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ABSTRACTS

Abstracts of the 18th Congress of the International Pediatric
Nephrology Association, Venice (Italy), October 2019

# IPNA 2019

IPN9597-53 SERUM IGE LEVEL IN RELAPSING IDIOPATHIC
NEPHROTIC SYNDROME IN CHILDREN

A. Hossain 1, A. Hossain 2, A. Mannan 3, K. Prashad 4

1 Associate Professor and Head, Department of Pediatric Nephrology,
Comilla Medical College. Bangladesh., 2 Assistant Registrar,
Department of Pediatric Nephrology, Comilla Medical College
Hospital, Bangladesh.,3 Professor and Head, Department of Pediatrics,
Comilla Medical College, Bangladesh., 4 Assistant Professor,
Department of Pediatric Nephrology, Comilla Medical College,
Bangladesh

Background: Nephrotic syndrome patient have altered serum IgE level
during acute attack and remission.. An increase in the serum IgEmay be a
reflection of body immunoregulatory imbalance that play direct patho-
genic role in the occurrence of NS and proteinuria.
Methods: The aim of this cross sectional comparative study was to assess
the level of serum IgE level in relapse of nephrotic syndrome and to see the
difference of serum IgE level between infrequent relapse and frequent re-
lapse carried out in the Department of Pediatric Nephrology, Comilla
Medical College Hospital during the time from July 2015 to December
2015. A total of 60 subjects were recruited, consisting of 30 of relapse NS
was enrolled as a cases and 30 of initial attack NS same age group was
enrolled as controls. Serum IgE level was estimated by IMMULITE2000
Reader before starting therapy with prednisolone. The mean serum IgE level
of cases and of controls were estimated respectively. Statistical difference
between serum IgE level of cases and control was seen by unpaired t test.
Results: The mean serum IgE level of relapse nephrotic syndrome in
children was (537.98±52.56IU/ml) which was higher than
control(p<0.05). The mean serum IgE level of infrequent relapse and
frequent relapse were 860.00±50.00 IU/mL and 1441.00± 95.00 IU/mL
respectively (p<0.05).
Conclusion:With this study we reaffirm that serum IgE is high in relapse
nephrotic syndrome and it is persistently and significantly higher in fre-
quent relapsing group.
Recommendation: This finding suggests that IgE may play an important
role in the pathogenesis of MCNS and level of the serum IgE can be used
as a prognostic and predictor indicator and thus we shall prevent and alert
subsequent complications as well as morbidity of relapse nephrotic
syndrome.
Keywords: Nephrotic Syndrome, Relapse, IgE.

Address of Correspondence: Dr. Md Azizul Hossain, Cell phone-+
8801711111299
Email: tasbiul@yahoo.com

IPN9600-38 ACTIVITY OF LYSOSOMAL EXOGLYCOSIDASES
IN THE URINE OF HEALTHY NORMOTENSIVE AND PRE-
HYPERTENSIVE CHILDREN

K. Taranta-Janusz 1, B. Zalewska-Szajda 2, A. Wasilewska 1, S.
Chojnowska 3, N. Waszkiewicz 4, K. Zwierz 3

1 Department of Pediatrics and Nephrology, Medical University of
Bialystok, Bialystok, Poland, 2 Department of Imaging
Diagnostics, Medical University of Bialystok, Children Hospital,
Bialystok, Poland, 3 Medical Institute, Lomza State University of
Applied Sciences, Lomza, Poland, 4 Department of Psychiatry,
Medical University of Bialystok, Bialystok, Poland

Arterial hypertension, represents a growing problem in children. It
was proved that changes in the activity of urinary lysosomal HEX
and its association with blood pressure (BP) in young adults may
be the evidence of early hypertensive disease.
We investigated the relationship between blood pressure (BP) and the
activity of lysosomal exoglycosidases: N-acetyl-β-hexosaminidase
(HEX), its isoenzymes A (HEX A) and B (HEX B), as well as α-
fucosidase (FUC), β-galactosidase (GAL), β-glucuronidase (GLU) and
α-mannosidase (MAN) in pre-hypertensive (high normal blood pressure -
HNBP) and normal blood pressure (NBP) children.
Material and methods: The study was carried out with urine col-
lected from 176 children (88 girls; 88 boys), aged 6–17.9 years,
d iv ided in to two groups : HNBP – 42 sub j ec t s w i th
prehypertension; and NBP – 134 subjects with normal BP. The
activities of HEX, HEX B, FUC, GAL, GLU and MAN were
determined by colorimetric method, expressed in pKat/mL and
pKat/μg of creatinine (pKat/μg Cr).
Results: HNBP patients had higher urinary HEX A activity (median
29.91 pKat/mL; Q1-Q3: 14.67–49.67) than children with normal
blood pressure (median 17.84; Q1-Q3: 8.42–32.73, p<0.05). In chil-
dren with HNBP, we demonstrated a statistically significant positive
correlation between urinary HEX, its isoenzyme HEX A (pKat/mL)
and SBP (r = 0.35, p<0.05; r = 0.4, p<0.01; respectively). AUC for
urinary HEX A was 0.616 with a best cut-off value 29.351 pKat/mL
with 51.2% sensitivity and 71.8% specificity, and for pKat/μg Cr.
AUC was 0.589 with a best cut-off value 0.054 pKat/μg Cr (sensi-
tivity 31.7%, specificity 86.3%).
Conclusions: This is the first report of the relationship between BP
and urinary lysosomal exoglycosidase activities: HEX, its isoen-
zymes HEX A and HEX B, FUC, GAL, GLU, and MAN in healthy
children and adolescents. It seems that HEX A (pKat/mL) can be
considered as an useful tool in identifying children with HNBP.
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IPN9601-39 TRANSPORT MEDIUM FLUID CULTURES IN
PAEDIATRIC RENAL TRANSPLANTATION: CAN WE MAKE
A CONSENSUS ON PROPHYLAXIS

D. Furnell 1, S. Boyle 1, N. Kessaris 2, S. Marks 1, J. Stojanovic 1

1 Department of Nephrology, Great Ormond Street Hospital for Children
NHS Foundation Trust, 2 Department of Transplantation, Guy's and St
Thomas' NHS Foundation Trust, London

Introduction:Themediumused in transporting donor kidneys is susceptible
to bacterial growth. Practice in sending transport medium fluid (TMF) cul-
tures differs between paediatric renal transplant centres. There is no consensus
on which prophylactic antibiotic, if any, should be used and lack of published
data on TMF cultures for paediatric renal transplant recipients.
Materials and methods: We analysed electronic records of 125 renal
transplant recipients transplanted at a large paediatric renal transplant centre
from 2013-2017. 36 had deceased donor kidney transplants(DDTx) and 89
had living donor kidney transplants (LDTx).50 patients were excluded as
no culture was sent, leaving 27 DDTx and 48 LDTx patients. We looked
into TMF growth and sensitivity to the prophylactic antibiotics used.
Results: 30% of the DDTx recipients had a positive TMF culture.75% grew
a single bacteria and 25% grewmultiple organisms. Coliformswere themost
common bacteria grown (30%).Only 50% of the bacteria were sensitive to
the prophylactic antibiotics used at the time (protocol revised from ciproflox-
acin to co-amoxiclav in 2017). 60% of growths were sensitive to amikacin,
whereas only 30%were sensitive to co-amoxiclav and 27% to ciprofloxacin.
19% of LDTx recipients had a positive TMF culture. 78% grew a single
organism and 22% had multiple growth. Coagulase negative staphylococ-
cus was most commonly grown (55%). 36% of the bacteria were sensitive
to the prophylactic antibiotics. 64% of cultures were sensitive to amikacin.
Only 9% were sensitive to co-amoxiclav and 27% to ciprofloxacin.
Conclusions: Bacterial growth of TMF cultures differs between DDTx
and LDTx. Only 30% of bacteria were sensitive to the prophylactic anti-
biotics. Amikacin was the antibiotic that most organisms were sensitive to
in both groups although there are concerns using aminoglycosides in this
patient cohort.

IPN9608-46 NOVEL HYPERTENSION DIAGNOSTIC SCORE IN
CHILDREN

M. Elbaba
Weill Cornell Medical College&HamadMedical Corporation, Doha-Qatar

Background: Most of accidently measured high blood pressure in the
clinics or emergency is falsely labelled as “hypertension” and all the
blood pressure reading after 24-48 hours are normal. Reactive or “white
coat hypertension” is the most common cause of that medical staff and
family worry.
Objectives: The author invented a novel valid and reliable diagnostic
score to use mainly for the newly discovered high blood pressure.
Methods: The diagnostic score is composed of 10 items with grades for
each item 1, 2 or 3. The total minimum score is 10 and the maximum is
30. Score of 12 or less exclude the hypertension and requires no action
needed. Score of 25 or more diagnose hypertension and requires consul-
tation, work-up and treatment. Score from 13 to 24 needs monitoring
(score 20-24) or reassessment after 48 hours (score 13-19). The score is
used prospectively in 30 children on their first consultation and or referral
for high blood pressure reading (considering hypertension) and then val-
idated to the final diagnosis to confirm or to rule out pediatric hyperten-
sion and its management.
Conclusion: The novel pediatric systemic hypertension diagnostic score
showed a significant accuracy validity and reliability for the diagnosis and
for the recommended further action. Because it is simple, cheap, fast, accurate
and reliable, we recommend itsmass use in practice at least as a screening tool
to select the children require further work-up or management.

IPN9609-47 SIMULATION EDUCATION IN PEDIATRIC CRRT

M. Elbaba
Weill Cornell Medical College&HamadMedical Corporation, Doha-Qatar

Background:Continuous renal replacement therapy (CRRT) is frequent-
ly required to support the critically ill children. Healthcare professionals
usually encounter some difficulties to deliver an effective and safe care to
the children in PICU.
Objectives: The aim of this work was the assessment of the effectiveness
and safety of multidisciplinary team work and determination of the prob-
lems of the pediatric CRRT collaborative practice through the inter-
professional education (IPE) simulation sessions.
Methods:Different pediatric CRRTsimulation scenarios were conducted
within a full day workshop as well as in-site in pediatric ICU in our center
without prior notification to our candidates every few weeks. The candi-
dates of those simulation sessions were pediatric nephrology physicians,
intensivists, nurses, CRRT technicians and clinical pharmacists. The par-
ticipants’ performance and the Inter-professional education (IPE) core
competencies were assessed. Two forms were filled one by the partici-
pants after the sessions and the other by the facilitators from their direct
observation of the team performance during the sessions.
Results: We conducted three parallel simulation sessions during the work-
shop and two in-site simulation sessions. Two major themes were emerged
from this study. First theme was the prolonged time taken to transmit the
CRRT prescription from the protocol to the machine. Second theme was the
good harmony among the different professionals to deliver the treatment.
Conclusion: The author concluded that PCRRTsimulation is an effective
training method to enhance the quality of children care among the IPE.
Team members involved in the simulation became more confident and
comfortable to deliver the CRRT.

IPN9612-41 SON HAPLOINSUFFICIENCY CAUSES IMPAIRED
PREMRNA SPL IC ING OF CAKUT GENES AND
HETEROGENEOUS RENAL PHENOTYPES

J. Kim 1, E.Y. Park 1, D. Chitayat 2, D. Stachura 3, J. Schaper 4, K.
Lindstrom 5, T. Jewett 6, D. Wieczorek 7, J. Draaisma 8, M. Sinnema 9,
M. Hempel 10, A. Seeley 11, C. Hoeberigs 12, M. Lemaire 13, E.E. Ahn 1

1 Mitchell Cancer Institute, Mobile, Alabama, 2 Department of Obstetrics
and Gynaecology, Toronto, 3Department of Biological Science,
California State University, Chico, 4 Department of Diagnostic
Radiology, Heinrich-Heine-University, Dusseldorf, 5Division of
Genetics and Metabolism, Phoenix Children's, Phoenix, 6 Department of
Pediatrics, Wake Forest Baptist Health, Winston-Salem, NC, 7 Institute of
Human Genetics, Heinrich-Heine-Universität Düsseldorf, 8 Department of
Pediatrics, Radboud University, Nimjegen, 9 Department of Clinical
Genetics and School for Oncology & Developmental Biology, Maastricht
University, Maastricht, 10 Institute of Human Genetics, University Medical
Center Hamburg-Eppendorf, Hamburg, 11 Geisinger Medical Center,
Danville, PA, 12 Department of Radiology and Nuclear Medicine,
Maastricht University, Maasticht, 13 Department of Pediatrics, Toronto

Introduction: While genetic testing is increasingly used in clinical ne-
phrology, a large number of patients with congenital abnormalities of the
kidney and urinary tract (CAKUT) remain undiagnosed with current gene
panels. Therefore, careful curation of novel genetic findings is key to
improving diagnostic yields. We recently described a novel intellectual
disability syndrome caused by de novo heterozygous lossoffunction mu-
tations in the gene encoding for the splicing factor SON. SON deficiency
causes a reduction in the expression of several genes critical for brain
development and function.
Objectives: To describe the range of possible renal phenotypes exhibited
by patients with SON deficiency syndrome and determine the impact of
SON deficiency one the expression of critical renal genes.
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Material & methods: We performed a detailed overview of the renal
phenotypes for all patients in a large cohort of patients diagnosed with
SON deficiency syndrome. We used siRNA knockdown in two kidney
cell lines to assess the impact of SON deficiency on the expression of 14
renal genes. We assessed the expression of the three renal genes (PKD1,
PKD2 and PAX8) that are expressed in in a patient’s peripheral blood
mononuclear cells (PMBC).
Results: Detailed phenotyping of 14 patients with SON haploinsufficiency
reveals that eight patients have various renal anomalies (horseshoe kidney,
renal cysts), urinary tract infections, electrolyte disturbances and/or hyper-
tension.We demonstrate that SON knockdown in two kidney cell lines leads
to abnormal pre-mRNA splicing and decreased expression of several
CAKUT genes. We observed these molecular events in PBMC from a
patient with SON deficiency syndrome, but not in 2 control subjects.
Conclusions: Our data suggest that the broad-spectrum phenotype of
patients with a pathogenic SON mutation may be a consequence of im-
paired premRNA splicing of several CAKUT genes. We propose that
panels designed to diagnose children with a renal phenotype should in-
clude the SON gene.

IPN9629-49 CD44-POSITIVE GLOMERULAR PARIETAL
EPITHELIAL CELLS IN A MOUSE MODEL OF CNI-
INDUCED NEPHROTOXICITY

A. Hayashi, T. Okamoto, Y. Sato, T. Yamazaki, T. Toshiyuki, Y. Ueda
Department of Pediatrics, Hokkaido University Graduate School of
Medicine, Sapporo - Japan

Introduction: Calcineurin inhibitors (CNIs) such as cyclosporine A (CsA)
and tacrolimus are immunosuppressants that are frequently used as “key
drugs” in the fields of transplantation, refractory nephrotic syndrome, and
autoimmune diseases. However, long-term use of CNI causes nephrotoxi-
city, the features of which are arteriolar hyalinosis, tubular atrophy, striped
interstitial fibrosis, and focal segmental glomerulosclerosis (FSGS). We
investigated whether FSGS in CNI-induced nephrotoxicity is associated
with CD44-positive glomerular parietal epithelial cells (PECs), which play
a significant role in experimental and human FSGS pathogenesis.
Methods: We utilized the mouse model of CsA-induced nephrotox-
icity, as well as controls. Histopathological and functional data were
sequentially collected from 1 week to 25 weeks after CsA injection.
Glomerular expression of CD44 was immunohistochemically eval-
uated, as were markers for glomerular podocytes and PECs.
Results: Glomerular CD44 expression occurred from 2 weeks after CsA
injection and gradually increased in the CsA group. At the same time, the
expression of desmin (podocyte injurymarker) showed increased expression
compared with the control group from 2 weeks on CsA treatment. From 20
weeks after CsA injection, the cells formed a bridge between Bowman’s
capsule and the capillary tuft. These features are compatible with those of
activated PECs, in which increased foot process effacement leads to bridge
formation, and subsequently to an increase in glomerulosclerosis and a de-
crease in the expression of podocyte markers from 20 weeks.
Conclusion: CD44-positive activated PECs reflect extremely early
podocyte injury in the progression of FSGS formation and may be a good
marker for early detection of CNI-induced nephrotoxicity.

IPN9650-43 OUTCOME OF SEVERE ACUTE KIDNEY
INJURY(AKI) IN CHILDREN IN A CRITICAL CARE
NEPHROLOGY WARD

S. Afroz , T. Ferdaus , F. Yasmin , U. Tanzila , S. Baroi , M. Hanif
Dhaka Shishu(Children) Hospital,Bangladesh - Bangladesh

Background: This study was attempted as there is paucity of data on the
clinical profile and outcome of severe Acute Kidney Injury in a Pediatric
Critical Care Nephrology & Dialysis (CCN&D) set up.

Objectives: To determine the prevalence, etiology, hospital outcome and
predictors of fatality of critically ill children with AKI admitted to the
CCN&D ward, aged 1 day to 17 years.
Patients and methods: This prospective observational study was done
from January 2016 to June 2018, 725 patients were screened for AKI.
AKI was defined according to the AKI Network criteria. Patients were
treated with necessary supportive care and dialysis.
Results: The prevalence of AKI was 61%. All the AKI were at AKIN
stage III category. Causes of AKI was Pre renal 63%, renal 19% and post
renal 18%. The most common etiology of pre renal AKI was post diar-
rheal hypovolemia 31%, renal cause of AKI includes acute glomerulone-
phritis 8% and amongst post renal cause posterior urethral valves (PUV)
14%. Hypovolemia and shock was found in 12% cases. Congestive car-
diac failure (10%), hypertensive crisis (7%), severe hypernatremia (24%),
severe metabolic acidosis (11%) and need for dialysis (76%) were found
to be associated with worst outcome. Out of 441 AKI cases, 46% im-
proved and discharged, overall mortality was 40%. Higher rate of mor-
tality was found amongst infant (46%) and neonate (37%). Glasgow
coma scale (GCS) was <3 in 16% cases. Requirement of mechanical
ventilation (11%) and longer hospital stay > 30 days (9%) were the im-
portant predictor of fatality in AKI.
Conclusion:Higher prevalence of severe AKI was found to be associated
with high mortality in infant and neonate. Post diarrheal hypovolemic
AKI was the commonest cause. Longer hospital stay and need for me-
chanical ventilation predicted an adverse outcome.
Keywords: Acute kidney injury, critically ill-children

IPN9655-48 THE ROLE OF KIM1, IL-18 AND GST-Π IN
PAEDIATRIC HIVAN

L. Nandlal 1, R. Bhimma 2, T. Naicker 1
1 Discipline of Optics and Imaging, College of Health Sciences, Nelson R
Mandela School of Medicine, University of KwaZulu-Natal - South
Africa, 2 Department of Paediatrics and Child Health, College of
Health Sciences, Nelson R. Mandela School of Medicine, University of
KwaZulu-Natal - South Africa

Abstract

Background and aim: HIV-associated nephropathy (HIVAN) in sub-
Saharan Africa is a significant cause of morbidity and mortality in chil-
dren. Early detection of kidney injury is essential to avert permanent
damage and delay progression of kidney injury. Kidney biopsy is pres-
ently the gold standard for the diagnosis of focal segmental
glomerulosclerosis (FSGS) however, it is invasive with attendant compli-
cations, and may not be representative due to sampling error. Also, serum
creatinine is an insensitive and non-specific marker for the diagnosis of
various kidney diseases, particularly in HIV-infected patients. Therefore
the need for a non-invasive approach using additional urinary biomarkers
such as KIM-1, IL-18 and GST (π) for the early detection of FSGS,
particularly in paediatric HIVAN, is urgently warranted.
Methods: The study group comprised of 34 children; 13 with HIVAN and
21 with idiopathic FSGS. The control groups were 19 HIV positive and 16
HIV negative children with no kidney disease. Urine samples collected
from these 69 children were stored at -80°C. Urinary concentrations of
KIM-1, IL-18 and GST (π) were quantified using Bio-Plex® method.
Results:A significant increase in urinaryKIM-1 levels were observed in the
HIVAN group compared to the control groups viz., HIV positive (p=0.0039)
and HIV negative (p=0.0438). There was no significant increase in KIM-1
levels between the idiopathic FSGS group and the control group (p=
0.0737and p=0.1757) respectively. No statistical significant differences were
noted in urinary IL-18 and GST-π levels across all study groups.
Conclusion: Urinary KIM-1 levels are significantly elevated in
children with HIVAN and may be a useful biomarker to detect
kidney disease in HIV-1 infected children.
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IPN9692-49 OUTCOME OF ISOLATED ANTENATAL
HYDRONEPHROSIS IANH IN AN INDIAN HOSPITAL

D.M.S. Yasmeen 1, D.P. Senguttavan 2, D.V. Raman 2, D.S. Ekambaram 2,
D.V. Choudhary 2, D.K. Ganesan 1

1 Mehta Hospital,Chennai - India, 2 Mehta Children Hospital,Chennai -
India

Introduction: Isolated antenatal hydronephrosis (IAHN) defined as
antenatal hydronephrosis not associated with ureteric and or blad-
der abnormalities.
Objectives: To determine the primary outcome as resolution, persistent
PCS dilatation or requiring surgical intervention and secondary outcome
with complications as UTI, proteinuria or hypertension in IANH.
Rationale for the Study is limited Indian data on the outcome of IANH.
Materials & methods: It is a Retrospective Observational study of 5
years (January 2010-December 2014) with follow up period of one year
duration. Target population were included. Infants with inadequate doc-
umentation and with ureter or bladder abnormalities or associated any
malformations were excluded. Demographic data and necessary investi-
gations were documented. Grading and Resolution of IANH, surgical
indications, complications as UTI, proteinuria, and hypertension were
defined as ISPN Guidelines.
Results: Outcome was measured primarily as Resolution or Persistent
PCS dilatation or need for surgery (pyeloplasty) and secondarily as com-
plications such as UTI, proteinuria or hypertension. Out of 219 infants, 92
were detected with IANHwith male predominance(M:F-3:1). Resolution
was predominantly seen in mild IANH (86.6%).By Kaplan Meier surviv-
al analysis, median time for resolution in mild IANH was 6 months and
12 months in moderate IANH. Surgery(Pyeloplasty) was done predomi-
nantly in severe IANH (85%).Mean age of surgery was 9.2(± 2.8) months
with mean APD was 23±2.5mm.Persistent PCS dilatation was seen in
moderate IANH (25.9%).UTI was seen in 60%, 25.9%, and 6.6% in
severe, moderate, mild IANH respectively. Mean age of presentation of
UTI was 6.5(±2.2) months. Recurrent UTI was seen in 10(50%) infants
with severe IANH. All the infants in the study group were free of hyper-
tension and proteinuria.
Conclusions:Majority of Mild IANH (86.6%) completely resolved
spontaneously with median resolution time of 6 months. Moderate
IANH requires close monitoring as UTI is seen in 25.9% of
moderate IANH. Majority of Severe IANH (85%) required timely
surgical intervention.
Keywords: IANH, Resolution, UTI, Surgery.

IPN9694-51 ANILLIN GENECAUSING ADULTONSET FSGS IN
AN INFANT-AN ENIGMA

D.M.S. Yasmeen 1, D.P. Senguttavan 1, D.S. Ekambaram 1, D.V.
Choudhary 1, D.K. Vellore 2, D.K. Ganesan 1

1 Mehta Children Hospital,Chennai - India, 2 Mehta Children
Hospital,Chennai - India

Introduction:Genetic mutations causing infantile nephrotic syndrome is
known. An unusual gene mutation Anillin ANLN reported to cause
FSGS only in adults has been detected in our infant.
Case history: One year old girl, first born out of non consangious mar-
riage with no family history of renal disease,diagnosed and treated as
Infantile Nephrotic Syndrome. Partial remission was attained. She was
treated as SRNS. Child was given supportive treatment. In view of age of

presentation, Renal Biopsy was performed which showed FSGS-NOS.
Started on Tacrolimus(0.1mg/kg/day) and tapering dosage of oral ste-
roids. Last tacrolimus levels-1.9ng/ml, thus tacrolimus increased to
0.2mg/kg/day. For last 6months, child is doing better and under remis-
sion. Genetic analysis was done to know the etiology and prognosis of the
disease, showed Anillin ANLN gene mutation with autosomal dominant
inheritance.
Anillin ANLN gene was discovered in 2014, and diagnosed as its
mutation causing adult onset-FSGS.
In the human model study, Family 6562 is a 26-member kindred
from the United States known to date back four generations. There
are nine affected individuals in this family. Using a combination of
genome-wide linkage studies and whole-exome sequencing, a mis-
sense mutation R431C in anillin (ANLN), an F-actin binding cell
cycle gene was identified. Both male and female individuals are
affected in at least four generations and there is male-to male trans-
mission, consistent with an AD inheritance pattern. The youngest
one to be affected was age of nine years.
Conclusion: Adult onset FSGS ANLN Anillin gene defect is an uncom-
mon in childhood nephrotic syndrome the youngest age reported was 9
years old. Our infant aged 1 year is the youngest one, hence this gene
should be included in the infantile nephrotic genetic panel. As this is AD
mode of inheritance, Genetic counselling to parents is required.

IPN9732-44 PAEDIATRIC HAEMODIALYSIS AT THE
UNIVERSITY COLLEGE HOSPITAL IBADAN NIGERIA: AN
UPDATE

A. Ademola 1, T. Lawal 2, A. Asinobi 1
1 Department of Paediatrics, Faculty of Clinical Sciences, College of
Medicine, University of Ibadan/ University College Hospital Ibadan -
Nigeria, 2 Department of Paediatrics, University College Hospital
Ibadan - Nigeria

Introduction: Paediatric haemodialysis is potentially life saving in
the management of children with acute kidney injury (AKI) or
end-stage renal disease (ESRD). However, in many parts of sub-
Saharan Africa paediatric renal replacement therapy is not readily
accessible. Paediatric haemodialysis may be potentially relevant in
the provision of renal replacement therapy to children with AKI
or ESRD in in low resource settings. We reviewed haemodialysis
provided in our centre over a period of 11 years for children aged
less than 19 years to provide an update on the role of paediatric
haemodialysis.
Methods:We reviewed the haemodialysis register and the paediatric
nephrology unit database for persons who were aged 19 years and
below who received dialysis from January 2011 – December 2017
in terms of demography, diagnosis and in-hospital mortality. Details
regarding diagnosis was not available for 6 patients and they were
excluded from the analysis.
Results: A total of 144 children and adolescents were recruited
they were aged 2-19 (10.6± 4.4) years, and 62.5% were males.
One hundred participants (69.4%) had AKI, while the others had
ESRD. The patients with AKI and ESRD were aged 9.7 ± 4.5
years (58 %, males); 12.4 ± 3.6 years (72.7%, males) respectively.
The main causes of AKI were sepsis (16%), malaria (16%) intra-
vascular haemolysis cause unknown (14%) and nephrotic syn-
drome (10%), while the main causes of ESRD were chronic glo-
merulonephritis in 34 (77.3%) and posterior urethral valves in 5
(11.4%). In-hospital mortality data was available in 117 patients
and mortality occurred in 8 of 84 patients (9.5%) with AKI and 3
of 33 patients (9.1%) with ESRD.
Conclusion: Paediatric haemodialysis is be useful in the manage-
ment of children with AKI in low resource settings. Children with
ESRD however need chronic renal replacement therapy.
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IPN9841-45ROLEOFREGULATORYTCELLS INFREQUENTLY
RELAPSING IDIOPATHIC NEPHROTIC SYNDROME IN
CHILDHOOD

S. Tsuji , Y. Akagawa , T. Yamaguchi , S. Akagawa , J. Kino , S.
Yamanouchi , T. Kimata , K. Kaneko
Department of Pediatrics, Kansai Medical University - Japan - Japan

Introduction: Aberrant regulatory T-cell (Treg) in quality and quantity
have been suggested in idiopathic nephrotic syndrome (INS). As large
individual differences in the increased Treg numbers in response to ste-
roid treatment was found, we investigated whether an association exists
between Treg number on initial response and later development to fre-
quently relapsing INS.
Material and methods:

1. Blood samples were obtained at onset and after remission from 25
patients with INS; eight did not relapse after initial response (non-
relapsing [NR] group, median age: 5.4 years), whereas 17 relapsed
frequently (frequently relapsing [FR] group, median age: 3.5 years).
Treg (CD4+CD25+Foxp3+) numbers in peripheral blood were mea-
sured by flow cytometry and the increases (%) were compared be-
tween groups.

2. Fecal samples were also obtained at onset from the 25 patients with
INS, as well as from 15 age-matched healthy controls (HCs). Gut
microbiota were characterized by 16S rRNA metagenomic analysis,
and fecal butyric acid, which is involved in Treg differentiation, was
measured using high-performance liquid chromatography.

Results:

1. The increase in Treg number was significantly lower in the FR group
(median 124.8%) than in the NR group (median 879.2%; p<0.001).

2. Metagenomic analysis of gut microbiota showed that the proportion of
butyric acid-producing bacteria was significantly lower only in the FR
group (median 7.1%) than in the HC (median 17.5%; p<0.001); in
addition, median butyric acid quantities were significantly lower in
the FR group than in the HC group (0.60 vs. 1.05 mg/g, p=0.039).

Conclusions: In childhood INS, small increases in Treg number in re-
sponse to steroid treatment are associated with increased risk of later
frequent relapses. It is suggested that the FR group had a greater degree
of gut microbiota dysbiosis characterized by less butyric acid-producing
bacteria, leading to poor differentiation of Treg in the gut.

IPN9998-58 EVALUATION OF SCLEROSTIN SERUM LEVEL
AND BONE DENSITY STATUS IN CHILDREN ON REGULAR
HAEMODIALYSIS

M. Abdelsalam 1, M. Zein 2, E. Mohamed 3, H. Ahmed 4, Z. Mohamed 5

1 Al-azhar University, Cairo - Egypt, 2 Al-azhar University - Egypt, 3 Al
azhar University, Cairo - Egypt, 4 Al azhar, Cairo - Egypt, 5 Al azhar
Unniversity, Cairo - Egypt
Evaluation of Sclerostin Serum Level and Bone Density Status in
Children on Regular Haemodialysis by Manal Abd el salam ,Prof.of
pediatrics and pediatric nephrology, Al-Azhar University

Abstract: Bone disease is frequently observed in chronic kidney disease
(CKD) and increases a patient’s risk for fracture. Sclerostin is an
osteocyte-derived negative regulator of bone formation.
Aim: is to assess sclerostin serum level as a bone marker in children with
CKD on redgular hemodialysis and detect the association between
sclerostin serum level and bone density status.

Material andmethods: this cross sectional comparative study conducted
on 25 children with CKD on hemodialysis (HD) and 25 age and sex-
matched healthy children as controls. Their ages ranged from 4 to 18
years. Sclerostin serum and DEXA scane were measured in the same line
with the traditional bone markers.
Results: significant increase in sclerostine serum level in patients (1.754
±1.311ng/ml)compared to controls (0.290±0.074 ng/ml with (p=0.001). 9
patients (36%) have low bonemineral density (BMD) with z score under -
2.0, 8 of them have low BMD in both neck of femur and lumber spines.
There is significant increase in sclerostin serum level in patients group
with low BMD(2.38 ± 0.85ng/ml)compared with patients with normal
bone density(1.4 ± 0.98ng/ml) (p=0.001). Significant positive correlation
between sclerostin serum level and (ALK.phosphtase, PTH)with negative
correlation with serum Ca . Sclerostin is 100%specific and sensitive in
predicting bone disease.
Conclusion: Elevated sclerostin levels are consistent with low bone den-
sity and appears to be independent predictor of reduced bone mineral
density in CKD children on hemodialysis.

IPN10076-85 JGA OF DEVELOPING, HEALTHY AND
NEPHROTIC HUMAN KIDNEYS CO -EXPRESS RENIN AND
CONNEXINS

I. Kosovic 1, N. Filipovic 1, K. Vukojevic 2, M. Saraga 3, M. Glavina
Durdov 4, I. Bocina 5, M. Saraga-Babic 6

1 Department of Anatomy, Histology and Embryology, School of
Medicine, University of Split, Split - Croatia,2 Department of Anatomy,
Histology and Embryology, School of Medicine, University of Split,
Croatia and Department of Medical Genetics, School of Medicine,
University of Mostar - Bosnia and Herzegovina,3 Department of
Paediatrics, University Hospital in Split, Split - Croatia,4 Department
of Pathology, University Hospital in Split, Split - Croatia,5 Department
of Biology, Faculty of Science, University of Split, Split, - Croatia,
6 Department of Anatomy, Histology and Embryology, School of
Medicine, University of Split - Croatia

Introduction: During early kidney development, renin progenitors ap-
pear within renal arteries and then gradually shift to juxtaglomerular
apparatus (JGA) exclusively. JGA is a part of renin-angiotensin system
(RAS) of blood pressure control and accommodates several different cell
types, connected by intercellular communication proteins connexins
(Cxs). Alterations in normal Cx expression are associated with vascular
abnormalities and chronic kidney disease. Results of experimental studies
are controversial, while studies on human kidneys are extremely rare. The
aim of the present study was to describe changes in spatiotemporal ex-
pression of Cxs and renin within developing, postnatal and nephrotic
human kidneys.
Materials & methods: Human kidney tissue from 10 human conceptus-
es 8th to 38th weeks old, postnatal healthy and nephrotic kidneys was
analyzed by electron microscopy and double immunofluorescence tech-
niques, to detect localization and co-expression of Cx37, Cx40, Cx43 and
Cx45 and renin in JGA.
Results: Throughout development, renin was strongly expressed in the
vasculature of JGA, collecting and distal tubules, and glomeruli. Similar
expression pattern characterized postnatal healthy and nephrotic kidneys.
JGA was characterized by strongest expression of Cx43, moderate ex-
pression of Cx40 and weak expression of Cx45 and Cx37. Cx45 was
strongest in proximal tubules and Cx40 in distal tubules. Compared to
healthy kidneys, nephrotic kidneys showed irregular and increased ex-
pression of Cx43 and decreased expression of Cx37 in JGA. Different
levels of co-expression between renin and Cx40, Cx43, Cx45 and Cx37
characterized afferent arteriole of JGA.
Conclusions: Wide distribution of renin progenitors in developing hu-
man kidneys indicate their various developmental roles, while their grad-
ual restriction to JGA area imply their role in proper kidney vasculature
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development and blood pressure control. Nephrotic kidneys compared to
developing and healthy postnatal kidneys showed differences in spatio-
temporal patterning of Cxs and renin in JGA, pointing to proper cell
communications as pre-requisite for blood pressure control.

IPN10160-79GLOBALHEALTH INTERESTANDEXPERIENCE
AMONG PEDIATRIC NEPHROLOGISTS AND TRAINEES IN
THE UNITED STATES

D. Glenn 1, S. Kennedy 2, A. Daga 3, E. Bjornstad 1, S. Hingorani 4, E.
Elenberg 5, J. Mahan 6

1 University of North Carolina at Chapel Hill - United States, 2 Emory
University - United States,3 Boston Children's Hospital - United States,
4 Seattle Chidlren's Hospital - United States, 5 Texas Children's Hospital -
United States,6 Nationwide Children's Hospital - United States

Introduction: Interest in global health (GH) during graduate and post-
graduate medical training is increasing across pediatric subspecialties in
the United States. The aim of this study is to characterize GH experience
among practicing Pediatric Nephrologists (PNs) and Pediatric
Nephrology (PN) trainees, and gauge interest in future involvement in
GH activities.
Materials andmethods:We designed and deployed two electronic ques-
tionnaires surveying PNs and PN trainees in December 2017 and
May 2018. Trainee contact information was compiled from data submit-
ted by fellowship program directors and PNs were contacted via their
membership in the American Society of Pediatric Nephrology (ASPN).
Descriptive statistics were applied.
Results: Survey of 95 PN trainees yielded 32 responses (RR 34%). 91%
of respondent PN trainees expressed strong interest in participating in a
“community of practice” devoted to the practice of PN in low resource
settings. Few trainees reported participating in GH activities during fel-
lowship (6%), while 28% reported involvement in GH activities during
medical training. 13% of trainees reported plans to participate in interna-
tional work prior to the end of fellowship.
Survey of 850 ASPN members yielded 94 responses (RR 11%). 32% of
respondents reported active participation in nephrology-related GH activ-
ities and 97% reported interest in future GH work. The majority of PNs
(85%) reported being able to devote 1 or 2 weeks to a GH opportunity.
Both PNs and PN trainees reported interest in guideline development,
online GH modules, GH workshops, and hosting international PN
trainees at their home institutions.
Conclusions: The majority of respondent PNs and PN trainees report
interest in participating in GH activities. Developing structured GH ex-
periences for PNs and trainees and incorporating relevant GH topics into
PN curricula will meet an unmet need, and may broaden and enhance the
appeal of PN training to prospective PN applicants with an interest in GH.

I PN 1 0 1 6 3 - 8 2 IMPACT RECOMBINANT HUMAN
ERYTHROPOETIN ON LVM,CARDIAC FUNCTION
PATIENTS ESRD ON HAEMODIALYSIS

M. Zahrane, S. Emamm, N. Abdel Rahman
Pediatric Department, Faculty of Medicine, Cairo University - Egypt

Objective:Of this workwas to demonstrate the effect of rHu EPO therapy on
LVH and LV systolic function in patients with end stage kidney disease.
Methods: Thirty two patients were enrolled in this study, 14 females and
18 males. Their age ranged from 5 to 17 years along with 15 age and sex
matched healthy subjects as controls. The inclusion criteria were; the pres-
ence of renal anemia , adequate serum iron status with serum ferritin level of
100 ng/ml or more and a transferrin saturation of >20%, normotension or
controlled hypertension and no history of valid heart disease or other sys-
temic illness. We analyzed the laboratory and echocardiographic data

before starting EPO treatment and after treatment in period of follow up
ranged between 4 and 9 months with a mean of 5.8+/-1.5 months
Results:Hb level increased from 8.5+/-1.87 to 9.3+/-1.7 gm/dl, Hct level
increased from 25.78+/-6.59% to 28.88+/-5.5%, LVMI showd reduction
from 108.8+/-41.97 to 97.13+/-43.9 g/m2 , SV decreased from 59.58+/-
21.17 to 53.9+/-18.49ml and finally CO decreased from 5.74+/-2.2 to 5+/
-1.5 L/minute. No significant change was detected regarding the HR,
EDV, &ESV. LV systolic function was normal at the start of the work
and remained so in the follow up examination.
Conclusion:We concluded that in patients with ESRD on chronic hemo-
dialysis, LVH regression can be obtained after partial correction of ane-
mia with rHu EPO which can be also associated with reduction of the
high CO encountered in these cases. Weather this regression would im-
prove outcome in haemodialysis patients remain to be established.

IPN10164-83 EFFECT OF HYPERPARATHYROIDISM ON
RESPONSE TO ERYTHROPOIETIN IN CHILDRENWITH CRF

M. Zahrane 1, A. El Khawaga 2

1 Pediatric Department, Faculty of Medicine, Cairo University - Egypt,
2 Chemical Pathology Departement, Cairo University - Egypt

Objective: To assess the response to recombinant human erythropoietin
(rHuEPO),50 unit/kg twice weekly was studied in 35 children and ado-
lescents with end- stage renal failure who were either transfusion depen-
dent or had hematocrits( HCT) <25%.
Methods: rHuEPO was given to 22 haemodialysis (HD) patients and 13
on conservative treatment,with mean age (10.84± 4.08) years,25 males
and 10 females with mean HCT(26.75±4.70) BP, hct, iron-indices, serum
k, ca,p , alkaline phosphatase, BUN and intact parathyroid hormone
(iPTH) monitored serially.
Results: Serum aluminum was measured randomly in 6 patients , results
were normal .When serum ferritin was <100ng/ml during therapy,they re-
ceived iron supplementation. According to the response, patients were divid-
ed into 2 groups ,the non –responders group with HCT<27,mean age (9.97±
3.55) years, withmean iPTH (669.9± 461.77) pg/ml and group of responders
withHCT> 27withmean age (11.66± 4.32 ) years, withmean iPTH (261.19
±233.17) pg/ml,15 HD patients never reached target HCT versus, 2 patients
on conservative treatment; By comparison between both groups as regards
laboratory values, it shows reticulocytic count ,iPTH and serum ferritin were
significantly higher in the non- responders( NR) versus the responders(R)
with p values (p= 0.04,p=0.006,p=0.04) respectively ,while serum
calcium,albumin were significantly lower between NR versus R with p
values ( p=0.007,p= 0.003 ) respectively. Inspite that iron, TIBC,% transferin
saturation and KT/V shows non significant difference between NR and R
group,and also caloric intake. However intact parathormone levels were sig-
nificantly higher before and after 16weeks of erythropoetin ( EPO) therapy in
the NR versus R groups , P< 0.05 versus p= 0/006 respectively.
Conclusions: So we conclude that in the absence of other well-known
response–limiting factors, the erythropoetic response to erythropoetin
therapy depends largely on the extent of secondary hyperparathyroidism.

IPN10165-84 LONG-TERM GROWTH IN CHILDREN WITH
POSTERIOR URETHRALVALVES

P. Parkpibul , P. Rianthavorn
Faculty of Medicine, Chulalongkorn University, Bangkok - Thailand

Introduction: Improvements in management of posterior urethral valves
(PUV) increase patient survival. These children are at risk of growth
retardation as chronic kidney disease (CKD) begins early in life. This
study was conducted to describe growth profiles in PUVand to identify
risk factors for stunting, defined as age-specific height standard deviation
score (SDS) below -2.
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Material and methods: Medical records of 65 PUV patients with a
minimum two-year follow-up were reviewed. Age-specific height,
weight and body mass index (BMI) SDS were determined. CKD stage
4–5 was considered advanced CKD. Six potential risk factors for
stunting, namely age at diagnosis, presence of renal dysplasia, age at
surgery, requirement of urinary diversion, post-surgical nadir serum cre-
atinine and severity of CKD, were analyzed.
Results:Median age at last follow-up was 7.53 years (IQR 4.4–10.2). All
patients underwent valve ablation and 33.8% required urinary diversion.
Median post-surgical nadir serum creatinine was higher in patients un-
dergone urinary diversion (p<0.001). Median SDS of height, weight and
BMI was -0.40, -0.64 and -0.19, respectively. Median height SDS was
lower in advanced than early CKD (p=0.03). Patients with thinness, nor-
mal weight, overweight and obese were 26.2%, 58.5%, 10.8% and 4.6%,
respectively. There was no significant difference of SDS of weight and
BMI across CKD stages. Stunting was diagnosed in 15.4%. Urinary
diversion, post-surgical nadir creatinine >0.80 mg/dL and advanced
CKD were associated with stunting in univariate analysis but advanced
CKDwas the only independent risk factor for stunting with the odds ratio
of 12.7 (95% CI 1.4–114.6).
Conclusions: Delay of CKD progression could maximize linear growth
potential in PUV. Patients undergone urinary diversion were likely to
have severe PUV but urinary diversion may allow better height gain in
patients with severe baseline renal dysfunction. A substantial proportion
of patients were overweight or obese.
Keywords: chronic kidney disease; growth disorders; posterior urethral
stricture
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Objective: To assess the response to recombinant human erythropoietin
(rHuEPO),50 unit/kg twice weekly was studied in 35 children and ado-
lescents with end- stage renal failure who were either transfusion depen-
dent or had hematocrits( HCT) <25%.
Methods: rHuEPO was given to 22 haemodialysis (HD) patients and 13
on conservative treatment,with mean age (10.84± 4.08) years,25 males
and 10 females with mean HCT(26.75±4.70) BP, hct, iron-indices, serum
k, ca,p , alkaline phosphatase, BUN and intact parathyroid hormone
(iPTH) monitored serially.
Results: Serum aluminum was measured randomly in 6 patients , results
were normal .When serum ferritin was <100ng/ml during therapy,they
received iron supplementation. According to the response, patients were
divided into 2 groups ,the non –responders group with HCT<27,mean age
(9.97± 3.55) years, with mean iPTH (669.9± 461.77) pg/ml and group of
responders with HCT> 27withmean age (11.66± 4.32 ) years, withmean
iPTH (261.19±233.17) pg/ml,15 HD patients never reached target HCT
versus, 2 patients on conservative treatment; By comparison between
both groups as regards laboratory values, it shows reticulocytic count
,iPTH and serum ferritin were significantly higher in the non- responders(
NR) versus the responders(R) with p values (p= 0.04,p=0.006,p=0.04)
respectively ,while serum calcium,albumin were significantly lower be-
tween NR versus R with p values ( p=0.007,p= 0.003 ) respectively.
Inspite that iron, TIBC,% transferin saturation and KT/V shows non
significant difference between NR and R group,and also caloric intake.
However intact parathormone levels were significantly higher before and
after 16 weeks of erythropoetin ( EPO) therapy in the NR versus R groups
, P< 0.05 versus p= 0/006 respectively.
Conclusions: So we conclude that in the absence of other well-
known response–limiting factors, the erythropoetic response to
erythropoetin therapy depends largely on the extent of secondary
hyperparathyroidism.

IPN10168-87 PREVALENCEOF PRIMARYHYPERTENSIONAND
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Abstract
Background and aim: Hypertension in childhood leads to hyperten-
sion in adult life, the strongest risk factor being obesity. This study
determined the prevalence of primary hypertension and its risk fac-
tors in Grade XII learners in KwaZulu-Natal, South Africa, from
March 2016 to June 2017.
Method: Weight, height, body mass index (BMI), random finger prick
cholesterol and glucose, and spot urine for an albumin : creatinine ratio
were measured. An average of three separate blood pressure readings
taken was at least 5 minutes apart.
Results: Five hundred and sixty-four learners had weight, height, and
BMI; 536 had random blood glucose; and 545 had cholesterol and
random spot urine albumin : creat inine rat ios measured.
Prehypertension was detected in 168 (29.7%) and hypertension in
77 (13.7%) of learners. Ninety (15.9%) were overweight and 75
(13,3%) were obese. Hypercholesterolaemia was present in 58
(10.8%) and a high spot random urine albumin : creatinine ratio in
5 (1.0%). None had a high blood glucose level. Both prehypertension
and hypertension in all learners showed a significant increase with
increasing BMI. Six (1.0%) learners had metabolic syndrome.
Female learners in other racial groups (defined as Indian, mixed race,
and White learners), overweight, and obese learners showed signifi-
cantly higher rates of hypercholesterolaemia.
Conclusion: We showed overweight and obesity as risk factors for
prehypertension and hypertension. This presages the need for an appro-
priate diet and adequate exercise in a child’s school career.

IPN10173-83 CHANGES IN CARDIAC FUNCTION AFTER
RENALTRANSPLANTATION IN CHILDREN

T. Masuda 1, Y. Hamasaki 1, M. Kubota 1, J. Hashimoto 1, Y. Takahashi 1,
M. Muramatsu 1, S. Takatsuki 2, H. Matsuura 2, K. Sakai 1, S. Shishido 1

1 Department of Nephrology, Toho University Faculty of Medicine, Tokyo
- Japan, 2 Department of Pediatrics, Toho University Faculty of
Medicine, Tokyo - Japan

Aim: Left ventricular hypertrophy (LVH) is a significant risk factor
for the development of cardiovascular morbidity. However, few
studies have evaluated the changes in cardiac function that occur
in paediatric patients with end-stage renal disease (ESRD) undergo-
ing renal transplantation (RTx). Therefore, we assessed the changes
in parameters associated with LVH in children within the first year
after RTx.
Methods: We retrospectively evaluated patients aged <18 years
who underwent initial RTx from April 2014 to December 2016.
Patients with congenital heart disease were excluded. The patients
were divided into two groups according to the presence of LVH
before RTx. Clinical, biochemical, and echocardiographic
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parameters including the left ventricular mass index (LVMI) be-
fore and 1 year after RTx were evaluated in both groups.
Results: Twenty-six patients were included in this study. Seven of the
26 patients had LVH before RTx. Among the echocardiographic pa-
rameters, the LVMI was significantly improved 1 year after RTx in
the initial LVH group (57.79 ± 11.86 vs. 42.20 ± 6.03 g/cm2.7, p =
0.018), while no change was observed in the initial non-LVH group
(32.66 ± 7.52 vs. 35.17 ± 12.86 g/cm2.7, p = 0.376).
Conclusion: Children who had LVH before RTx showed significant
improvements in the LVMI even within 1 year after RTx. To min-
imise aggravation of cardiac function, early RTx should be consid-
ered for patients with LVH.

IPN10174-84 PREVALENCE AND RISK FACTORS FOR
ALBUMINURIA IN 524 BRAZILIAN CHILDREN WITH
SICKLE CELL ANEMIA

A. Rolim Belisario 1, J. Alves De Almeida 1, E.L. Marciano Vieira 2, F.
Gomes Mendes 1, A. Silva Miranda 2, W. Planes 2, D.M. Moreira Da
Silva 2, P. Do Val Rezende 1, M. Borato Viana 3, A.C. Simoes-E-Silva 2

1 Fundação Centro de Hematologia e Hemoterapia de Minas Gerais, Belo
Horizonte - Brazil, 2 Interdisciplinary Laboratory of Medical Investigation,
Faculty of Medicine, UFMG, Belo Horizonte - Brazil, 3 Department of
Pediatrics, Faculty of Medicine, UFMG, Belo Horizonte - Brazil

Introduction: The aims of this study were to define the prevalence
of albuminuria among a large cohort of children with sickle cell
anemia (SCA) and to determine if clinical, laboratory, and genetic
parameters are associated with albuminuria.
Patients and methods: We recruited 524 steady-state children at
Fundação Hemominas outpatient clinic with established diagnosis
of SCA. Random-spot urine specimens were collected during rou-
tine visits. Albuminuria was defined as urine albumin/creatinine
ratio (UACR) >30mg/g. Steady-state laboratory data were obtained
from medical records. HBA deletions were evaluated by gap-PCR.
Inflammatory biomarkers in urine were measured using cytometric
beads array in 213 individuals (89 with albuminuria and 124 sex
and age-matched controls).
Results: The 524 children evaluated in this study were between
1.66 and 19.43 years of age (10.08±4.75), of whom 266 (50.8%)
were female. One hundred one (19.3%) presented albuminuria. It
was found a significant positive correlation between age and
UACR (r=0.203, p<0.001). Albuminuria was not associated to the
use of hydroxyurea therapy or chronic transfusion and albuminuria
(p=0.794 and p=0.793, respectively). Albuminuria was significant-
ly associated to high counts of leukocytes (p=0.023), platelets
(p=0.001), and reticulocytes (p<0.001), and low levels of total
hemoglobin (p<0.001), hematocrit (p<0.001) and fetal hemoglobin
(p<0.001). There was a significant association between albuminuria
and high values of total, direct, and indirect bilirubin levels
(p<0.001, p=0.002, and p<0.001, respectively). The cumulative
probability of albuminuria was significantly higher in children
without HBA deletions than in those with HBA deletions
(p=0.012). Children with albuminuria had significantly higher uri-
nary levels of IP-10/CXCL10, MCP-1/CCL2, MIG/CXCL9, IL-8/
CXCL8, IL-12p70, TNF, IL-10, and IL-6 than those without
albuminuria.
Conclusion: This study showed high prevalence of children with
albuminuria. Age, hematological findings, inflammatory molecules,
and alpha-thalassemia were significantly associated with albumin-
uria. These features may contribute to early identification of patients
at high-risk for sickle cell nephropathy.

IPN10175-85 FORMULATION OF SCORING SYSTEM IN
PREDICTING STONE FORMATION AMONG CHILDREN OF
TERTIARY HOSPITAL IN PHILIPPINES

Z.M. Zamora-Tan , M.A. Marbella , O. De Leon
National Kidney and Transplant Institute - Philippines

Formulation of a “urolithiasis” scoring system in predicting stone forma-
tion among pediatric children of a tertiary hospital in the Philippines.
Background:Urolithiasis is a common medical condition that is increas-
ing worldwide in children and contributes significantly to annual
healthcare costs. At present there is a paucity of medical literature for
children with urolithiasis. This study was conceptualized in response to
the need for early prediction of stone formation in children.
Objectives: The study aimed to develop scoring system In Predicting Stone
Formation among Pediatric Children of a Tertiary Hospital in the Philippines
Method:This a retrospective analytical cross sectional chart review study
which involved data collection from 181 patients diagnosed with possible
urolithiasis. Data collected were analyzed and entered into a model of
logistic regression. A scoring system for predicting stone formation in
children was then developed.
Results: The independent predictors of urolithiasis were found to be:
positive family history of kidney stones, having symptoms such as ab-
dominal pain, fever, and flank pain, and having clinical signs/risk factors
such as hematuria, hydronephrosis, hypokalemia, andUTI. A cutoff point
of > 6 points will have an optimal discriminative power to distinguish
between those with versus without urolithiasis, with sensitivity of 88.1%
and specificity at 93.8%.
Conclusion: The scoring system with an acronym of acronym of
UROLiTHiASIs (U-urinary tract infection; R- RBC in urine/
hematuria; O – obstruction/hydronephrosis ; L – low potassium; T –
temperature/fever; H-history of kidney stones in the family ; A- abdom-
inal pain ; SIs- side/flank pain) was specific at a cutoff score of >6 points.
Recommendations: A internal validation study is recommended to assess
the usefulness of the scoring system in predicting stone formation in children.
Keywords: pediatric, urolithiasis, score, kidney stones

IPN10176-86 ANTI-COMPLEMENT FACTOR H ANTIBODY
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Introduction: C3 glomerulopathy, including dense deposit disease and
C3 glomerulonephritis (C3GN), is a recently defined entity that can be
diagnosed based on its pathology. C3GN is heterogeneous and is related
to dysregulation of the complement alternative pathway (AP) due to
autoantibodies. The reported acquired causes include: (i) C3 nephritic
factors (C3NeF, autoantibodies that stabilize the AP convertase,
C3bBb); (ii) anti-factor B autoantibodies; and (iii) anti-factor H (FH)
autoantibodies. However, anti-FH antibodies are hardly detected.
Case report: A 5-year-old boy showed proteinuria and hematuria with
hypocomplementemia after streptococcal infection. Based on the clinical
and laboratory findings, he was initially diagnosed with acute post strep-
tococcal glomerulonephritis (APSGN). However, subtle proteinuria re-
curred and prolonged hypocomplementemia was observed over 6 months
after disease onset. Therefore, renal biopsy was performed and revealed
APSGN-like findings, such as mesangial and endocapillary proliferation
with C3 accumulation with scant immunoglobulin deposition. Proteinuria
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persisted despite angiotensin II receptor blocker administration. Second
biopsy 1 year after onset showed similar findings to the previous biopsy.
Anti-complement FH antibody was also positive. Therefore, we made a
diagnosis of C3GN. Enzyme-linked immunosorbent assay was per-
formed using fragmented proteins (FHfull length, FH1-4, FH1-7, FH8-14,
and FH15-20) to identify the region of FH recognized by the patient’s
antibody. The autoantibody was finally shown to bind to the N-
terminus of factor H. After three courses of intravenous methylpredniso-
lone pulse treatment, the autoantibody disappeared.
Conclusion: The N-terminus of factor H is responsible for inactivation of
C3b. Our case suggested that the presence of an antibody to theN-terminus of
factor H caused the development of C3GN, and it could be removed by
immunosuppressive therapy.
Keywords: C3 glomerulonephritis, anti-complement factor H, strepto-
coccal infection

IPN10177-87 RIGHT RENAL ARTERY THROMBOSIS IN A
NEONATE PRESENTING AS ACUTE HYPERTENSIVE CRISIS

S. Mehta
Hamad Medical Corporation - Qatar

Introduction: Hypertension is seen in fewer than 3 % of neonates in the
neonatal intensive care unit. Very little is known about the incidence of
acute hypertensive crisis in neonates. It is a rare but potentially life-
threatening condition. Successful management relies on early and prompt
recognition and treatment. Here, we describe the case of a neonate with
right renal artery thrombosis presenting as acute hypertensive crisis.
Material and methods: Clinical presentation, investigations, manage-
ment and outcome of the baby were followed from the health records.
Results: 34 weeker male, delivered by caesarean section, initially had
respiratory distress, requiring mechanical ventilation. Umbilical artery
catheter (UAC) was placed at day 1 of life and removed on day 5 of life.
On day 7 of life, the baby developed features of cardiac failure with
significant left ventricular dysfunction with acute kidney injury
(Creatinine: 135 umol/L). Heart was structurally normal. Blood pressure
(BP) was found to be elevated (102/70 mmHg) in right upper limb.
Ultrasound (US) kidneys with Doppler was normal. In view of persistent
hypertension and elevated serum renin and aldosterone levels, baby
underwent CT angiography after improvement in serum creatinine level
which confirmed right renal artery thrombosis. Thrombosis was attributed
to UAC as the blood thrombosis panel was normal. The baby improved
with after load reducing agents and antihypertensives along with heparin
for thrombosis. At 3 months follow-up, baby was normotensive, normal
renal functions and right kidney size was smaller in size with compensa-
tory hypertrophy of left kidney with normal US Doppler.
Conclusion:Hypertension in a neonate can present as hypertensive crisis
with target organ damage like acute left ventricular dysfunction and acute
kidney injury. Prompt recognition of symptoms with appropriate diagno-
sis and management of hypertension is crucial to improve the outcome.
Keywords: Hypertensive crisis, left ventricular dysfunction, right renal
artery thrombosis

IPN10178-88 PROFILE AND OUTCOME OF CRITICALLY ILL
CHILDREN WITH AKI IN A TEACHING HOSPITAL, ADDIS
ABABA

F. Markos 1, R. Argaw 2, B. Abebe 3

1 Addis Ababa University Department of Pediatrics and Child Health -
Ethiopia, 2 Addis Ababa University Department of Pediatrics and Child
Health - Ethiopia, 3 Addis Ababa - Ethiopia

Introduction: Acute Kidney Injury is a clinical syndrome character-
ized by a sudden deterioration of renal function resulting in inability

of the kidneys to maintain fluid and electrolyte homeostasis. The
exact incidence and prevalence of pediatrics AKI is not known due
to lack of extensive studies. AKI has become prevalent in both
developed and developing countries with significant morbidity and
mortality.
Objective: The objective of this study was to assess the pattern, risk
factors and outcome of Acute Kidney Injury in critically ill pediat-
rics patients admitted to Tikur Anbessa Specialized Hospital
(TASH) in Addis Ababa University Department of Pediatrics and
Child Health. .
Methods: A prospective cross sectional observational study was con-
ducted on critically ill patients admitted to pediatrics emergency and
PICU of TASH from April 2018 to August 2018. The Kidney Disease
Improving Global Outcome (KDIGO) definition was used to diagnose
and stage AKI.
Results: Of the 198 patients admitted to the PICU and pediatrics
emergency resuscitation unit 36 patients (18.2%) developed AKI.
Seven patients (19.4%) were classified as stage 1, 19 patients
(52.8%) as stage 2 and 10 patients (27.8%) were stage 3. Six patients
(16.7%) required dialysis. The independent risk factors for develop-
ment of AKI were severe sepsis and septic shock. Patients with AKI
had significantly longer PICU stay (11 days vs 6 days, p = 0.006) and
higher mortality (38.9% vs 9.3%).
Conclusions: AKI is common in critically ill patients especially those
with severe sepsis and septic shock. Patients with AKI had longer PICU
stay and the risk of hospital mortality was 6 times higher for children with
AKI.
Keywords:Acute Kidney Injury, Pediatric Intensive Care Unit, KDIGO,
Ethiopia

IPN10180-81 INTERPROFESSIONAL PEDIATRIC DIALYSIS
SIMULATION EDUCATION

M. Elbaba
Weill Cornell Medical College & Hamad Medical Corporation, Doha-
Qatar

Background: Simulation-based education (SBE) is considered one of
the most effective learning instrauctional design. Interprofessional
education (IPE) from the other side is the best teaching for improving
the patient care in a collaborative practice. Pediatric dialysis requires
extensive training and team work effective management. There is
limited data about the specialized pediatric dialysis training through
interprofessional simulation.
Objectives: The aim of this work is to demonstrate the effectiveness
of SBE in pediatric dialysis training not only through machine dem-
onstration and troubleshooting but through intensive IPE simulation
scenarios.
Methods: The author designed an integrated dialysis simulation
training program for both pediatric and adult dialysis including both
peritoneal dialysis (PD) and hemodialysis (HD). He targeted all the
health professionals involved in the dialysis treatment. The first
session was for dialysis indication and prescription (case-based
group work) and the second for dialysis complications (Manikin-
based team work). Three different simulation scenarios were used
in each session. Four parallel rooms ran the scenarios in the same
time, two for adults (HD &PD) and two for pediatrics (HD &PD).
Each room ran initially prescription scenario and then complica-
tion scenarios. Each room was facilitated by two instructors
(Subject matter expert) and one simulation specialist.
Results: The result is still in the analysis phases but the primary general
data are very encouringing and in favour of implementing and
dissiminating this simulation program.
Conclusion: The author will present the final results and conclusion
in the conference soon and prepare the final publication.
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IPN10181-82 IPE SIMULATION EDUCATION IN PEDIATRIC
CRRT

M. Elbaba
Weill Cornell Medical College&HamadMedical Corporation, Doha-Qatar

Background:Continuous renal replacement therapy (CRRT) is frequent-
ly required to support the critically ill children. Healthcare professionals
usually encounter some difficulties to deliver an effective and safe care to
the children in PICU.
Objectives: The aim of this work was the assessment of the effectiveness
and safety of multidisciplinary team work and determination of the prob-
lems of the pediatric CRRT collaborative practice through the inter-
professional education (IPE) simulation sessions.
Methods:Different pediatric CRRTsimulation scenarios were conducted
within a full day workshop as well as in-site in pediatric ICU in our center
without prior notification to our candidates every few weeks. The candi-
dates of those simulation sessions were pediatric nephrology physicians,
intensivists, nurses, CRRT technicians and clinical pharmacists. The par-
ticipants’ performance and the Inter-professional education (IPE) core
competencies were assessed. Two forms were filled one by the partici-
pants after the sessions and the other by the facilitators from their direct
observation of the team performance during the sessions.
Results: We conducted three parallel simulation sessions during the work-
shop and two in-site simulation sessions. Two major themes were emerged
from this study. First theme was the prolonged time taken to transmit the
CRRT prescription from the protocol to the machine. Second theme was the
good harmony among the different professionals to deliver the treatment.
Conclusion: The author concluded that PCRRTsimulation is an effective
training method to enhance the quality of children care among the IPE.
Team members involved in the simulation became more confident and
comfortable to deliver the CRRT.

IPN10182-83 PERITONEAL DIALYSIS IN EMERGENCY IN
CHILDREN: IN A SERVICE OF ADULT NEPHROLOGY OF
EASTERN ALGERIA

S.Missoum 1, G. Khellaf 2, Z. Bouderda 3, M. Hammouche 2, T. Rayane 2

1 Université deMédecine de Constantine - Algeria, 2Université deMédecine
d'Alger - Algeria, 3 Université e Médecine de Constantine - Algeria

Urgent peritoneal dialysis (PD) is very often the only possible technique
for extra-renal dialysis in children in developing countries, mainly due to
a lack of adequate hem dialysis equipment.
Over a period of 4 years (2015 - 2018) we identified 36 children who
required emergency PD, including 14 girls and 22 boys, the average age is
42 months (range 1month to 9 years) , the average weight of 14.6 kg
(3.1 kg to 25 kg). The technique used is the continuous acute DP with a
Tenckhoff catheter, the volume of the intra peritoneal dialysate and the
stasis times are in accordance with the European guidelines of 2014, the
solutes used are the isotonic and punctually more concentrated solutions.
All these parameters vary from one patient to another according to the
desired objective.
Of our 36 young, 23 had acute kidney injury AKI (02 septic shock, 09
tubular necrosis, 10 hemolytic and uremic syndromes, 02 obstructive
AKI that were difficult to derivate), 13 with end stage chronic kidney
disease CKD (congenital uropathy), the mean KT / V was 3.9 and the
average UF 3.6 ml / kg / h, we had only two deaths due to complications
of the initial pathology (septic shock),
We did not have leaks or peritonitis, the most frequent complication was
paradoxically hypokalemia (55% of cases), for AKI recovery of renal
function was total in 100% of cases, for 13 cases of end stage CKD shift
to chronic DP and pre-renal transplant checkup is the rule.
Our results are encouraging; the management of dialysis emergencies in
children in an adult nephrology service is a real challenge. A motivated

and available technical platform has adapted to their care, emergency PD
in children is increasingly present in our daily lives.
Keywords: Algeria, Acute peritoneal dialysis, children.

IPN10183-84 PEDIATRIC ACUTE KIDNEY INJURY – A
CLINICAL PROFILE FROM A DEVELOPING COUNTRY

S.P. Yadav , J. Thakur
B.P. Koirala Institute of Health Science, Dharan - Nepal

Introduction: Acute Kidney Injury (AKI) is a common problem in chil-
dren. The aetiology varies among different age groups and regions. The
lack of knowledge about the factors that may cause AKI poses risks of
delay in identification and specific management endangering kidney
health. This study identified the aetiology of AKI among children.
Materials and methods: This was a retrospective chart review of cases
admitted in pediatric ward and ICUwith a diagnosis of AKI over a period
of 1 year (February 2018 to January 2019) in children from 1months to 16
years. AKI was defined using KDIGO guidelines. Clinical profile of the
cases was generated using descriptive statistics.
Results: There were total of 170 diagnosed cases of AKI. The mean (SD)
age was 7 (4.5) yrs. There were 58.2% male. The aetiology of AKI were
Post-infectious glomerulonephritis (PIGN) 35.7%, Acute Gastroenteritis
(AGE) 18.4%, Pyelonephritis 14.5%, Sepsis 10.6%, Lupus Nephritis
6.1%, Congenital Anomaly of Kidney Disease and Urinary Tract
(CAKUT) 2.7%, Obstructive Uropathy 1.6%, Wasp Bite 1.6%, Henoch
Schoenlein Purpura 1.6%, Mumps 1.1%, Varicella 0.5%, Drugs 0.5%.
Among CAKUT, 2 cases had Pelvi-ureteric Junction Obstruction, 2 cases
had primary Vesicoureteral reflux and 1 had neurogenic bladder. Among
Obstructive uropathy 2 cases had urolithiasis and 1 had urinary bladder
mass. 42.9% had AKI-I, 41.7% has AKI-II and 15.2% had AKI – III.
About two-third of the causes of AKI-III attributed sepsis, Acute
Glomerulonephritis and Obstructive Uropathy. 20 cases required PICU
care and 10 cases underwent dialysis. Acute hemodialysis was provided
to 2 cases and remaining (10 cases) underwent Peritoneal Dialysis. There
were 2 mortality.
Conclusions:AKI is a common entity among children in resource limited
settings. Among various etiology; PIGN, AGE and Sepsis are common,
hence pediatrician should anticipate and provide appropriate management
to prevent AKI in these conditions.

IPN10186-87 RISK FACTORS OF INFECTION-RELATED
MORTALITY IN SEVERE LUPUS NEPHRITIS IN UNDER-
RESOURCED AREAS

P. Rianthavorn 1, P. Prurapark 2

1 Faculty of Medicine, Chulalongkorn University, Bangkok - Thailand,
2 Faculty of Medicine, Chulalongkorn University, Bangkok - Thailand

Introduction: Treatment of severe lupus nephritis (LN) class III, IV and V
with immunosuppressive therapy increases patient survival but poses a risk of
infection-related mortality. This study was conducted to evaluate risk factors
for fatal infection in children with severe LN in under-resourced areas.
Materials andmethods:Medical records of hospitalized childrenwith severe
LN and infection from 2002 to 2018 were reviewed. The primary outcome
was infection-associated mortality. The logistic regression model was used to
identify independent variables associated with fatal infection.
Results: Infection-related deaths occurred in 27 of 179 patients (15.1%).
Hospital-acquired infections (HAI) occurred in 72 of 375 episodes of
hospital admissions (19.2%), and 13 HAI (18.1%) resulted in fatal infec-
tion. Invasive fungal infections (IFI) were the leading cause of death
(44.4%) and pulmonary infections were the predominant site (55.5%).
Hemoglobin levels and glomerular filtration rates were significantly low-
er in deceased than survived patients. Percentages of patients with HAI,
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IFI, and pulmonary infections were significantly higher in deceased than
survived patients. Urine protein, neutrophil-to-lymphocyte ratio (NLR),
cumulative methylprednisolone dose, and daily prednisolone dose were
significantly higher in deceased than survived patients. In multivariate
analysis, NLR more than 20, IFI, and high daily prednisolone dose were
independently predictive of fatal infection with adjusted odds ratio of 3.02
(95% CI 1.02–8.97, p=0.04), 15.08 (95% CI 4.72–48.24, p<0.001) and
1.03 (95%CI 1.01–1.06, p=0.04), respectively. A high daily prednisolone
dose intensified the impact of IFI and high NLR on predicted probability
of infection-associated mortality.
Conclusions: Prevention of IFI and minimization of daily prednisolone
should be emphasized in routine clinical practice of children with severe
LN in under-resourced areas in order to achieve better survival. Children
with severe LN and high NLR should be under cautious surveillance for
infection.
Keywords: child; developing country; hospital infection; lupus nephritis;
mycoses

IPN10189-90 RANDOMIZED CONTROLLED TRIAL ON
IMMUNOMODULATORY EFFECTS OF AZITHROMYCIN IN
CHILDREN WITH STEROID DEPENDENT NEPHROTIC
SYNDROME

H. Sawires 1, H. Abdelaziz 1, H. Mostafa 2, O. Botrous 3, M. Agban 4

1 Cairo University - Egypt, 2 Beni Suef University - Egypt, 3 Bemi Suef
University - Egypt, 4 Asyut University - Egypt

Abstract
Background: Azithromycin (AZM) is a macrolide antibiotic with anti-
inflammatory and immunomodulatory effects. Our aim was to compare
the immunomodulatory effects of AZM combined with steroid therapy
with that of steroid therapy alone in children with steroid-dependent ne-
phrotic syndrome (SDNS).
Methods: We enrolled 57 patients with SDNS in a multicenter random-
ized control trial. Patients were classified into 2 groups; group A (inter-
vention group, N= 29) and group B (control group, N=28). After achieve-
ment of remission with full-dose daily prednisone, Patients in group A
received AZM in conjunction with steroids which was tapered gradually,
while patients in group B received steroids alone. Urine protein creatinine
ratio (uPCR) and TNF-α were measured at different points of follow-up
throughout the study period (5 months after achieving remission).
Results:After achievement of remission by full-dose steroids, there were
significant differences of TNF-α between the 2 groups after 1-, 3- and 5-
month follow up (p <0.001, 0.003 and 0.001, respectively). Also, there
was significant difference of TNF-α in both intervention and control
groups after exclusion of the relapsed cases at 3- and 5-month follow-
up (, p= 0.031 and p= 0.003, respectively). There was significant differ-
ence between both groups after 5-month follow-up as regard the number
of relapsed patients (group A= 4, group B= 11, p=0.015)
Conclusion: AZM was capable of reducing serum TNF-α which is one
of the inflammatory cytokines implicated in the pathogenesis of NS.

IPN10190-82 CARDIAC-OUTPUT GUIDED HEMODYNAMIC
THERAPY REDUCES INTRA-OPERATIVE FLUID
ADMINISTRATION IN LDKT IN SMALL CHILDREN

M. Cornelissen 1, M. Voet 2, A. Nusmeier 3, J. Lemson 3

1 Pediatric Nephrology, RadboudUMC, Nijmegen - Netherlands,
2 Pediatric Anesthesiology, RadboudUMC, Nijmegen - Netherlands,
3 Pediatric Intensive Care, RadboudUMC, Nijmegen - Netherlands

Introduction: A living donor kidney transplantation (LDKT) in small
children requires a substantial increase in cardiac output (CO) to maintain
good perfusion of the large kidney. To achieve this, intra-operative

hemodynamic protocols commonly advise liberal fluid administration
guided by high target central venous pressure (CVP) and arterial blood
pressure (ABP). However, ABP and CVP poorly estimate CO or organ
blood flow.
We evaluated the feasibility of using a gold standard CO monitor for
children, the transpulmonary thermodilution (TPTD) technique. Second
goal was to evaluate whether a CO-guided algorithm could induce a
reduction in peri-operative fluid administration, while achieving in-
creased target CO and ABP.
Methods: Twelve consecutive LDKT recipients < 5yr, <20kg were
studied. A thermistor tipped catheter was inserted in the left
arteria femoralis. Perioperative CO was measured by TPTD by
PiCCO device (Pulsion) . A CO-guided hemodynamic therapy
algorithm steered hemodynamic management. Hemodynamic
values (CO, HR, ABP and CVP) were obtained before (t0), dur-
ing (t1) and after (t2) transplantation.
Results:Age and weight of recipients was 3.2 (1.6-4.9) yr and 14.1 (10.4-
18) kg, respectively. Donor-recipient weight ratio was 0.18 (0.11-0.28).
No complications related to the TPTD-CO catheter was reported.
Between t0 and t2, indexed CO increased with 31% (95% CI=15-48%).
HR appeared to be the main contributor to the augmented CO and in-
creased with 22% (95% CI=9-34%). Increase in indexed SV (stroke vol-
ume) was non-significant. MAP increased with 66% (95% CI=34-98%).
Between t0 and t1, CVP did not change despite fluid administration.
Fluid administration reduced from 166 ml/kg in the first two to 59 ml/kg
(!) in the last ten patients.
Conclusion: In LDKT with large donor-recipient size mismatch TPTD-CO
monitoring is a safe technique. Using a CO-guided algorithm reduces intra-
operative fluid administration while achieving increased CO and ABP and
preserving good renal outcome. This might prevent fluid overload.

IPN10192-84 ULTRASONOGRAPHY IS EFFECTIVE FOR
DIAGNOSIS OF PERITONEAL CATHETER OBSTRUCTION

H. Tamura , S. Kuraoka , Y. Hidaka , H. Nagata , H. Nakazato
Kumamoto - Japan

Abstract:Catheter obstruction is a known serious complication related to
peritoneal dialysis (PD) in children. Diagnostic imaging techniques play
an important role in the management of PD patients in the diagnosis of
potential catheter-related complications; such evaluations can aid us in the
treatment decision process.
We compared whether ultrasonography (US) or magnetic resonance im-
aging (MRI) would be more effective for the diagnosis of PD catheter
occlusion in 4 pediatric patients.
We showed that US detected obstructions that MRI missed. US provides
real-time imaging, which makes it a good tool to determine location, size,
and the material of obstruction. Our data suggest that US should be the
first-choice in imaging technique in monitoring PD patients because of its
repeatability, ability to perform anywhere without sedation, and because it
is non-invasive and has no radiation exposure. We propose that US is
effective for the diagnosis of peritoneal catheter obstruction.

IPN10194-86 ASYMPTOMATIC HYPERCALCEMIA IN
CHILDREN WITH LUPUS NEPHRITIS COMPLICATED
WITH PARATHYROID ADENOMA: CASE REPORT

J. Zhang , Q. Chen , S. Guo , H. Ma , Y. Li , H. Chen , R. Pu , Y. Mo
Department of Pediatrics, the First Affiliated Hospital, Sun Yat-sen
University - China

An 11-year-old boy came to our hospital on 2019-1-23 because of "dis-
covered hypercalcemia for 4 months." Past history: The child has a his-
tory of lupus nephritis for 2 years, and currently oral prednisone 12.5mg
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qd, mycophenolic acid 0.25g q12h, tacrolimus 1mg q12h for treatment.
The lupus activity index was reviewed once a month due to lupus nephri-
tis. At present, SLEDAI (lupus activity score) is 2 points, and the condi-
tion is well controlled. Four months ago, serum calcium was found to
increase by 2.83 mmol/L, without any complaint, vitamin D and calcium
were discontinued. Serum calcium gradually increased in the past four
months. Physical examination: no bone developmental deformity, no
bone pain and tenderness, no abnormal findings in the physical examina-
tion. After admission, the serum calcium was 3.0 mmol/L, serum phos-
phorus was 1.16mmol/L, serum magnesium 0.64mmol/L, intact PTH
107.50pg/mL, ALP 224U/L, vitamin D 11ng/ml, 24-hour urine calcium
2.2mmol/L (0.046mmol/kg.d). Thyroid function and adrenal function are
normal. Color Doppler ultrasound about thyroid, kidney, adrenal gland,
testis, and pancreas were normal. There was no abnormality in the chest
radiograph. Parathyroid gland color doppler ultrasound showed:
hypoechoic nodules on the dorsal side of the left thyroid gland, consid-
ering hyperplastic parathyroid glands. 99mTc-MIBI parathyroid imaging
showed: Parathyroid imaging (rear behind the left lobe) is positive.
Therefore, the clinical diagnosis is parathyroid adenoma, lupus nephritis.
Unfortunately, there is no genetic testing result and no pathological find-
ings of the parathyroid glands because parents do not agree with the
testing and surgery.

IPN10195-87 ROLE OF PROTOCOL BIOPSY IN PEDIATRIC
RENALTRANSPLANTATION

G. Saadi 1, A.M.N. Abdelbaky 2, H.M. Koura 2, D.M. Salah 3, M.A.
Abdelmawla 2, W. Ismail 4, F.I. Fadel 3
1 Internal Medicine Cairo University, Cairo - Egypt, 2 Pediatric
Department National Research Center, Giza - Egypt, 3 Pediatric
Department Cairo University - Egypt, 4 Pathology Department Bani
Swef University - Egypt

Introduction: Surveillance biopsy has been useful in detection of
subclinical immunological as well as non- immunological graft
injury. (Buchmann et al., 2012) The aim of the study is to study
the pathological graft data one month post transplantation by sur-
veillance biopsy and to evaluate the histopathological impact of
different immunosuppression protocols on the graft four months
post transplantation.
Methods: The study included 20 renal transplant recipients All cases
received the classic triple maintenance immunosuppression protocol
(CNI, steroids and MMF) for one month then cases were subdivided into
two groups based on their maintenance immunosuppression therapy:
group (A) (12 cases) continued on CNI based triple therapy protocol,
group (B) (8 cases) shifted to m-TOR inhibitors low dose CNI protocol.
Surveillance biopsies were done for all cases at one and four month post-
transplantation.
Results: One month surveillance biopsies were totally normal in 9 (45%)
cases. Acute CNI toxicity was found in 5 (25%) cases. Subclinical rejection
(SCR) was found in 4 (20%). Four month surveillance biopsy revealed 6
(30%) cases with SCR (5 cases with acute SCR of the evirolimus based
immunosuppression and 1 case with borderline subclinical changes of the
classic triple therapy). By comparing immunotherapy at 1 and 4 months we
found that number of patients receiving tacrolimus had significantly in-
creased (p=0.02) while the number of the patients on everloimus with
low dose cyclosporine protocol had significantly decreased (p=0.014) due
to drug modifications based on four month protocol biopsy data.
Conclusion: Surveillance biopsy is considered a major step forward in
the quest of early detection of subclinical graft injury. Early usage of
evirolimus based immunosuppression protocol is associated with high
rejection rate.
Referrences: Buchmann TN,Wolff T, Bachmann A, Guerke L, Steiger J,
Mihatsch MJ, Dickenmann M (2012): Repeat true surveillance biopsies
in kidney transplantation. Transplantation 93:908-913

IPN10196-88 LDL-APHERESIS INDUCED REMISSION OF
FSGS RECURRENCE AFTER RENALTRANSPLANTATION

L. Shah 1, D. Hooper 2, D. Okamura 3, D. Wallace 4, D. Moodalbail 5, C.
Gluck 5, A. Koziell 6, J. Zaritsky 5

1 Lucile Packard Children's Hospital, Stanford University School of
Medicine, Palo Alto - United States, 2 Cincinnati Children's Hospital,
Cincinnati - United States, 3 Seattle Children's Hospital, Seattle -
United States, 4 Royal Manchester Children's Hospital, Manchester -
United Kingdom, 5 Alfred I. duPont Children's Hospital, Wilmington -
United States, 6 King's College London, London - United Kingdom

Introduction: The standard of care to treat FSGS recurrence after
kidney transplantation includes glucocorticoids and plasma ex-
change (PE) with cyclophosphamide and/or rituximab (Bacchetta
and Cochat 2015). However, despite aggressive treatment up to
30-60% of patients with post-transplant recurrence do not achieve
any remission (Messia et al., 2016). LDL lipoprotein apheresis
(LDL-A) has been used successfully to treat primary FSGS, but
not for FSGS recurrence following pediatric renal transplantation
(Hattori et al., 2003). Using a protocol of weekly LDL-A with IV
methylprednisolone, we describe the successful partial and com-
plete remission of recurrent FSGS in seven pediatric kidney trans-
plant recipients across four different pediatric centers.
Material and methods: Each patient received a minimum of 9 weeks of
LDL-A therapy using an exchange volume of 60 mL/kg. In the first three
weeks, patients received 2-3 sessions per week of LDL-A. In the remain-
ing weeks, patients underwent weekly LDL-A. Following the first three
weeks of therapy with LDL-A, patients received pulse doses of 10-20
mg/kg IV methylprednisolone with a single maximum dose of 1 gram.
Investigators used their own discretion for the use of PE following FSGS
recurrence.
Results: All seven patients experienced at least ten-fold reductions in
proteinuria; achieving and sustaining levels of proteinuria less than ne-
phrotic range, 2.0 g/g. Four patients experienced complete remission with
proteinuria less than 0.2 g/g. All patients had improvements in their esti-
mated GFR from the time of LDL-A initiation to the most recent follow
up since completion. Three patients had an improvement in eGFR prior to
LDL-A initiation while on PE; however, without a concomitant reduction
in proteinuria to less than 2.0 g/g.
Conclusions: These cases reflect the first successful uses of LDL-A to
induce remission following FSGS recurrence after pediatric renal trans-
plantation. LDL-A presents a promising new approach for refractory
FSGS in the context of post-transplantation recurrence.

IPN10198-90 VITAMIN C DEFICIENCY AND IMPACT OF
VITAMIN C ADMINISTRATION IN ADVANCE STAGE CKD
PEDIATRIC PATIENTS

N.Hongsawong 1, N. Chawprang 2, K. Kittisakmontri 3, W. Chartapisak 1

1 Division of Pediatric Nephrology, Department of Pediatrics, Faculty of
Medicine, Chiang Mai University, Chiang Mai - Thailand, 2 Department
of Pediatrics, Faculty of Medicine, Chiang Mai University, Chiang Mai -
Thailand, 3 Division of Pediatric Nutrition, Department of Pediatrics,
Faculty of Medicine, Chiang Mai University, Chiang Mai - Thailand

Introduction: Vitamin C deficiency is common in chronic kidney disease
(CKD) as patients lose vitamin C through dialysis and generally take-in less
than average. This study aimed to reveal the prevalence of vitamin C defi-
ciency. In cases of deficiency, an impact of vitamin C supplementation was
investigated.
Material & methods: A prospective cohort study was performed
with patients aged 1-18 years with CKD stage IV and V in
Thailand. Demographic data including underlying disease, treat-
ment, and anthropometric assessment were collected. Vitamin C
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intake was assessed using 24-hour food recall. Baseline investiga-
tions including hemoglobin, iron study, serum vitamin C, and
serum oxalate were obtained. For those with vitamin C deficiency,
vitamin C (250 mg/day) was supplemented orally for 3 months.
After supplementation, all investigations were repeated.
Results: Nineteen patients with median age 12 year-old were en-
rolled. High proportions of vitamin C insufficiency (10.6%) and de-
ficiency (78.9%) were reported regardless of 24-hours food recall
(p = 0.66) or nutritional status (p = 0.79). The median of serum
vitamin C was 1.51 (0.30, 1.90) mg/L. After supplementation in 16
patients, serum vitamin C reached from 1.30 (0.23, 1.78) to 3.22
(1.77, 5.96) mg/L (p = 0.008) without the difference of plasma oxa-
late. (79.92 (56.61, 106.84) vs 80.47 (56.88, 102.95) μmol/L, p =
0.82). After treatment, six patients (37%) did not reach normal vita-
min C. From the ordinal regression, non-oliguric CKD patients were
less likely to achieve normal vitamin C. (β = 3.66, p = 0.02).
Conclusion: Vitamin C deficiency, commonly in pediatric CKD
patients, cannot be predicted by nutritional status and 24-hour food
recall. For vitamin C deficiency patients, vitamin C administration
(250mg/day) can increase serum vitamin C with no impact on
serum oxalate. However, this regimen was not enough to treat
vitamin C deficiency in all of them, especially in non-oliguric
CKD.

IPN10199-91 IINDEPENDENT RISK FACTORS FOR
CHILDREN WITH ACUTE KIDNEY INJURY UNDERGOING
HEMATOPOIETIC STEM CELLTRANSPLANTATION

D. Hirano , A. Ito , A. Yamada , D. Kakegawa , S. Miwa , C. Umeda , Y.
Takemasa , A. Tokunaga , Y. Kawakami , H. Ida
Department of Pediatrics, The Jikei University School of Medicine -
Japan

Objectives: For various hematological, neoplastic, metabolic, and
immunological conditions, hematopoietic stem cell transplantation
(HSCT) is the treatment of choice. With progress in HLA typing,
less toxic conditioning regimens, and enhanced detection and
treatment of fungal and viral infections, overall survival has mark-
edly improved in recent years. However, the use of HSCT has
been limited by increased treatment-related complications, includ-
ing acute kidney injury (AKI), with an incidence of 20%–73%.
Post-HSCT AKI correlates with an elevated risk of mortality.
Although the reduction of acute renal failure will offer several
advantages, including decreased mortality and the burden of
chronic kidney disease following transplantation, independent risk
factors for children with AKI undergoing HSCT remains partially
unclear.
Methods: This study retrospectively assessed 34 patients (males: 25;
females: 9; median age: 5.8 years) who underwent HSCT at our
hospital from January 2006 to December 2018. AKI was defined
based on the pediatric RIFLE (pRIFLE) classification and required a
decline in the estimated creatinine clearance of ≥25%.
Results: AKI postoperatively developed in 14 patients (38%). Based
on the pRIFLE criteria, 23% of recipients developed stage R, 14%
developed stage I, and 3% developed stage F of AKI. Only 1 patient
required short-term treatment with hemodialysis. Despite no signifi-
cant difference among patients with and without AKI in terms of
demographic factors of gender, age, underlying disease, use of TBI,
use of nephrotoxic medication, presence of sepsis, and presence of
grades III–IV GVHD, post-HSCT AKI correlated with HSCT from
unrelated donors (P = 0.037).
Conclusions: Further studies are warranted to elucidate the risk
factors contributing to death among the AKI group after HSCT.

IPN10205-79 NEPHROTIC SYNDROME OUTCOME IN
CHILDREN, EPIDEMIOLOGICAL STUDY

P. Yousefichaijan 1, M. Rezagholizamenjany 2, A. Arjmand 3, S. Tayebi 2
1 Amir Kabir Hospital, Department of Pediatric Nephrology, Associate
Professor of Pediatric Nephrology, Arak University of Medical Sciences,
Arak - Islamic Republic of Iran, 2 School of Medicine, Arak University of
Medical Sciences, Arak - Islamic Republic of Iran, 3 Amir Kabir Hospital,
Department of Pediatric, Assistant Professor of Pediatric Nephrology,
Arak University of Medical Sciences, Arak - Islamic Republic of Iran

Introduction: Nephrotic syndrome as a glomerular basal membrane dis-
ease has different outcomes. Aim of this study was evaluation of epide-
miologic status in nephrotic syndrome and its correlation with outcome in
children.
Method: In this as a hospital based study, we evaluated patients of
pediatric clinic of Amir-Kabir, Hospital. Demographic information
was obtained with doctor and patient interviewing, also to determine
the response to steroid drug sesitivity, each children was given pred-
nisolone (60 mg/m2/day and maximum dose 80 mg/m2/day) in 4
weeks and syndrome types was determined based on children re-
sponses to drug and patients were divided into four groups of 25. At
the end, information entered to SPSS program and correlation be-
tween epidemiological information and different types of nephrotic
syndrome were investigated.
Results: Study showed that steroid responded children rather than
steroid resistance, frequent relapse and steroid dependent have
better epidemiological and socio-economic status (p < 0.05).
Conclusion: Prognosis of nephrotic syndrome or medication response
was related to children epidemiologic status.
Keywords: Nephrotic Syndrome, Epidemiology, Children.

I P N 1 0 2 0 7 - 8 1 E F F I CACY OF A SCORB I C AC I D
SUPPLEMENTATION IN RELIEF OF SYMPTOMS OF
FEBRILE UPPER URINARY TRACT INFECTION

P. Yousefichaijan 1, A.A. Goudarzi 2, M. Rezagholizamenjany 2, M.
Kahbazi 3, M. Rafiei 4, A. Arjmand Shabestari 5, F. Sharitmadari 5, H.
Taherahmadi 5
1 Amir Kabir Hospital, Department of Pediatric Nephrology, Associate
Professor of Pediatric Nephrology, Arak University of Medical Sciences,
Arak - Islamic Republic of Iran 2 School of Medicine, Arak University of
Medical Sciences, Arak - Islamic Republic of Iran, 3 Department of
Pediatric, Associate Professor of Pediatric, Arak University of Medical
Sciences, Arak - Islamic Republic of Iran, 4 Department of Biostatistics,
Arak University of Medical sciences, Arak - Islamic Republic of Iran,
5 Department of Pediatric, Assistant Professor of Pediatric, Arak
University of Medical Sciences, Arak - Islamic Republic of Iran

Background: Urinary tract infections as a urological disorder oc-
cur in 1-3% of females and 1% of males gender. This disease can
induce severe complications such as pyelonephritis.
Objectives: Aim of this study was evaluation of efficacy of vitamin C
supplementation on urinary tract infection in children.
Material and methods: This is a clinical trial study that conducted
on 152 girl children with UTI who admitted to Amir-Kabir hos-
pital (Arak, IRAN). These cases random divided, based on
blocked groups, into two groups of treatment and control groups
of 76 patients. Children were matched in age, gender, and clinical
signs and symptoms. The control group received only routine
treatment of UTI, while the treatment group, in addition to routine
treatment received oral vitamin C supplementation tablet, in 14
days period.
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Results: Dysuria, urine incontinence, fever, urinary urgency, and drib-
bling in vitamin C supplemented individuals were significantly earlier
than control ones, while abdominal pain, DMSA scan and recurrent
UTI not difference between two groups.
Conclusions: Vitamin C supplementation can be used for control of
symptoms of urinary tract infections, including fever, dysuria, urinary
urgency and dribbling urine.
Keywords: Urinary Tract Infection, Vitamin C Supplementation,
Children, Urinary Symptoms

IPN10208-82 ANALYZING THE RELATIONSHIP BETWEEN
ADDICTION TO VIDEO GAMING AND PRIMARY
MONOSYMPTOMATICNOCTURNALENURESIS INCHILDREN

P. Yousefichaijan 1, M. Rezagholizamenjany 2, A. Arjmand 3, F.
Shariatmadi 4
1 Amir Kabir Hospital, Department of Pediatric Nephrology, Associate
Professor of Pediatric Nephrology, Arak University of Medical Sciences,
Arak - Islamic Republic of Iran, 2 School of Medicine, Arak University of
Medical Sciences, Arak - Islamic Republic of Iran, 3 Amir Kabir Hospital,
Department of Pediatric, Assistant Professor of Pediatric Nephrology, Arak
University of Medical Sciences, Arak - Islamic Republic of Iran, 4 School
of Medicine, Arak University of Medical Sciences, Amirkabir hospital,
Department of pediatric nephrology, Arak - Islamic Republic of Iran

Introduction: Nocturnal enuresis defined as children urinary inconti-
nence and more than 5 years of age, who is adequately mature to achieve-
ment of continence of urination.
Objectives: Aim of this was survey of children with primary
monosymptomatic nocturnal enuresis about video gaming addiction.
Patients and methods: In total 200 children, 100 healthy children as
control group and 100 children with primary monosymptomatic nocturnal
enuresis as case group, were evaluated. Epidemiologic, video gaming and
nocturnal enuresis information have been collected and were analyzed by
SPSS program, significant differences (P<0.05) were considered.
Results: Children with primary monosymptomatic nocturnal enuresis
compared to healthy children were more prone to video gaming addiction
(P < 0.0001).
Conclusion:Video gaming addiction has a significant impact on primary
monosymptomatic nocturnal, so control of stressful factors, instead of
pharmacotherapy, can reduce this condition as a symptom.
Keywords: Primary Monosymptomatic Nocturnal Enuresis, Video
Gaming, Addiction, Children

IPN10209-83 DETECTION OF EXTENDED-SPECTRUM BETA-
LACTAMASES IN ESCHERICHIA COLI ISOLATES IN
VESICOURETERAL REFLUX NEPHROPATHY

P. Yousefichaijan 1, M. Rezagholizamenjany 2, F. Safi 3, A. Arjmand 4, F.
Rafiei5
1 Amir Kabir Hospital, Department of Pediatric Nephrology, Associate
Professor of Pediatric Nephrology, Arak University of Medical Sciences,
Arak - Islamic Republic of Iran, 2 School of Medicine, Arak University of
Medical Sciences, Arak - Islamic Republic of Iran, 3 Associate Professor
of Radiology, Arak University of Medical Sciences, Arak - Islamic
Republic of Iran, 4 Department of Pediatric, Assistant Professor of
Pediatric, Arak University of Medical Sciences, Arak - Islamic Republic
of Iran, 5 Biostatistician, Departman of Biostatistics, Endocrinology and
Metabolism Research Center, Arak University of Medical Sciences, Arak -
Islamic Republic of Iran

Background: Vesicourethral reflux is reverse flow of urine from the
bladder to the ureter and then to kidney. 30%-40% of children was in-
fected with urinary tract infections disease,and recenthly one of the most
common urinary tract infections is ESBL Escherichia .Coli isolates.

Objectives: Aim of this was investigation about correlation between
extended Extended Spectrum Beta Lactamase Escherichia .Coli isolates
and reflux nephropathy disease in children.
Method: This is a case-cotrol study conducted on 200 children with or
without reflux nephropathy referred to the pediatric clinic. We selected
two groups of children, 100 children with reflux nephropathy and 100
healthy children. Urinary tract infection was tested by urine culture and
antibiogram. Correlation of reflux nephropathy and ESBL Escherichia
.coli infection were analyzed by SPSS program.
Findings: Infected children with Extended Spectrum Beta Lactamase
E.coli infection rather than healthy children, were more influenced of
reflux nephropathy. 53% of case and 9% of control group have infection
of ESBL Escherichia Coli.
Conclusion: Reflux nephropathy can be control by regarding prevention
of these type of infection.

IPN10210-75 THE RELATIONSHIP BETWEEN BLOOD
BIOMARKERS LEVEL AND THE PROGNOSIS OF
NEPHROTIC SYNDROME

P. Yousefichaijan 1, M. Rezagholizamenjany 2, H. Taherahmadi 3, A.
Eghbali 3, M. Rafiei 4, S. Tayebi 5
1 Amir Kabir Hospital, Department of Pediatric Nephrology, Associate
Professor of Pediatric Nephrology, Arak University of Medical Sciences,
Arak - Islamic Republic of Iran, 2 School of Medicine, Arak University of
Medical Sciences, Arak - Islamic Republic of Iran, 3 Amir Kabir Hospital,
Department of Pediatric Nephrology, Associate Professor of Pediatric
Nephrology, School of Medicine, Arak University of Medical Sciences, Arak
- Islamic Republic of Iran, 4 Biostatistician, Departman of Biostatistics,
Endocrinology and Metabolism Research Center, Arak University of
Medical Sciences, Arak - Islamic Republic of Iran, 5 Medical Student,
School of Medicine, Arak University of Medical Sciences, Arak - Islamic
Republic of Iran

Introduction: Based on importance of nephrotic syndrome, aim of this
study is to investigate the relationship between prognosis of nephrotic
syndrome and blood biomarker levels in children’s which can help to
better follow up of syndrome.
Method: This study was based on patient records and interviewing who
conductedon 100 childrens bynephrotic syndrome referred to the pediat-
ric clinic in Arak. To determine the resistance to steroidsinitially, each
children was givenprednisolone (60 mg/m2/day and maximum dose 80
mg/m2/day) for 4-6 weeks and type of syndrome was determined based
on responses to drugand accordingly, the patients were divided into four
groups of 25.Also blood biomarkers obtained from patient records and
interviewing. And then information entered into the spss programafter
thatthe relationship betweennephrotic syndromeand levels of blood
markerswere investigated.
Findings: Study showed that childrens with responding to steroids(SRNS)
rather than frequent relapse(FRNS), steroid resistance(SRNS) and steroids
dependent(SDNS) patients have lower blood inflammatory and higher blood
anti-inflammatory markers for example, about WBC as an inflammatory
factor it was observed that in first group 0% and in the next three groups in
average 36% were higher than normal. Also about sodium observed that
lower than normal levels of sodium in the unresponded tree groups rather
than steroid responded group were significantly higher.
Conclusion: Relationship between nephrotic syndrome and blood
inflammatory and anti-inflammatory factors has been proven so
was observed that a number of inflammatory factors were lower
than normal in responded group and number of anti-inflammatory
factors was higher than noraml in responded group. So maybe,
these inflammatory and anti-inflammatory factors affect the re-
sponse to steroids. Therefore might be can control prognosis of
nephrotic syndrome by considering these inflammatory and anti-
inflammatory factors.
Keywords: nephrotic syndrome, blood biomarkers, children.
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IPN10212-77 QUANTIFYING DIFFERENCES IN BLOOD
PRESSURE BY USING DIFFERENT BLOOD PRESSURE CUFF
SIZES IN CHILDREN

R.G. Mahajan 1, A. Panchabhaya 2, J. Kern 1

1 Flushing Hospital Medical Center, New York - United States, 2 Ross
University Medical School - Dominica

Background: Prevalence of hypertension in children has increased over
the past several decades. It is crucial that when determining blood pres-
sure (BP) an accurate measurement is obtained. It is known that BP
measurements are influenced by cuff size. Quantifying differences in
BP between cuff sizes have not been described in children.
Objective: To quantify the differences in BP in children when using
different cuff sizes.
Design/methods: Prospective case control study of healthy children 4-12
years of age visiting Flushing Hospital Medical Center Ambulatory Care
Center from Jan-Nov 2018. BPwasmeasuredwith appropriate cuff follow-
ed by BP measurement with one cuff size bigger and one smaller. Data
collected include age, gender, ethnicity, body mass index (BMI), arm cir-
cumference and BP values obtained with different size cuffs. Patients were
divided into four BMI groups (B1:underweight, B2:normal,
B3:overweight andB4:obese) and any groupwith<5 subjects was excluded
from the analysis. Data were analyzed using GraphPad Prism 6, Microsoft
Excel and ANOVA, p<0.05 was considered significant.
Results: A sample of 139 subjects aged 4-12 years consented to partic-
ipate in the study. The mean age was 7.6±2.5 years, 53% were males and
91%Hispanics. There were 63 (45%) in B1, 58 (42%) in B2, 16 (16%) in
B3 and 2 (1%) in B4. The systolic BP was found to be 5 mmHg lower
with the larger cuff and 5 mmHg higher with the smaller cuff. There was
no statistically significant difference between changes in systolic BP for
all ages (p=0.65) and BMI groups (p=0.06). There was no statistically
significant difference found in diastolic BP among the different cuff sizes.
Conclusions: Systolic BP in children aged 4-12 years was higher by
5 mmHg when measured with smaller cuff and was lowered by
5 mmHg when measured with larger cuff. Diastolic BP was not statisti-
cally significant for the different cuff sizes.

IPN10217-82 A RARE CASE OF LOW MOLECULAR WIEGHT
PROTEINURIA IN CHILDREN

N. Zaikova , M. Aksenova , V. Dlin , N. Konkova
Clinical Research Institute of Pediatrics named after acad. Y.E.
Veltischev, Pirogov Russian National Research Medical University,
Moscow - Russian Federation

Background: Infantile isolated tubular proteinuria is a rare condition that
can be caused by mutations of different genes.
The aim was to present a case of infantile tubular proteinuria related to
LRP2 gene mutation.
Case:A two-year-old girl from a healthy unrelated couple was evaluated for
proteinuria identified at age 7 months. She had the high grade myopia
diagnosed at age 1,5 year. Clinical examination revealed particular facial
appearance (slight hypertelorism, short nose with a broad tip, slow set and
posteriorly angulated ears), omphalocele, abdominal white line hernia and
high grade bilateralmyopia (OU=-7D). Psychomotor development and hear-
ing were normal. Blood analyses, including hemoglobin, creatinine, albu-
min, glucose, pH, HCO3

-, K+, Na+, Cl+, Ca2+/ Ca+, Mg2+, phosphate, uric
acid, thyroid and parathyroid hormones, were within the normal values;
eGFR was 94 ml/min/1,73 m2. The proteinuria (0,194 g/l) was presented
by albumin 300 mg/gr creatinine, ß2-microglobulin 2500 mg/l. There were
no glucosuria, hyperphosphaturia (FEP=15%, TmP/GFR 1,62 mmol/l), hy-
peruricosuria (FEUr=7%), magnesiumwasting (FEMg=2,5%); urinary excre-
tion of calcium was normal (Ca/Cr=0,35-0,67 mmol/mmol). Renal ultra-
sound showed normal size kidneys with mild echogenicity around medul-
lary pyramid borders (nephrocalcinosis 1 grade?). The whole exome

sequencing analysis revealed the two LRP2 mutations: c.13139dupC
(p.Cys4381fs) and c.8522T>C (p.Leu2841Ser). The second of them is a
novel predicted probably pathogenic variant. The Donnai-Barrow syndrome
was diagnosed. Considering the presence of albuminuria in our patient the
treatment with angiotensin-converting enzyme inhibitors (enalapril 0,15 mg/
kd/day) was started. From 6 months the dose of enalapril was increased to
0,28 mg/kg/day because of lack of albuminuria reduction.
Conclusion: In patients with low molecular weight proteinuria, especial-
ly in combination with high myopia and a facial dysmorphism, it is
necessary to ecxlude the syndrome Donnai-Barrow. Given the high risk
of pathology of the nervous system, developmental delay, progressive
hearing loss and the possible development of Fanconi syndrome, the
correct diagnosis can change the management of these patients.

IPN10219-84 SEARCH FOR THE IDEAL RENAL FAILURE
INDEX IN CRITICALLY ILL CHILDREN WITH ACUTE
KIDNEY INJURY

I. Agarwal 1, S. Priyalatha 1, K. Ebenezer 2, V. Arumugam 1

1 Christian Medical College, Pediatric Nephrology Unit, Vellore - India,
2 Christian Medical College, Pediatric Intensive Care Unit, Vellore - India

Background:Development of multiple renal indices like pRIFLE, AKIN
and KDIGOto better classify acute kidney injury(AKI) has led to differ-
ence in incidence and outcome.
Objective: To compare pediatric RIFLE(pRIFLE), AKI Network(AKIN)
and Kidney Disease Improving Global Outcomes(KDIGO) criteria in
critically ill children.
Methodology: Prospective study comprising 145 children aged <15
years, admitted to PICU from February to July 2018.Serum
Creatinineon alternate days and 6th hourly urine output were measuredtill
day 7. The performance of pRIFLE, AKIN and KDIGO criteria to diag-
nose and classify AKI and its correlation with outcome were compared.
Results:AKI was diagnosed in 48/145 children(33%). AKI incidence by
serum creatinine was 33% (48/145) and 24%(35/145) based on urine
output. Of children with AKI, 58% (28/48) had complete recoverywhile
mortality was 41% (29/48). Renal outcome was significantly worse in
children with AKI(p<0.01). All three criteria had good inter definition
agreement for diagnosis of AKI(p<0.001)(weighted kappa).
The ability to predict mortality in AKI was similar by all three definitions,
though pRIFLE scored to be more sensitive(58%)and KDIGO more spe-
cific (67%). Sensitivity and specificity of serum creatinine as a predictor
of mortality was better than that by urine output.
The association with mortalityusing pRIFLE was highest with Risk OR
2.7 [1.07-7.37]p=0.048 and Failure OR3 [1.16-7.73]p = 0.023 while
forAKIN stage 2had OR 4.16 [1.07-16.14]) p= 0.039.The same by
KDIGO did not show significance.
Conclusion: Though each definition has its advantages, all three criteria
were in agreement with each other in diagnosing AKI and predicting
outcome.

IPN10225-81 PREVALENCE OF HIVAN AND OUTCOME
AMONG CHILDREN WITH RENAL DISEASES IN PORT
HARCOURT, NIGERIA

T. Uchenwa 1, I. Anochie 2

1 Department of Paediatrics,University of Port Harcourt Teaching
Hospital, Port Harcourt - Nigeria, 2 Department of Paediatrics,
University of Port Harcourt Teaching Hospital/ University of Port
Harcourt, Port Harcourt - Nigeria

Abstract
Introduction:HIVAssociated Nephropathy (HIVAN) remains one of the
leading causes of End Stage Renal Disease (ESRD) in HIV positive
patients. There is a strong genetic predisposition for HIV among
African descents largely due to polymorphism in APOL-1 gene. The
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clinical phenotype is characterized by progressive renal disease often
accompanied by proteinuria and ultrasound findings of enlarged
echogenic kidneys. This review was to determine the prevalence and
outcome of HIVAN among children with renal diseases in University of
Port Harcourt Teaching Hospital.
Methods: This was a single center study conducted at the University of
Port Harcourt Teaching Hospital from December 2016 to March 2019.
All cases of HIVAN seen were analysed.
Results: One hundred and twelve cases of renal diseases, 41(36.6%) fe-
males and 71(63.4%) males were seen. Ten (8.9%) had HIVAN, 8(80%)
males, 2(20%) females and they aged from 4 to 17years. One of the
HIVAN had sickle cell disease, one had cardiomyopathy and another had
congenital abnormalities of kidney and urinary tract (CAKUT). The routes
of transmissionwere vertical in 8(80%)while 2(20%)were horizontal from
homosexual practices. The presenting complaints were generalized oedema
(57%), hypertension (43%) and fever (100%). Urinalysis showed protein-
uria in all the patients with 4(57.1%) at nephrotic range. Renal function
showed elevated urea and creatinine in 4 (57.1%) patients. CD4 count
ranged between 78 to 490cells/mm3. Renal ultrasound showed enlarged
echogenic kidneys in 4(57.1%) children. Renal biopsy was done in 3 pa-
tients and histology showed collapsing form of FSGS in all of them. All
patients were treated with highly active antiretroviral therapy (HAART)
and angiotensin converting enzyme (ACE) inhibitor. Three (25%) of the
HIVAN patients died and 3 (25%) lost to follow up.
Conclusion: HIVAN is a common form of renal disease in HIV positive
patients with homosexuality as a new route of transmission.

IPN10227-83 BANGLADESH PARADOX OF PEDIATRIC END
STAGE RENAL DISEASE

R.R. Roy 1, A.A. Mamun 2, T. Jesmin 3, S.S. Huque 4, A. Begum 5, G.M.
Uddin 6, M.H. Rahman 6

1 Professor & Chairman, Dept. of Pediatric Nephrology,Bangabandhu
Sheikh Mujib Medical University, Dhaka - Bangladesh, 2 Assistant
Professor, Dept. of Pediatric Nephrology,Bangabandhu Sheikh Mujib
Medical University, Dhaka - Bangladesh, 3 Assistant Professor,Dept. of
Pediatric Nephrology,Bangabandhu Sheikh Mujib Medical University,
Dhaka - Bangladesh, 4 Associate Professor,Dept. of Pediatric
Nephrology,Bangabandhu Sheikh Mujib Medical University, Dhaka -
Bang lade sh , 5 Assoc ia te Pro fessor, Dept . o f Pedia t r ic
Nephrology,Bangabandhu Sheikh Mujib Medical University, Dhaka -
Bangladesh, 6 Professor, Dept. of Pediatric Nephrology,Bangabandhu
Sheikh Mujib Medical University, Dhaka - Bangladesh

Bangladesh is a country of lowmedium income (LMI) andmedium human
development index (HDI). United Nation (UN) recognized Bangladesh as
an example of good health at low cost. There is tremendous achievement in
controlling infectious diseases, vaccination, sanitation, safe water & other
community problems. But treatment of renal and other non-communicable
diseases are still beyond the reach of mass people.
Forty three percent of Bangladeshi population is children (0-18 years) and
hospital data shows 6.6% of them have different renal ailments. Chronic
kidney disease (CKD) comprises approximately 7% of total renal dis-
eases, of whom 2/3rd are CKD-5 (End stage renal Disease, ESRD).
Though country has no national renal registry, extrapolation of available
data reveals that the country has around 40,000 children with ESRD.
Leading causes of ESRD in children are congenital anomalies of kidney
and urinary tracts (CAKUT, 41%), glomerulonephritis (21%), followed
by other causes and 20% are idiopathic.
Renal replacement therapy is not available uniformly throughout the
country. In available places 2/3rd of ESRD declined to take any form of
RRT. Among RRT recipients more than half take it irregularly. Reasons of
refusal are financial, ignorance, distance and poor social perceptions. Per
capita income here is1780$ and per capita health expenditure is 2800$.
Country is progressing fast, it has 35 pediatric nephrologists and around

another 50 are in process. Bangabandhu Sheikh Mujib Medical
University is the apex body with all sorts of pediatric RRT modalities
and some other non profitable institutes also have these programs as well.
Renal Transplant received by 15 children are doing well. Quality of RRT
care is world class.
Hopes never die. We are looking for better future of our pediatric renal
patients.

IPN10228-84 PERSISTENCEOFBEHAVIORALABNORMALITIES
IN CHILDREN WITH FIRST EPISODE OF NEPHROTIC
SYNDROME: PROSPECTIVE LONGITUDINAL OBSERVATION

O. Mishra 1, P. Singh 1, S. Upadhyay 1, R. Prasad 1, A. Singh 1, A.
Abhinay 1, F. Schaefer 2
1 Division of Pediatric Nephrology, Department of Pediatrics, Institute of
Medical Sciences, Banaras Hindu University, Varanasi - India, 2 Division
of Pediatric Nephrology, Centre for Pediatrics and Adolescent Medicine,
Heidelberg University Medical Centre, Heidelberg - Germany

Introduction: Treatment of idiopathic nephrotic syndrome with cortico-
steroid can cause several side- effects including behavioral abnormalities.
Aim of the study was to observe that how long these abnormalities persist
after completion of treatment of their first episode during follow up in
non-relapsers and relapsers?
Material and methods: Seventy five children with first episode of idio-
pathic nephrotic syndrome (39 aged- 1.5 to 5 years and 36 aged - 6 to 15
years) and 60 normal children were assessed for development of behav-
ioral problems using Child Behavior Checklist. Parenting stress index
was also assessed. Patients were assessed before treatment, 12 weeks of
completion of treatment and at 36 weeks in follow up.
Results: Children of both the age groups showed marked behavioral
abnormalities in most of the domains at 12 weeks therapy. Internalizing
behavior was abnormal in clinical range in almost equal proportions of
non-relapsers and relapsers in younger age group (73% vs 77%, respec-
tively) and it persisted in about 35% of non –relapsers and 85% of re-
lapsers at 36 weeks. In older age group at 12 weeks, both non- relapsers
and relapsers had abnormalities in their internalizing and externalizing
behavior domains in the borderline range. At 36 weeks, internalizing
behavior showed reduction but externalizing behavior persisted in bor-
derline range in 54% of non- relapsers. Further, clinical range abnormal-
ities became evident in 30% of relapsers in their externalizing behavior.
Parenting stress index demonstrated abnormalities in child domain scores
which were significantly higher in relapsers than non- relapsers in both
younger and older aged children. Cumulative steroid dose showed sig-
nificant positive correlation with total behavioral score in older age group
only (r= 0.436, p<0.01).
Conclusion: The persistence of abnormalities even in non-relapsers, be-
sides relapsers, ia a matter of concern for parents as well as nephrologists
for these potential sides–effects of corticosteroid.

IPN10229-85 NOVEL PATHOGENIC OCRL1 MUTATIONS AND
GENOTYPE-PHENOTYPE ANALYSIS IN 2 CASES WITH
OCULOCEREBRORENAL SYNDROME

Y. Zhang , K. Chen , L. Deng , Y. Chen , J. Zhou
Department of Pediatrics, Tongji Hospital, Tongji Medical College,
Huazhong University of Science and Technology, Wuhan - China

Abstract: Oculocerebrorenal syndrome of Lowe is a rare X-linked disorder
characterized by congenital cataract, mental retardation and proximal
tubulopathy. The mutation of OCRL1 gene localized at chromosome
Xq26.1, encoding an inositol polyphosphate 5-phosphatase, is responsible
for the phenotypic characteristics of this syndrome. We identified two novel
mutations in two unrelated Chinese boys with the severe phenotype of Lowe
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syndrome. A novel splicingmutation (hemizygous c.2257-2A>T) and a nov-
el deletion mutation (hemizygous c.659_662delAGGG) were detected in
Lowe patient 1 and Lowe patient 2 respectively. A renal biopsy was per-
formed in patient 1. Histological examination revealed mild mesangial pro-
liferative glomerulonephritis, mild focal mononuclear cells infiltration, and
interstitial focal fibrosis. Wemeasured OCRL protein levels in patient kidney
and found that Lowe patient 1 had significantly reduced OCRL protein as
compared to the control (thin basement membrane disease). Genotype-
phenotype correlation ofOCRL1mutations associatedwith severe phenotype
revealed clustering of missense and deletion mutations in or near the 5-
phosphatase domain and the RhoGAP-like domain. In conclusion, we report
two novel OCRL1mutations in Lowe syndrome patients and the correspond-
ing histopathologic analysis of one patient’s renal lesions.

IPN10232-79 CLINICAL PRESENTATION OF HENOCH-
SCHÖNLEIN PURPURA IN A COHORT OF SLOVENIAN
CHILDREN

N. Marcun Varda , M. Mocnik
Department of Paediatrics, Nephrology Unit, University Medical Centre
Maribor, Maribor - Slovenia

Objectives:Henoch-Schönlein purpura (HSP) is themost common systemic
vasculitis in childhood with good prognosis. However, when nephritis is
present, transition to chronic kidney disease is possible. The aim of our study
was to find out the clinical presentation of children, admitted to our hospital,
their treatment, renal involvement and present renal sequelae.
Methods:We retrospectively reviewed the data of patients with HSP admit-
ted to our hospital between years 2005 and 2018, their clinical characteristics,
renal involvement and treatment at first presentation, relapses and present
renal status.
Results: There were 123 children included in the study. In all, skin pur-
pura was present at first presentation, in 52.8% patients with joints swell-
ing, in 19.5% with gastrointestinal problems and in 10% with renal im-
pairment. In 61.8% nonsteroidal anti-inflammatory drugs and in 13%
corticosteroids have been introduced. Nineteen patients (15.4%) relapsed,
most often due to skin purpura (84.2%) and kidney manifestations
(42.1%). In addition to corticosteroids, in one patient corticosteroid pulses
have been indicated and in 6.5% of patients ACE inhibitors have been
used for prolonged period. All children with kidney involvement have
been followed-up. At present, in only one adolescent kidney function is
decreased with important proteinuria.
Conclusions: In our children with HSP, similar organ involvement as in
other published studies was determined. Anyway, only small proportion
of children with initial renal involvement, corticosteroid treatment and
relapses was found out. Despite presently favorable renal status of chil-
dren with renal involvement, further follow-up is needed.

IPN10233-80 SOME CLINICAL AND GENETIC PARAMETERS
OF OBESITY-RELATED HYPERTENSION IN CHILDREN

N. Marcun Varda 1, M. Mocnik 1, B. Zagradisnik 2

1 Department of Paediatrics, Nephrology Unit, University Medical
Centre Maribor, Maribor - Slovenia, 2 University Medical Centre
Maribor, Genetic Laboratory, Maribor - Slovenia

Objectives: Prevalence of essential hypertension in children and adolescents
in recent years has been increased, mostly due to obesity-related hyperten-
sion. However, the pathophysiology of essential, including obesity-related
hypertension is multifactorial, complex and not fully understood, with im-
portance of both environmental and genetic factors, and possible differences
and shared pathways between its subgroups. The aim of our study was to
confirm some clinical and laboratory differences between obesity-related
hypertension and essential hypertension in non-obese children and adoles-
cents as well as to find out some genetic differences between the two groups.

Methods: 436 hypertensive children and adolescents have been included
in the study and divided in 243 non-obese and 193 obese children and
adolescents with hypertension. Some clinical and laboratory cardiovas-
cular risk factors have been collected. In addition, blood for genetic stud-
ies has been taken and a study of 48 single nucleotide polymorphisms,
using Kompetitive Allele Specific PCR, performed.
Results: The differences in some clinical and biochemical parameters have
been confirmed. In addition, some genetic differences have been found
between both groups, namely a significant difference in one allele frequen-
cy in five SNPs: rs6232, rs6235, rs12145833, rs59744560 and rs9568856.
Conclusions: We confirmed some differences between obesity-related
hypertension and essential hypertension in non-obese children. Found
genetic differences could be important in the understanding the complex
pathophysiology of early-onset obesity-related hypertension, however,
they should be further evaluated.

IPN10235-82 PD-1 AND TIM-3 AS A THERAPEUTIC MARKER
IN BK VIRUS NEPHROPATHY

C. Lin
Division of Pediatric Nephrology, Children's Hospital, China Medical
University - Taiwan

BK polyomavirus nephropathy (BKVN) in kidney transplant recipients can
lead to allograft damage and loss. Some of the patients were resistance to
the therapeutic effects of immunosuppressant reduction, leflunomide and
intravenous immunoglobulin (IVIg) and others were not. Programmed
death 1 (PD-1) and Tim-3 were to be highly expressed on exhausted T
cells. CD154 (CD40L) is an antigen-specific marker plays a major role in
regulating cellular immune response.
The aim of this study was to explore the expression of PD-1/CD154 and
Tim-3/CD154 on CD4+ T cells in the peripheral blood of kidney transplant
recipients with BKVN in relation their clinical response to BKVN treatment.
Materials and methods: Peripheral blood mononuclear cells (PBMNCs)
selected during episodes of BK replication were evaluated by multiparam-
eter flow cytometry to determine PD-1/ CD154 and Tim-3/CD154 on
CD4+ T cells as well as T cell exhaustion and BK viruria in 12 BKVN
patients. All patients received immunosuppressant reduction, leflunomide
and IVIg treatment.
Results: The number of BKV-specific T cell in PBMCs did not affect the
duration on BK viruria and viremia in BKVN. In contrast, high expres-
sion of PD-1/CD154 and Tim-3/ CD154 on CD4+ T cell was associated
with more severe T-cell exhaustion and long remission time. A rapid
decline of PD-1/CD154 and Tim-3/CD154 on CD4+ T cells were associ-
ated with slow decline of renal function. Most importantly combined
blocked of PD-1 and Tim-3 pathway in vivo with IVIg improved T cell
exhaustion and viral control in BKVN.
Conclusion: The utility of PD-4/CD154 and Tim-3/CD154 on CD4+ T
cell as biomarkers of viral control in BKVN patients. Targeting both PD-1
and Tim-3 is an effective immune strategy for Tcell exhaustion on BKVN.
Keywords: BK polyomavirus nephropathy, PD-1, Tim-3

IPN10236-83 ASSOCIATION OF NEUROTROPHIC AND
INFLAMMATORY MARKERS WITH PSYCHIATRIC
SYMPTOMS IN CHRONIC KIDNEY DISEASE

J. Moreira 1, A. Nunes-Silva 2, E.L. Marciano Vieira 3, A.L. Teixeira 4, A.
Kummer 3, A.C. Simoes-E-Silva 1

1Department of Pediatrics, Interdisciplinary Laboratory of Medical
Investigation, UFMG, Belo Horizonte - Brazil, 2 Exercise Immunology and
Inflammation Laboratory, UFOP - Brazil, 3 Interdisciplinary Laboratory of
Medical Investigation, UFMG - Brazil, 4 Department of Psychiatry and
Behavioral Sciences, McGovern Medical School, University of Texas
Health Science Center at Houston - United States
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Background: In patients with chronic kidney disease (CKD), a proin-
flammatory profile has been associated with psychiatric morbidity and
worse prognosis. Behavioral changes have been reported in children and
adolescents with CKD, negatively influencing their quality of life.
Objective: To evaluate neurotrophic factors and inflammatory molecules in
children and adolescents with CKD and in healthy controls, and to search for
associations with psychiatric symptoms, resilience and quality of life (QoL).
Methods:Demographic and clinical data were collected from 34 patients
with CKD and 108 healthy controls. Participants were evaluated with
Wagnild and Young Resilience Scale, Pediatric Quality of Life
Inventory 4.0 (PedsQLTM), Child Depression Inventory (CDI) and
Self-report for Childhood Anxiety Related Disorders (SCARED) scales.
Neurotrophic factors, chemokines, cytokines and adipokines were mea-
sured in 34 controls and 34 patients with CKD by cytometric bead array
and enzyme-linked immunosorbent assay.
Results: Children and adolescents with CKD had higher frequency of
delayed educational attainment and lower overall QoL scores. There was
no difference in the frequency of depressive or anxiety symptoms, but
CKD patients had higher scores of separation anxiety. Lower scores of
resilience and quality of life were independent predictors of depressive
symptoms in CKD patients. Reduced BDNF and CXCL8/IL-8 concen-
trations and increased sTNFR1 and sTNFR2, resistin, adiponectin,
CCL2/MCP-1, CXCL-9/MIG and CCL5/RANTES were detected in
CKD patients in comparison with controls. Patients with anxiety symp-
toms had lower levels of NGF, GDNF, NT3, NT4/5 and IL-33, ST2. NGF
remained as an independent predictor of anxiety in multivariate analysis.
Conclusion:Children and adolescents with CKD exhibited an altered profile
of neurotrophic factors and inflammatory biomarkers, worst scores of quality
of life and more symptoms of separation anxiety. Lower scores of resilience
and quality of life were independent predictors of depressive symptoms.

IPN10237-84 COGNITIVE FUNCTION IN CHILDREN AND
ADOLESCENTES WITH PRE-DIALYSIS CHRONIC KIDNEY
DISEASE

S. Mendonca Da Matta 1, J. Moreira 1, S.C. Such Ribeiro 2, J. Arantes 2,
B. Freitas Da Costa 2, A. Neves 2, A. Kummer 1, D. Marques Miranda 1,
A.C. Simoes-E-Silva 1

1 Interdisciplinary Laboratory of Medical Investigation, Pediatric
Nephrology Unit, Faculty of Medicine, UFMG, Belo Horizonte - Brazil,
2 Neuroscience Program, UFMG - Brazil

Background: Patients with end stage renal disease frequently have cog-
nitive alterations. However, few studies have investigated cognitive im-
pairment in pediatric population with chronic kidney disease (CKD) at
stages 2 to 4. The aim of this study was to investigate cognitive function
in pediatric pre-dialysis CKD patients in comparison to sex and age-
matched healthy individuals.
Methods: This cross-sectional study included 26 pre-dialysis CKD pa-
tients, between 8 and 17 years, from an outpatient clinic of pediatric
nephrology and 52 healthy volunteers, sex- and age-matched, recruited
from public schools of the same geographic area. Cognitive assessment
evaluated intelligence quotient (IQ), attention, memory, executive func-
tions, cognitive flexibility, inhibitory control and planning.
Results: CKD patients had significantly lower values of IQ than healthy
individuals (85.9 ± 16.8 versus 106.9 ± 14.5, p˂0.01). The executive
functioning was also impaired in CKD patients. The number of attempts
in Tower of London test was significantly higher in CKD patients
(p<0.001). Patients were significantly slower in Stroop test (p<0.01)
and in Trail Making Test (p<0.05). IQ correlated inversely with number
of attempts in Tower of London test (rho Spearman = -0.37; p = 0.001)
and with the percentage of non-perseverative errors (p=0.006). The stage
of CKD, disease duration, clinical findings and laboratory alterations did
not influence the performance in cognitive assessment.

Conclusion: Pediatric patients with CKD at stages 2 to 4 exhibited worse
cognitive performance than controls, with deficits in intelligence and exec-
utive functions.

IPN10240-78 EFFICACY OF HEMODIALYSIS FOR
CORRECTING METABOLIC ABNORMALITIES IN ACUTE
KIDNEY INJURYAND CHRONIC KIDNEY DISEASE

A. Abhinay , S. Verma , R. Prasad , A. Singh , O. Mishra
Division of Pediatric Nephrology, Department of Pediatrics, Institute of
Medical Sciences, Banaras Hindu University, Varanasi - India

Introduction: Acute kidney injury (AKI) and chronic kidney disease pre-
senting as end stage renal disease (ESRD) are the common kidney disorders
in children. These patients require dialytic support to manage acute com-
plications. Dialysis is the treatment of choice for managing acute compli-
cations. Objective of the study was to find out the comparative efficacy of
hemodialysis in AKI and ESRD patients after first session for immediate
recovery of renal function and improvement in clinical status.
Material andmethods: This was a hospital based prospective observational
study conducted during the period of November 2016 to March 2019.
Thirteen patients of AKI and 46 cases of ESRD, who required hemodialysis
were included. Clinical assessment and renal function tests were done at
admission, at completion of each session of hemodialysis and at discharge.
Results: Age group of children was 6- 16 years. The presenting features in
ESRDwere oliguria (71%), respiratory distress (50%), edema (52%), altered
sensorium (28%) and vomiting (9%), while in AKI group features were
oliguria, respiratory distress (61% each), edema and altered sensorium
(38% each). Sepsis (31%) and acute glomerulonephritis (31%) were the
common etiologies for AKI, and congenital anomalies of kidney and urinary
tract was the most common etiology (50 %) of cases of ESRD. Number of
hemodialysis required ranged between 1- 13; total being 92 sessions. There
were significant reductions in the levels of serum urea and creatinine and rise
in blood pH and bicarbonate level in both the groups; but relatively higher in
AKI, following first session of hemodialysis in comparison to pre-dialysis.
Five patients of AKI and 4 of ESRD expired due to associated severe sepsis.
Conclusion: Patients showed significant recovery of renal function and clin-
ical improvement after first session of hemodialysis. It should be instituted
immediately in order to improve the immediate outcome of these patients.

IPN10247 -85 CONGENITAL SOLITARY KIDNEY -
COMPARING SCHWARTZ-ESTIMATED AND CYSTATIN C-
ESTIMATED GLOMERULAR FILTRATION RATES

H. Flogelova 1, J. Proskova 2

1 Department of Pediatrics, Palacky University and University Hospital,
Olomouc - Czech Republic, 2 Department of Clinical Biochemistry,
University Hospital, Olomouc - Czech Republic

Introduction: During their lives, individuals with a solitary kidney devel-
op hyperfiltration that damages the kidney and results in decreased renal
function. Reduced Schwartz-estimated glomerular filtration rate (GFR) is a
relatively late marker of renal damage. According to some authors, an
earlier marker of subclinical damage to the solitary kidney is serum cystatin
C-estimated GFR. The study aimed to determine whether in children with a
congenital solitary / solitary functioning kidney (SFK), cystatin C-estimated
GFR is significantly lower than Schwartz-estimated GFR.
Material & methods: A prospective study was conducted to assess
GFRs in 70 children aged 2-18 years (mean 9.1 years; 49 boys) with a
SFK due to unilateral agenesis or multicystic dysplasia. Excluded were
children with SFK and additional urinary defects or with a history of
febrile UTI. Thus, the subjects had an intact SFK. Serum creatinine was
measured using the enzymatic method. Cystatin C was measured by an
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immunoturbidimetric assay. A difference was determined between GFRs
estimated with the following formulae:
Schwarz-estimated GFR: height in cm × 0.6/creatinine
Cystatin C-estimated GFR: 70.69 × (Scyst)

-0.931 /60
For statistical analyses, the paired t-test and non-parametricWilcoxon test
were used.
Results: The mean Schwartz- and cystatin C-estimated GFRs were 1.639
mL/s/1.73m2 (SD 0.295) and 1.268 mL/s/1.73m2 (SD 0.196); the differ-
ence was statistically significant (p˂0.0001). Of the 70 subjects, 3 chil-
dren had normal GFRs estimated by both methods, 47 children had nor-
mal Schwartz-estimated GFRs and slightly decreased cystatin C-
estimated GFRs (chronic kidney disease stage II - CKD II), 18 children
had CKD II determined by both methods, 1 child had normal Schwartz-
estimated GFR and cystatin C-estimated CKD II-III, and 1 child had
normal cystatin C-estimated GFR and Schwartz-estimated CKD II.
Conclusions: In children with an intact solitary kidney (normal GFR to
CKD II), cystatin C-estimated GFR was significantly lower than
Schwartz-estimated GFR.

IPN10264-84 RENAL TUBULAR DYSGENESIS WITH
PRESERVED SURVIVAL DUE TO ACE MUTATION

E. Gurevich 1, D. Landau 2, H. Shalev 3, M. Geylis 3, R. Shreiber 3
1Shneider's Children Medical Center, Petah Tikva, Faculthy of Health
Sciences, Ben Gurion University of the Negev, Beer Sheva - Israel,
2 Shneider's Children Medical Center, Petah Tikva, Sackler School of
Medicine, Tel Aviv University - Israel, 3 Soroka University Medical
Center, Beer Sheva, Faculthy of Health Sciences, Ben Gurion
University of the Negev, Beer Sheva - Israel

Renal tubular dysgenesis (RTD) is a severe fatal disorder characterized by
poor development of renal proximal tubules, early onset and persistent anuria
leading to oligohydramnios, Potter sequence and hypocalvaria. Early death
occurs from pulmonary hypoplasia, anuria and refractory hypotension. RTD
is genetically heterogeneous and linked to mutations in the genes encoding
the major components of renin-angiotensin system (RAS) pathway. Only
nine unrelated patients out of 79 reported cases have survived to date.
We describe four consanguineous Bedouin family members diagnosed
with RTD that survived the neonatal period. Genetic analysis revealed a
homozygous nontruncating mutation in exon 17 of ACE gene (c.
2570G>A). This mutation has been previously described only once as a
compound heterozygous variant in a case of termination of pregnancy.
Conclusion: This new data on viable RTD mutation should help in de-
cision making for future pregnancies and neonatal care.
Reference: Gribouval O. et al. Mutations in genes in the renin-
angiotensin system are associated with autosomal recessive renal tubular
dysgenesis. Nat Genet. 2005
Gribouval O.et al. Spectrum of mutations in the renin-angiotensin system
genes in autosomal recessive renal tubular dysgenesis. HumMutat. 2012

IPN10265-85 PREDICTORS OF KIDNEY AND LIVER
MORBIDITY IN PATIENTS WITH AUTOSOMAL RECESSIVE
POLYCYSTIC KIDNEY DISEASE

M. Sato 1, K. Ishikura 1, M. Ogura 1, K. Nishi 1, T. Kanamori 1, C. Kamae
1, R. Suzuki 1, M. Murakoshi 1, M. Sako 1, S. Ito 2, S. Sakamoto 3, M.
Kasahara 3, K. Kamei 1
1 Division of Nephrology and Rheumatology, National Center for Child
Health and Development - Japan, 2 Department of Pediatrics, Yokohama
City University Graduate School of Medicine - Japan, 3 Transplantation
Center, National Center for Child Health and Development - Japan

Background: Patients with autosomal recessive polycystic kidney
disease (ARPKD) have a wide range of comorbidities, including

renal failure and portal hypertension. However, the predictive fac-
tors of kidney and liver morbidities are not known.
Methods: We retrospectively analyzed patients with the diagnosis of
ARPKD between April 2003 and March 2019 in our institute.
Results: We obtained data on 32 children (14 males). Twenty-four patients
received their diagnosis postnatally, and the median age at diagnosis was 0.6
years (interquartile range: 0.3-3.9). Renal function at age 10 years comprised
a wide variety of conditions (normal renal function: five cases; stage 2 CKD:
three cases; stage 3 CKD: two cases; stage 5 CKD: one case; post-kidney
transplantation: nine cases). All patients with a prenatal diagnosis showed
progression to stage 5 CKD by age 5 years. No patient with a renal diameter
less than 10 SD at diagnosis hadCKDhigher than stage 3 at age 5 yearswhile
85% of patients with a renal diameter greater than 10 SD had CKD higher
than stage 3 (p=0.007, Fisher’s exact test). Central dot sign and splenomegaly
were significantly associated with cholangitis. Eighty-five percent of the pa-
tients with thrombocytopenia and splenomegaly had esophageal varix.
Sixteen patients received a liver transplantation, 12 patients received a kidney
transplantation, and nine patients received both. The glomerular filtration rate
at liver transplantation had a median value of 56.1 ml/min/1.73m2 (interquar-
tile range: 19.3-104.4) and comprised two categories, one within the normal
range and other below50ml/min/1.73m2. The ten-year renal survival rate did
not differ significantly between the liver transplant and non-liver transplant
groups (55.6% and 56.9%, respectively; p =0.53, log-rank test).
Conclusions: Prenatal diagnosis of ARPKD or a large kidney size at di-
agnosis was significantly associatedwith renal function deterioration. There
was no correlation between the severity of liver and renal morbidities.

IPN10268-88 ADDING NON-E. COLI CRITERIA MAY
IMPROVE THE AAP GUIDELINE FOR INITIAL URINARY
TRACT INFECTION

Y. Banno , Y. Nam , S. Shinozuka , S. Matsumoto , R. Hiramoto
Department of Pediatrics, Children's Medical Centre, Matsudo City
General Hospital, Matsudo - Japan

Introduction: The American Academy of Pediatrics (AAP) no longer
recommends voiding cystourethrography (VCUG) after the patient’s first
urinary tract infection (UTI) unless renal-bladder ultrasound (RBUS)
shows abnormality[Subcommittee on Urinary Tract Infection et al. ,
2011]. Recent studies reported that uropathogen other than Escherichia
coli was associated with high-grade vesicoureteral reflux (VUR). The
present study, using clinical records of fully-examined patients with initial
UTI, investigated how frequently patients with urological anomalies
would have been underdiagnosed based on the AAP criteria for VCUG
application and examined whether adding non- Escherichia coliUTI into
the criteria would have decreased the underdiagnoses.
Material & methods: This retrospective study included 2-24-month-old
children diagnosed with initial UTI at a single hospital from January 2013
to October 2018. Children with initial UTI routinely received all of
RBUS, VCUG and dimercaptosuccinic acid (DMSA) scintigraphy in
the hospital. Clinically significant urological anomalies consist of the
following 4 types: high-grade VUR, other congenital anomalies of the
kidney and urinary tract (CAKUT), renal hypoplasia and need for surgical
intervention. We evaluated how frequently urological anomalies would
have been underdiagnosed when applied to the AAP criteria only and
whether adding non-Escherichia coli UTI into the criteria would have
decreased the underdiagnoses.
Results: We enrolled 158 children (70% males) with initial UTI and 36
(23%) patients had clinically significant urological anomalies. We would
have underdiagnosed 11 significant urological anomalies according to
only abnormal RBUS findings. However, six urological anomalies out
of 11would have been detected with non-Escherichia coliUTI added into
the criteria (p=0.01, McNemar test).
Conclusions: Considerable fraction of urological anomalies would be
found when VCUG were conducted for cases with non-Escherichia coli
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UTIs. The results supported that non-Escherichia coli UTIs should be
added into criteria for VCUG application in future guidelines.
Reference List:
Subcommittee onUrinary Tract Infection, Steering Committee onQuality
Improvement and Management, Roberts KB. 2011.

IPN10273-84 OUTCOME OF CYCLOPHOSPHAMIDE
TREATMENT IN PEDIATRIC STEROID RESISTANT
NEPHROTIC SYNDROME IN WEST JAVA, INDONESIA

A. Widiasta , D. Hilmanto , D. Rachmadi , N. Sekarwana
Universitas Padjadjaran - Indonesia

Abstract
Introduction: Steroid resistant nephrotic syndrome (SRNS) is one of the
most common contributor of chronic kidney disease in children. The
majority of SRNS is focal segmental glomerulosclerosis (FSGS), which
have better prognosis than the others. KidneyDisease Initiative for Global
Outcome (KDIGO) nomore recommend cyclophosphamide (CPA) as the
treatment protocol for SRNS, but in some developing countries such as
Indonesia there is some limitation to get some immunosuppressive agent
except cyclophosphamide. So, in this study we present the outcome of
SRNS with various types of lesion, due to cyclophosphamide treatment.
Material and methods: We collect the data from medical record
about resistant steroid nephrotic syndrome patient age between
1–18 years from January 2016–March 2018. Data collection in-
clude time remission, adverse effect, and relapse free period after
getting cyclophosphamide treatment based on types of lesion.
Results: Among 129 patients enrolled from January 2016 – December
2018, 98 patients had remission with cyclophosphamide, 31 patients had
not remission. Most of them had remission during fifth –seventh cycle of
intravenous cyclophosphamide (after 6 – 8 months). None of the patients
had severe adverse effect of cyclophosphamide. Only a small part of them
undergo chronic kidney disease stage II–V during follow up.
Conclusions: Cyclophosphamide is still effective in treating SRNS in chil-
dren with only a few and less harmful adverse effect.
Keywords: Cyclophospamide, steroid-resistant, nephrotic syndrome,
outcome

IPN10275-86EFFECTOFON-LINEHEMODIAFILTRATIONON
SERUM TUMOR NECROSIS FACTOR IN PEDIATRIC
HEMODIALYSIS PATIENTS

E. Abobakr 1, H. Bazaraa 1, H. Madani 2, H. Safouh 1

1 Department of Pediatrics ,Kasr AL Aini Faculty of Medicine, Cairo
University - Egypt, 2 Department of Chemical and Clinical pathology,
Kasr AL Aini Faculty of Medicine, Cairo University - Egypt

Introduction: Hemodiafiltration (HDF) is a form of renal replacement
therapy using high volume ultrafiltration with replacement by a substitute
prepared from ultrapure dialysate. Tumor necrosis factor alpha (TNFα) is
a proinflammatory cytokine and has been reported to be elevated in adults
with end stage renal disease (ESRD) on hemodialysis.
Objective:To compare plasma TNFα levels and dialytic change between
conventional hemodialysis and on-line hemodiafiltration in pediatric pa-
tients with ESRD.
Material and methods: This cross-sectional study included 36 pediatric
patients (<15 years of age) with ESRD, divided into two groups [group I
(n=16) treated with on-line HDF and group II (n=20) with conventional
low-flux hemodialysis for a period of at least six months] and a control
group (included 20 healthy children). Pre – and post-dialytic plasma
TNFα was measured for all patients.
Results: TNFα levels in patients treated with online HDF (106.2 ± 57.5 pg/
mL) were lower than in those on conventional HD (180.5 ± 71.7 pg/mL);

p=0.002.Both groups had significantly higher levels than controls .Post-di-
alysis values were ( 82.1 ± 36.1 pg/mL) and (179.1 ± 83.5) for
HDF and HD respectively, both reflecting insignificant reductions
(p=0.17 & 0.98).
Conclusion: In children with ESRD, online HDF is associated with lower
plasma concentrations of TNFα, a proinflammatory cytokine, than conven-
tional HD.
Keywords: Cytokines–ESRD –Hemodialysis-Online HDF.

IPN10280-82 HEARING ASSESSMENT IN INFANTS AND
CHILDREN WITH DISTAL RENALTUBULAR ACIDOSIS

Y. Ramadan , A. Badr , A. El-Shenawy , N. Soliman
Cairo University, Cairo - Egypt

Introduction: Autosomal recessive distal renal tubular acidosis (dRTA)
may be associated with progressive bilateral sensorineural hearing loss
(SNHL), due to the mutations of a gene expressed both in the kidney and
in the cochlea (Uzak et al., 2013).
Aim: The aim of this study was to assess pediatric patients with dRTA for
hearing loss.
Methods: The present study included 26 patients diagnosed with dRTA;
based on clinical manifestations, the presence of normal anion gap met-
abolic acidosis and a urine pH higher than 5.5 during acidosis.
Tympanometry was performed for all patients, together with either audi-
ometry (n= 13) or Auditory Brainstem Response (n=13) according to
patient age and cooperation.
Results: The median age of the studied patients was 4.7 years, 57.7% were
males and 42.3%were females. The onset of symptoms ranged from as early
as one week to 2 years (median one month). Twelve patients (46.2%) had
bilateral SNHL, 4 (15.4%) had unilateral conductive hearing loss (CHL), 5
(19.2%) had bilateral CHL while only 5 patients had normal hearing.
Compared to those with normal hearing or CHL, patients with SNHL had
significantly higher serum creatinine (mean 0.48(±0.22) versus
0.32(±0.04), p<0.05), and lower estimated glomerular filtration rate
(p=0.024).
There was no statistically significant difference regarding blood or urine
pH or serum calcium or potassium.
Conclusion: SNHL is present in a significant proportion of children with
dRTA. Hearing assessment of all children with dRTA is recommended in
order to detect and manage hearing impairment.
Keywords: Audiometry, Auditory Brainstem Response, Distal renal tu-
bular acidosis, sensorineural hearing loss, tympanometry.
References:
Uzak A, Cakar N, Comak E,Yalcinkaya F, Tekin M.ATP6V1B1 muta-
tions in distal renal tubular acidosis and sensorineural hearing loss: clin-
ical and genetic spectrum of five families. Ren Fail. 2013; 35: 1281–
1284.

IPN10281-83 NORMAL HUMAN KIDNEY DEVELOPMENT:
EXPRESSION AND LOCALIZATION OF DAB1 AND REELIN

A.Racetin ,M. Juric , N. Filipovic , I. Solic , I. Kosovic ,M. Saraga Babic ,
K. Vukojevuc
School of Medicine, Split - Croatia

Abstract
Background: The aim of this study was to explore spatial and temporal
expression patterns of DAB1 and REELIN proteins in the tissues of
healthy human kidneys to determine their possible roles during normal
kidney development and in postnatal period.
Methods: DAB1 and REELIN expression was examined in the par-
affin sections of human fetal kidneys between the 13/14th and 38th

developmental weeks and in postnatal kidney tissues of 1.5 and
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7year old individuals by double immunofluorescence staining.
Kidney structures were analyzed by ImageJ software: proximal con-
voluted tubules (PCT), distal convoluted tubules (DCT) and glomer-
uli (G). The data were analyzed by Kruskal Wallis test. Statistical
significance was considered at P<0.05.
Results: DAB1 and REELIN were expressed during fetal kidney devel-
opment and postnatal period with specific spatial expression pattern and
diverse fluorescence intensity. DAB1 was highly expressed with strong
reactivity in DCT during fetal period, and variously in PCT and glomer-
uli. In all observed structures DAB1 was mostly expressed on cell mem-
branes, usually at their apical parts. In postnatal kidneys DAB1expression
decreased. In early fetal stages, REELIN was mostly spread throughout
cytoplasm of PCT cells. In postnatal kidneys percentage of REELIN
positive cells decreased dramatically in all observed structures. These
two markers co-localized during early developmental stages, mostly in
PCT, DCT and possibly in podocytes.
Conclusion: Appearance of DAB1 and REELIN protein expression dur-
ing human fetal kidney development confirms their potentially significant
role in the morphogenesis or functional maturation of kidney structures.
High DAB1 expression in DCT implies its regulatory role during devel-
opment of those parts of kidney tubules. Decrease in expression of DAB1
and REELIN after birth implies gradual loss of their role in postnatal
period. Poor co-localization of these two markers suggests their diverse
role during kidney development.
Keywords: DAB1, REELIN, human embryo, kidney, immunofluores-
cence, development

IPN10282-84 CENTRAL PULSE PRESSURE AND WAVE
REFLECTION AS MICROCIRCULATORY RISK FACTORS IN
PREMATURELY BORN CHILDREN

A. Raaijmakers 1, F.F. Wei 2, W.Y. Yang 2, Z.Y. Zhang 2, C.G. Yu 3, E.
Levtchenko 4, K. Allegaert 5, J.A. Staessen 2

1 Sydney Childrens Hospital, Randwick - Australia, 2 Research Unit
Hypertension and Cardiovascular Epidemiology, KU Leuven
Department of Cardiovascular Sciences, University of Leuven, Leuven -
Belgium, 3 Beijing Luhe Hospital and Key Laboratory of Diabetes
Prevention and Research, Capital Medical University, Beijing - China,
4 Paediatric Nephrology, University Hospitals Leuven, Leuven - Belgium,
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Background: The microcirculation undergoes organ-specific perinatal
maturation. Consequently, prematurity is associated with high risk of
structural and functional cerebral and renal maldevelopment including
hypertension. A unique feature of the brain, retina and kidney is that these
organs are continually perfused at high volume flow throughout systole
and diastole and that pulsations are transmitted through the capillary
network up to the venous efflux (M.F. O’Rourke, et al. Hypertension
2005; 46: 200-204).
Objectives: To compare central pulse pressure (cPP) and its forward and
backward components in 11-year-old children born prematurely or at
term.
Methods: We enrolled 30 former preterms (birth weight <1000g, gesta-
tional age 23-33 weeks) and 41 controls, examined at ~11 years. Pulse
wave velocity (PWV) and cPP were assessed by applanation tonometry.
The forward (Pf) and backward (Pb) pulse waves were estimated, using a
pressure-based separation algorithm (SphygmoCor). Non-mydriatic reti-
nal photographs were processed for central retinal arteriolar (CRAE) and
venular (CRVE) diameters.
Results:Compared with controls, cases had higher central systolic (102.1
vs. 94.3 mmHg; P=0.001) and diastolic (64.8 vs. 61.8 mmHg; P=0.043)
blood pressure, cPP (37.3 vs. 32.3 mm Hg; P=0.018) and Pf (34.6 vs.
9.7 mmHg; P=0.042), but smaller CRAE (160.6 vs. 176.2 μm; P<0.001)

and CRVE (235.0 vs. 244.8 μm; P=0.002). With adjustments for anthro-
pometrics applied as appropriate, higher cPP, Pf and Pb were associated
with smaller CRAE (estimates respectively -5.63, -5.42 and -4.08; all
P<0.01).
Conclusion:Higher cPP, Pf and Pb likely increase the vulnerability of the
microcirculation in prematurely born children, who start life with incom-
plete microcirculatory maturation and who at 11 years remain exposed to
an increased pulsatile load compared with children born at term. The
increased vulnerability of the microcirculatory organs (kidney, brain, ret-
ina) might serve as a potential marker and target for early treatment.

IPN10283-85 GENOMICS IN THE DIAGNOSIS LANDSCAPE
FOR RENAL RARE DISEASES RESULTS FROM A
PAEDIATRIC CENTER

M. Kokocinska , L. Kerecuk , S. Parkes
Birmingham Women's and Children's Hospital - United Kingdom

Introduction:Most paediatric renal conditions are rare diseases although
only a fraction have known causative genes. Advancements in genomics
present an opportunity for greater insight in these conditions at molecular
level, new gene discovery and potential for development of targeted ther-
apies and empowering clinical decision making. The UK 100,000
Genomes Project (100kGP) was launched to realise this potential for
certain rare diseases.
Methods: Our centre started recruiting patients to 100kGP in June 2015.
We developed a streamlined process incorporating recruitment at the time
of patient’s routine appointment by screening eligible patients and send-
ing project information before appointments.
Results: Our centre was one of the highest single contributors of patients
with rare diseases (3913 participants). The male: female ratio was 62:38.
All ethnic groups recruited (Caucasian 66%, Asian 23%, Afro-Caribbean
4%, Mixed 3%, Other 4%). Paediatric renal patients were the largest
single specialty with 40% of all participants at our centre. 77% of renal
participants had Congenital Anomaly of the Kidneys and Urinary Tract
(CAKUT) with underlying syndromic manifestations in other organ sys-
tems; or with a first degree relative affected with CAKUT; or with mul-
tiple distinct urinary tract abnormalities or with unexplained end-stage
renal failure; 7% had cystic kidney disease; 4 % had renal tract calcifica-
tion; 3% had extreme early-onset hypertension; 2% had familial
haematuria; 2% had undiagnosed proteinuric renal disease and 2% had
unexplained kidney failure in young people.
Conclusion: The high proportion of renal patients in the 100K GP at our
centre and across the UK shows that our specialty is embracing genomics
which is becoming routine as part of NHS diagnostics. The 100KGP will
also identify known and novel genes involved in rare renal diseases which
will lead to better understanding of pathogenesis leading to novel thera-
peutic strategies and better outcomes for patients.

IPN10284-86 THERAPEUTIC OPTIONS OF PAEDIATRIC
NEPHROTIC SYNDROME IN CHILDREN - SINGLE CENTER
STUDY

A. Zvenigorodska 1, O. Moskaliuk 2, G. Guminska 3, T. Stepankevych 3

1 National Pirogov Memorial Medical University, department Pediatrics
№2 - Ukraine, 2 National Pirogov Memorial Medical University -
Ukraine, 3 Vinnytsya Regional Children Hospital - Ukraine

Nephrotic syndrome (NS) is a common glomerular disorder in childhood.
The aim of the study was to determine a retrospective analysis of treat-
ment modalities in children with NS, and adverse effects caused by the
drugs.
Material and methods: Medical histories of 51 patients (35 boys and 16
girls) diagnosed with NS and hospitalised in the Department of Paediatric,
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Vinnytsya Regional Children Hospital, between 2014 and 2018 were in-
cluded in the analysis. Clinical, biochemical data were obtained.
Results: Remission was achieved in 90.2 % of patients treated
with corticosteroids due to the first episode of NS, whereas pri-
mary steroid resistance was diagnosed in 9.8 % of cases. During
the treatment of subsequent disease recurrences secondary steroid
resistance occurred in 3,9 % of patients. Alkylating agents due to
their low cost were used as second-line therapy in 2/3 of children.
Chlorambucil was the most common second-line regimen after
steroids (41,18 %), while cyclophosphamide was used in 11,8 %
patients. Selective immunosuppressive drug mycophenolate mofe-
til was used as a second-line drug in 7 patients (13,7 %). Adverse
effects were observed in half of children receiving steroid therapy
and 29,8 % of patients receiving alkylating agents. Adverse reac-
tions were observed in less than 1% of patients receiving myco-
phenolate mofetil. Adverse effects of alkylating agents included
leucopenia and thrombocytopenia and infections. Therapy with
mycophenolate mofetil was not superior to alkylating agents in
the frequency of relapses. Cyclosporine A was used only in 1
patient in our center and during treatment there were not any
adverse events.
Conclusions:Alkylating agents were themost widely used and a not very
safe second-line drug in the treatment of paediatric idiopathic NS in our
center. Mycophenolate mofetil became an important therapeutic option
and an effective alternative for alkylating agents in the therapy of NSwith
less adverse reactions.

IPN10287-89 25 HYDROXY VITAMIN D DEFICIENCY IN
CHILDREN WITH CKD(STAGE 1-5D) IN KHARTOUM

M. Karar 1, E. Ali 2
1 Pediatric Nephrology unit , Prince Sultan Militay Medical City
(PSMMC),Riyadh - Sudan, 2 Department of Pediatrics and Child
Health, Soba University Hospital, Faculty of Medicine, University of
Khartoum, Khartoum - Sudan

Abstract
Introduction: 25(OH) vitamin D play important role in Chronic Kidney
Disease Mineral bone Disorder(CKD-MBD) including its effect on bone
growth and biochemical interaction in PTH , calcium and phosphate
regulation . Also 25(OH) Vitamin D has been studied and correlated with
Cardiovascular mortality, vascular calcifications and hypertension. In this
studywemeasure the prevalence of VitaminD deficiency & insufficiency
in Children with CKD in Khartoum- Sudan.
Materials & methods: In a descriptive cross sectional study a total of
115 children with ESRD on regular haemodialysis, in Three major
haemodialysis centre & 58 children with Predialysis CKD (stage 1-5)
attending, outpatient pediatric nephrology clinic were evaluated to assess
the prevalence of vitamin D deficiency and insufficiency . Blood levels of
serum Calcium, Phosphate, albumin, alkaline Phoshatase , Creatinine,
25(OH)D and Intact PTH(iPTH) were measured. Vitamin D status clas-
sified according to KDOQI classification (sufficient > 30ng /ml;
Insufficient 15-30 ng /ml; Deficient < 15 ng /ml)
Results: Out of 115 children with ESRD on Regular HD 62 (54%) were
males and 53(46%) were females. Mean Age was 13 ± 3.5 years. Only 13
(11%) out of 115 children had sufficient level (>30 ng /ml). Vitamin D
insufficiency was in 53(46%) children and deficiency was in 49(43%)
Children. Mean level of 25(OH)D was 18.1 ± 10.7 ng/ml with minimum
of 3 ng/ml and maximum of 57.6 ng/ml. In the 58 children with predialysis
CKD (stage 1-5) 29 (50%) boys , mean age 14 ± 3.1 years. Only 7(12%) out
of 58 children had sufficient vitamin D level while 51(88%) Children had
vitamin D level < 30ng/ml across the CKD stage 1-5.
Conclusion: 25(OH)D Deficiency is Highly prevalent in Children with
Predialysis CKD and ESRD on regular haemodialysis in khartoum.
Vitamin D hormonal assays and treatment to be established in hospital.

IPN10299-92 PREVALENCE OF HYPERTENSION IN
NEONATES IN TWO TERTIARY CARE CENTERS OF
DHAKA CITY

M.A. Hossain Khan , A.N.M.S. Hasan , K. Alom
National Institute of Kidney Diseases and Urology (NIKDU) Sher -E-
Bangla Nagar, Dhaka. - Bangladesh

Abstract
Introduction: Hypertension is an uncommon but significant problem in
neonates . Advances in neonatology has increased our ability to measure
blood pressure in neonates and this has been contributed to an increased
awareness about neonatal hypertension. This study was conducted to find
out the prevalence as well as etiology of neonatal hypertension in two
tertiary care hospitals of Dhaka city.
Materials and methods: This was a cross sectional study. Study period
was from July, 2017 to June 2018. Six hundred neonates both term and
preterm were included . Blood pressure were measured by using neonatal
cuff on three several occasions at same visit at ten minutes interval while
neonates were quite and awake .
Results:Among the 600 neonates 426 were term and 174 were preterm. Out
of them two male neonates were found hypertensive (0.33%). Of the two
hypertensive neonates, one was preterm and the another was term neonate.
The prevalence of hypertension in term and preterm neonates were 0.57%
and 0.23% respectively. History of maternal hypertension and diabetes was
present in the term neonate and other was preterm with history of birth
asphyxia. Paired samples test for blood pressure of neonates shows signifi-
cant p value (<0.05) with birth weight in kg and gestational age in weeks.
Linear regression shows increased blood pressure with increasing gestational
age of neonates. In this study 95% of neonates had blood pressure at or lower
than reference value. This is probably due to neonates of our country having
less body weight than the neonates of developed countries.
Conclusion: It can be concluded from the present study that hypertension
may be present in neonates. Early diagnosis and management of hyper-
tension in neonates can prevent future morbidity.
Keywords: Hypertension, Neonate

IPN10300-75 ASSOCIATION OF AKI WITH BIRTH WEIGHT ,
GESTATIONAL AGE AND ETIOLOGY OF HOSPITALIZED
NEONATES AT DHAKA

M.A. Hossain Khan , A.S. Mia , K. Alom
National Institute of Kidney Diseases and Urology (NIKDU) Sher -E-
Bangla Nagar, Dhaka. - Bangladesh

Abstract
Introduction: Acute kidney injury (AKI) is common in neonatal intensive
care units but uncommon in general neonatal wards . Early detection and
immediate management is life saving. This study was performed to observe
the relationship of AKI with gestational age, birth weight and etiology .
Methodology: This prospective observational study was done over a
period of one year from 1st July 2017 at neonatal intensive care unit
(NICU) and general neonatal ward (GNW) of two tertiary care hospitals
at Dhaka. Three hundred neonates were included in this study with in-
formed written consent from their parents. Neonates from day 1 to 28
were included in this study. Serum creatinine calculated from median
value of neonates creatinine, multiplied by 1.5 times, which reflects the
raised value of creatinine and leveled as AKI. AKI was correlated with
gestational age, birth weight and etiological factors.
Results: Of the 300 neonates, mean age was 5.71±6.70 days. Male were
predominant (59.4%) with male and female ratio was 1.46:1. Among them
53.5% were appropriate for gestational age,36.6% had low birth weight and
9.9% had very low birth weight. AKI developed in 23.7% neonates. Out of
300 neonates 42.3% were preterm, 53.5% were term and 4.2% were of post
term. Among them 24.39% preterm and 21.97% term neonates developed
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AKI respectively. Neonatal AKI associated mostly with perinatal asphyxia
(43.8%) and sepsis (35.21%).Statistical analysis revealed significant differ-
ence regarding gestational age between AKI and non AKI (P<0.05).
Conclusion: AKI was common in NICU (23.7%) and was more in pre-
term(24.39%) than term(21.97%). At NICU special emphasis is to be
given for early detection and management of neonatal AKI to prevent
mortality and morbidity.
Keywords: Neonates, perinatal asphyxia.

IPN10301-76 SCREENING FOR URINARY TRACT INFECTION
AMONG SCHOOL CHILDREN IN DHAKA CITY AND DOWN
TOWN

M.A. Hossain Khan , R. Begum , K. Alom
National Institute of Kidney Diseases and Urology (NIKDU) Sher -E-
Bangla Nagar, Dhaka. - Bangladesh

Introduction: Urinary tract infection (UTI) is the third most common
bacterial infection in infants and children. If left untreated or inadequately
treated, may lead to renal scar causing hypertension and end stage renal
disease. UTI may present with symptoms like frequency, dysuria, urgen-
cy, abdominal pain, back pain, fever or may remain asymptomatic. Early
detection and appropriate management is essential. This study was con-
ducted to detect UTI among school children and to make them and their
parents aware regarding UTI.
Materials and methods: This is a cross sectional study conducted be-
tween July’2017 to June’2018 in the primary school of Dhaka city and its
down town. With the prior permission from the school authority and
informed consent from the parents,1000 school children of both sexes
from age ranges 6 -12yrs were included in this study. Variables related
to UTI were identified. Morning midstream urine samples were collected
for analysis. One sample was screened by dipstick usingMedi-Test combi
10@SGL and second sample was used for routine microscopic examina-
tion, culture and sensitivity.
Results: Out of 1000 children, male were 536 and female were 464 with
male : female 1.2:1. Prevalence of UTI was 5.4%.Among the females
7.3% and male 3.7% had UTI. Dipsticks findings revealed leukocyte
positive75.51% & nitrite 17.35%. Urine routine examination revealed
pyuria in 72.45% & bacteuria 16.35%. Urine culture showed gram neg-
ative bacteria 59.25% and gram positive bacteria 40.7%.Escherichia
coli(51.8%)was the most predominant uropathogen. UTI was statistically
associated with the following variables; gender (p=0.012), residence
(p=0.003), higher classes of the children (p=0.006), mother's education
(p=0.014), father's education (p=0.005), dysuria (p<0.001), use of toilets
(p=0.002) and circumcission (p=0.001).
Conclusion: Every school children must be screened for UTI by urine
analysis.
Keywords: Infection, Children

IPN10329-86 COMPARATIVE STUDY BETWEEN BLADDER
STIMULATING TECHNIQUE VERSUS QUICK WEE
METHOD AMONG INFANTS: RANDOMIZED CONTROLLED
TRIAL

H.O. Mateo
Department of Pediatrics Mandaluyong City Medical Center,
Mandaluyong - Philippines - Philippines

Background: Bladder Stimulating Technique and Quick Wee Method
are two methods utilized to hasten voiding for urine collection among
infants.
Objective:This study aims to compare the effectiveness of standard urine
collection versus the Bladder Stimulation Technique and the Quick Wee
Method in hastening the voiding time for urine collection among infants.

Methodology: A single blind, prospective, randomized controlled trial
was carried out on 168 patients aged 1 to 23 months, requested with
urinalysis. Infants were randomized into three groups: Bladder
Stimulating Technique, Quick Wee Method, and control group.
Successful urination (voiding within five minutes) and the time of urine
onset were obtained.
Results: The Bladder Stimulating Technique group had higher rate
of success in voiding compared to the Quick Wee Method and
control groups (41.9% vs 23.5% vs 2%, p<0.0001). However,
there was no significant difference in successful voiding between
the Bladder Stimulating Technique and the Quick Wee Method
groups (p=0.09). The Bladder Stimulating Technique (p<0.0001)
and the Quick Wee Method (p=0.002) groups showed significant
difference in successful voiding when compared with the control
group. The Bladder Stimulating Technique group had faster time
of urine onset compared to the Quick Wee Method and control
groups (71.85 minutes vs 72.35 minutes vs 136.94 minutes,
p<0.0004). There was no significant difference between the
Bladder Stimulating Technique and the Quick Wee Method
(p=1.00) groups in time of urine onset. The Bladder Stimulating
Technique (p=0.002) and the Quick Wee Method (p=0.004)
groups showed significant difference in time of urine onset when
compared with the control group.
Conclusion: Both intervention groups showed significant difference in
successful voiding and time of urine onset when compared to the control
group.
Keywords: Bladder stimulating technique, Quick wee method, Standard
urine collection

IPN10352-82 PODOCYTURIA AND ALBUMINURIA IN
PATIENS WITH FABRY'S DISEASE WITH ENZYMATIC AND
ANTIPROTEINURIC TREATMENT

J. Liern 1, A. Colazo 1, A. Fainboin 2, C. Costales-Collaguazo 3, F. Ochoa 4,
E. Zotta 3

1 Nephrology Unit, General Hospital for Children Ricardo Gutiérrez. -
Argentina, 2 General Hospital for Children Ricardo Gutiérrez. -
Argentina, 3 Faculty of Medicine, Department of Physiological
Sciences. Ifibio Houssay Conicet. University of Buenos Aires. Faculty
of Pharmacy and Biochemistry. Chair of Pathophysiology, University -
Argentina, 4 Faculty of Medicine, Department of Physiological Sciences.
Ifibio Houssay Conicet. University of Buenos Aires. - Argentina

Introduction: Fabry disease (FD) is an inherited disorder caused by a
deficiency of the activity of the enzyme α-galactosidase A, which causes
severe chronic kidney disease
Objectives:
1. To determine in patients with FD if a major podocturia is related to the
appearance of pathological albuminuria
2. To determine the variation of albuminuria and podocyturia during
treatment with replacement enzyme, enalapril, losartan and amiloride.
Methods and material: We implemented a prospective cohort study of
the intragroup type in 9 patients with FD.
The inclusion criteria were: aged 5 to 17 years, eutrophic, glomerular
filtration rate increased to 90ml/min./1.73m2, in treatment with
agalasidase beta, enalapril and losartan.
From the 6th month of the start of the study we administered
amiloride.
We determinated albuminuria, and podocyturia in month 0, 12 and 18.
The duration of the protocol was 18 months
Results: We studied 11 patientswith FD, mean of age 11.7years.
All patients received agalasidase beta (1mg per kg of weight every 2
weeks) and besides 7 of them, with pathological albuminuria, received
enalapril (0.4mg/kg/day) and losartan(1.2mg/kg/day); finally, from
month 6, these last 5 patients also received amiloride (3mg/kg/day).
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The relative risk to develop pathological albuminuria according to
podocyturia was in was 3.9, with a Correlation Coefficient between
podocyturia and albuminuria of the 0.8354.
The reduction of albuminuria from month 0 to month 18 was statistically
significant (p <0.01), but the variation of the podocyturia in the same
period was not significant (0.03)
Conclusions: The detection of podocyturia in pediatric patients with FD
seems to be associated with increased albuminuria and could be used as
an early marker of renal damage.
The addition of amiloride to the enzymatic therapeutic scheme could
contribute to the decrease of proteinuria

IPN10353-83 CLINICAL PRACTICE RECOMMENDATIONS
FOR GROWTH HORMONE TREATMENT IN CHILDREN
WITH CHRONIC KIDNEY DISEASE

J. Drube 1, M. Wan 2, M. Bonthuis 3, E. Wuehl 4, J. Bacchetta 5, F.
Santos 6, R. Grenda 7, A. Edefonti 8, J. Harambat 9, R. Shroff 2, B.
Toenshoff 10, D. Haffner 1
1 Department of Pediatric Kidney, Liver and Metabolic Diseases,
Hannover Medical School Children's Hospital, Hannover -
Germany, 2 Renal Unit, Great Ormond Street Hospital for Children,
London - United Kingdom, 3 ESPN/ERA-EDTA Registry, Department of
Medical Informatics, Academic Medical Center, University of
Amsterdam, Amsterdam - Netherlands, 4 Department of Pediatrics I,
University Children's Hospital, Heidelberg - Germany, 5 Department of
Pediatric Nephrology, Rheumatology and Dermatology, University
Children’s Hospital, Lyon - France, 6 Department of Pediatrics,
Hospital Universitario Central de Asturias (HUCA), Health Service of
the Principality of Asturias, SESPA, Oviedo - Spain, 7 Department of
Nephrology, Kidney Transplantation and Arterial Hypertension, The
Children’s Memorial Health Institute, Warsaw - Poland, 8 Fondazione
IRCCS Ca' Granda Ospedale Maggiore Policlinico, Milan - Italy,
9 Pediatric Nephrology Unit, Department of Pediatrics, Bordeaux
University Hospital, Bordeaux - France, 10 Department of Pediatrics I,
University Children's Hospital, Heidelberg - Germany

Introduction: Treatment with recombinant human growth hormone
(GH) promotes longitudinal growth and likely enables children with
chronic kidney disease (CKD) and short stature to reach normal adult
height. However, clinical practice recommendations (CPRs) on its use
in this population are lacking.
Material & methods: A team from the European Society for Paediatric
Nephrology (ESPN) CKD-MBD, Dialysis and Transplantation working
groups have developed CPRs for the use of GH in children with CKD, on
dialysis and after renal transplantation. The team has performed a system-
atic literature review on 12 clinically relevant PICO (Patient or Population
covered, Intervention, Comparator, Outcome) questions, formulated rec-
ommendations and graded them at a consensus meeting, with input from
an external advisory group of pediatric endocrinologists/nephrologists,
and patient representatives.
Results:We recommend that children with stage 3-5 CKD or on dialysis
should be candidates for GH therapy if they have persistent growth fail-
ure, defined as a height below the 3rd percentile for age and sex and a
height velocity below the 25th percentile, once other potentially treatable
risk factors for growth failure have been adequately addressed, and pro-
vided the child has growth potential. In children who have received a
kidney transplant and fulfill the above growth criteria we recommend
initiating GH therapy one year after transplantation, if spontaneous
catch-up growth does not occur and steroid-free immunosuppression is
not a feasible option. Growth hormone should be given at dosages of
0.045 to 0.05 mg/kg per day by daily subcutaneous injections until the
patient reached their final height or at the time of renal transplantation. In
addition to providing treatment recommendations, a cost effectiveness
analysis is provided that may help guide decision making.

Conclusions: The presented CPRs will help to guide physicians and
families in the management of short children with CKD and will be
periodically reviewed and updated.

IPN10354-84 CLINICAL PRACTICE RECOMMENDATIONS
FOR THE DIAGNOSIS AND MANAGEMENT OF X-LINKED
HYPOPHOSPHATEMIA

D. Haffner 1, F. Emma 2, D. Eastwood 3, M. Biosse Duplan 4, J.
Bacchetta 5, D. Schnabel 6, P. Philippe Wicart 7, D. Bockenhauer 8, F.
Santos 9, P. Kamenicky 10, E. Levtchenko 11, L. Savendahl 12, K. Briot 13,
L. Lars Rejnmark 14, A. Linglart 15
1 Department of Pediatric Kidney, Liver and Metabolic Diseases,
Hannover Medical School, Hannover - Germany, 2 Department of
Pediatric Subspecialties, Division of Nephrology, Children’s Hospital
Bambino Gesù – IRCCS, Rome - Italy, 3 Department of Orthopaedics,
Great Ormond St Hospital for Children, Orthopaedics, London - United
Kingdom, 4 Dental School, Université Paris Descartes Sorbonne Paris
Cité, Montrouge - France, 5 University Children’s Hospital Lyon -
France, 6 Center for Chronic Sick Children, Pediatric Endocrinology,
Charitè, University Medicine, Berlin - Germany, 7 Necker – Enfants
Malades University Hospital, Paris - France, 8 University College
London, Centre for Nephrology and Great Ormond Street Hospital for
Children NHS Foundation Trust, London - United Kingdom, 9 Hospital
Universitario Central de Asturias (HUCA), University of Oviedo, Oviedo
- Spain, 10 APHP, Bicêtre Paris-Sud Hospital, Endocrinology
Department and Reference Center for Rare Disorders of Calcium and
Phosphate Metabolism, Paris - France, 11Department of Pediatric
Nephrology & Development and Regeneration, University Hospitals
Leuven, University of Leuven , Leuven - Belgium, 12Pediatric
Endocrinology Unit, Karolinska University Hospital ,Department of
Women's and Children's Health, Karolinska Institutet, Stockholm -
Sweden, 13Department of Rheumatology, Cochin Hospital, Assistance
Publique-Hôpitaux de Paris , Paris - France, 14Pediatric
Endocrinology Unit, Dept. of Endocrinology and Internal Medicine,
Aarhus University Hospital, Aarhus - Denmark, 15APHP, Reference
Center for Rare Disorders of Calcium and Phosphate Metabolism,
Bicêtre Paris Sud Hospital (HUPS), Le Kremlin-Bicêtre - France

Introduction: X-linked hypophosphatemia (XLH) is the most common
cause of inherited phosphate wasting and is associated with severe com-
plications such as rickets, lower limb deformities, pain, teeth abscess and
disproportionate short stature in children, as well as hyperparathyroidism,
osteomalacia, enthesopathies, osteoarthritis and pseudofractures in adults.
Clinical practice recommendations (CPRs) for the management of this
rare disease are lacking.
Material & methods: A team of 20 specialists from (pediatric) endocrinol-
ogy, pediatric nephrology, pediatric orthopedic surgery, rheumatology, den-
tistry, neurosurgery and XLH patient organization representatives have de-
veloped CPRs for the management of patients with XLH. The team has
performed a systematic literature review on 18 clinically relevant PICO
(Patient or Population covered, Intervention, Comparator, Outcome) ques-
tions, formulated recommendations and graded them at a consensusmeeting,
with input from 41 external experts by use of the Delphi method.
Results: We recommend that the diagnosis of XLH is based on signs of
rickets and/or osteomalacia in association with hypophosphatemia, and renal
phosphate wasting in the absence of vitamin D or calcium deficiency.
Whenever possible, the diagnosis should be confirmed by molecular genetic
analysis or measurement of levels of fibroblast growth factor 23 (FGF23)
before treatment. We recommend treating children with overt XLH pheno-
type with a combination of oral phosphate and active vitamin D as soon as
diagnosis is established. If available, we recommend considering burosumab
treatment in children with XLH ≥ 1 year and in adolescents with growing
skeletons in the following situations: radiographic evidence of overt bone
disease and disease that is refractory to conventional therapy; or
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complications related to conventional therapy; or patient’s inability to adhere
to conventional therapy, presumed that adequate monitoring is feasible.
Conclusions: The presented CPRs will help to guide physicians in the
management of children and adults with XLH and will be periodically
reviewed and updated.

IPN10355-85 URINE РСТ LEVEL AS DIAGNOSTIC MARKER
RENAL PARENCHYMAL SCAR IN PATIENTS WITH
VESICOURETERAL REFLUX

N. Zaikova 1, I. Isaeva 2, V. Dlin 2, L. Sinitcina 3, A. Korsunschii 4
1 Clinical Research Institute of Pediatrics named after acad. Y.E. Veltischev,
Pirogov Russian National Research MedicalUniversity, Moscow - Russian
Federation, 2 Clinical Research Institute of Pediatrics named after acad. Y.E.
Veltischev, Pirogov Russian National Research Medical University, Moscow
- Russian Federation, 3 Institution of Mother and Child Care, peadiatric
nephrology, Kishinev - Moldova, Republic of, 4 Department of Pediatrics
and Communicable Diseases, I.M. Sechenov First Moscow State Medical
University, Peadiatric, Moscow - Russian Federation

Objectives and study: Reflux nephropathy (RN) is the most serious
complication of vesicoureteral reflux (VUR). The aim of the study was
to evaluate the urinary level of PCT (procalcitonin) as an inflammatory
marker in children with VUR.
Methods: 79 patients, with VUR at the age from 1 year to 14 years (average
age of 5.69 ± 0.44 years), including 58 girls (73,4%)were enrolled. Renal scar
in DMSA scan was performed at least six months after urine tract infection
(UTI). The childrenwere divided into 4 groups: group 1 – 45 p. (56,9%) - RN
and febrile UTI; group 2 - 12 p. (15,2%) - RN and afebrile UTI; group 3 – 12
p. (15,2%) without RN and febrile UTI; group 4 – 10 p. (12,6%) without RN
and afebrile UTI. Urinary excretion of inflammatory marker PCTwas mea-
sured with immunoluminometric assay (Brachms PCT-Q method).
Results: The level of PCT/Cr was significantly low only in gr.4. In the
group of children with RN and febrile UTI the level of PCT/Cr in the
urine was 1.5 - 2 times higher than in children with RN and afebrile UTI
(p<0.05) and 2.7 times higher than in patients with VUR without RN and
febrile UTI (p<0.01). Significant difference in urinary level of PCT/Cr in
the non scar groups with/without UTI is not revealed (p>0.05). Positive
correlation found between high PCT/Cr and RN (r=0.56, p=0.042).
Conclusions: A high level of PCT in the urine of patients with VUR and
UTI and a positive correlation with reflux nephropathy is a predictor of an
unfavorable renal prognosis.We suggest that the PCTconcentration in the
urine is a useful prognostic tool and a non-invasive marker of renal scar-
ring, including the definition of a latent inflammation in renal parenchy-
ma in children with VUR.

IPN10357-87 SYSTEMIC LUPUS ERYTHEMATOSUS
PRESENTING AS HEMOLYTIC UREMIC SYNDROME

A.K. Khant 1, C.C. San 1, K.L.L. Shein 2, L.W. Lwin 2

1Yangon Children Hospital, Yangon - Myanmar, 2Yangon Children
Hospital - Myanmar

Objectives:
Introduction: Hemolytic uremic syndrome is characterized by the triad
of acute renal insufficiency, microangiopathic hemolytic anemia and
thrombocytopenia. An association of HUS with SLE is rare presentation.
Methods: Case report
Results: 10 years old boy presented with high fever, pallor, high color
urine. He had preceding history of loose motion. Hb 6.5 g%, platelet
count 18, reticulocyte count 16.3%, LDH 1166 IU/L, negative direct
and indirect Coombs' test, creatinine 7.0 mg/dl , peripheral blood smear
revealed hypochromic microcytic with microspherocytes, red cell frag-
ment and polychromasia. His stool cultures showed Enterococcus fecalis

(heavy growth) and few E.coli growths. ANA 1/400, anti-dsDNA 134 IU,
C3 0.76, C4 0.13, Lupus anticoagulant weakly positive, anticardiolipin
antibodies IgG and IgM was negative.
He had undergone peritoneal dialysis. He had recurrent seizure with left
sided focal fit and left hemiparesis. He received plasmapheresis therapy
(total of 3 cycles) with peritoneal dialysis which was stopped after second
session of plasmapheresis as urine output increased. CT head showed
subacute infarct on right fronto-temporal lobe. Renal biopsy showed mild
mesangioproliferative glomerulnephritis. Immunofluorescent microsco-
py showed no IgG, 4+IgA, no IgM, 2+C1q, 1+ C4c, and no C3. His renal
function and hematological parameters improved gradually, he can walk
without support with no residual weakness.
Conclusion: There are several reported cases in the literature of patients
with SLE who first present with thrombotic microangiopathy.
Antiphospholipid antibodies, infections, and complement dysregulation
have been suggested to play roles in these cases. Early diagnosis and
appropriate treatment may improve the outcome.

IPN10359-89 COMBINED BLOCKADE OF SMAD3 AND JNK
PATHWAYS AMELIORATES PROGRESSIVE FIBROSIS IN
FOLIC ACID NEPHROPATHY

M. Jiang 1, X. Qu 2, Y. Sun 2, X. Jiang 1, J. Li 2
1Department of Pediatrics, the First Affiliated Hospital of Sun Yat-Sen
University,Guangzhou - China, 2Department of Anatomy and
Developmental Biology, Monash Biomedicine Discovery Institute,
Monash University, Clayton - Australia

Introduction:Acute kidney injury leading to chronic kidney disease through
tubulointerstitial fibrosis is a major challenge in nephropathy. Several signal-
ling pathways promote interstitial fibrosis; however, effective suppression of
fibrosis may require blockade of more than one pathway. This study inves-
tigated whether blockade of Smad3 and JNK signalling gives added suppres-
sion of interstitial fibrosis in folic acid nephropathy.
Methods:A single high dose of folic acid causes acute tubular damage in
C57BL/6J mice followed by interstitial fibrosis and chronic renal impair-
ment. Groups of mice received a Smad3 inhibitor (SIS3), a JNK inhibitor
(SP600125), or a combination from day 7 after acute kidney injury until
being killed on day 28.
Results: Each drug efficiently inhibited its specific target (Smad3 phos-
phorylation or c–Jun phosphorylation) without affecting the other path-
way. Given alone, each drug partially reduced renal fibrosis, whereas the
combination therapy gave an additive and profound protection from renal
fibrosis and improved renal function. In vivo and cell culture studies
identified that Smad3 and JNK signalling cooperate to cause mitochon-
drial dysfunction and cell damage in tubular epithelial cells via direct
actions on the transcription of PGC-1α. The pathways also act coopera-
tively to promote renal fibroblast proliferation.
Conclusion:We have identified a potential combination therapy for pro-
gressive renal fibrosis which operates, in part, through modifying mito-
chondrial function.

IPN10361-82 A RARE CAUSE OF CHRONIC RENAL FAILURE
AND DISCOVERY OFA NEW DE NOVO MUTATION

J. Li , X. Gao , Y. Ma , S. Jia
Department of Pediatric Nephrology, Shenzhen Children`s Hospital,
Shenzhen - China

Introduction:Multicentric carpotarsal osteolysis syndrome (MCTO) is a
very rare hereditary disease with autosomal dominant inheritance charac-
terized by progressive loss of bone, usually the carpal and tarsal bones,
resulting in deformity and disability, as well as chronic renal failure in
many cases.
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Materials and methods: A 10.5-year-old boy was admitted to our de-
partment with CKD stage V. His parents sought medical attention when
he was 1.5 years old for multiple bone deformities. Bone biopsy was
eventually performed when he was five years old at a local institution
that showed “Broken cortical bone and yellow bone marrow can be seen
in the specimens, and no cartilage components are found”. Other labora-
tory investigations revealed that his blood renal function tests were within
normal limits but urinalysis showed 1 plus proteinuria without hematuria.
Hewas lost follow up since then for five years.When hewas 10 years old,
he was presented with headache, vomiting, heavy proteinuria(2689mg/
24h) and hypertension with BP of 246/163mmHg.His body weight and
length were 23kg and 131cm, respectively. Laboratory investigations
showed serum creatinine 210umol/L (normal range:21-65umol/L) and
BUN 21.6mmol/L (normal range:1.5-7mmol/L). His hemoglobin was
106g/L and his renal ultrasound showed bilateral renal atrophy and re-
duced renal blood flow.
Results:A single nucleotide substitution onMAFB gene was detected on
chromosome 20-39317318. (NM_005461, exon 1, c.173C>G, p.T58R).
Such mutation was not detected in his family.
Conclusion: In this report, we describe a young boy with MCTO sec-
ondary to a de novo mutation of the MAFB gene.

IPN10363-84 SHIGA TOXIN-PRODUCING ESCHERICHIA
COLI DETECTION IN HOUSEHOLD MEMBERS OF
CHILDREN WITH HEMOLYTIC UREMIC SYNDROME

L.F. Alconcher 1, M. Rivas 2, L.I. Lucarelli 1, J. Galavotti 1, V. Arias 1, M.
Rizzo 1

1Hospital General Interzonal Dr José Penna - Argentina, 2 ANLIS "Dr
Carlos G.Malbran" - Argentina

Argentina, where post-diarrheal Hemolytic Uremic Syndrome (HUS) is
endemic, has the highest rates globally, and Shiga toxin-producing
Escherichia coli (STEC) is the main etiological agent. The aim of this
study was to establish the frequency of STEC infections in household
contacts of HUS patients.
Methods:We studied 292 household contacts of 82 HUS patients
attended in Bahía Blanca from 2010 to 2018. In HUS cases, three
diagnostic criteria were used: (i) isolation and characterization of
STEC strains; (ii) free fecal Shiga toxin (FFStx) detection; and
(iii) serological tests to detect O group-specific antibodies.
Contacts were studied by screening of stx genes by polymerase
chain reaction (PCR) and/or STEC isolation from stool samples.
Clonal relation of STEC strains was established by pulsed-field
gel electrophoresis (PFGE). Frequencies of STEC infection in
HUS patients with STEC-positive contacts were determined, and
different serotypes and stx-genotypes in patients and contacts were
analyzed.
Results: Of the total, 30 (36.6%) HUS patients had 36 STEC-
positive contacts. Fourteen (38.8%) were children; 20 adults and
two dogs. One girl (sibling) developed HUS, 3 had diarrhea, 2
abdominal pain, 1 diarrhea, vomits and abdominal pain and the rest
were asymptomatic.
In five of 30 HUS patients, STEC infection could not be confirmed, and
two cases were diagnosed only by FFStx detection. Of the remaining 23
HUS patients, 16 had E. coliO157 and 7 E.coliO145 infection confirmed
by one or more diagnostic criteria. Serotype and/or stx-genotype concor-
dance was established in 19 (83%) of 23 HUS patients and their contacts.
Of the total number of patients and contacts studied by PFGE, five HUS
cases and their contacts showed macrorestriction patterns with more than
90% similarity.
Conclusion:Nearly one third of HUS patients had STEC-positive family
contacts and one third of them were children. Early identification of the
STEC-positive contacts is important to prevent the occurrence of second-
ary HUS cases.

IPN10364-85 AMBULATORY BLOOD PRESSURE IN
PEDIATRIC AND YOUNG ADULT RENAL TRANSPLANT
RECIPIENTS

D. Matossian , A. Bobrowski
Ann and Robert H. Lurie Children's Hospital of Chicago - United States

Introduction: Ambulatory blood pressure monitoring (ABPM) is the
gold standard method to assess abnormalities in the circadian rhythm
and blood pressure in renal transplant recipients (RTR). There is limited
data in the ABPM patterns on pediatric RTR.
Materials and methods: Retrospective chart review of RTR who had had
at least 1 ABPM completed. Categorical variables were reports as counts &
percentages and continuous variables as means with standard deviations.
Linear mixed model given multiple observation per patient and odds ratios
(OR) were calculated.
Results: Cohort (N=20) characteristics included, mean estimated glomerular
filtration (eGFR) 57.96 ml/min/1.73m2, 60% male, 80% Caucasian, 85%
normal body mass index, 55% had congenital anomalies of the kidneys and
urinary tract (CAKUT) as cause for end stage kidney disease, 80%on dialysis
prior to transplant, 60% received a living donor kidney. 50%had an abnormal
ABPM. Of the 50% with normal ABPM half had finding of nocturnal hy-
pertension (HTN) (normal awake blood pressure). Of the entire cohort, 43%
had masked hypertension, 68% lacked a nocturnal dip, and 64% had left
ventricular hypertrophy (LVH) (i.e. Ieft ventricular mass index >95th percen-
tile). 67% of patients with LVH were on anti-hypertensive medications.
Average tacrolimus trough was 6 ng/ml. Presence of LVH and abnormal
ABPM had a 3.3 OR to having a reduced eGFR (<60 ml/min/1.73m2)
Conclusions: Findings demonstrate that ambulatory hypertension is
common in both children and young adults after kidney transplantation.
Masked HTN, nocturnal HTN and lack of nocturnal dip would not have
been found by other means. The elevated prevalence of LVH supports the
case for close blood pressure monitoring and target end-organ dysfunc-
tion surveillance as part of standard of care for these patients.

IPN10365-86 PREVALENCE AND OUTCOMES OF KIDNEY
TRANSPLANT IN CHILDREN WITH INTELLECTUAL
DISABILITY

A. Wightman 1, M. Bradford 2, J. Smith 1

1University of Washington School of Medicine, Seattle - United States, (2)
Seattle Children's Hospital, Seattle - United States

Introduction: Kidney transplant in children with intellectual disability
(ID) remains a contentious issue. We sought to describe the prevalence
and outcomes of kidney transplant in children with ID and end stage
kidney disease (ESKD).
Materials andmethods:We performed a retrospective cohort analysis of
all children receiving a first kidney-alone transplant in the United
Network for Organ Sharing (UNOS) STAR dataset from 2008-2018.
Recipients with definite, probable, and without ID were compared using
chi-square tests. Kaplan-Meier curves were constructed for patient and
graft survival. Cox proportional hazard models were used to estimate the
association between graft failure and patient survival.
Results:Over the study period 1116 children with definite (594) or prob-
able (522) ID underwent first renal transplant, accounting for 18% of all
first pediatric renal transplants (n=6237). Children with definite ID were
not significantly different from children without ID with respect to age,
sex, ethnicity, or functional status at transplant but tended to have younger
age, higher rates of structural kidney disease and lower rates of glomer-
ulonephritis, and higher rates of motor impairment. Rates of preemptive
transplant, donor source, or episodes of rejection did not vary significant-
ly between groups. Graft and patient survival were similar between chil-
dren with definite or probable ID and without ID. In Cox regression, ID
was not significantly associated with patient or graft survival.
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Conclusions: Children with ID account for up to 18% of first kidney
transplants in the United States. Short and medium-term graft and patient
survival after transplant were equivalent between children with and with-
out ID. Further research is needed to examine long-term outcomes of
transplant in this population.

IPN10366-87 VALIDATION OF ESTIMATED GLOMERULAR
FILTRATION RATE EQUATIONS FOR JAPANESE CHILDREN
WHO UNDERWENT KIDNEY TRANSPLANTATION

J. Hashimoto , Y. Hamasaki , M. Kubota , Y. Takahashi , K.
Sakurabayashi , Y. Itabashi , M. Muramatsu , T. Kawamura , K. Sakai ,
S. Shishido
Department of Nephrology, Toho University Faculty of Medicine, Ota-ku,
Tokyo - Japan

Introduction: There has been little assessment of the validity of the
equation for estimated glomerular filtration rate (eGFR) in pediatric kid-
ney transplant (KTx) recipients whose donors are often adults. This re-
sults in size mismatch between the recipient’s body size and the graft. The
present study aimed to validate this equation by comparing eGFR with
GFR measured by inulin clearance (mGFR) in these children.
Material & methods: We enrolled 10 pediatric KTx recipients (12
measurements) whose mGFR was evaluated from August 2017 to
December 2018. Their eGFR was calculated as Cr-eGFR by the
equation for eGFR using serum Cr for use in Japanese children
established by Uemura et al. in 2014. We evaluated the correlation
between Cr-eGFR and mGFR. Cr-eGFR and mGFR were also com-
pared by using mean absolute error (MAE) and root mean square
error (RMSE). We used the donor/recipient body surface area (BSA)
ratio as an index for size mismatch between the recipient’s body size
and the graft.
Results: The mean age at KTx was 8.4 ± 3.9 years and the median time
from KTx to evaluation of mGFR was 375 days (IQR: 29-1300). The
donor/recipient BSA ratio at KTx was 1.84 ± 0.46. The mean values of
mGFR and Cr-eGFR were 81.9 ± 32.5 and 70.0 ± 20.0 ml/min/1.73 m2,
respectively, and they were significantly positively correlated (p = 0.01, r
= 0.70). The MAE and RMSE between these GFRs was 14.2 ± 13.2 ml/
min/1.73 m2 and 15.0, respectively.
Conclusions: The correlation between mGFR and Cr-eGFR after KTx is
significantly positive and the bias of the Cr-eGFR equation is small com-
pared with previous reports of pediatric patients with chronic kidney
disease. The equation for Cr-eGFR for Japanese children can be useful
for Japanese pediatric KTx recipients.

IPN10367-88 A CROSS-SECTIONAL NATIONWIDE SURVEY
OF CONGENITAL AND INFANTILE NEPHROTIC
SYNDROME IN JAPAN

Y. Hamasaki 1, R. Hamada 2, S. Matsumoto 3, M. Muramatsu 1, K. Aya 4,
K. Ishikura 5, K. Iijima 6

1 Department of Nephrology, Toho University Faculty of Medicine, Tokyo
- Japan, 2 Department of Nephrology, Tokyo Metropolitan Children’s
Medical Center, Tokyo - Japan, 3 Department of Pediatrics, Matsudo
City General Hospital, Chiba - Japan, 4 Department of Pediatrics,
Kurashiki Central Hospital, Okayama - Japan, 5 Department of
Pediatrics, Kitasato University School of Medicine, Kanagawa - Japan,
6 Department of Pediatrics, Kobe University Graduate School of
Medicine, Kobe - Japan

Introduction: Congenital nephrotic syndrome (CNS) and infantile ne-
phrotic syndrome (INS) cause substantial morbidity and mortality. In
Japan, there is a lack of knowledge regarding the characteristics of CNS
and INS.

Methods: This cross-sectional nationwide survey obtained data from 44
institutions in Japan managing 92 patients with CNS or INS by means of
two survey questionnaires sent by postal mail. Patients aged <16 years by
1 April 2015, with a diagnosis of CNS or INS, were included in this study.
The primary outcome was end-stage kidney disease.
Results:A total of 83 patients with CNS or INS were analyzed. The most
frequent disease type was non-Finnish (60.2%); 33 patients (39.8%) had
Finnish type. Among those with non-Finnish-type, 26 had no syndrome
and 24 had a syndrome, of which the most frequent was Denys–Drash
syndrome (70.8%). Patients with non-Finnish-type with syndrome
showed the earliest progression to end-stage kidney disease, whereas
patients with non-Finnish-type without syndrome progressed more slow-
ly compared with the other two groups. In the Finnish-type group, the
disease was diagnosed the earliest; a large placenta was reported more
frequently; genetic testing was more frequently performed (93.8%); and
thrombosis and infection were more frequent compared with the other
groups. Patients with non-Finnish-type with syndrome had a higher fre-
quency of positive extra-renal symptoms (79.2%), the most common
being urogenital symptoms (54.2%). Treatment with steroids and immu-
nosuppressants was more frequent among patients with non-Finnish-type
without syndrome. The unilateral nephrectomy was performed more of-
ten than bilateral nephrectomy in Finnish-type group and peritoneal dial-
ysis was the most common renal replacement therapy in all groups.
Conclusions: The present epidemiological survey sheds light on the
characteristics of children with CNS and INS in Japan. A high proportion
of patients underwent genetic examination, and patient management was
in accord with current treatment recommendations and practices.

IPN10369-90 FACTORS RELATED TO PROTEINURIA
RELAPSE IN CHILDHOOD IGA NEPHROPATHY

Y. Shima 1, K. Nakanishi 2, T. Hama 1, Y. Tanaka 1, T. Wada 1, H.
Mukaiyama 1, M. Sato 1, K. Nozu 3, H. Kaito 4, R. Tanaka 4, H. Suzuki
1, K. Iijima 3, N. Yoshikawa 5

1 Pediatrics, Wakayama Medical University, Wakayama City - Japan,
2 Pediatrics, Graduate school of Medicine, University of the Ryukyus,
Okinawa - Japan, 3 Pediatrics, Graduate school of Medicine, Kobe
University, Kobe - Japan, 4 Pediatric Nephrology, Hyogo Children’s
Hospital, Kobe - Japan, 5 Clinical Research Center, Wakayama
Medical University, Wakayama City - Japan

Introduction: Proteinuria remission is the most significant predictive
factor for renal outcome in childhood IgA nephropathy (IgAN). Even if
the proteinuria remission could be once obtained, some of the patients
show proteinuria relapse during the long-time disease course.
Material and methods: This study is a retrospective analysis of 309
cases with proteinuria remission among 538 consecutive biopsy-proven
IgAN children from July 1976 to June 2013. We compared clinical and
pathological findings between the patients with proteinuria relapse and
the others to clarify the incidence and factors related to proteinuria relapse
in childhood IgAN.
Results: Ninety patients (29.1%) showed proteinuria relapse during the
observation period (median 7.0 [25%-75%: 4.0 – 11.0] years). Clinical
findings showed significant differences (relapse vs non-relapse) in onset
age (11.3±3.3 vs 9.9±2.8 years, p=.0005) and the duration from onset to
proteinuria remission (3.0±1.9 vs 2.7±2.9 years, p=.01). As to the patho-
logical findings, there were significant differences in the ratio of tubular
atrophy/interstitial fibrosis present (65.4% vs. 47.4%, p=.005). The
Kaplan-Meier analysis showed that the patients with proteinuria relapse
had significantly lower renal survival rates than the others at 16 years
(91.9% [95%CI: 78.5-97.2] vs 96.6% [95%CI: 91.4-98.7], p=.04).
Proteinuria relapse is the only significant factor for renal survival in the
309 cases that remission of proteinuria was once obtained (hazard risk
3.89e9 [95%CI:2.8-2.8], p=.005).
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Conclusions: About one third of the patients with proteinuria remission
show proteinuria relapse again regardless of treatments. Tubular atrophy
such as a chronic lesion was significantly related to the proteinuria re-
lapse. Not only proteinuria remission but also continuation of proteinuria
remission is an important renal prognostic factor.

IPN10371-83 EVALUATIONOFCARDIAC SYSTOLIC FUNCTION
USING SPECKLED TRACKING IN HYPERTENSIVE CHILDREN
WITH CHRONIC KIDNEY DISEASE

F. Fadel , A. El Tantawy , R. Ismail , S. Abd El Rahman , M. Nabhan , A.
Abdelmassih , S. Sayed
Department of Pediatrics, Faculty of Medicine, Cairo University - Egypt

Introduction: Cardiovascular disease is the main cause of death in chil-
dren with chronic kidney disease (CKD). It can start early and progress as
CKD progresses. Hypertension is an important cardiovascular risk factor
and mortality predictor in children with CKD. We aimed to assess the
cardiac systolic function in hypertensive pediatric patients with different
stages of CKD using speckled tracking echocardiography (STE) as well
as by conventional echocardiography.
Materials & methods: This is a prospective cross-sectional study for 80
hypertensive children with different stages of CKD. Thirty had CKD
stage 1-4 on conservative management (Cons), 30 were on regular hemo-
dialysis (HD) and 20 were renal transplant recipients (Tx). In addition to
routine clinical and laboratory assessment, echocardiographic examina-
tion was performed in all patients; including measurement of left ventric-
ular mass index and assessment of systolic function using both M mode
(fractional shortening; FS) and STE (global longitudinal strain; GLS).
Results: The median (IQR) FS was 31% (29-33.8) in Cons, 34% (32-36)
in HD and 36% (34-37) in Tx group (p <0.001). Conventional echocar-
diography detected systolic dysfunction in 3 patients (3.75%) with low
FS. Systolic dysfunction with higher (less negative) GLS using STE was
found in 48 children (60%); including 100% of Cons, 57% of HD and 5%
of Tx group (p<0.001). The median (IQR) GLS was -13(-11 - -13.8), -
15.1 (-14 - -16) and -20.5 (-19 - -22) in the three groups respectively. Left
ventricular hypertrophy was present in 64 (80%) patients and was strong-
ly correlated with systolic dysfunction.
Conclusions: STE is a sensitive tool for assessment of cardiac systolic
function than M mode echocardiography. Hypertensive children with
renal disease show frequent and early cardiac systolic dysfunction; which
could be more prevalent in those with predialysis CKD than those on
renal replacement therapy.

IPN10372-84 STEROID RESPONSE IN CHILDHOOD
NEPHROTIC SYNDROME IN UMUAHIA, SOUTH-EASTERN
NIGERIA: A SINGLE CENTRE EXPERIENCE

C. Ibeneme , E. Ezuruike
Department of Paediatrics, Federal Medical Centre, Umuahia - Nigeria

Abstract
Introduction: Nephrotic syndrome (NS) in childhood is a leading cause
of chronic kidney disease. Response to corticosteroids remains the best
prognostic marker of the disease. African children have been noted to
respond poorly to corticosteroids. However recent reports in some parts
of Nigeria suggest high steroid responsiveness. This study was done to
evaluate the steroid response pattern and associated factors among chil-
dren with nephrotic syndrome in Umuahia, South Eastern Nigeria.
Materials and methods: Records of 30 children with the diagnosis of
nephrotic syndrome from July 2013 to June 2018 were retrieved and
relevant information analyzed.

Results: A total of 30 children aged 2 to 15 years with a median age of 8
years and mean age of 7.83 ± 4.29 years were studied. Male to female
ratio was 2:1. Only 15 patients achieved remission with steroid.
Remission rate was 50% overall and 62.5% among children with idio-
pathic NS. Patients with steroid resistance had a higher mean age (p <
0.001) compared to steroid responders. Children aged 5 years and below
had the highest remission rate while those above the age of 10 years were
all steroid resistant (p = 0.002). Frequency of steroid resistance in males
was not different from females (p = 1.00). There was no difference in the
mean levels of serum albumin (p = 0.358) and total cholesterol (p =
0.477) as well as in the frequency of haematuria (p = 0.431), hypertension
(p = 0.821) and raised serum creatinine (p = 1.000) among children who
achieved remission compared to non-responders.
Conclusion: Steroid resistance is relatively high among children with ne-
phrotic syndrome in South Eastern Nigeria and is predominant after the age
of ten years. Presence of factors such as haematuria, hypertension and raised
serum creatinine did not influence response to steroid in our series.

IPN10373-85 INCREASE IN 48 MONTH CUMULATIVE ACUTE
REJECTION RATES IN THE MOST RECENT NAPRTCS
COHORT

A. Chua 1, V. Dharnidharka 2, C. Cramer 3, A. Moudgil 4, K. Martz 5, T.
Blydt-Hansen 6, A. Neu 7, J. Smith 8

1 Duke University, Durham - United States, 2 Washington University
School of Medicine, St Louis - United States, 3 Mayo Clinic, Rochester
- United States, 4 Children's National Medical Center, Washington DC -
United States, 5 Emmes Corporation, Rockwell - United States, 6 BC
Children's Hospital, Vancouver - Canada, 7 Johns Hopkins Medical
Institute, Baltimore - United States, 8 Seattle Children's Hospital,
Seattle - United States

Introduction: The NAPRTCS registry has collected data on children
receiving kidney transplants in North America since 1987. The registry
has served to document and influence practice patterns, clinical outcomes,
and changing trends.
Methods: Data are submitted voluntarily by centers on patients
transplanted before their 21st birthday, at the time of transplant, one and
six months post-transplant, and every six months thereafter. Collected
data include peri-transplant information, donor and recipient characteris-
tics, immunosuppression, acute rejection (AR), malignancy, height, graft
and patient survival. Chronic antibody-mediated rejection has not been
tracked. This analysis reports on the outcomes up to the end of December
2017.
Results: In 12,920 renal transplants into 11,870 children, 10,032
were primary, 2437 of those being pre-emptive. Recipients remain
60% male and age distribution remains stable (0-1: 5.5%, 2-5:
15.3%, 6-12: 32.3%, 13-17: 38.8%) but white recipients are now
below 50%. In the most recent 2008-2017 period, a tacrolimus-
mycophenolate-prednisone or tacrolimus-mycophenolate combina-
tion was used in > 80% of patients. While the 12-month AR rate
is now very low at 12-13%, the cumulative 48 month AR rate of
nearly 40% is now higher in the most recent cohort than in the prior
two cohorts for living donor transplants, and to the most recent
cohort for deceased donor transplants (Figure). Kaplan-Meier
univariable analyses did not show higher late first AR rates in
steroid-free or higher HLA mismatch patients. Several risk factors
that significantly increased or decreased AR risk for both living and
deceased donor transplants in older eras, such as use of induction
therapy, recipient black race or more recent transplant year, are now
no longer significant.
Conclusions:While rates of early AR have steadily improved, the rise in
cumulative 48 month AR rates warrants concern.
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IPN10374-86 CLASSICAL POSTSTREPTOCOCCAL
GLOMERULONEPHRITIS ARISING IN 14 YEARS OLD BOY
AFTER EAR-PIERCING: A CASE REPORT

G.S. Dhooria , D. Bhat , S. Kakkar
Dayanand Medical College and Hospital, Ludhiana - India

Acute glomerulonephritis is a recognised consequence of streptococcal
pharyngeal infection but may also occur as a result of skin infection.
A 14 year old boy was admitted to hospital with a cola color urine,
decreased urine output since 4 days. Past history of pierced his both ear
lobes for cosmetic reasons 10 days back was present. The left sided got
infected with evidence of scab formation. He had mild edema feet, hy-
pertension and renal dysfuntion not needing renal replacement therapy.
ASO titres were significantly positive. During hospital stay, hematuria,
hypertension resolved, maintaining good urine output with diuretics.
Renal dysfunction resolved within 3 weeks after discharge.
We report a case of classical poststreptococcal glomerulonephritis arising in a
patient who developed streptococcal cutaneous infection after ear-piercing.

IPN10375-87 HIGH DEPRESSION RATES AMONG PEDIATRIC
RENAL REPLACEMENT THERAPY PATIENTS: A CROSS-
SECTIONAL STUDY

C. Rodriguez-Cuellar 1, S. Garcia De La Puente 1, J. Hernandez-Moraira
2, A. Bojorquez-Ochoa 2, G. Filler 3, S. Zaltzman 1

1 Universidad Autónoma de México, México City - Mexico, 2 Instituto
Nacional de Pediatría, México City - Mexico, 3 Departments of
Paediatrics, Medicine, and Pathology and Laboratory Medicine,
Schulich School of Medicine & Dentistry, University of Western
Ontario, London, ON - Canada

Background: Depression is common in pediatric Chronic Kidney
Disease (CKD) patients. Depression is associated with inferior long-
term outcomes. There is a paucity of studies that evaluate depression
and possible associated factors in children and adolescents requiring renal
replacement therapy (RRT).
Methods: Cross-sectional study using Children`s Depression Inventory
in a cohort from a large urban center.
Results: Forty-seven pediatric RRT patients (26 female, 12 peritoneal
dialysis (PD), 17 hemodialysis (HD), 18 after successful kidney trans-
plantation (KTX)) with a mean age at the time of assessment of 13.9±2.3
years. Symptoms of depression were found in 30 (64%, 11KTX, 11HD,
8PD) patients. We found no association with age, sex, renal function,
dialysis adequacy markers, anemia, electrolytes, socioeconomical status,
IQ, educational status of the child including school attendance and dis-
tance from the house to the hospital among HD patients. Significant
differences only applied for age at diagnosis of CKD, RRT vintage and
deceased donor for KTX. The group with depression had a higher age at
diagnosis of CKD and less time on RRT than the group without depres-
sion. There was also a high rate of depression in KTX patients.
Conclusions: In this cohort, depression was a common comorbidity of
RRT in children and adolescents and also for KTX patients, even though
biomarkers of kidney function and time for RRT are much improved.

IPN10376-88 FUROSEMIDE LOADED SELF NANO
EMULSIFYING DRUG DELIVERY SYSTEM: A PROMISING
FORMULATION FOR PEDIATRIC HYPERTENSION

P. Yadav
SHUATS Prayagraj - India

Introduction: Poor water solubility is one of the reasons for erratic ab-
sorption after oral administration of furosemide (FSM), an antihyperten-
sive loop diuretic. This study was designed to improve water solubility,

permeability and ultimately bioavailability of FSM by Self Nano
EmulsifyingDrugDelivery System (SNEDDS) and pharmacodynamical-
ly evaluate its performance in rats.
Materials & methods: FSM solubility was determined in various vehicles
oils, surfactants and co surfactants. Self emulsification region for the rational
design of SNEDDS formulations was identified by pseudoternary diagrams.
Developed formulations were characterized by zeta potential determination,
droplet size analysis, dilution test, viscosity determination, in vitro dissolution
studies and in vivo pharmacodynamic evaluation via measurement of cumu-
lative urine output and concentration of sodium in urine.
Results: A remarkable increase in dissolution rate was observed for the
optimized SNEDDS when compared with the plain FSM and marketed
formulation by in vitro dissolution studies. Significantly (p<0.05) in-
creased cumulative urine output and sodium ion concentration was no-
ticed in SNEDDS group as compared to plain FSM group.
Conclusion: The study confirmed that the SNEDDS formulation im-
proved bioavailability of FSM and it can be used as a possible alternative
to traditional oral formulations.
Keywords: SNEDDS, Diuretic, Bioavailability

IPN10379 - 91 SOCIAL NETWORKS AND MOBILE
APPLICATIONS USE IN YOUNG PATIENTS WITH KIDNEY
DISEASE

C. Mourani 1, R. Haddad 1, A. Gaith 2, M. Kanaan 2, A. Azzi 2, I.
Mousallem 2, S. Sanjad 3, B. Aoun 3
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Abstract
Objective: To evaluate the use and benefits of social networking sites
(SNS) and mobile applications (MA) in young patients with kidney dis-
ease (KD).
Background: Pediatric KD is prevalent. The Internet is increasingly be-
ing used to communicate rapid healthcare information to children about
acute and chronic diseases with greater medical care satisfaction. There is
lacking data on social media (SM) utility in pediatric KD.
Materials andmethods:A descriptive, observational and cross-sectional
study was conducted on a national level. Data were collected from 4
different centers through a reviewed questionnaire.
Results: 83.9%of the 428 participants are Lebanese. The average age is 11.4
years (± 7.1). 69.9% have chronic KD out of which 17.4% had undergone a
kidney transplant while 9% are on dialysis. 69.6% of our participants confirm
the need of SM for the health of the sick child while only 9.8% are partici-
pating in a scientific forum and 4.7% used social media to find a potential
organ donor. Some study variables were statistically associated with the
participants’age, nationality and the stage of KD they have.
Conclusions: SM are essential for the support and management of pedi-
atric KD.We believe that SNS andMAwill play a leading role in the lives
of our patients in the future and will force the physician to play a central
role in the evolution of communication technologies. To identify the
potential and the efficacy of SM in enhancing communication between
the patient and health professionals, further stratified studies are needed.

IPN10380-83 EXPRESSION OF INVERSIN AND DVL-1 IN
DEVELOPING KIDNEYS

I. Solic 1, A. Racetin 1, I. Kosovic 1, M. Juric 1, N. Filipovic 1, M. Saraga
Babic 1, M. Saraga 2, A. Arapovic 2, K. Vukojevic 1

1 School of Medicine Split - Croatia, 2 University Hospital Center Split -
Croatia

Introduction:Normal kidney development require complex activation of
various signalling pathways.Wnt pathway is one of these pathways that is

Pediatr Nephrol (2019) 34:1 –8 01 22 2 6 1851



inhibited by Inversin through targeting cytoplasmic dishevelled Dvl1.
The aim of this study was to explore the expression pattern of Inversin
and Dvl-1 in fetal and postnatal kidney.
Material & methods: The expression of Inversin and Dvl-1 was ana-
lyzed by double immunofluorescence on paraffin sections of 38-week-old
fetal kidney, 1.5- and 7-years old human kidneys. The number of positive
cells in proximal convoluted tubules (PCT), distal convoluted tubules
(DCT) and in glomeruli were processed by ImageJ software and the data
were analyzed by Kruskall Wallis and Dunn post hoc.
Results: Inversin and Dvl-1 were expressed in fetal kidneys as in 1.5
and 7-year-old kidneys with different staining pattern comparing
different stages and kidney structures. Inversin was highly
expressed in PCT and DCT of 38-week-old fetal kidneys comparing
to PCT and DCT of postnatal kidneys (P<0.001). Dvl-1 was highly
expressed in PCT of fetal kidney tissue than in DCT and glomeruli
of fetal kidney (P<0.01). Glomeruli of fetal kidney tissue and 1.5-
year-old kidney expressed Dvl-1 higher than glomeruli of 7 years
old kidney tissue (P<0.01).
Conclusions: Inversin and Dvl-1 are expressed and co-localize during
growth and maturation of human kidneys confirming their possible in-
volvement in normal renal development.
Keywords: Inversin, Dvl-1, human embryo, kidney, immunofluores-
cence, development

IPN10381-84 A RARE CASE OF HYPERCALCEMIA IN A
INFANT WITHOUT POSITIVE GENETIC MUTATIONS

R. Che , S. Fatima , Y. Sha , Y. Chen
Department of Nephrology, Children’s Hospital of Nanjing Medical
University, Nanjing - China

Introduction: The onset of idiopathic infantile hypercalcemia is insidi-
ous, and positive genetic analysis results might not always be found.
Increased vitamin D intake to prevent rickets in infants is common, espe-
cially for the premature. We aim to arouse full attention of pediatricians,
who should perform biochemical monitoring of the infants when and after
taking increased vitamin D supplementations.
Material&methods:Here we present a case of persistent hypercalcemia
in a infant without positive genetic mutations even after ceasing the in-
creased vitamin D supplements. Biochemical tests and whole exon se-
quencing tests have been done.
Results:A 10-month-old girl had been nausea and anorexia for 6 months.
As a 33w premature infant, she took breastfeedingmixedwith humanmilk
fortifier. In her 4-month-old she was 4.7kg and suspected as calcipenic
rickets without any biochemical tests, treated with 500IU vitamin D3, and
300mg calcium each day. She had complains of vomiting and poor feeding
after the treatment. At 7-month-old, she weighed only 5.5 kg and got
severe hypercalcemia(Ca 4.17mmol/l, P 1.52mmol/L), hyponatremia, re-
nal injury (Ccr 61ml/(1.73m2

*min)), and hypoparathyroidism(PTH <3pg/
ml). Oral calcium and vitamin D supplements were stopped and after one
month, the vomiting decreased. However, at 10-month-old, the infant still
had poor appetite, persisting hypercalcemia (3.68mmol/l), hypercalciuria
(Urine Ca/Cr (mmol/mmol)=4), mild metabolic acidosis and severe
nephrolithiasis. 5mg prednisone was administered daily, and her condition
(appetite, weight and development) was improved. The serum creatinine
and electrolyte level were back to normal several months later and steroid
was tapered down gradually. The whole exon sequencing test got no pos-
itive result.
Conclusions: Both secondary increased intake of vitamin D and congen-
ital metabolic disorder contributed to the hypercalcemia in this infant,
althoughwithout positive genetic analysis results. For pediatricians, prop-
er biochemistry tests should be called before and after administering
vitamin D supplementation.
Keywords: idiopathic infantile hypercalcemia, vitamin D supplement,
poor appetite

IPN10382-85 THE ASSOCIATION BETWEEN ALBUMINURIA
AND INTERMEDIATE VASCULAR PHENOTYPES IN
CHILDHOOD

N. Larkins 1, M. Wake 2, D. Burgner 2, S. Kim 3, A. Teixeira-Pinto 3, J.
Craig 4

1 Department of Nephrology and Hypertension, Perth Children's
Hospital, Perth - Australia, 2 Murdoch Children's Research Institute,
Melbourne - Australia, 3 Centre for Kidney Research, Westmead
Children's Hospital, Sydney - Australia, 4 College of Medicine and
Public Health, Flinders University, Adelaide - Australia

Introduction:Albuminuria predicts future cardiovascular disease among
adults, but its utility in childhood populations is largely unknown. We
sought to examine the association between urine albumin-to-creatinine
ratio (ACR) and intermediate vascular phenotypes in mid-childhood.
Materials and methods: The Child Health CheckPoint was a population-
based, cross-sectional study of 10-12-year children enrolled in the
Longitudinal Study of Australia Children. Albumin was measured by
immunoturbimetric assay and creatinine an enzymatic colorimetric method.
Carotid intima-media thickness (CIMT) refers to the maximum wall thick-
ness averaged across 3-5 end-diastolic images. Carotid artery distensibility
was calculated from minimum and maximum vessel diameter frame pairs.
Blood pressure, augmentation index, and aorta-femoral pulse wave velocity
(PWV) were measured using the SphygmoCor XCEL device (Atcor medi-
cal, Sydney, Australia). Retinal photography was performed; here we report
the arterio-venous ratio (AVR) bymodified Parr-Hubbardmethod. Datawere
weighted to account for the two-stage clustered sampling design and non-
response. All analyses were adjusted for age and sex. Variables for inclusion
in the complete model were chosen a-priori (age/sex/BMI/socio-economic
status/non-HDL cholesterol/blood pressure).
Results: 1556 of 1874 participating children provided a valid urine sam-
ple and cardiovascular measure. There were 837 males (54%) with a
mean age of 12 years (SD 0.5). ACR was heavily right-skewed, with a
median of 1.0 mg/mmol (IQR 0.7-2.0). There were no or weak associa-
tions only between the intermediate cardiovascular phenotypes tested and
ACR (table). Sensitivity analyses, including retaining ACR as a continu-
ous variable (logACR), were similar.
Conclusions: There was no evidence of an association between ACR and
intermediate cardiovascular phenotypes at 10-12 years of age. This may
reflect increased variability of ACR in children, variable sampling time,
and that the effect size at this age was too small to detect. Repeated and/or
first morning urine samples may be required to better separate pathologic
from physiologic variation in ACR.

IPN10383-86 EFFICACY OF CONTINUOUS ULTRASOUND
MONITOR IN CHILDREN WITH BLADDER DYSFUNCTION

S. Tsuchida 1, K. Oguro 2, N. Jinba 1, M. Tamura 1, T. Obara 3, Y.
Horikawa 3

1 Pediatrics of Akita Red Cross Hospital - Japan, 2 Pediatrics of Shin-
Koyama Hospital - Japan, 3 Urology of Akita Red Cross Hospital - Japan

Video urodynamic study (VUDS) is themost commonmethod for evaluating
bladder funnction, but it imposes a burden on children, especially with cere-
bral palsy (CP), because of its invasiveness and sustained radiation exposure.
The continuous monitoring of the bladder volume using a new portable
ultrasound bladder scanner (UBS) does not expose the patient to radiation
and is less invasive and more convenient than VUDS; therefore, it is
suitable for repeated examinations.
We evaluated the bladder function in two children with CP using both
VUDS and UBS.
The maximum bladder capacity and residual urine volume showed lower
values when measured by UBS than by VUDS. However, as more phys-
iological changes in bladder capacity were detected, it seemed reasonable
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to use the values for daily practice or to introduce intermittent-self-
catheterization.
VUDS in children with CP often results in incomplete evaluations be-
cause of their voiding dysfunction and muscle hypertonia. Because USB
is noninvasive and easy to repeat, it could more accurately evaluate timed
bladder function.

IPN10384-87 STEROID RESISTANT NEPHROTIC SYNDROME
IN CHILDREN ABOUT RETROSPECTIVE STUDY

B. Guerd , M. Hammar , D. Iftene , Y. Boulahia
Central Hospital of Army - Algeria

Introduction: Nephrotic syndrome is a chronic kidney disease (CKD)
calssified by response or lack of response to a standardized corticosteroid
therapy into steroid sensitive(SSNS) versus steroid resistant nephrotic
syndrome (SRNS), respectively.
Steroid-resistant nephrotic syndrome (SRNS) represents the second most
frequent cause of chronic kidney disease in the first three decades of life.
Patients andmethods:This was a retrospective study of all children who
presented a Steroid-resistant nephrotic syndrome under 16 years of age
seen at the central Hospital of army (algiers) between january 2014 and
March 2019.
This study aims at describing the prognosis and etiology, of SRNS in
children in central Hospital of army (algiers).
Results: Over this period, we received 22 children with SRNS, oriented
by pediatric departments to take them in charge. Parental consanguinity
was found in 10 patients (45.4%). Family history with kidney disease was
noted in 10 cases (45.4%).A clinical genetic testing was realised in 8
patients and monogenic mutation were iditenfied in 6 cases, 13 renal
biopsy were realised detecting focal segmental seclerosis in 54. 3 %.
The rate of overall mortality in our series was 0.09 % with median of
follow-up in 40 months.
Conclusion: Gene identification will offer many advantages for future
management of SRNS.
More than 30 recessive or dominant genes were identified as causing
monogenic forms of SRNS.
Because the likelihood of detecting a causative monogenic mutation in
SRNS is inversely related to age of onset, initiation of genetic testing
should be considered especially in childhood onset SRNS.
Keywords: Nephrotic syndrome, steroid sensitive; steroid resistant; ge-
netic testing.

IPN10385-88 HEMOLYTIC UREMIC SYNDROME (HUS) IN
ALGERIAN PEDIATRIC INTENSIVE CARE UNIT

H. Boucenna 1, Y. Bouskia 1, F. Bouferoua 1, S. Tari 1, M. Chaou 1,
M.E.M. Khiari 1, N.K. Benhalla 1, A. Belhadji 2, N. Raaf 2, S.
Djeraba 2, K. Habchi 3, G. Khellaf 3, M. Saidani 3
1 Service de Pédiatrie A CHUBenimessous Alger - Algeria, 2 Laboratoire
Mère-enfants CHU Benimessous Alger - Algeria, 3 Service de
Néphrologie CHU Benimessous Alger - Algeria

Introduction:Hemolytic uremic syndrome is a rare condition, one of the
causes of acute kidney failure in children, life-threatening can be espe-
cially dangerous in serious and atypical forms.
Objective: Specify the clinical, biological and evolutionary profile of
hemolytic uremic syndrome in children through a series collated in the
Pediatric A department of Benimessous Hospital.
Patients and methods: This is a retrospective study, covering all patients
with hemolytic uremic syndrome, between January 2006 andDecember 2016.
Results: The study population consists of 09 patients (05 girls and 04
boys). The mean age is 41 months (3 years and 5 months). The clinic is
dominated by cutaneo-mucous paleness and edematous syndrome. 07

patients (77%) developed prodromal diarrhea. Hemolytic anemia with
schizocyte , thrombocytopenia and renal failure are found in all our pa-
tients. 04 patients have neurological disorders. 7 patients required dialysis
sessions (3 in hemodialysis and 4 in peritoneal dialysis). The evolution
was favorable in 7 patients with normalization of renal function; 2 pa-
tients died in an array of multi-visceral failure.
Conclusion: The typical post-diarrheal forms of hemolytic uremic syn-
drome are the most common and have a better prognosis, nevertheless
new therapies could significantly improve the prognosis especially in
severe forms with risk of multi-visceral failure.

IPN10386-89 BARTTER SYNDROME : EXPERIENCE OF A
GENERAL PEDIATRIC SERVICE IN ALGIERS

H. Boucenna 1, S. Tari 1, F. Bouferoua 1, N. Boukhedouma 1, M. Chaou 1,
M.E.M. Khiari 1, N.K. Benhalla 1, A. Belhadji 2, N. Raaf 2, S. Djeraba 2

1 Service de Pédiatrie A CHUBenimessous Alger - Algeria, 2 Laboratoire
Mère-Enfants CHU Benimessous Alger - Algeria

Introduction: Bartter's syndrome is a hereditary tubulopathy character-
ized by a hypochloremic metabolic alkalosis. The primary disorder is a
sodium reabsorption abnormality responsible for salt loss with hyperac-
tivity of the renin-angiotensin system.
Objective: To evaluate the diagnosis process and to specify the care in
our context.
Patients and methods: A retrospective study of children with Bartter syn-
drome diagnosed and followed between January 2006 and December 2016.
Results: Ten cases were collected and exploited. The sex ratio is 1.5 with a
male predominance. The middle age of diagnosis is 7 months with a case
diagnosed as antenatal. Inbreeding is present in five patients (50%),
Circumstances of discovery are dominated by polyuropolydipsic syndrome
with dehydration in six patients (60%) and stunting in three patients (30%). In
nine cases (90%), the diagnosis is evoked in the presence of signs of tubular
involvement with a low urinary density of less than 1005. The diagnosis was
made in the presence of hypochloremic metabolic alkalosis, urinary sodium
leakage and renin-angiotensin hyperactivity. Treatment is based on electrolyte
supplementation (sodium and / or potassium).
Conclusion: Bartter's syndrome is a rare disease, the prognosis is domi-
nated, in the short term, by the severity of the hydro-electrolytic disorders
and the risk of dehydration; in the long term, by the possibility of chronic
renal failure.

IPN10389 -92 NOVEL SELF NANO EMULSIFYING
HYDROCHLOROTHIAZIDE FORMULATION FOR PEDIATRIC
HYPERTENSION: DEVELOPMENT CHARACTERIZATION
PHARMACODYNAMIC EVALUATION IN RATS

E. Yadav
SHUATS Prayagraj - India

Introduction: Low solubility and low intestinal permeability of hydrochlo-
rothiazide (HCT), a drug used for management of pediatric hypertension,
cause possible deviation in its oral bioavailability. The objective of the current
work was to develop optimized self-nano emulsifying drug delivery systems
(SNEDDS) and evaluate their in vitro and in vivo performance.
Materials and methods: The research comprised various studies which
includes solubility studies in various vehicles, pseudoternary phase dia-
gram construction, and preparation and characterization of SNEDDS
along with in vitro dissolution and in vivo pharmacodynamic profiling.
Results: Based on dissolution profile, a remarkable increase in rate of
dissolution was observed in comparison with plain drug and marketed
formulation. Optimized SNEDDS formulation was composed of Capmul
MCM (19.17% w/w), Tween 80 (57.5% w/w), Transcutol P (12.7%
w/w), and HCT (4.17% w/w). In vivo pharmacodynamic evaluation in
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Wistar rats showed considerable increase in pharmacological effect of
HCT by SNEDDS formulation as compared with plain HCT.
Conclusion: Current study demonstrated that SNEDDS of can be utilized
as possible alternative for enhanced efficacy of HCT.
Keywords: SNEDDS, Diuretic, Bioavailability

IPN10391-85 EXPERIENCE WITH HYDROXYUREA AND
CAPTOPRIL IN SICKLE CELL CHILD WITH NEPHROTIC
SYNDROME IN CAMEROON

G. Guemkam 1, A.N. Yanda Alima 1, V. Eteme Ndongo 1, A. Mahop 1, L.
Tékam 1, P. Ndombo Koki 1, M. Ntetani Aloni 2
1 Mother and Child Center of Chantal Biya Foundation - Cameroon,
2 Division of Hemato-oncology and Nephrology, Department of
Pediatrics, University Hospital of Kinshasa, School of Medicine,
University of Kinshasa - Congo, The Democratic Republic of the

Background: Sickle Cell Anemia is an autosomal recessive genetic dis-
ease characterized by the presence of an abnormal hemoglobin S. SCA
predisposes to the development of the nephrotic syndrome, and Sickle
Cell Nephropathy is one of the chronic complications and a major factor
of early death.
SCN is characterized by glomerular disease, significant proteinuria pre-
ceded by a micro albuminuria and progressing gradually to chronic kid-
ney failure.
Nephrotic proteinuria is an uncommon complication in children less than
7-year old.
Keywords: child, sickle cell anemia, nephrotic syndrome, hydroxyurea,
Captopril, Cameroon
Clinical case: 40 months old boy referred for edema five days ago. He had
SCD, vaso-occlusive crises, severe anemia, infections. He was on folic acid,
and penicillin A. No family history of renal or sickle cell disease.
SaO2 at 96%, H/W 45th percentile, H/A 57th percentile, and surface area
0.57; 38.1°C, pal lor, jaundice and moderated anasarque.
Hyperleukocytosis 26754/mm3, hyperneutrophilia: 18192/mm3 , Hb of
6.5 g/dl, CRP of 72mg/L, proteinuria: 266 mg/kg/day albuminemia: 15,1
g/l; C3: normal; blood urea: 0,51 g/l; creatininemia: 4,6 mg/l (eFGR: 86,7
ml/mn/1,73); AgHBs, AcHCV, VIH : negative
He received blood transfusion, reduced salt and water intake, hydroxy-
urea ( 20mg/kg/day) and captopril (12.5 mg/day). Three months later, the
evolution was marked by no edema, albuminemia normal, and the 24-
hour urinary protein normal
Conclusion: This case revealed the problematic of early diagnosis, reg-
ular follow-up and early detection of renal dysfunction in Cameroonian
sickle cell children. It is known that untreated nephrotic proteinuria in
SCD patient have high likehood of progression to chronic kidney disease.
In our context, diagnosis is generally delayed and management in limited
resource-settings is accordingly difficult. On other part, the effect of hy-
droxyurea on urine albumin-creatinine ratio (ACR) is unclear and should
be determined in our midst.

IPN10395-89 HOMOZYGOUS CLDN19 MUTATION A CASE OF
FAMILIAL HYPOMAGNESEMIA

N. Rahmani 1, S. Talebi 1, N. Hooman 2

1 Department of Medical Genetics & Molecular Biology, School of
Medicine, Iran University of Medical Sciences, Tehran - Islamic
Republic of Iran, 2 Aliasghar Clinical Research Development Center,
Iran University of Medical Sciences, Tehran - Islamic Republic of Iran

Introduction: CLDN19 encodes Claudin 19, a family member of
major tight junction proteins, and is highly expressed in renal tu-
bules. Biallelic pathogenic mutations in CLDN19 result in familial

hypomagnesemia with hypercalciuria and nephrocalcinosis
(FHHNC). The disease is characterized by renal magnesium and
calcium wasting, nephrocalcinosis and progressive kidney failure.
In some cases a variety spectrum of ocular involvement is observed
as well (FHHNCOI).
Methods: Presented case is an Iranian boy with hypomagnesemia,
nephrocalcinosis, nystagmus, hypothyroidism, bilateral chorioretinal at-
rophy and renal tubular acidosis. Whole exome sequencing (WES) was
suggested to confirm possible diagnosis.
Results:Analysis of WES revealed a homozygous c.223G>A variant
in gene CLDN19. MutationTaster and CADD support its deleterious
effect on gene or gene product and variant is not reported in ExAC,
1000G or our local databases before. Furthermore human gene mu-
tation database (HGMD) has reported this variant in compound het-
erozygous status with other known pathogenic variant in patients
with FHHNCOI.
Conclusion: WES analysis of our case identified a homozygous var-
iant in the gene CLDN19, concordant with patient’s clinical and
paraclinical symptoms, and may be considered as the underlying
cause of the disease.

IPN10409-85 FOLIC ACID ALLEVIATES MATERNAL
UNDERNUTRITION-INDUCED REDUCED URETERIC
BRANCHING, NEPHROGENESIS, AND DNA METHYLATION
IN RATS

M. Awazu, M. Hida
Keio University School of Medicine - Japan

Introduction:We previously reported that maternal nutrient restric-
tion (NR) inhibited ureteric branching, nephrogenesis, and meta-
nephric growth in the rat. In the present study, we examined
whether folic acid (FA), a methyl-group donor, rescues the NR-
induced inhibition of kidney development and whether it is via
DNA methylation, an important epigenetic mechanism.
Materials & methods: The kidneys of embryonic day 14 and 18
(E14 and E18) fetuses from rat dams given food ad libitum
(CON), those subjected to 50% food restriction throughout preg-
nancy (NR), and NR supplemented with FA 5 mg/kg/day (NRFA)
were examined. Ureteric buds were visualized by pancytokeratin
staining. DNA methylation was assessed by methylated DNA
quantification kit. The expression of DNA methyltransferase 1
(DNMT1), which maintains DNA methylation, was examined by
immunoblot. Metanephroi from control E13 fetuses were cultured
under 5-aza-2 '-deoxycytidine, an inhibitor of DNA methylation,
or medium lacking methyl-donors FA, choline, and methionine.
Results: Fetal weight and ureteric tip number (5.2±0.7 vs 9.3±1.1/
kidney) was significantly reduced in NR compared with CON at
embryonic day 14 (E14). Ureteric tip number was partially re-
stored in NRFA (7.5±0.9/kidney, NS vs CON). At E18, fetal
weight, kidney weight, glomerular density, and DNA methylation
were significantly reduced in NR compared with CON. FA sup-
plementation alleviated the reduction in kidney weight, glomerular
density, and DNA methylation. DNMT1 was highly expressed at
E15 in CON but was downregulated in NR, which may explain
the reduced DNA methylation. In organ culture, 5-aza-2 '-
deoxycytidine and medium lacking methyl-donors significantly de-
creased ureteric tip number and metanephric size mimicking the
effect of NR. Supplementing methyl-donor-deficient medium with
FA alleviated these changes.
Conclusions: Maternal nutrient restriction reduces global DNA
methylation that is necessary for ureteric branching, nephrogenesis,
and metanephric growth. FA supplementation to nutrient restricted
mothers alleviated the impaired fetal kidney development along
with partial restoration of DNA methylation.
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IPN10410-77 CLINICALPRACTICERECOMMENDATIONSON
CINACALCET USE IN PEDIATRIC DIALYSIS

J. Bacchetta 1, C.P. Schmitt 2, G. Ariceta 3, S. Bakkaloglu 4, J. Groothoff 5,
M. Wan 6, M. Vervloet 7, R. Shroff 6, D. Haffner 8
1 Reference Center for Rare Diseases of Calcium and Phosphate
Metabolism, Reference Center for Rare Renal Diseases, Hospices Civils de
Lyon, Université de Lyon, Bron - France, 2 Pediatric Nephrology, Center for
Pediatric and Adolescent Medicine Heidelberg, University of Heidelberg -
Germany, 3 Pediatric Nephrology. Hospital Universitari Vall d’ Hebron.
Universitat Autónoma of Barcelona. Barcelona - Spain, 4 Department of
Pediatric Nephrology, Gazi University, Ankara - Turkey, 5 Pediatric
Nephrology, University of Amsterdam, Amsterdam - Netherlands, 6 Renal
Unit, Great Ormond Street Hospital for Children, London - United
Kingdom, 7 Amsterdam UMC, Vrije Universiteit Amsterdam, Nephrology,
Amsterdam Cardiovascular Sciences, Amsterdam - Netherlands, 8 Center
for Congenital Kidney Diseases, Center for Rare Diseases, Hannover
Medical School, Hannover - Germany

Introduction: Secondary hyperparathyroidism (SHPT) is an important
complication of advanced chronic kidney disease in children, often difficult
to treat with conventional therapy. The calcimimetic cinacalcet is an alloste-
ric modulator of the calcium-sensing receptor, which was approved by the
EuropeanMedical Agency for the treatment of SHPT in children on dialysis.
However, clinical practice recommendations (CPRs) on its use in this pop-
ulation are lacking.
Material & methods: A team from the European Society for Paediatric
Nephrology (ESPN) CKD-MBD and Dialysis working groups (WGs),
and the ERA-EDTA have developed CPRs on the use of cinacalcet in
pediatric dialysis patients. The team has performed a systematic literature
review on 5 clinically relevant PICO (Patient or Population covered,
Intervention, Comparator, Outcome) questions, formulated 22 recom-
mendations and graded them at a consensus meeting, with input from
an external advisory group.
Results:We suggest that cinacalcet is used in children above 3 years of age
on dialysis who have persistent and severe SHPT in the presence of high or
high-normal calcium levels, despite optimized conventional management,
including active vitamin D. We recommend a starting dose of cinacalcet of
≤ 0.2mg/kg/day based on dryweight. The cinacalcet dosemay be increased
in increments of 0.2 mg/kg per day to a maximum daily dose of 2.5 mg/kg
(maximum 180 mg) based on PTH levels provided that albumin corrected
calcium serum levels remain above 2.2 mmol/l. We suggest that the mini-
mal effective cinacalcet dose is used to maintain PTH levels in the desired
PTH target range.We recommend that serum calcium levels are maintained
within the normal range for age, by titrating cinacalcet and conventional
therapy including nutritional calcium intake, calcium-based phosphate
binders, vitamin D analogs, and dialysate calcium.
Conclusions: The presented CPRs will help to guide physicians in the
management of severe SHPT in children on dialysis.

IPN10411-78 COMPARISON OF CYCLOSPORINE A AND
MYCOPHENOLATE MOFETIL TREATMENT FOR STEROID-
DEPENDENT NEPHROTIC SYNDROME IN CHILDREN

P. Nyrkova , N. Savenkova
Saint-Petersburg State Pediatric Medical University - Russian Federation

Introduction: The aim of the study was to compare remission rate after
treatment with cyclosporine A (CsA) and mycophenolate mofetil (MMF)
as first steroid-sparing agent in children with steroid-dependent and steroid-
sensitive nephrotic syndrome (SDNS, SSNS) with steroid toxicity.
Patients and methods: Study includes 48 children with SDNS and
SSNS with steroid toxicity. We analyzed remission rate during 1 year
after CsA and MMF treatment. The mean age of onset was 4,17 ± 2,4
years, male 31 (64,6%) and female 17 (35,4%). Out of 48 children with
SDNS 21 had biopsy proven minimal change disease (43,75%).

Results: Out of 48 children with SDNS and SSNS with steroid toxicity
21 were treated with CsA 2,5-5 mg/kg/day 3-24 months and 27 were
treated with MMF 450-600 mg/m2/day during 3-24 months as first
steroid-sparing agent. Out of 21 children treated with CsA, 5 (23,81%)
had adverse effects (increased creatinine, hypertension, cosmetic side-
effects) when duration of treatment was more than 12months. There were
no adverse effects during MMF treatment. Out of 21 children treated with
CsA, 5 (23,81%) had remission; out of 27 children treated with MMF as
first steroid-sparing agent, 16 (59,23%) had remission during 1 year after
cytostatic therapy (p=0,03). Relapses occurred in 16 out of 21 children
after CsA treatment, 10 of them were administered MMF as second cy-
tostatic course, 4 out of 10 children had remission during 1 year after
MMF treatment. Relapses of SDNS in all children were associated with
infections or allergy.
Conclusion: Remission rate during 1 year after treatment with MMF as
first steroid-sparing agent was higher than after CsA treatment in children
with SDNS and SSNS with steroid toxicity.

IPN10412-79 THROMBOTIC MICROANGIOPATHY AND
ACUTE B-LEUKEMIA: COINCIDENTAL ASSOCIATION OR
RELATED CONDITIONS

M. Aksenova 1, G. Generalova 2, L. Khachatryan 3, A. Mascian 3

1 Moscow - Russian Federation, 2 Center of gravitational surgery of
blood and hemodialysis of the Moscow Children's Clinical Hospital of
St.Vladimir, Moscow - Russian Federation, 3 D.Rogachev Federal
Scientific-Clinical Center of Children's of Hematology, Oncology and
Immunology, Moscow - Russian Federation

Introduction: Rarely TMA precedes malignancy, suggesting that it may
trigger TMA independently of chemotherapy.
The aim: is to discuss the case of TMA preceded acute lymphoblastic
leukemia (ALL) with a significant time lag.
Materials & methods: We reviewed the clinical data of patients.
Result: A 3-year-old Caucasian girl had transient neutropenia at 3 months
age; persistent anemia, thrombocytopenia, neutropenia, proteinuria since 22
months; cerebral ischemic attacks since 29 months; the blood hypertension,
nephrotic proteinuria since 32 months. At admission she had blood hyper-
tension (125/80mmHg,>99‰), asymmetric upper limbs’muscle tone (S>D),
there were no hemorrhagic and lymphoproliferative syndromes. Laboratory
examination showed the signs of TMA: Coombs negative hemolytic anemia
(hemoglobin 70g/l; schistocytes 4%; haptoglobin 0,03g/l), thrombocytopenia
(54000/μl), neutropenia (900/μl); serum LDH 1165 IU/l; ADAMTS13 42%.
Blood levels of C3/C4, folate, B12, homocysteine were normal; anti-
dsDNA-Ab, ANF, anti-ß2-glycoprotein-Ab, anti-cardiolipin-Ab, CFH-Ab,
clones paroxysmal nocturnal hemoglobinuriawere negative. The girl had
nephrotic syndrome (serum albumin 19g/l, urine protein 3g/day), high serum
D-dimer (3547ng/ml), Willibrand:Rco (282.9%); eGFR=123ml/min/1,73м2.
Ultrasound showed enlarged kidneys, spleen.MRI showed ischemic damage
of brain; multislice CT revealed bilateral axillar lymphadenopathy. The treat-
ment with fresh frozen plasma 20ml/kg/day (x3days) was ineffective; hemo-
globin (45g/l) and platelet (34-28/μl) fell. The bone marrow examination
(performed considering the presence of blasts in the blood film) revealed B-
cell-ALL. After packed red cells and platelet transfusion uncontrolled hyper-
tension, edema, dysarthria, left-sided hemiplegia, deterioration of renal func-
tion developed. Eculizumab (N4), chemotherapy with dexamethasone were
without improvement. The child has developed multiple organ failure due to
sepsis (Pseudomonas aeruginosa MDR+) with ex.letalis. WES revealed mu-
tat ions in ADAMTS13 c.788C>T(p.Ser263Phe) and JAK2
c.1726A>G(p.Thr576Ala).
Conclusion: Although the relationship between TMA and ALL in our
case is unclear, we demonstrate the need of bone marrow examination in
TMA with pancytopenia and blast cells persistence. ADAMTS13 muta-
tions could predispose/aggravate the course of TMA associated with
ALL.
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IPN10413-80 MORPHOLOGICAL PHENOTYPE IN ALPORT
SYNDROME: PROGNOSTIC SIGNIFICANCE

M. Aksenova , N. Konkova , T. Lepaeva , O. Piruzeeva , T. Nikishina , L.
Shagam
Y.Veltischev Research and Clinical Institute for Pediatrics at N.Pirogov
Russian National Research Medical University, Moscow - Russian
Federation

Introduction: The prognosis of patient with X-linked Alport syndrome
(XLAS) is strongly correlated with gender and genotype.
The Aim of the study was to define the prognostic significance of renal
morphological changes in XLAS.
Methods: The morphological data were obtained from 38 children with
suspected and later genetically confirmed XLAS. The clinical-laboratory data
were obtained at the time of renal biopsy (n=38, ageMe=12 years, 26M/12F)
and last observation (age Me=15.5 years). Proteinuria (Prot) was defined as
urine Prot≥100 mg/m2/day. According ultrastructural changes of glomerular
basement membranes (GBM) the patients were classified in groups: Igr - thin
GBM (6pts, 4M/2F, ageMe=10.5years, Prot=269±40mg/m2/day, eGFR=105
±21ml/min/1.73m2, no SNHL/eGFR reduction), IIgr - thin GBM with focal
lamellation (8pts, 5M/3F, age Me=11.5years, SNHL in 2pts, Prot=273
±13mg/m2/day, eGFR=98±19ml/min/1.73m2, eGFR<90ml/min/1.73m2 in
2pts), IIIgr - wave-like thickening GBM with diffuse lamellation (20pts,
14M/6F, age Me=11.5years, SNHL in 11pts, Prot=571±160mg/m2/day,
eGFR=108±19.3ml/min/1.73m2, eGFR<90ml/min/1.73m2 in 1pts) and
IVgr - diffuse thickening/lamellation GBM (4pts, 4M/0F, age Me=14years,
SNHL in 4pts, Prot=857±88mg/m2/day, eGFR=81±25ml/min/1.73m2,
eGFR<90ml/min/1.73m2 in 3pts).
Results: The GBMdamage correlated with male gender (r=0.48,p<0.05),
SNHL degree (r=0.54,p<0.05), age/rate of eGFR loss (r=-0.53,p<0.05
and r=0.38,p<0.05, respectively), and FSGS’ percent (r=0.34,p<0.05).
Children of IVgr had higher annual eGFR loss (8.9±2.3 vs 1.1±0.9 vs
3.1±1.7 vs 5.8±3.9, p<0.001, in group IV, I, II, III, respectively). The
percent of FSGS was associated with male gender (r=0.34,p<0.05), de-
gree of proteinuria (r=0.38,p<0.05) and risk of eGFR reduction
(OR=5.28, 95%CI 1.7;16.2). The risk of eGFR loss was significant
higher in patients with proteinuria >200 mg/m2/day (OR=3.5, 95%CI
1.35;9.06), especially in male with SNHL (OR=8.2, 95%CI 1.06;63.27).
Conclusion: The FSGS, diffuse GBM thickening/lamellation associated
with more severe XLAS phenotype and higher risk of GFR loss. The
proteinuria>200mg/m2/day, especially inmale with SNHL, predicts renal
function decline independently of morphological lesions.

IPN10414-81 EVALUATION OF HYPOTHYROIDISM IN
CHILDREN WITH ADVANCED STAGE OF CHRONIC
KIDNEY DISEASE

S.M. Shanta 1, M.H. Rahman 2, T. Jesmin 3, S.S. Huque 4, A. Begum 5,
G.M. Uddin 6, R.R. Roy 7, A.A. Mamun 8

1 Medical officer, Dept. of Pediatric Nephrology, Bangabandhu Sheikh
Mujib Medical University, Dhaka - Bangladesh, 2 Ex chairman &
Professor, Dept. of Pediatric Nephrology, Bangabandhu Sheikh Mujib
Medical University, Dhaka - Bangladesh, 3 Assistant Professor, Dept. of
Pediatric Nephrology, Bangabandhu Sheikh Mujib Medical University,
Dhaka - Bangladesh, 4 Associate Professor, Dept. of Pediatric
Nephrology, Bangabandhu Sheikh Mujib Medical University, Dhaka -
Bangladesh, 5 Associate Professor, Dept. of Pediatric Nephrology,
Bangabandhu Sheikh Mujib Medical University, Dhaka - Bangladesh,
6 Professor, Dept. of Pediatric Nephrology, Bangabandhu Sheikh Mujib
Medical University, Dhaka - Bangladesh, 7 Chairman & Professor, Dept.
of Pediatric Nephrology, Bangabandhu SheikhMujibMedical University,
Dhaka - Bangladesh, 8 Assistant Professor, Dept. of Pediatric
Nephrology, Bangabandhu Sheikh Mujib Medical University, Dhaka -
Bangladesh

Introduction: Thyroid dysfunctions are common endocrine disorders
which contribute morbidity and mortality in advanced stages of CKD
patients. If thyroid disorders are detected earlier, associated morbidity
and mortality in CKD patients can be avoided by hormone replacement
therapy in time. That is why, thyroid functions were assessed in advanced
stages of CKD patients.
Materials and methods: This cross sectional analytic study was done in
Pediatric Nephrology department of Bangabandhu SheikhMujibMedical
University, Dhaka, Bangladesh from February, 2016 to January 2017 on
63 children, aged 2-18 years with advanced stages of CKD (stage IVand
V) . CKD staging was done by KDIGO, 2012 guideline. Serum total T3,
serum total T4, serum TSH were done by using CMIA technology
(Chemiluminescent Microparticle ImmunoAssay) with flexible assay
protocols, referred to as Chemiflex. Thyroid hormones were assessed in
the department of Biochemistry, BSMMU by sending 2 ml of venous
blood in a vacutainer test tube without any preservative.
Results:Mean age of patients was 12.02 ± 4.21 year with a male: female
ratio of 1.42:1. Thyroid hormone analysis showed, 18 patients (28.57%)
had hypothyroidism. Among them 3 had overt and 15 had subclinical
hypothyroidism and all of them belonged to stage V CKD. The mean
serum TSH value was higher in hypothyroid patients (6.75 ± 1.54mIU/L)
than non-hypothyroid patients (2.06 ± 1.52mIU/L) which was significant
(p <0.001). TSH had a negative co-relation with eGFR ( r-value -0.538
and p value 0.021). S. TSH was higher in patients with CKD due to
hypoplastic kidney and glomerulonephritis.
Conclusion: It can be concluded that significant numbers of patients with
advanced stages of CKD suffer from hypothyroidism specially stage V
patients. S.TSH rises with the reduction of eGFR. Patients of CKD due to
hypoplastic kidneys or GN are more prone to develop hypothyroidism.
Keywords: CKD, hypothyroidism, children

IPN10415-82 CHOLESTEROL AND TRIGLYCERIDES LEVELS
OF FILIPINO CHILDREN WITH NEPHROTIC SYNDROME
BEFORE, DURING AND AFTER TREATMENT

U. Dahal , M.K.S. Akut
Northern Mindanao Medical Center, Dep of Pediatrics, Cagayan de Oro
City - Philippines

Introduction:Hyperlipidemia in nephrotic syndrome is usually observed
during the active phase of the disease and disappears with the resolution
of the proteinuria. However, persisting lipid anomalies have been report-
ed and raise the question of the later development of atherosclerosis and
chronic renal failure. Hence the objectives of this study are: 1)To deter-
mine the serum levels of total cholesterol and total triglycerides of chil-
dren with nephrotic syndrome before the start of steroid treatment, at 2
months and then at 6 months 2)To compare the levels of cholesterol and
triglycerides between steroid sensitive and steroid resistant nephrotic syn-
drome patients.
Materials and method: A prospective cohort study involving children
with nephrotic syndrome below 18 years old. Data were analyzed using
descriptive statistics and t-test.
Results: There were 73 patients included in the study, 53 of whom were
steroid sensitive. Patients who were steroid resistant registered higher
levels of cholesterol than those who were steroid sensitive but were not
significantly different before the start of treatment and at 2 months of
treatment, but only at 6 months of treatment with a mean of 134.9 vs
280. Similarly, the steroid resistant patients had significantly higher tri-
glycerides levels before the start of treatment, after 2 months and after 6
months of treatment with means of 305.8 vs 248.6, 267.7 vs 198.4, and
223.1 vs 104.9 consecutively.
Conclusion: Serum cholesterol and triglyceride levels were significantly
higher in steroid resistant groups after 6 months of treatment.
Hyperlipidemia resolved in steroid sensitive patients who went into
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remission. However, persistent hyperlipidemia was observed in steroid
resistant patients.
Keywords: Nephrotic syndrome, Children, Hyperlipidemia

IPN10416-83 OUTCOME OF CHILDREN WITH POSTERIOR
URETHRAL VALVES IN JAMAICA - A SINGLE CENTRE
EXPERIENCE

C. Abel 1, A. Stanley 1, M. Miller 2, M. Reid 3

1Bustamante Hospital for Children, Kingston - Jamaica, 2 Ruthven
Medical Centre, Kingston - Jamaica, 3 Tropical Metabolism Research
Unit, University of the West Indies, Kingston - Jamaica

Introduction: Although posterior urethral valves (PUV) account for
25.9% of chronic renal failure in Jamaican children, there is no local or
Caribbean data on this subject.
Patients / methods: Clinical and radiological data on all children
with newly diagnosed PUV presenting for their first surgery at
the Bustamante Hospital for Children between January 2007 and
December 2016 were evaluated retrospectively. As heights were
unavailable, CKD was defined as a serum creatinine value > 95th

% for age at 1 year post op or later. Children with CKD were
analyzed for prognostic clinical and laboratory features.
Results: 79 children presented. All had micturating cystourethragram and
kidney, ureter and bladder ultrasound (KUB US). Their mean age at diag-
nosis was 2.1years (range birth -11.9 years). 54.4% were < 1 year old at
diagnosis. Only 8% of 93 antenatal ultrasounds were diagnostic. 93.6%
were diagnosed during investigation of a urinary tract infection. Postnatal
KUB ultrasound was abnormal in 75%. No child with a normal ultrasound
developed CKD. The primary surgery was fulguration / resection in 96.3%.
CKD developed in 30.6% of children. In 17 children serum creatinine rose
to CKD levels at the last visit despite normal 1 year postoperative values.
Poor prognostic features predictive of CKD (p <0.05)were: age at diag-
nosis < 1 year, the presence of vesicoureteric reflux, abnormal KUB
ultrasound, thick walled bladder, peak serum creatinine >88.4umol/l
(1mg/dl) and serum creatinine 1 month post diagnosis > 70.7umol/l
(0.8mg/dl).
Conclusion: In this Jamaican series, CKD developed in almost one
third of PUV patients. As antenatal ultrasonography is unreliable,
and UTI investigation diagnostic in the majority, screening with
KUB ultrasound with the first UTI will identify most PUV cases.
Poor prognostic factors were consistent with international data. PUV
patients should be monitored long term for early detection and man-
agement of CKD.

IPN10417-84 PROTEINURIA AND HAEMATURIA IN
APPARENTLY HEALTHY PRIMARY SCHOOL CHILDREN IN
ENUGU, NIGERIA

P. Chime 1, U. Muoneke 1, A. Una 2

1 Department of Paediatrics, University of Nigeria, Enugu - Nigeria,
2 Department of Community Medicine, Ebonyi State University,
Abakaliki - Nigeria

Abstract
Background: In most resource-poor countries, mass screening for pro-
teinuria and haematuria is advocated to enhance awareness of renal dis-
eases. This increases the chance for early detection and treatment which in
turn reduces incidences of resultant kidney failures. Early detection can
be carried out with the use of urine dipsticks which detect the presence of
either proteinuria or haematuria or both.
This is particularly useful in resource poor economieswith non-existent health
insurance policy, thus, making proper renal replacement therapy neither af-
fordable nor easily accessed.

Objective: To determine the prevalence of asymptomatic protein-
uria and haematuria in apparently healthy primary school children
in Enugu.
Methodology: This was a cross-sectional descriptive survey involving
apparently healthy primary school children aged 6 to 12 years. A pre-
tested, care-giver administered questionnaire was used to obtain informa-
tion about the participants including age and sex. Subjects were clinically
examined and samples of on-the-spot mid-stream urine collected from
each participant for dipstick urinalysis.
Results:Out of the 1000 children, 437 (44%) were males and 563
(56%) females. The age range was 6 to 12 years and mean10.13
± 1.81 years. Urinary abnormalities (proteinuria or haematuria),
isolated proteinuria, isolated haematuria and combined
proteinuria-haematuria were 190 (19%), 160 (16%), 20 (2%) and
10 (1%) respectively. There were more urinary abnormalities in
the females than in the males and the prevalence of urinary ab-
normalities was higher among the early adolescents (9-12 years)
and lower in the pre-adolescents (6-8 years).
Conclusion: Asymptomatic urinary abnormalities can be detected by
urine screening program at school age, thus necessitating the need for
regular screening programs and further investigations to make out the
exact etiology of any of the abnormal findings observed.
Keywords: Proteinuria, Haematuria, Primary school children,
Prevalence.

IPN10418-85 EFFECT OF STEROID THERAPY ON THYROID
FUNCTION STATUS IN TYPICALLY AND ATYPICALLY
PRESENTED NEPHROTIC SYNDROME

M. Datta 1, M.M. Quader 2
1Junior Consultant, Department of Pediatrics, Chattogram Medical
College, Chattogram, PS-Panchlaish, PO-Chawkbazar, 4203 -
Bangladesh, 2 Associate Professor, Department of Pediatric
Nephrology, Chattogram Medical College, Chattogram, PS-Panchlaish,
PO-Chawkbazar, 4203 - Bangladesh

Abstract
Introduction: Mild or subclinical hypothyroidism may coexist with ne-
phrotic syndrome (NS). But persistence of this hypothyroidism is related
with remission of proteinuria. Objectives of the study is to compare thy-
roid function status (FT4 and TSH) in the atypical and typical NS before
and 4 weeks after steroid therapy.
Materials and methods: This was a hospital based comparative obser-
vational study with prospective follow up of study subjects. It was carried
out in the department of Pediatrics and in the department of Nephrology,
Chattogram Medical College Hospital, Chattogram, Bangladesh from
January to December’ 2017. A total 83 diagnosed admitted cases of initial
attack idiopathic NS, aged 1-18 years of either sex divided into 2 groups
was included. Typically presented NS were in group A and atypically
presented NS were in group B. FT4 and TSH were estimated in all pa-
tients on 2 occasions before and 4 weeks after initiation of steroid therapy
and comparison was done between 2 groups.
Results: FT4 level was normal before and after steroid therapy in
both typically and atypically presented nephrotic syndrome.
Before steroid therapy, mean TSH value was found significantly
raised in both groups (9.28±5.17 vs 7.26±3.67 μIU/ml).
Proportion of subclinical hypothyroidism was statistically similar.
After treatment with steroid, number of subclinical hypothyroid
cases reduced in both groups with reduction of TSH value (3.13
±1.14 vs 5.38±2.52 μIU/ml). But significant difference in TSH
value was observed in between two groups (p=0.047). There
was persistence of subclinical hypothyroidism after treatment with
steroid among 16.6 % (14.2% grade II and 2.3% grade I) of the
children with atypically presented NS and which is statistically
significant (p=0.006).
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Conclusion: Subclinical hypothyroidism persists in atypically presented
nephrotic syndrome even after treatment with steroid.
Keywords: Typically presented nephrotic syndrome, Atypically present-
ed nephrotic syndrome, Thyroid function status, steroid therapy.

IPN10419-86 CLINICAL AND EPIDEMIOLOGICAL PROFILE
OF CHILDREN WITH CHRONIC KIDNEY DISEASE IN
TERTIARY CENTER IN NEPAL

D. Poudel , S. Basnet , L. Shrestha
Assistant Professor, Department of Pediatrics, Institute of Medicine,
Kathmandu - Nepal

Introduction: Chronic kidney disease(CKD) in children has been
increasing over the years which is putting significant burden in
family and society. No single study has been conducted on this
disease in the context of Nepalese children till date. Therefore the
study was performed to evaluate the clinical and epidemiological
profile of children with CKD.
Material & methods: This retrospective study on CKD in children was
conducted at the tertiary care hospital in Kathmandu for the period of 2
years (April 2017 to March 2018). Epidemiological and clinical profile
was studied.
Results: Out of 53 patients, 30 were male with male to female ratio of
1.3 with age ranging from 2 to 16 years (mean age of 11.8±2.2).
Chronic glomerulonephritis (25%), reflux nephropathy (21 %) and
nephrolithiasis (16%) were the commonest etiological diagnosis.
Rapidly progressive glomerulonephritis (RPGN) and systemic lupus
erythematous (SLE) accounted for 73 % cases of chronic glomerulone-
phritis whereas vesicoureteric reflux (VUR) and posterior urethral valve
(PUV) for 73 % cases of reflux nephropathy. In 17 cases (32%), the
cause could not be determined. Swelling (47 %) and dyspnea (40%)
were the chief complaints. Pallor were seen in all cases(100%) followed
by hypertension in 21(70%) and short stature in 20(66%).Majority
(75%) of the patients were presented in the stage V.
Conclusions: Chronic glomerulonephritis and reflux nephropathy were
the commonest etiology of CKD. Majority were following RPGN, SLE,
VUR and PUV. The commonest clinical features were the swelling, dys-
pnea, pallor and hypertension.

IPN10420-78 CLINICAL AND HISTOLOGICAL ANALYSIS OF
STEROID-RESISTANT NEPHROTIC SYNDROME OF FOCAL
SEGMENTAL GLOMERULOSCLEROSIS IN CHILDREN

F. Zheng 1, L. Chen 2, M. Jiang 2, B. Zhong 1, Z. Xia 1, L. Rong 2, X. Jiang 2

1 The Fifth Affiliated Hospital, Sun Yat-sen University, Zhuhai,
Guangdong 519000 - China, 2 The First Affiliated Hospital, Sun
Yatsen University, Guangzhou - China

Introduction: To investigate the clinical manifestations, renal pa-
thology, and prognosis of 72 patients with steroid-resistant ne-
phrotic syndrome (SRNS) of focal segmental glomerulosclerosis
(FSGS).
Methods: A retrospective analysis of clinical manifestation, laboratory
data, pathological integration, treatment, and prognosis of 72 patients
with SRNS of FSGS in the Paediatric Nephrology Centre of the First
Affiliated Hospital of Sun Yat Sen University from September 1, 2006
to August 31, 2016 was performed.
Results: The variants of 72 cases with SRNS of FSGS were not
otherwise specified (NOS) in 46 cases (63.9%), perihilar (PH) in
11 cases (15.3%), glomerular tip lesion (GTL) in 10 cases
(13.9%), and cellular (CELL) in 5 cases (6.9%). Repeated renal

biopsies in 3 cases revealed FSGS with changed variants. Two
cases converted from NOS to PH, while 1 converted from GTL
to NOS. The plasma albumin level for NOS (16.69 ± 3.78 g/L)
was lower than that for the rest of the variants, while the serum
creatinine level (44.50 [range, 34.75–55.75] μmol/L) was higher
than that for the rest of the variants (P < 0.05). The remission
rates of NOS, PH, CELL, and GTL were 50.5%, 62.5%, 33.3%,
and 88.9%, respectively (P > 0.05). Genetic tests were performed
in 11 cases of SRNS of FSGS in our center. Of them, genetic
mutations were found in 4 cases (36.4%), including 2 of NPHS2,
1 of NPHS1, and 1 of MYO1E.
Conclusions: NOS was the main variant of SRNS of FSGS.
Variants can convert to others as proven by repeated renal biopsy.
The plasma albumin level of NOS was lower than that for the
other variants, while the serum creatinine level was higher than
that for the other variants. Four cases of genetic mutations were
found, including 2 of NPHS2, 1 of NPHS1, and 1 of MYO1E.

IPN10421-79 MEMBRANOUS NEPHROPATHY ASSOCIATED
WITH MYCOPLASMA PNEUMONIAE INFECTION: DOES
DIRECT INVASION WORK

T. Aizawa 1, K. Hirono 1, S. Watanabe 1, K. Tsugawa 1, K. Tsuruga 1, K.
Jo 2, H. Tanaka 1

1 Department of Pediatrics, Hirosaki University Graduate School of
Medicine - Japan, 2 Department of Pathology, Jikei University
Graduate School of Medicine - Japan

Introduction: Mycoplasma pneumonia (MP) infection often presents
various extra-respiratory complications, however, renal involvement is
rarely been seen. To our knowledge, histologic alteration of pure mem-
branous nephropathy (MN) caused byMP infection has not been reported
to date.
Case: A 6-year old Japanese girl who presented with nephrotic
syndrome (NS) was admitted to our hospital. She also had a high
fever with productive cough, and the chest X-ray exhibited a
pneumoniae. Because serum anti-Mycoplasma pneumoniae IgM
(by PA method) was markedly increased to 10,240x on the 17th
hospital-day (that was 80x on admission), she was diagnosed as
having MP infection. Although her respiratory symptoms subsided
with antibiotics, severe proteinuria with hematuria persisted. Thus,
a percutaneous renal biopsy performed on the 34th hospital-day
showed typical MN with stage II according to the Ehrenreich and
Churg classification. No evidence suggesting lupus nephritis was
observed. She was diagnosed as having MN associated with MP
infection and treated with antiplatelet drug and angiotensin II
receptor blocker thereafter. Seven months after our first observa-
tion, her urine protein excretion was gradually decreased and be-
came negative. Her renal function remained normal.
Methods: An immunofluorescent (IF) study using anti-MP antibody was
conducted to examine deposition ofMP antigen in biopsy specimen from our
patient.
Results: Intense granular MP expression along with capillary le-
sion was observed in biopsy specimens from our patient, whereas
negative staining occurred in specimens from patients with
minimal-change NS or idiopathic MN.
Conclusions:Notably, she had already suffered from NS when she
developed pneumoniae. Considering that her clinical course and
the result of IF studies, direct invasion of MP antigen may be
involved in the pathogenesis of her MN lesion. MP infection may
cause MN in selected children, although this theory remains spec-
ulative. Further studies are needed to confirm our preliminary
findings.
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G. Agu 2

1 College ofMedicine University of Nigeria Ituku Ozalla Enugu - Nigeria,
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Introduction:Acute Kidney Injury (AKI) in children is increasingly being
recognized as a major problem in resource poor countries like Nigeria. In
our own setting where resources for renal replacement therapy are limited,
it becomes expedient to identify the cases early, the common causes, which
will inform early interventions and strategies for prevention.
Materials & methods: A retrospective study of children with discharge
diagnosis of AKI seen in the pediatric nephrology unit of the University of
Nigeria Teaching Hospital in Southeast Nigeria between January 2013 and
June 2018. Patients who met the KDIGO definition of AKI were included.
Demographic data, presenting features, laboratory results, diagnosis, treat-
ment offered and outcome were documented in case record forms.
Descriptive and inferential statistics were performed Parametric and non-
parametric tests were carried out and the level of significance at 95% con-
fidence level was P≤0.05.Associations between bio-demographic data and
presenting features were ascertained using multivariate analysis.
Results: Case records of 43 patients were reviewed, out of which only
39(90.6%) fulfilled the inclusion criteria. The age range was 1-13yrs with
a mean of 6.2±6.36yrs.There was female predominance with M:F ratio of
1:1.1.The commonest presenting feature was fever (60%). Majority
(90%) came in ≥stage 2 AKI with mean creatinine value of 519
±470.1μmmole.Sepsis and malaria was common associated diagnosis.
Four patients (10%)were dialyzed and mortality was 0.03%.
Conclusion: acute kidney injury is common and associated with febrile
conditions. Early recognition could reduce mortality.

IPN10423-81 FOLLOWUPOFLIVINGKIDNEYDONORSPOST
TRANSPLANTATION (CENTER EXPERIENCE)

G. Saadi 1, M.A. Abdelmawla 2, D. Salah 3, F. Fadel 3
1 Internal Medicine Department Cairo University Cairo - Egypt,
2 Pediatric Department National Research Center Giza - Egypt,
3 Pediatric Department Cairo University Cairo - Egypt

Introduction: Renal transplantation offers a better prognosis and long-
term benefit to patients with chronic kidney failure (1). The inclusion
criteria of the living donation have been extended and older donors and
donors with minor comorbidities such as hypertension have become eli-
gible for donation (2). Donor safety and follow up remains priority and
essential in living kidney donation (3).
Subject and Methods: The study included Fifty living donors, the mean
follow up durantion post transplantation was 2.9±1.78 years, the mean
age at time of transplantation was 35.4±7.89 years .there was no signifi-
cant diferrence between serum creatinine before and after transplantation
(p value 0.1161), while there was significant decrease in glomerular fil-
tration rate post transplantation (p value 0.0001). There was significant
increase in fasting blood suger and cholesterol in female donors compared
to males and significant increase in urine crystals in all donors.
Conclusion: Proper selection of donors is very important to avoid short
or long term complications post transplantation. Follow-up of donors
should be maintained after donation.
References:
1-de Fijter JW, Meinders A. [Long live the kidney donor] Lang leve de
nierdonor. Ned Tijdschr Geneeskd 2014; 158: A8180.
2- Ahmadi AR, Lafranca JA, Claessens LA, et al. Shifting paradigms in
eligibility criteria for live kidney donation: a systematic review. Kidney
Int 2014; 87: 31.

3- von Zur-Muhlen B, Berglund D, Yamamoto S, Wadstrom J. Single-
centre long-term follow-up of live kidney donors demonstrates preserved
kidney function but the necessity of a structured lifelong follow-up. Ups J
Med Sci 2014; 119: 236.
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Introduction: The etiology of TTP / HUS involves a variety of causes as
well as various trigger factors. One of the trigger factors may be acute
pancreatitis with the hypothesis of developing endothelial damage
through inflammatory mediators in predisposed patients with alterations
of ADAMTS13 or the complement system.
Case Report:A 17-year-old girl was admitted for the third attack of acute
pancreatitis. On admission, she had abdominal pain, nauzea, vomiting
and diarrhea. Laboratory examination revealed elevation of pancreatic
enzymes with serum amylase 19.18 μkat/l and pancreatic lipase 42.21
μkat/l. Liver enzymes,urea,creatinine and blood count were before ad-
mission in normal range. Treatment with parenteral fluids, analgetics and
antibiotics has been initiated. During the 2nd day she developed mild
neurological symptoms, gross haematuria and oliguria. Haemolytic ane-
mia with the presence of schistocytes and thrombocytopenia were present
in laboratory tests. In further laboratory examinations there were negative
Coombs test and ANA and anti-ds-DNA antibodies. ADMTS13 activity
and ADAMTS13 inhibitor were in normal range. C3 and C4 complement
values were normal. Stool culture did not show the presence of shiga
toxin producing E. coli or other pathogens. Plasmapheresis was initiated
from day 3 and 1 cyclus of hemodialysis was performed for severe fluid
overload. For the progression of thrombocytopenia and the presence of
neurological symptoms, eculizumab treatment was initiated on fourth
day, leading to complete recovery of clinical symptoms and all laboratory
findings. Complement testing was not feasible prior to administration of
eculizumab. Genetic examination revealed only risk haplotypes in genes
MCP and CFH, but no causative mutation was identified.
Conclusion:We want to highlight the case report of acute pancreatitis as
a possible trigger factor for TTP / HUS. The administration of eculizumab
in this situation has not yet been reported. Its administration in our patient
resulted in a quick recovery.

IPN10425-83 MAPK/ERK ACTIVITY REGULATES KIDNEY
SIZE AND NEPHRON NUMBER VIA MULTIPLE CELLULAR
FUNCTIONS
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Hirashima 2, M. Matsuda 2, C. Cebrian 3, G. Dressler 4, S. Kuure 1

1 Stem Cells and Metabolism Research Program, Faculty of Medicine/
Helsinki Institute of Life Science, University of Helsinki - Finland,
2 Department of Pathology and Biology of Diseases, Kyoto University -
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Hospital, OH - United States, 4 Department of Pathology, University of
Michigan, Ann Arbor, MI - United States

Introduction: Reduced nephron count is an underdiagnosed condition
with multifactorial impact on human well-being in forms of kidney func-
tion, blood pressure and cardiac health. Low nephron endowment derives
from defects in embryonic kidney development, which utilizes ureteric
bud branching morphogenesis for growth and mesenchyme-to-
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epithelium transformation of nephron progenitors for nephrogenesis.
Molecular and cellular causes of congenital kidney anomalies, like re-
duced nephron count remain largely elusive.
Material & methods: We utilized mouse genetics to study MAPK/ERK
activation and functions in developing kidney. Transgenic kidneys of
FRET-based biosensor for ERK activation were live-imaged to visualize
cell and tissue types with ERK activity. Tissue-specific genetic inactivation
ofMek1/2 in ureteric bud epithelium and nephron progenitors were used to
assess MAPK functions in branching morphogenesis and nephrogenesis.
Results: Live-imaging of FRET biosensor for ERK activation demon-
strated dynamic MAPK/ERK activation pattern in early differentiating
kidney. Interestingly, significant heterogeneity was detected not only be-
tween renal tissues (branching epithelium vs. nephrogenic mesenchyme)
but also among seemingly homogenous progenitor cells. Genetic
MAPK/ERK inactivation in epithelium resulted in significantly reduced
branching due to defects to regulate E-cadherin and paxillin-mediated
cellular adhesions. MAPK/ERK abrogation in nephron progenitors dem-
onstrated that dynamic activation maintains progenitor identity in
nephrogenic mesenchyme while sustained activity propels differentiation
in the early nephron precursors. More specifically, MAPK/ERK activity
cell intrinsically and extrinsically controls the thickness, coherence, and
integrity of the nephron progenitor niche by regulating expression of
PAX2 and localization of ITGA8. In nephron precursors, MAPK activity
primes the proximal and distal cell identities bymaking cells receptive for
differentiation induced by WNT and NOTCH activities.
Conclusions: Our results demonstrate diversified functions for
MAPK/ERK activation in developing kidney. It controls both progenitor
maintenance and differentiation by regulating a distinct set of targets,
which maintain the biomechanical milieu of tissue-residing progenitors
and prime precursors for differentiation.

IPN10426-84 POOR SCHOOL TOILET QUALITY IS
ASSOCIATED WITH BLADDER AND BOWEL DYSFUNCTION
IN CHILDREN

K. Kamperis , C. Siggaard Joergensen , M. Jessen Pedersen , S. Rittig
Department of Paediatrics and Adolescent Medicine, Aarhus University
Hospital - Denmark

Introduction: Toilet habits may influence both bowel and bladder func-
tion in children. The aim of this study was to evaluate children’s behav-
iour regarding toilet habits at school, their assessment of toilet quality and
their association with bowel and lower urinary tract symptoms.
Materials and methods: In 2017 19.577 children (6-18 years) in
Denmark participated in this project which consisted of questionnaires
on the children’s perception of school toilets quality, their behaviour
regarding toilet visits as well as reports on bladder and bowel symptoms.
Data was collected on the number of toilets per class, the date of the toilets
last renovation and the frequency of cleaning. Data was analysed for
associations between bowel and bladder symptoms and the children’s
evaluation of the school toilets as well as the frequency of toilet visits.
Results: Overall, 50% of the children were very unhappy or unhappy with
the quality of school toilets with no significant differences between sexes or
age groups. Up to 25% of all children admitted to always or almost always
avoid toilet visits while at school.Mean number of children sharing the same
toilet was 17-25 depending on the region. A total of 15% of the 7-year-old
children reported urinary or faecal incontinence at least oncemonthly and the
percentage was 2-3% in the 18-year-old. We found significant association
between the reported symptoms and the children’s satisfaction with the
school toilets. Children who avoid using the school toilets shared odds ratios
of 1.95 for reporting faecal incontinence and 1.72 for daytime incontinence.
Conclusions: Half of the children dislike the school toilets and 25%
avoid using them. School toilet quality and withholding behaviour seems
associated with bowel and bladder symptoms. These disturbing results
call for improvement of school toilets.

IPN10430-79 MUTATION IN COQ2 CAUSING STEROID-
RESISTANT NEPHROPATHY IN INFANTS AND MUTATION
IN AROMATIC SULFATASE B

X. Wu , W. Wang , Y. Liu , W. Chen , L. Zhao
Tianjin Children's Hospital - China

Abstract
Background: Treatment of steroid-resistant nephrotic syndrome (SRNS)
is still a challenge for pediatricians. SRNS accounts for 10~20% of child-
hood cases with nephrotic syndrome (NS). Individuals with SRNS over-
whelmingly progress to chronic kidney disease (CKD) and end-stage
kidney disease (ESRD). Genetic research is of great significance for di-
agnosis and treatment. More than 39 recessive or dominant genes have
been found to cause human SRNS, including COQ2.
Case diagnosis: We present the case of a 6-month-old girl with steroid-
resistant glomerulo-pathy due to a COQ2 defect with no additional sys-
temic symptoms. The patient was ide-ntified to be a homozygote for
c.832T>C (p.Cys278Arg) missense mutation and mutatio-n in ARSB
gene in c.1213+1G>A, a single-base homozygous mutation. The father
and mo-ther were heterozygous mutation carriers in both COQ2 and
ARBS ,and her healthy sister was only a heterozygous mutation carrier
in COQ2. In this case, hormone therapy w-as ineffective, and then pro-
gressive deterioration of renal function occurred within 1 wee-k after
onset, leading to acute renal failure and eventually death.
Conclusions: Genetic assessment for the children with steroid resistant
nephrotic syndrome is very important. Families with a clear family his-
tory should receive genetic counseling and prenatal examinations, and
children without a family phenotype should also receive genetic screen-
ing as early as possible.
Keywords: COQ2 gene. Primary coenzyme Q10 deficiency. ARSB gene.
Mucopolysaccharidosis. Steroid-resistant nephrotic syndrome.

IPN10431-80 OBESITY IS ASSOCIATED WITH SEVERE
CLINICAL COURSE IN CHILDREN WITH HENOCH
SHONLEIN PURPURA

H. Adiguzel Dundar , M. Pektanc , M. Torun Bayram , A. Soylu , S.
Kavukcu
Dokuz Eylul University Medical Faculty, Department of Pediatrics -
Turkey

Introduction: Prevalence of obesity has increased worldwide over the
last 20 years. Adipose tissue plays role on inflammatory/immunologic
processes besides its metabolic effects. Thus, it is now of major interest
to clarify the relationship between obesity and autoimmune/
autoinflammatory diseases. We aimed to evaluate the role of obesity on
the clinical course in patients with Henoch Schonlein Purpura (HSP).
Patients and methods: Data charts of children with HSP were reviewed
retrospectively. Obesity was defined as BMI ≥95 percentile. Persistent
purpura was defined as skin involvement ≥30 days. Mild nephropathy
was defined as microscopical hematuria and/or non-nephrotic proteinuria,
and severe nephropathy as nephrotic and/or acute nephritic syndrome
and/or renal insufficiency. Patients were grouped as obese and non-
obese depending on BMI. Two groups were compared for demographic,
clinical and laboratory parameters.
Results: There were 199 patients [M/F:104/95; presenting age 7.1 years
(range 5.0-9.2); follow-up period 17.5 months (range 3-50)]. Obesity was
present in 35 (17.5%) of children. Persistent purpura (45.7% vs 20.7%),
severe renal involvement (57.7% vs 30.8%), hypertension (28.6% vs
9.1%) and increased erythrocyte sedimentation rate (ESR) (79.2% vs
55.9%) were significantly higher in obese patients. In addition, recovery
of symptoms related to skin (25 vs 14 days), joint (12.5 vs 10 days) and
kidneys (280 vs 57 days) were delayed in obese children. The rate of
steroid requirement was not different between the two groups, however
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obese children used significantly longer period of steroid treatment (236
vs 40 days). Moreover, the need for immunosuppressive treatment was
higher in obese patients (40.0% vs 8.6%).
Conclusion: Obese children with HSP seem to have higher ESR, hyper-
tension and severe renal involvement; show delayed improvement of
skin, joint and renal findings; needmore immunosuppressivemedications
and longer period of immunosuppressive treatment. These findings may
be associated with the effect of adipose tissue on inflammation.

IPN10432-81 SHOULD MYCOPHENOLATE MOFETIL BE
CONSIDERED AS FIRST LINE THERAPY FOR FREQUENT
RELAPSING NEPHROTIC SYNDROME

S. Sharma 1, S. Saxena 2, S. Shukla 1

1 Max Superspeciality Hospital, New Delhi - India, 2 PSRI Hospital, New
Delhi - India

Introduction: In childhood onset Idiopathic nephrotic syndromemore than
80 % are steroid sensitive but concerns for frequent relapses (FRNS) and
steroid dependent (SDNS) course is there in almost 50 %. This results in
steroids toxicity, frequent hospital visits, missing school, and even psycho-
logical disturbances for whole family. In treatment guidelines, drugs choices
vary with individual factors and on independent units with own protocols.
Method: Clinical information of children with FRNS / SDNS course on
Mycophenolate (MMF) and levamisole was collected from medical re-
cords retrospectively. 45/70 children with frequent relapses were included
to compare MMF versus levamisole therapy. Exclusion was done for
erratic follow up, < 1-year follow up and compliance issues. Statistical
methods Chi squared and Man Whitney test was applied to compare
efficacy of one drug over the other.
Results: Median duration (months) of follow up and median age
(months) (max; min) in 22 MMF and 26 levamisole patients were 30.5
and 29.5 and age 45.8 (142; 20) and 53.4 (109.2; 18) respectively.
Comparing two groups MMF (750-1200 mg/m2dose) having 16, 6 girls
and levamisole (2-2.5 mg/kg) 17 boys, 9 girls, their median (max; min)
weight (Kg), height (cm) and BMI (kg/m2) and then Sustained remission
(SR), Infrequent (IR) and frequent relapses (FR) with number (%) respec-
tively were as follows 22.85 (45; 14.5), 124 (150; 85), 16.1 (24.7; 12.9)
and 21.1 (52; 14.5), 117.5 (145; 85), 15.3 (24.7; 12.9) with no significant
P values (0.21,0.24, 0.73) and SR, IR, FR course respectively were 13
(59.09), 4(18.2), 5(22.7) and 7 (26.9), 7(26.9), 12 (46.2) with P values
0.03, 0.23 and 0.01. No adverse event noted in MMF, while 1 patient in
Levamisole had vasculitis rash.
Conclusion:MMF is superior to levamisole in maintaining remission and
safe enough as first line drug for FR/SD NS to avoid steroids side effects.

IPN10434-83 CHILDHOOD RENAL DISEASES IN ATERTIARY
INSTITUTION ATABA, SOUTH EAST NIGERIA

N. Okoronkwo, A. Chappjumbo, S. Ijeoma, B. Onyire
Abia State University Teaching Hospital, Department of Paediatrics, Aba -
Nigeria

Background: Renal diseases are currently posing a great health concern
worldwide. Proper documentation, knowledge of renal disease burdens,
and established renal registries, will provide data to guide stake-holders in
future planning and resource allocation. This study aims at documenting
the pattern and outcome of childhood renal diseases admitted at the Abia
State University Teaching Hospital, Aba.
Methods: This was a prospective study of all childhood renal diseases
admitted into the pediatrics wards of our hospital from October 2013 to
October 2018. The demographic characteristics of the patients, ingestion
of herbal concoctions, clinical presentation, laboratory investigations, di-
agnosis and management outcomes were documented, and analysed.

Result: A total of 6108 children were admitted into the paediatric wards
during the study period. One hundred and four (104) of them had renal
diseases, accounting for 1.7% of paediatric admissions. There was male pre-
ponderance (55.8%) with a Male: Female ratio of 1.3:1. Sex had significant
association with renal diseases (p-Value = 0.025). The age range was 0.5 – 16
yearswith amean age of 7.9±4.5 years.Majority (40.4%) of the patients were
aged 5-10 years (p-Value 0.021). Nephrotic Syndrome (47.1%), Acute
Kidney Injury (10.6%) and Acute Glomerular Nephritis (10.6%) were the
commonest causes of admission. Proteinuria (39.4%), Leg Swelling (39.4%)
and Oliguria (26.9%) were the most frequent clinical presentations.
Progressive increase in yearly diagnosis of renal diseases was observed.
More than 90% of the patients took herbal remedies before presentation
(p-Value = 0.001). Mortality rate was 1%. Causes of death were Chronic
Kidney Disease, Acute Kidney Injury and Wilms Tumour.
Conclusion: Nephrotic syndrome is the commonest cause of renal ad-
mission in our centre. Ingestion of herbal concoctions by our patients with
renal diseases is significant. There was an annual increment in the number
of renal admissions in our centre.
Keywords: Childhood, renal diseases, Aba, Nigeria.

IPN10435-84 ROLE OF ZINC SUPPLEMENTATION IN
REDUCING RELAPSE RATE IN CHILDHOOD INITIAL
EPISODE OF NEPHROTIC SYNDROME

M.H. Rahman 1, T. Khandakar 2, A.A. Mamun 3, T. Jesmin 3, S.S.
Huque 4, A. Begum 4, G.M. Uddin 5, R.R. Roy 6

1 Professor & Ex-chairman, Dept. of Pediatric Nephrology,
Bangabandhu Sheikh Mujib Medical University, Dhaka - Bangladesh,
2 Dept. of Pediatric Nephrology, Bangabandhu Sheikh Mujib Medical
University, Dhaka - Bangladesh, 3 Assistant Professor, Dept. of
Pediatric Nephrology, Bangabandhu Sheikh Mujib Medical University,
Dhaka - Bangladesh, 4 Associate Professor, Dept. of Pediatric
Nephrology, Bangabandhu Sheikh Mujib Medical University, Dhaka -
Bangladesh, 5 Professor, Dept. of Pediatric Nephrology, Bangabandhu
Sheikh Mujib Medical University, Dhaka - Bangladesh, 6 Professor &
Chairman, Dept. of Pediatric Nephrology, Bangabandhu Sheikh Mujib
Medical University, Dhaka - Bangladesh

Abstract
Background: Steroid is the main pillar of treatment in idiopathic steroid
sensitive nephrotic syndrome in children. But it undergoes frequent re-
lapse after an episode of any infection. As a result this type of patient
frequently exposed to steroid therapy which may result steroid related
complication. To reduce the rate of relapse by zinc supplementation and
exposure to frequent steroid therapy this randomized controlled trial was
done.
Methodology: Seventy six initial episodes of idiopathic nephrotic syn-
drome patients were enrolled from 2 to 18 years between April 2017 to
January 2019. Patients were divided into group A (experimental group)
(n=39) and group B (control group) (n-37) by randomization. After uri-
nary remission experimental group were treated with zinc sulphate 20mg/
day for a period of 6 months along with steroid for 3 months. Both the
group of patient were advised to attend in the follow up clinics at 2 month,
4 month and 6 month to see relapse and for other complications.
Results: Mean age of patient were 5.19±3.49 and 5.08±3.52 in group A
and group B respectively. In group A /experimental group 14 (35.9%)
patient had infection and 28 (75.7 %) patient in group B were suffered
from different types of infection. Group B patients had significant number
of higher infection rate in comparison to group A patient. (p- val-
ue<0.001). Similarly, group B patient (2.37±1.18) had higher rate of
relapse in comparison to group Apatients (1.51±1.05); and difference
between these were statistically significant. (p- value 0.005)
Conclusion: Conclusion was drawn from study that zinc supplementa-
tion may be useful in reducing the rate of infection and relapse in children
with idiopathicsteroid sensitive nephrotic syndrome.
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IPN10436-85 MANNITOL-FRUSEMIDE COMBINATION IN
THE TREATMENT OF SEVERE OEDEMA IN NEPHROTIC
SYNDROME: A CASE REPORT

O.A. Aliyu 1, S. Mohammed 2

1 Dalhatu Araf Specialist Hospital, Lafia - Nigeria, 2 Dalhatu Araf
Specialist Hospital Lafia - Nigeria

Abstract:
Background and aim:Nephrotic syndrome oedema may be quite severe
presenting as marked eyelid oedema with limited eye opening, massive
scrotal oedema, gross ascites or massive pleural effusion. Children with
nephrotic syndrome presenting with severe oedema benefit from intrave-
nous 20% albumin-frusemide combination treatment. Albumin is a treat-
ment option largely unavailable in resource limited settings and contra-
indicated in a setting of reduced renal function or volume expansion.
Intravenous Mannitol-Frusemide combination is a diuretic combination
that has been effectively used for treatment of diuretic resistant oedema in
nephrotic syndrome. The use of mannitol-frusemide combination as an
alternative to albumin-frusemide combination for symptomatic treatment
of severe oedema in nephrotic syndrome in a setting of albumin unavail-
ability should be explored.
Case Presentations:We describe an 8 year old boy and a 5 year old girl
who presented with generalized oedema. They both had marked eyelid
oedema, gross ascites and genital oedema. Investigations revealed heavy
proteinuria, hypoalbuminaemia and hypercholesterolaemia. Their serum
creatininewas 88μmol/l and 61μmol/l respectively, estimated glomerular
filtration rate calculated using the bedside Schwartz formula was 52 and
68 mls/minute/1.73m2 respectively, urine sodium was10.5 mmol/l and
13.9mmol/l respectively and they both had fractional excretion of sodium
of <1% suggesting volume contraction. Screening investigations also
suggested a concurrent tuberculosis infection.
They were started on anti-tuberculous medication, prednisone therapy
was delayed on account of the diagnosis of tuberculosis. Albumin was
unavailable. Infusion of 20% mannitol (5ml/kg) was given over an hour
with frusemide (2mg/kg/dose) administered daily for 3 and 4 days respec-
tively. They both achieved brisk diuresis and they both lost 3kg respec-
tively over 3 to 4 days. No adverse events occurred.
Conclusions: These cases highlights the importance of mannitol-
frusemide combination for treating severe oedema in nephrotic syndrome
in resource limited settings where albumin is unavailable.
Keywords: nephrotic, severe, oedema, albumin, mannitol.

IPN10438-87 CONTINUED REDUCTION IN PERITONITIS
RATES IN US PEDIATRIC DIALYSIS UNITS: RESULTS OF
THE SCOPE COLLABORATIV

A. Neu 1, T. Richardson 2, M. Somers 3, A. Redpath Mahon 4, M.
Keswami 5, J. Zaristky 6, R. Munshi 7, C. Sethna 8, S. Swartz 9, H.
Gruhler 10, B. Warady 11

1 Johns Hopkins, Baltimore - United States, 2 Children's Hospital
Association, Kansas City - United States, 3 Boston Children's Hospital,
Boston - United States, 4 American Family Children's Hospital, Madison
- United States, 5 Lurie Children's Hospital, Chicago - United States,
6 Nemours AI duPont Hospital for Children, Wilmington - United
States, 7 Seattle Children's Hospital, Seattle - United States, 8 Cohen
Chidlren's Medical Center, New York - United States, 9 Texas Children's
Hospital, Houston - United States, 10 Children's Hospital Association -
United States, 11 Children's Mercy Hospital, Kansas City - United States

Background: Children's Hospital Association's Standardizing Care to
Improve Outcomes in Pediatric ESRD (SCOPE) Collaborative previous-
ly reported an increase in compliance with a standardized follow up care
bundle and a reduction in peritonitis rates among 24 centers at 36 months
post-collaborative launch.

Objective:Describe ongoing follow up bundle compliance and infection
rates among 19 centers at 84 months post-launch.
Design/methods: Peritonitis rates and compliance with PD catheter
follow up care were collected monthly. Annualized center-specific
monthly peritonitis rates were calculated as (#infections/#patient-
years). Changes in annualized peritonitis rates were assessed using
an interrupted time series approach. Rates and compliance were
modeled using Generalized Linear Mixed Model techniques as-
suming a negative binomial distribution with a natural log link
function and a binomial distribution with a logit link function,
respectively. A random effect for PD center was included to ac-
commodate PD center-specific variability.
Results: 19 SCOPE sites that provided peritonitis rates for the 12 months
prior to collaborative launch and continued to participate in the collabo-
rative for 84 months post launch were included in the analysis. During
this time, data for 1,268 catheters in 1,056 patients and 17,394 follow up
encounters were submitted. Compliance with the follow up care bundle
surpassed 80% at 28-months post-launch with a mean compliance rate of
83.7% for the duration of the study period. Mean peritonitis rates de-
creased over the 84 month life of the collaborative (p<0.001). In the first
36 months, peritonitis rates fell from 0.60 infections/patient year to 0.43
infections/patient year (p=0.034). There was no significant change in the
rate of reduction (p=0.345) as infections continued to fall to 0.29
infections/patient year between 37 and 84 mos.
Conclusion: SCOPE centers demonstrated continued high compliance
with a follow up care bundle through 84 months of participation, with
ongoing significant reduction in peritonitis rates over the entire study
period.

IPN10439-88 REVERSIBLE POSTERIOR ENCEPHALOPATHY
SYNDROME IN A PATIENT WITH NEPHROTIC SYNDROME:
CASE REPORT

M.Correa DeAraujo Pandolfi , K. Freire De Lucena Castro , R. Souza Da
Costa Pinto , A.C. Andrade Pereira Duncan , R. Holanda Araujo , C.C.
Silva Sales , J.P. Martins Ribeiro Neto
Instituto de Medicina Integral Professor Fernando Figueira - Brazil -
Brazil

Introduction: >Reversible Posterior Encephalopathy Syndrome (PRES)
is characterized by a set of clinical-radiological findings, most of the time
associated with severe systemic arterial hypertension. The most common
clinical symptoms are headache, nausea, vomiting, visual disturbances,
seizures and altered level of consciousness. Radiological findings are
characterized by cortical and subcortical edema predominantly distribut-
ed in the parieto-occipital region (Hinchey J et al, 1996; Liman TG et al,
2019). The present study aimed to describe the clinical and radiological
presentation of a PRES case in a pediatric patient.
Materials and methods: A case report was performed. Clinical and
laboratory data were obtained from the medical record.
Results: A 9-year-old male student, previously diagnosed with nephrotic
syndrome due to segmental and focal glomerulosclerosis. He was being
treated with cyclosporin A (CSA), prednisone and enalapril. He was
hospitalized with headache, convulsions and drowsiness. Brain magnetic
resonance imaging showed changes compatible with the diagnosis of
PRES. Such syndrome is characterized by endothelial dysfunction and
vasogenic cerebral edema (Liman TG et al, 2019). In childhood, it is more
prevalent in males and children with renal pathologies. A rare side effect
of CSA is the PRES, with an incidence of 40/100,000 people. Blood
levels of immunosuppressants involved in the etiology of PRES do not
appear to correlate with the syndrome, but discontinuation of immuno-
suppressants usually results in clinical improvement (Ferrara M et al,
2017; Bartynski WS, 2008). In our case, serum levels of CSAwere nor-
mal, and the patient's clinical recovery was favorable. Conclusion: PRES
is rare; however, early diagnosis through clinical suspicion is essential to
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achieve a good prognosis. PRES should be considered in pediatric pa-
tients with immunosuppressive renal disease who develop an unexpected
episode of neurological signs.
Keywords: Segmental and focal glomerulosclerosis, posterior reversible
encephalopathy syndrome, cyclosporin A, hypertension, convulsion, im-
munosuppressive therapy, children.

IPN10440-80 A NEW RESPONSE ADJUSTED PREDNISONE
PROTOCOL FOR CHILDREN DIAGNOSED WITH
IDIOPATHIC NEPHROTIC SYNDROME

E. Zion 1, Y. Borovitz 1, H. Alfandary 1, O. Haskin 1, S. Levi 1, S. Kaz 1,
M. Davidovits 2, A. Dagan 2

1 Institute if Nephrology, Schneider Children's Medical Center of Israel,
2 Institute if Nephrology, Schneider Children's Medical Center of Israel
and Sackaler Faculty of Medicine, Tel Aviv University - Israel

Background: Prednisone protocol for children newly diagnosed with
idiopathic nephrotic syndrome includes a high fixed daily dose for 4-6
weeks. Looking at nephrotic patients, the first day to response to predni-
sone varies from as early as 5-8 days to as late as 35-42 days. However,
there is no early response dose adjustment protocol, and all patients will
receive a similar dose and similar duration. Our aim was to assess a novel
protocol for early response patients.
Methods: We conducted a prospective, interventional study on children
with nephrotic syndrome who were treated at our center. The inclusion
criteria were children who responded within 8 days. The study group
received a shorter course of prednisone (2 weeks of 60 mg/m2/24h,
followed by 2 weeks of 45 mg/m2/24h, followed by 2 weeks of
30mg/m2/48h and 2 weeks of 15mg/m2/48h – a total course of 8 weeks).
The control group received the standard 6 weeks of 60mg/m2/24h and
continued to 4 weeks of 40mg/m2/48h and then a slow taper down to a
total of 24 weeks protocol.
Results: Thirty-six children were included in the study. Of them, 17
comprised the study group. The remaining 19 patients acted as con-
trols. None of the study group patients relapsed during the shorter
initial treatment. The entire patient in control and 14/17 in the study
group were follow-up for more than 24 months. No between-group
differences were noted in the development of frequent relapses (29%
vs 47%, p=0.27). The mean one year prednisone cumulative dose
was 100 mg/kg/year in the study group vs. 260 mg/kg/year in the
control group (p=0.001).
Conclusions: Response-adjusted prednisone protocol is safe and as good
as the standard protocols with lower cumulative prednisone dose. A mul-
ticenter large scale study is needed to confirm our results and assess any
between-group difference in side effects rates.

IPN10441-81 HELPING NEPHROLOGISTS FIND ANSWERS:
HYPERINSULINISM AND TUBULAR DYSFUNCTION

L. Betcherman 1, M. Lemaire 2, C. Licht 2, D. Chitayat 3, J. Harrington 4,
D. Noone 2

1 University of Toronto, Toronto - Canada, 2 The Hospital for Sick
Children, Department of Nephrology, Toronto - Canada, 3 The Hospital
for Sick Children, Department of Clinical and Medical Genetics, Toronto
- Canada, 4 The Hospital for Sick Children, Department of
Endocrinology, Toronto - Canada

Background: Hepatocyte nuclear factor 4 alpha (HNF4A) encodes a
transcription factor expressed in the liver, kidney and pancreas. HNF4A
gene mutations were initially found in association with congenital hyper-
insulinism and maturity-onset diabetes of the young. Specific mutations
in HNF4A have been recently recognized as associated with Fanconi
Syndrome (FS) and liver dysfunction.

Case Presentation: We present the case of a macrosomic newborn with
hyperinsulinemic hypoglycemia. Initial gene panel at 3 months old was
negative for the common mutations associated with congenital hyperin-
sulinism (ABCC8, GCK and KCNJ11). She remained dependent on
diazoxide. At age 2 years she developed mild acute kidney injury and
transaminitis following viral gastroenteritis. Persistence of metabolic ac-
idosis and glycosuria prompted further workup, revealing positive urine
anion gap, elevated urinary Ca:Cr ratio, aminoaciduria, and
hypouricemia, low total and free serum carnitine, suggestive of general-
ized proximal tubule dysfunction. Ultrasound showed nephrocalcinosis.
The elevated liver enzymes normalized over time without evidence of
permanent liver dysfunction. Further genetic testing was positive for a
p.Arg86Trp mutation in the HNF4A gene.
Discussion: Our patient presented with FS secondary to a pathogenic
mutation in the HNF4A gene (p.Arg86Trp). Mutations at the R85 residue
change the binding site of downstream transcription factors. It is postu-
lated that HNF4A influences the SGLUT2 transporter directly or indirect-
ly through HNF1A, leading to FS, similar to Fanconi-Bickel syndrome.
These patients have an increased of chronic kidney disease (CKD) later in
life. 35% of patients with the HNF4A p.Arg85Trp mutation present with
transient hepatic dysfunction, characterized by hepatomegaly, jaundice,
cholestasis and/or elevated liver enzymes.
Conclusions: The presence of FS in a child with a history of hyperinsu-
linism, particularly if associated with liver dysfunction could suggest a
mutation in HNF4A. Patients with this particular HNF4A (p.Arg86Trp)
mutation are at risk of FS, transient hepatic dysfunction and CKD as they
grow older warranting close follow-up.

IPN10444-84 CHILDHOOD RISK FACTORS FOR ADULTHOOD
CHRONIC KIDNEY DISEASE

M. Stern 1, A. Vivante 2

1 1Pediatrics B and Pediatric Nephrology unit, Sheba Medical Center,
Tel-Hashomer and Sackler Faculty of Medicine, Tel-Aviv University, Tel-
Aviv - Israel, 2 1Pediatrics B and Pediatric Nephrology unit, Sheba
Medical Center, Tel-Hashomer and Sackler Faculty of Medicine, Tel-
Aviv University, Tel-Aviv, Israel, 2 Talpiot Medical Leadership
Program. - Israel

Background: Chronic Kidney Disease (CKD) is a demographic health
challenge, affecting - as much as 8 to 18% of the world population.
Identifying childhood risk factors for future CKD may help clinicians
make early diagnoses facilitating complication monitoring and initiation
of preventive interventions for CKD and its accompanying comorbidities.
We aim to describe these childhood risk factors that may predict devel-
opment of overt kidney disease later in life.
Methods: PubMed publications (January 2009 - January 2019) were
searched for publications by using terms and synonyms for chronic kid-
ney disease (CKD) and specific childhood kidney related risk factors. We
also manually searched the reference lists of key articles, reviews and
meta-analyses.
Results: There are a multitude of childhood risk factors associated with
future onset and progression of CKD. These risk factors can be grouped
into five categories: genetic factors (e.g. monogenic or risk alleles), peri-
natal factors (e.g. low birth weight and prematurity), childhood kidney
diseases (e.g. congenital anomalies, pyelonephritis, glomerular diseases
and acute kidney injury), childhood onset of chronic conditions (e.g.
cancer, diabetes, hypertension, dyslipidemia and obesity) and different
lifestyle factors (e.g. physical activity and diet).
Conclusions: The available published information suggests that the life-
long risk for CKD can be attributed to multiple factors which appear
already during childhood. However, results are conflicting on the effects
of childhood physical activity, diet and dyslipidemia on future renal func-
tion. On the other hand, there is consistent evidence to support close
monitoring for high risk populations.
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1 The First Affiliated Hospital, Sun Yat-sen University, Guangzhou -
China, 2 Children’s Hospital of Dongguan, Dongguan - China

Introduction: The peptide profile changes significantly with aging, and
peptide biomarkers discovered in adult patients may not be suitable for
application in pediatric patients. We conducted a study to explore the
alterations of the serum peptidome profiling in pediatric patients with
IgA nephropathy (IgAN).
Methods: We recruited 17 children with a diagnosis of IgAN as the
experimental group, 11 age- and gender-matched healthy children as a
healthy control group, and 18 age- and gender-matched children with
other glomerular diseases as a disease control group. The serum peptides
of each subject were enriched and analyzed by LC-MS/MS. The IgAN-
specific peptides were evaluated via GeneOntology (GO) enrichment and
KEGG pathway analysis. Finally, we predicted the biofunction of the
IgAN-specific peptides via sequence comparison with other known func-
tional bioactive peptides.
Results:A total of 123 peptides (fold change > 2, P < 0.05) or 48 peptides
(fold change > 5, P < 0.05) that were specifically expressed in the pedi-
atric IgAN group were identified. Finally, we identified 2 putative pep-
tides that might have bioactive effects in the pathogenesis of pediatric
patients with IgAN. Serum peptidome profiling in pediatric patients with
IgAN was significantly different from the healthy control group and the
disease control group.
Conclusion: The differentially expressed peptides may serve as bio-
markers for the noninvasive diagnosis of pediatric patients with IgAN.
Additionally, the potentially bioactive peptides specifically expressed in
pediatric IgAN patients that were identified in this study lay a foundation
for exploring new therapies for IgAN, such as peptide drugs.

IPN10446-86 PEDIATRICKIDNEYTRANSPLANT INKENYA: A
SINGLE CENTER EXPERIENCE

P. Cheptinga
Eldoret - Kenya

Abstract
Introduction: Kidney transplant is the preferred renal replacement therapy
for patients with end stage kidney disease. However management of paedi-
atric patients with kidney transplant in resource poor countries is evolving
and groaning under several mental, financial and infrastructural challenges.
The objective of the study is to evaluate the management of paediatric
patients with kidney transplant in a kidney care Centre in Kenya.
Methods: This was a non-randomized prospective study. The study pop-
ulations were post-transplant Paediatrics patients presenting between 1st

April t 2015 and 31st April 2019.
The biodata, pre and post-transplant details of these patients were
documented.
The data was analysed using SPSS Vs 17.
Results: A total of 17 Paediatric patients were studied with M: F ratio of
3:1, the mean age was 13.4 ± 3.6 years. Chronic glomerulonephritis,
hypertension, diabetes mellitus and HIV related kidney disease were the
commonest cause of CKD.
Financial constraint delayed transplant in 66% and non-availability of
donor in 17.2%.
About 76% of the transplants were in India and 81% either financed the
transplant by NHIF directly or through a directly by parents relation.
There was no cadaveric transplant and about 97 % of the donors were
related/parents.

Tacrolimus, mycophenolate and prednisolone were most frequently used
immunosuppressive combination.
The one and three years graft survival were 98.3% and 87.6% respectively
while corresponding patients survival were 97.7% and 92.4% respectively.
Septicemia, acute rejection and urinary tract infection were most common
complications.
Conclusion: Management of patients with kidney transplant has good
prospect despite the challenges.
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Abstract
Background: Numerous causative gene mutations have been identified in
cases with congenital nephrotic syndrome, infantile nephrotic syndrome
and steroid resistant nephrotic syndrome (SRNS). This report describes
the genetic analysis results of nephrotic syndrome patients in Japan.
Methods: We conducted gene screening for cases with congenital ne-
phrotic syndrome, infantile nephrotic syndrome and steroid resistant ne-
phrotic syndrome cases. Using targeted next generation sequencing
(NGS), 60 inherited glomerular disease related genes were screened in
230 families. Candidate variants detected by NGS were confirmed by
Sanger sequencing. A retrospective review of clinical data were conduct-
ed for these cases.
Results: We detected a monogenic variants for 30% (69 of 230) of fam-
ilies in 19 genes. The variants detected genes were WT1 (25%), NPHS1
(12%), INF2 (12%), TRPC6 (10%) and LAMB2 (9%). The variants de-
tection rates decreased with ages: 83% in congenital nephrotic syndrome
cases but 29% in schoolchildren or adolescents. Among various intensi-
fied immunosuppressive therapy protocols, remission of the disease in
non-genetic NS was observed in 26% of patients, on the contrary, only
5% in patients with monogenic variants.
Multiple logistic regression analysis showed that age (odds ratio, 0.89;
p<0.0001), family history (odds ratio, 8.85; p<0.0001), no edema (odds ratio,
6.67; p=0.0017) and no history of remission (odds ratio, 4.67; p=0.00128)
were associated with genetic nephrotic syndrome.
Conclusion: We presented genetic screening results for cases with ne-
phrotic syndrome in Japan. Genetic testing results give us the clue for
further management of the patients.
Keywords: Nephrotic syndrome, steroid resistant nephrotic syndrome,
next generation sequencing, Japanese, gene.
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Introduction: Obese children have an approximately 3-fold higher risk
of hypertension than normal weight children. Our aim was to analyze
ambulatory blood pressure (ABP) and blood pressure (BP) variability in
office normotensive obese children.
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Material and methods: The APB results of 50 obese office normoten-
sive children (mean age 14,15 ± 2,29 years) and 35 normal weight office
normotensive children (mean age 14,57 ± 2,17 years) were compared.We
analysed office BP, systolic and diastolic ABP, pulse pressure, nocturnal
dipping, morning BP surge and BP variability.
Results: There were no differences in age, sex, height and office BP
between obese and normal weight subjects. Obese children had signifi-
cantly higher 24 hour, daytime and nighttime systolic ABP (p=0,016,
p=0,02 and p=0,01, respectively) and pulse pressure (all p<0,01) com-
pared to normal weight children. The prevalence of masked hypertension
was 17 % in obese group while none of the normal weight children had
masked hypertension. Obese children also had higher heart rate than
normal weight children. No differences were observed for diastolic BP
and dipping status between the two groups. Obese children had signifi-
cantly higher values of morning BP surge (p<0,01). All BP variability
parameters over a 24-hour period (systolic BP, diastolic BP and pulse
pressure) were also significantly higher in obese children (p<0,01).
Conclusions: Obesity has significant impact on ABP even in office nor-
motensive children. Higher ABP, more pronounced BP variability and
higher morning BP surge found in obese children are known risk factors
of adverse cardiovascular outcomes in adults. Therefore, early recogni-
tion of higher ABP values in office normotensive obese children requires
follow-up and lifestyle changes in order to prevent development of
sustained hypertension.
Keywords: ambulatory blood pressure, obesity, children
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Introduction: There is paucity of information regarding the etiology
of nephrocalcinosis (NC) in developing countries; most published
literature being from the developed world. Evaluation of NC might
pose challenges due to limited diagnostic facilities in developing
countries. There are no published reports on the profile of NC from
southern India.
Material and methods: This study (prospective supplemented by retro-
spective data over a 9-year-period) included patients less than 18 years with
NC, who presented to our institution. They were evaluated using a standard
protocol based on clinical features and laboratory investigations. Data were
collected in a predesigned proforma, and included etiology, family history
and estimated glomerular filtration rate (eGFR) at presentation and follow-up.
Results: We evaluated 51 children with NC. The etiology of NC (n=51)
included distal renal tubular acidosis (RTA) (n=18; 35.3%), Primary
Hyperoxaluria (PH) (n=7; 13.7%), Bartter syndrome (BS)(n=7; 13.7%),
Dent’s disease (n=4; 7.8%), cystinosis (n=2; 3.9%), familial hypomagne-
semia with hypercalciuria (FHHNC) (n=2; 3.9%) and Lowe syndrome
(n=1, 1.8%). No etiology was detectable in 6 cases (11.7%). Clinical
features included failure to thrive (n=24; 47%), polyuria (n=21; 41%),
bony deformities (n=19; 37%) and hypokalemic paralysis (n=5; 10%).
The median (IQR) ages at onset of symptoms and presentation were 24
(7-48) and 36 (12-78) months respectively. At a median (IQR) follow-up
of 34 (17-63) months, eGFR had improved from 61 (43.5-66.5) mL/min/
1.73m2 to 81 (58.3-98.8) mL/min/1.73m2. Family history was positive in
24% (12/51) cases; consanguinity was present in 49% (25/51). Genetic
analysis done for 3 PH cases confirmed AGXT mutation in 2 cases; and
GRHPR mutation in one. One child with distal RTA had ATP6V0A4
mutation, and 1 child with BS had ROMK mutation.
Conclusion: Even in resource-limiting settings, protocol-based evalua-
tion helps to determine the etiology of NC in a majority of cases, which
helps in initiating early appropriate therapeutic interventions.
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Introduction: The aim of this study was to evaluate the outcome of
children on chronic peritoneal dialysis (PD) with a concurrent
colostomy.
Material and methods: Twenty children from 15 centers, who received
chronic PD and who had a colostomy, were identified through the
International Pediatric Peritoneal Dialysis Network (IPPN) registry.
Forty-six age-matched controls were randomly selected from the registry.
Data were collected through the IPPN database and a survey disseminated
to all participating sites.
Results:The commonest cause of end-stage kidney disease in children on
chronic PD with a colostomy was congenital anomalies of kidney and
urinary tract (n=16, 80%). The main reason for placement of a colostomy
was anorectal malformation (n=13, 65%). The median age at colostomy
creation and PD catheter (PDC) insertion were 0.1 [IQR, 0-2.2] and 2.8
[IQR 0-2.2] months, respectively. The colostomies and PDCs were pres-
ent together for a median 18 [IQR, 4.9-35.8] months. The median age at
PDC placement in 46 controls was 4.2 [IQR, 3.6-10.8] months.
14 patients in the colostomy cohort (70%) developed 39 episodes of
peritonitis. The annualized peritonitis rate was significantly higher in
the colostomy group (1.13 vs 0.70 episodes per patient year; p=0.02).
Predominant causative microorganisms were staphylococcus aureus
(15%) and pseudomonas aeruginosa (13%). There were 10 exit site in-
fections (ESI) episodes reported exclusively in colostomy patients. No
PD catheter malfunction was described. Seven children (35%) as com-
pared to 8 controls (17%, p<0.001) died during their course of PD, in two
cases due to peritonitis. Five patients received a kidney transplant.
Conclusion: Although chronic PD is feasible in children with a colosto-
my, it is associated with an increased risk of peritonitis, ESI, and mortal-
ity. Continued efforts to reduce the infection risk for this complex patient
population are essential.

IPN10451-82 CLINICAL, SERUM LYSO-GL3 AND KIDNEY
HISTOLOGICAL FINDINGS IN PEDIATRIC PATIENTS WITH
FABRY DISEASE

O.R. Amoreo
Hospital el Cruce - Argentina

Introduction: The classic phenotype of Fabry disease (FD) in children
presents early symptoms such as neuropathic pain, angiokeratoma, cor-
neal opacities and gastrointestinal compromise, particularly in males.
Findings in kidney biopsy in children and serum lyso-Gb3 levels were
reported previously, but no correlation was presented.
Aim:To present an observational correlation between clinical parameters,
serum lyso-Gb3 level and histological findings in kidney biopsy in chil-
dren with classic phenotype of FD.
Patients and methods: 14 children (10 girls,media age 10.5 years old)
were included before enzyme replacement therapy indication. Clinical
parameters (neuropathic pain, angiokeratomas, cornea verticilatta and
gastrointestinal compromise), serum lyso-Gb3 and podocituria were
assessed. A kidney biopsy was performed in all patients.
Results:All patients referred at least one symptom, just the youngest male (2
years old) did not present any symptom. Serum lyso-Gb3 was measured in
11/14 patients and in all cases levels were upper the normal range. In 8/10
girls podocituria was higher than controls as well as in 2/2 boys. Even when
all patients presented normal glomerular filtration rate, kidney biopsy showed:
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podocyte Gb3 inclusions in all samples, 12/14 showed foot-process efface-
ment and Gb3 accumulation in distal tubules, 11/14 glomerular endothelial
cells inclusions, 3/14 intersticial fibrosis and glomerular sclerosis in 2/14. We
found higher level of lyso-Gb3 in girls with more symptomatic burden of the
disease and the same finding was evident in cases with severe histological
involvement in kidney biopsy.
Conclusion: In all childrenwith classic FD kidney involvementwas present,
and signs of fibrosis and sclerosis were found in the 21% of samples.
Podocituria, as an early marker of glomerular damage, was present in 80%
of girls and 100% in boys. Lyso-Gb3 in serum was high in all cases and
seems to correlate with symptoms and renal histological involvement in girls.

IPN10452-83 A CASE OF A CHILD WITH TUBEROUS
SCLEROSIS COMPLEX IN PRACTICE OF PAEDIATRIC
NEPHROLOGIST

O. Moskaliuk 1, A. Zvenigorodska 2, G. Guminska 3, T. Stepankevych 3
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№2 - Ukraine, 2 National Pirogov Memorial Medical University -
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Tuberous sclerosis complex (TSC) is a rare an autosomal dominant ge-
netic disease with multiple organ involvement, caused by mutations in
TSC1 or TSC2 genes. The aim of this study was to review the renal and
extra-renal manifestations of a child followed in paediatric department of
Vinnytsya Regional Children’s Hospital.
Methods: We performed a retrospective study of the patient with TSC
diagnosis, determined clinically followed in a Vinnytsya Regional
Children’s Hospital.
Results: The girl, 17 years old, applied to nephrologist for routine follow-up
visit. Shewas diagnosed epilepsy from 2 years, prescribed anticonvulsants, in
remission from 3,5 years. Cutaneous manifestations were focal
hypopigmentation changes, and facial angiofibromas, the “confetti” skin le-
sions,whichwere observed frombirth.Our patient at 7 years had neurological
involvement, subependymal giant cell astrocytoma. Only neurologist follow-
ed this girl in early age. Renal involvement was observed from 2017, man-
ifested by the presence of multiple angiomyolipomas (AML) (in right kidney
- 6 cm×8 cm×10 cm, in left kidney – 3,4 ×4,8 ×4,6 cm) and renal cysts aswell
as hepatic AML. Our patient had 3 major clinical diagnostic criteria an 2
minor for TSC, which was diagnosed at 15 years. She was prescribed an
mTOR inhibitor everolimus 5 mg for size reduction of subependymal giant
cell astrocytoma and AML. During observation in 2018-2019 we didn’t see
progression of size of renal AML or decreasing of GFR. The patient has
hypertension and persistent low-grade proteinuria and hematuria.
Conclusions: Clinical manifestations of TSC are widely variable, thus
the importance of a timely multidisciplinary approach is essential. Renal
involvement in TSC is frequent. mTOR inhibitors are first choice drugs
for preemptive treatment of growingAMLmore than 3 cm. Future studies
should address the impact of safety and adverse effect related to mTOR
inhibitors in children.

IPN10453-84 CALCIUM OXALATE UROLITHIASIS IN
CHILDREN: URINARY PROMOTERS/INHIBITORS AND
ROLE OF THEIR RATIOS

D. Turudic 1, D. Batinic 2, A.T. Golubic 1, M. Lovric 1, D. Milosevic 1

1 University Hospital Centre Zagreb - Croatia, 2 Children's Hospital
Srebrnjak - Croatia

Diagnostic criteria for determination of inclination towards idiopathic cal-
cium oxalate (CaOx) urolithiasis based on biochemical urine parameters are
not sufficiently well defined in children. The aim of this study was to
determine the risk of CaOx urolithiasis in children from concentrations of
calcium, oxalate, citrate, and glycosaminoglycans in urine and their ratios,

all standardized in respect to creatinine. We collected and analyzed 24-h
urine samples of children with CaOx urolithiasis (n = 61) and compared
with urine samples of matched control group of healthy children (n = 25).
The study has showed that all stone formers have higher excretion of
calcium (mmol/mmol creatinine), calcium/citrate (mol/mmol), and oxa-
late/(citrate × glycosaminoglycans) ratio (mol Ox × mol cr)/(mol Cit × g
GAGs). ROC analysis of these variables gave criteria (>0.28, >1.07, and
>0.08, respectively) for distinguishing stone formers from healthy children.
Biochemical urine parameters and their ratios (calcium, calcium citrate, and
oxalate/(citrate × glycosaminoglycans) enables one to discriminate idio-
pathic calcium oxalate stone formers from healthy children. Oxalate/(citrate
× glycosaminoglycans) ratio per se can serve as an independent risk for
stone formation. The values of calcium and citrate in clinically and genet-
ically proven idiopathic calcium oxalate urolithiasis make calcium/citrate
ratio useful for diagnostic purposes in such stone formers. Rarely used
calcium independent oxalate/(citrate x glycosaminoglycans) ratio serves
as the second best high specificity marker for idiopathic calcium oxalate
urolithiasis.

IPN10454-85 URINARY NGAL AND RAI IN DETECTION OF
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Zagazig - Egypt, 4 Zagazig University, Medical Biochemistry, Zagazig -
Egypt

Abstract
Background and objectives: New AKI biomarkers (on the top of it
NGAL biomarker) have demonstrated better performance for prediction
of AKI in critically ill patients with heterogeneous illness. Renal angina
index was recently reported to enhance prediction of severe AKI at the
time of intensive care unit admission. This study tested the hypothesis that
incorporation of uNGAL in patients with renal angina improves the pre-
diction of severe AKI.
Design, setting, participants, & measurements: In our study 53crit-
ically ill children admitted to the pediatric intensive care unit in
Zagazig university hospital , Measurement of urine neutrophil
gelatinase– associated lipocalin (uNGAL) was determined individ-
ually by ELISA kit and in combination with the RAI which is
calculated in each critically ill child for severe AKI. Statistical
analysis was done for these data.
Results: Individual uNGAL demonstrated marginal discrimination for se-
vere AKI (area under curve [AUC]: NGAL, 0.877), little higher than pre-
diction by RAI (AUC=0.847). Incorporation of uNGAL significantly added
to the renal angina index AKI prediction (AUC=0.847, increased to 0.893).
Conclusions: This study shows that incorporation of uNGAL into the
RAI improves detection ability of severe AKI in critically ill children.

IPN10456-87 THE ROLE AND MECHANISM OF LNCRNA163
PROMOTING RENAL INFLAMMATION AND FIBROSIS IN
IGA NEPHROPATHY

Y. Xu, L. Chen, X. Jiang, Z. Lin, S. Wen, F. Yang
Department of Pediatrics, The First Affiliated Hospital of Sun Yat-sen
University, Guangzhou - China

Introduction: Immunoglobulin A nephropathy (IgAN) is the most com-
mon type of primary glomerular disease in children. Renal inflammation
and fibrosis are critical factors in the development of IgAN. Long non-
coding RNAs (lncRNAs) are reported to play significant roles in network
of inflammation and fibrosis. The aim our study is to investigate the role
and mechanism of lncRNAs in IgAN.
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Material and methods: The target lncRNA, lncRNA163, was selected by
RNA-seq with renal tissues of IgAN children before. The expression of
lncRNA163 in kidney tissues of IgAN children andUUOmicewere detected
by RNA in situ hybridization and immunostaining. Then the lncRNA163
wild type (lncRNA163WT) and knockout (lncRNA163-/-) micewere conduct-
ed, the role and mechanism of lncRNA163 in progression of renal inflamma-
tion and fibrosis were investigated. Furthermore, the role of the specific
locked nucleic acid of lncRNA163, LNA-163, was explored via UUOmice.
Results: The expression levels of lncRNA163 were both high in renal
samples of IgAN children and UUO mice, and overexpressed
lncRNA163 mainly located in the myofibroblast. The expression levels
of α-SMA and the numbers of F4/80-positive macrophages, representing
degree of renal fibrosis and inflammation, were both significantly de-
creased in kidney tissues of lncRNA163-/- UUOmice. The results of mass
spectrometry, immunoprecipitation and western blot revealed that there
were significant combinations of CDK9 and GLI2 in renal tissues of
lncRNA163WT UUO mice. Moreover, under the administration of
LNA-163, the expression levels of α-SMA and F4/80-positive macro-
phages were both significantly decreased in kidney tissues of UUOmice.
Conclusions: The lncRNA163 might prompt the progression of renal
inflammation and fibrosis via bridging the combination of GLI2 and
CDK9. The lncRNA163 may be potentially therapeutic target for
preventing renal inflammation and fibrosis in IgAN, and locked nucleic
acid will provide a new concept and method for targeted therapy.
Keywords: lncRNA163, locked nucleic acid, IgA nephropathy, renal
fibrosis, inflammation

IPN10457-88 INTERMITTENT BIDAILY SUB-CUTANEOUS
TERIPARATIDE INFUSION IN CHILDREN WITH
HYPOPARATHYROIDISM: A SINGLE-CENTRE EXPERIENCE

S. Flammier , A. Bertholet-Thomas , C. Tanne , J. Bacchetta
Reference Center for Rare Diseases of Calcium and Phosphate,
Reference Center for Rare Renal Diseases LYON - France

Background: Pediatric hypoparathyroidism is an orphan disease.
Conventional management combines native and active vitamin D, calci-
um supplementation and sometimes phosphate binders, with the risk of
long term hypercalciuria, nephrocalcinosis and further renal impairment.
The use of teriparatide has been reported in adults (daily or bi-daily
subcutaneous infusions) and in children (rather continuous subcutaneous
infusion) as second-line therapy.
Methods:We present as median (min-max) the results of a retrospective
single-centre review of medical charts of all children receiving
teriparatide in our centre from 06/2016 to 12/2018.
Results: At a median age of 11.2(3.7-15.5) years, Schwartz eGFR
109(85-205) mL/min/1.73m2, calcium 1.88(1.62-2.17) mmol/L, phos-
phate 2.39(1.74-2.79) mmol/L corresponding to SDS of 3.9(1.1-5.6),
25-D 81(47-112) nmol/L, teriparatide therapy was introduced in nine
patients at the dose of 20μg twice daily (1.04 (0.45-1.48) μg/kg/day),
with further adjustment depending on calcium levels.
The causes of hypoparathyroidism were CaSRmutation (n=4), APECED
syndrome (n=2), post-surgical hypoparathyroidism due to Cowden syn-
drome (n=1), Di George syndrome (n=1) and hypoparathyroidism of
unknown etiology (n=1).
With a median follow-up of 1.4 (0.4-2.4) years, all patients still receive
teriparatide. Severe side effects were reported in one child, namely two epi-
sodes of severe hypocalcemia and one of iatrogenic hypercalcemia. Other
side effects were milder (lumbar pain, hypocalcemia and dysgueusia). At the
last follow-up, teriparatide dose was reduced in 6 children; eGFRwas 94(79-
162)mL/min/1.73m2, calcium 1.98 (1.80-2.20) mmol/L, phosphate 1.9(1.5-
2.2) mmol/L corresponding to SDS of 2.1(-1.1-3.16) (p<0.01), and 25-D 66
(35-119) nmol/L. Calciuria and calcium/creatinine ratio remained stable. On
the renal ultrasounds, neither nephrolithiasis nor nephrocalcinosis appeared.
Among children with pre-existing nephrocalcinosis, one worsened from

stage 1 to 2, whilst the other 2 remained stable. Five children required the
reintroduction of low doses of vitamin D analogs.
Conclusion: Intermittent teriparatide therapy decreases phosphatemia
with a better control of calcemia and without any changes in calciuria.

IPN10458-89 FOUR CONSECUTIVE CASES OF DEAP +
ATYPICAL HEMOLYTIC-UREMIC SYNDROME (AHUS)IN
ARMENIAN CHILDREN

H. Nazaryan 1, M. Voskanyan 1, Z. Prohaszka 2, M.J. Kemper 3, A.
Sarkissian 4

1 Arabkir Medical Centre, Yerevan - Armenia, 2 Semmelweis University,
Budapest - Hungary, 3 Asklepios Nord-Heidberg, Hamburg - Germany,
4 Yerevan State Medical University, Yerevan - Armenia

Background: Multiple genetic abnormalities predispose to aHUS.
Deficiency/absence of complement factor H (CFH) - related proteins 1
and 3 due to deletion of coding genes and CFH autoantibody - positive
HUS (DEAP-HUS) is a rare subtype comprising only about 6% of all
cases of aHUS.
Methods: We report on 4 children (age 4, 5, 7 and 10 years; 2 females)
from Armenia presenting with aHUS. Complement profiles and genetic
analysis performed in Germany and Hungary.
Results: Patients were admitted at the Arabkir hospital between November
2015 and January 2018 with non-bloody diarrhea, vomiting, microangio-
pathic hemolytic anemia, thrombocytopenia and AKI followed by repeated
episodes of TMAwith extrarenal involvement such as myocarditis (1), di-
lated cardiomyopathy (1), hepatitis (1) and CNS complications (3). All were
hemodialysis dependent from the beginning and had low C3 level. Further
examination revealed homozygous deletions in CFHR1/CFHR3 genes and
autoantibodies against CFH in all. The treatment was started empirically. All
patients received methylprednisolone pulses followed by oral prednisolone
and plasma exchanges (PEX) (# 3-14). In addition, 2 patients receive
eculizumab every 2 week, and 1 rituximab. One patient received only 3
PEX, which discontinued because of heart failure and followed by cyclo-
phosphamide pulses andmycophenolic acid. TMA stopped and dialysis was
discontinued in all after 1.2-9.5months. Therewere no severe renal sequelae,
eGFR at follow-up of 7-41 months was 46-148 ml/min/1.73m2. In 1 patient
high level of anti CFH antibodies (1600 AU/ml) persist despite mycophe-
nolic acid treatment without any clinical symptoms.
Conclusion:Notably all 4 children diagnosed with aHUS admitted with-
in 2 year period had DEAP-HUS, whichmay suggest a possible cluster of
deletion of CFHR1/CFHR3 genes or reflect increased awareness in recent
years. Early diagnosis and immunosuppressive treatment and/or PEX in
DEAP-HUS are important to optimize long-term prognosis.

IPN10459-90 CLINICOPATHOLOGICAL FEATURES AND
THEIR ASSOCIATION IN SHORT-TERM OUTCOME IN
PRIMARY MEMBRANOUS NEPHROPATHY IN CHILDREN

M. Aziz 1, A. Ehsan 2, M. Mohammad 2, A. Lanewala 1, S. Hashmi 1
1 Sindh Institute of Urology and Transplantation, Karachi - Pakistan,
2 Sindh Institute of Urology and Transplantation, Karachi - Pakistan

Introduction: Membranous Nephropathy (MN) is an uncommon cause
of childhood nephrotic syndrome (NS). The incidence has been reported
to vary from 1.5%1 to 9.1%2 in different studies. Mubarak et al in 2009,
reported a prevalence of MN in 7.96% of all renal biopsies performed for
idiopathic NS in children.3

This study aimed to determine the clinicopathologic features, treatment
and short term outcome of MN for the first time in a pediatric population
of Pakistani origin.
Methodology: A total of 50 children were diagnosed with primary MN
during the study period. Their clinical, laboratory and histopathological

Pediatr Nephrol (2019) 34:1 –8 01 22 2 6 1867



findings on renal biopsy were recorded. Minimum follow up was for six
months. Clinicopathological features were correlated with the outcome at last
follow up.
Results: All 50 children were steroid resistant nephrotic syndrome. Mean
age at onset was 10.92 ± 3.08 years (range: 4-17 years). Male to female ratio
was 3:1. Serum albumin of ≤ 2.5g/dl was seen in 40 (80%) patients with
mean serum albumin of 1.78±0.78. Hypertension was present in 38 (76%).
Heavy proteinuria was seen in 32 (70%) children and microscopic hematuria
was found in 31 (66%) patients. Mean estimated glomerular filtration rate
(eGFR) at presentation was 178.71±0.78ml/min/1.73m2. Renal insufficiency
was seen in 11 (22%) children with 10(20%) in chronic kidney disease
(CKD) stage 2 and 1 (2%) in stage 4 at the initial visit. At the last follow
up, (26.5 IQR 28 months) 11(26%) children were in complete remission and
25(66%) achieved partial remission. Patients with normal initial eGFR were
more likely to go into remission (p=0.001). Mean eGFR reduced to 145.84
±78.05 ml/min/1.73m2 with 8(18%) being in CKD stage 2, 3(7%) in stage 3,
1(2%) in stage 4 and 3(7%)in stage 5.
Conclusion: The short term outcome of childhood primary MN is rela-
tively good in our set up.

IPN10460-82 PREVALANCE OF CARDIAC ABNORMALITIES
IN CHRONIC KIDNEY DISEASE IN CHILDREN

A. Ehsan 1, M. Aziz 2, A. Mehmood 2, A. Lanewala 1, S. Hashmi 1
1 Sindh Institute of Urology and Transplantation, Karachi - Pakistan,
2 Sindh Institute of Urology and Transplantation, Karachi - Pakistan

Introduction: The association between chronic kidney disease (CKD)
and cardiovascular disease (CVD) follow a dose-response relationship.
There is a 3 to 30-fold higher risk of mortality in CKD patients which is
approximately 15 times higher than the general population [1 – 3].
This study is aimed to assess the gravity of problem in pre-dialysis period.
To the best of our knowledge and literature search there has been no data
available in Pakistan pertaining to this subject. Belonging to a resource
poor country, we are required to identify the modifiable risk factors of
CVD (such as anemia, hypertension, abnormal calcium and phosphate
metabolism, secondary hyperparathyroidism and proteinuria) at the earli-
est, with the notion to direct resources using a targeted approach.
Method: 106 pre-dialysis patients aged 1 to 15 years, with eGFR of <90ml/
min/1.73m2 and proteinuria were included. Patient’s history and physical
examination (weight, height, and BP) performed. LVMI calculated to correct
for patient height (LVMI = LV mass/height 2.7) to determine values of raised
LVMI (>38.6 g/m2.7) and LVH (>55 g/m2.7). SF% and EF% measured to
assess systolic function. Diastolic function assessed by Doppler measuring
the mitral inflow (e/a) ratio. Hemoglobin, calcium phosphorous product,
PTH and hypertension measured to assess cardiac risk factor.
Results: The total prevalence of cardiac abnormality was found in 66.9%
(95% CI 57.6%-75.2%. Raised LVMI was seen in 64%, among which
34.9% had LVH. Diastolic and systolic dysfunction was found in 12.2%
and 11.3% respectively. The cardiac abnormality was more prevalent in
CKD grade IV and V. The independent risk factors were anemia and
diastolic hypertension (abnormal DBPI) which increase the risk for
LVH by 3-fold and 5-fold respectively.
Conclusion: Proportion of cardiac abnormalities were more prevalent in
CKD IVand V. Anemia and diastolic hypertension were independent risk
factors for LVH.

IPN10461-83 PAIN DURING URINE COLLECTION IN
CHILDREN: A NON INFERIORITY STUDY

C. De Jorna-Lecouvey 1, A. Ryckewaert 2, K. Hammas 3, A.P. Arnaud 4

1 Pediatric Emergency Unit, CHULille - France, 2 Pediatric Department,
CHU Rennes - France, 3 CIC INSERM 1414, CHU Rennes - France,
4 Pediatric Surgery Department, CHU Rennes - France

Introduction: Urine collection from non-toilet-trained children is a daily
challenge in pediatric emergency departments to diagnose urinary tract
infections (UTI). Guidelines recommend to use transurethral catheteriza-
tion (TUC) to obtain uncontaminated urine samples. As TUC is often
considered as a painful procedure, non-invasive urine bag collection
(UBC) remains widely used despite its high contamination risk.
The aim of this study was to demonstrate that TUC is not significantly
more painful than urine bag removal.
Methods: A prospective, observational, monocentric, non-inferiority study
was conducted. Children aged 0 to 3 years, non-toilet-trained and presenting
at the pediatric emergency department with a suspicion of UTI were eligible.
Pain and experience of the procedure during transurethral catheterization or
urine bag removal were assessed independently by nurses and parents using a
questionnaire. The primary outcome was the mean pain score as assessed by
the nurse using a visual analog scale (VAS, range of score: 0-10). A non-
inferiority margin of 2 points on the VAS was chosen.
Results: One hundred patients were included (50 per group). Mean age
was 10.2 months ± 8.2. The mean VAS score assessed by nurses was 1.9
± 2.1 in the TUC group and 0.9 ± 1.5 in the UBC group. The difference of
VAS between the groups was 1.0 point with an upper limit of the unilat-
eral 95% confidence interval of 1.6. The pain assessed by nurses during
catheterization was not significantly superior to the pain during urine bag
removal. In the TUC group 84.0% of parents and 77.6% of nurses report-
ed that the procedure went well or very well.
Conclusions: Transurethral catheterization is not more painful than bag’s
withdrawal, with a good parental and nurses’ experience of the procedure.
This should encourage health professionals to follow the actual guidelines
recommending to use TUC whose bacteriological superiority is well
established.

IPN10462-84 INCREASED URINARY EXOSOMAL MIR-193A
INDICATES PRIMARY FSGS POSSIBILITY AND POOR
PROGNOSIS IN NEPHROTIC CHILDREN

Y. Zhang , L. Wang , Z. Huang , H. Yuan , J. Zhou
Department of Pediatrics, Tongji Hospital of Huazhong University of
Science and Technology, Wuhan - China

Objective: FSGS is one of the most common primary glomerular diseases
causing ESRD. The key point for improving outcomes is to make early
diagnosis aswell as timely intervention. In this study, using urinary exosomes
as a source, we examined whether determination of miR-193a could serve as
a biomarker of early diagnosis and predicting prognosis in primary FSGS
patients. And then the precise mechanism by which exosomes were released
from podocytes was also preliminary investigated.
Methods: The level of miR-193a was quantified by qRT-PCR. The semi-
quantitative glomerulosclerosis index (GSI) was used to evaluate the
degree of glomerulosclerosis. The expression of CD63 was detected with
immunohistochemical staining on the renal tissue. Exosomes shuttling
FAM-labeled miR-193a-5p to recipient podocytes was visualize using
confocal microscopy. The amount of released exosomes was quantitated
by measuring the activity of acetylcholinesterase. The levels of cytosolic
[Ca2+]i were determinated by Fluo-3AM fluorescent dye to explore the
regulation mechanism of exosomes release from podocytes.
Results: The level of Uexo-miR-193a in primary FSGS patients was signif-
icantly higher than in MCN and IgAN patients. The area under ROC curve
for Uexo-miR-193a was 0.85 and 0.821 respectively, which appeared to be a
good marker to distinguish primary FSGS from other proteinuric glomerular
diseases (MCN and IgAN). Moreover, Uexo-miR-193a levels positively
correlated with GSI in primary FSGS patients. In FSGS renal tissue samples,
we further found that increased CD63 (exosome surface antigen) expression
was detected in podocytes in non-sclerotic glomeruli. In vitro, podocyte-
derived exosomes can deliver miR-193a to recipient cells, and a calcium-
dependent mechanism is involved in the release of exosome in podocyte.
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Conclusion: Urinary exosomal miR-193a might be a promising non-
invasive diagnostic and prognostic marker for primary FSGS. Podocyte-
derived exosomes can transport miRNAs to the recipient cells. A calcium-
dependent mechanism is involved in the regulation of exosome release in
podocyte.

IPN10463-85 WHAT ARE THE FEEDING PATTERNS AND
OUTCOMES OF ENTERALLY TUBE FED PAEDIATRIC
RENALTRANSPLANT RECIPIENTS?

S. Khweir 1, A. Payne 2, S. Marks 3

1 Dietetics department, Great Ormond Street Hospital, London - United
Kingdom, 2 School of Health Professions, Plymouth University,Plymouth
- United Kingdom, 3 Paediatric Nephrology department, Great Ormond
Street Hospital, London - United Kingdom

Introduction:Many children with chronic kidney disease exhibiting symp-
toms of poor appetite, anaemia and vomiting are reliant on enteral tube
feeding (ETF) to help support their nutritional intake. Following a successful
renal transplant, these symptoms may resolve and children should be able to
wean off ETF. This study explored how long it takes for paediatric renal
transplant recipients (pRTR) to discontinue tube feeding after transplantation
and the factors which may influence this.
Materials andmethods: The study included 20 patients aged 1 to 17 years,
who had a renal transplant at a single tertiary centre, of whom 14 (70%)were
male. Retrospective data analysis of medical and dietetic records from 1
January 2014 to 31 December 2017, was performed using IBM SPSS for
statistical analysis, with a p value of < 0.05 considered significant.
Results: 70% (14 of 20) pRTR discontinued ETF at 0 - 70 (median six)
weeks post-transplant. Patients had been ETF from 0 - 10.8 (median 0.45)
years, for 1.1 - 10.9 (median 3.9) years prior to receiving a transplant. There
was no oral aversion by 18 months post-transplant, although four children
(20%) were referred to the behaviour feeding clinic at 2 - 44 (median 24)
months post-renal transplantation. BMI z-score of 0.43 at 12 months pre-
transplant was found to be significantly associated with shorter duration of
ETF post-transplant (r = 0.8, p = 0.001).
Conclusions: While half of pRTR weaned off their ETF within six weeks
post-transplantation, regardless of age or duration of tube feeding prior to
transplant, this study has demonstrated that a good nutritional status pre-
transplant may be helpful in reducing length of ETF post-transplant. A small
number of children will experience behavioural feeding issues post-trans-
plant. Future research involvingmulti-centre studies will providemore robust
results.

IPN10464-86 SEROTYPES AND GENOTYPES OF SHIGA
TOXIN-PRODUCING E.COLI AND SEVERITY OF
HEMOLYTIC UREMIC SYNDROME

M. Rivas 1, L.F. Alconcher 2, P. Coccia 3, A. Suarez 4, M. Monteverde 5,
A. Balestracci 6, I. Principi 7, F. Ramirez 8, N. Quijada 9, S. Micelli 10, D.
Leroy 11, L. Miguel 12, P. Estrella 13, P. Carlopio 14, M.G. Perez Y
Gutierrez 15

1 ANLIS "Dr Carlos G.Malbran" Buenos Aires - Argentina, 2 Hospital
General Interzonal Dr José Penna, Bahia Blanca - Argentina, 3 Hospital
Italiano, Ciudad Autonoma de Buenos Aires - Argentina, 4 Hospital de
Niños Sor Maria Ludovica, La Plata - Argentina, 5 Hospital Nacional de
Pediatria, Garrahan Buenos Aires - Argentina, 6 Hospital General de
Niños Pedro Elizalde Buenos Aires - Argentina, 7 Hospital Pediatrico
Humberto Notti, Mendoza - Argentina, 8 Hospital Castro Rendon,
Neuquen - Argentina, 9 Hospital Infantil Municipal de Cordoba -
Argentina, 10 Hospital del Niño Jesus, Tucuman - Argentina, 11

Hospital Interzonal de Agudos Abrahan Piñeyro Junin - Argentina, 12

Hospital de Niños Dr. Ricardo Gutierrez Buenos Aires - Argentina, 13

Hospital Lucio Molas, La Pampa - Argentina, 14 Hospital Posadas
Buenos Aires - Argentina, 15 Hospital de Niños de San Justo Buenos
Aires - Argentina

Argentina, where hemolytic uremic syndrome (HUS) is endemic,
has the highest incidence worldwide. Most cases are associated
with Shiga toxin-producing Escherichia coli (STEC) infection.
Objectives:

1) To analyze serotypes, genotypes and virulence factors detected in
STEC-HUS patients.

2) To compare the severity of the disease in the acute stage according to
the serotypes and genotypes of STEC detected.

Material and methods: We conducted a multicentric, observational,
retrospective, cross-sectional study. It included patients <18 years
old with STEC-HUS confirmed by the National Reference
Laboratory, hospitalized in the 2005-2016 period.
Serotype (O157, O145, O121, and others), genotype (stx1a, stx2a, stx1a/
stx2a and stx2a/2c) and presence virulence factors (eae and ehxA)
were analyzed. The severity of acute stage, evaluated as death,
>10 days of dialysis, severe neurological and cardiovascular in-
volvement, and bowel injury, was compared between the sero-
types and genotypes detected. Data were analyzed with Chi-
square test. Significance level considered was P < 0.05.
Results: Two hundred eighty patients (160 females) with a mean
age of 27.7 months (SD 23.2 m) were included. E. coli O157 was
isolated in 206 (73.6%), O145 in 47 (16.8%), O121 in 15 (5.4%)
and other serotypes in 12 (4.2%). The stx2a/2c genotype was car-
ried by 179 (63.9%) strains, stx2a by 94 (33.6%), stx1a/stx2a by 5
(1.8%) and stx1a only by 2 (0.7%). All strains except 6, harbored
eae and ehxA genes. Fifty-nine (21.1%) patients had severe neu-
rological involvement, 29 (10.4%) severe bowel injury, 14 (5%)
cardiovascular involvement, 53 (18.9%) required >10 days of di-
alysis and 12 (4.3%) died. Neither serotype nor genotype detected
were significantly linked to severity.
Conclusion: Serotype O157 and virulent stx2a/2c eae, ehxA geno-
type are prevalent in Argentina and would explain the high inci-
dence of HUS in our country. No relationship was found between
severity and different serotypes and genotypes of STEC detected.

IPN10466-88 INCIDENCE AND IMPACT OF
GASTROINTESTINAL COMPLICATIONS IN PEDIATRIC
KIDNEY TRANSPLANT RECIPIENTS

Y.A. Fahmy , S.M. Abdelrahman , R.E. Galal , A.E. Eskander, M.H.
Safouh
Faculty of Medicine - Cairo University- Cairo - Egypt

Introduction: Kidney transplantation has been established as the treat-
ment of choice for pediatric end stage renal disease, being the most effi-
cient with the best quality of life. Transplant recipients may be liable to
gastrointestinal complications associated with infections and drug ad-
verse effects. The aim of this study was to investigate the incidence and
impact of gastrointestinal complications on the graft and quality of life in
pediatric kidney transplant recipients.
Material and methods: Sixty pediatric (5-17 years) kidney transplant
recipients were enrolled fromCairo university pediatric kidney transplan-
tation unit. Patients were assessed for Different gastrointestinal compli-
cations through detailed history, clinical examination, and routine inves-
tigation. Helicobacter pylori Ag in stool was done for all patients and
further imaging and endoscopic interventions when needed.
Results: Overall, 23 cases (37%) had GI complications. These complica-
tions the most common were significant abdominal pain (27.7%), dys-
pepsia (27.3%), vomiting (22.2%), diarrhea (20.3%), persistent abdomi-
nal distension (12.9%), oral ulcers (11.1%) and hematemesis (3.2%). H
pylori infection was detected in 29 cases (48%). Three patients developed
intestinal lymphoma. Duration of transplantation, intake of
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Mycophenolate and the dose of maintenance steroids were significantly
associated with the presence of gastrointestinal complications in kidney
transplant recipients with P- value 0.028, 0.046 and 0.005 respectively.
Regarding the outcome, the incidence of graft failure in patients with GI
symptoms was (12.5%), lymphoma (5%) and death occurred in (5%).
Conclusions: Helicobacter pylori infection is common in pediatric kiney
transplant recipients. GI complications are common and may be serious
after kidney transplantation.

IPN10467-89 IDIOPATHIC NEPHROTIC SYNDROME IN
CHILDREN IN A TERTIARY-LEVEL PEDIATRIC HOSPITAL
IN BRAZIL

A.D.C. Coutinho Monesi 1, N. Liberato Bresolin 1, M. Nunes Simon 1, L.
Huppes Schneider Bordasch 1, L. Tramujas 2, A.L. Cim Ribeiro De Souza 1

1 Hospital Infantil Joana de Gusmão, Florianópolis - Brazil, 2 Hospital
Governador Celso Ramos, Florianópolis - Brazil

Abstract
Introduction: Idiopathic nephrotic syndrome (INS) is a chronic disease
with great impact on the lives of patients and families due to relapses,
complications, and use of drugs with potential side effects. Data from the
recent literature has highlighted an increase in its incidence and this study
aims to demonstrate epidemiological data of patients with a recent diag-
nosis of INS and its evolution in a pediatric tertiary hospital with a 1-year
follow-up.
Material and methods: This is a prospective observational study with a
follow-up of 1 year, performed in Florianópolis-SC in Brazil, where pa-
tients with a new diagnosis of INS, aged up to 15 years, were included
from March 2017 to November 2018.
Results: The incidence of new cases was 6.3:100,000 children in 20
months. Of the 22 patients followed, 54.5% were female and the majority
were in the age range of 1-10 years. Themost common initial presentation
was edema, and 72.7% presented with anasarca. The mean albumin rates
were 2.05g/dl. Of the 18 patients with follow-up in 3 months, more than
half had an oral corticoid remission. Steroid-dependent and steroid-
resistant patients required second-line medications. The mean time of
hospitalization was 11.5 days, and two patients required intensive care.
Of the complications, 51.8% had infections, 46% needed albumin, and
one patient presented acute kidney injury. The mortality rate was 4.5%.
Seven patients was biopsied and the most common histological type was
Minimal Change Disease.
Conclusions: The present study demonstrates a high incidence of INS in
a tertiary-level pediatric hospital in Brazil. It also highlights the potential
risk of morbidity (infections, acute kidney injury, and anasarca). Seventy
percent of the patients were in anasarca at the time of the diagnosis,
reflecting the late diagnosis of the disease.

IPN10468-90 FAMILIAL JUVENILE HYPERURICEMIA IN A 5-
YEAR-OLD BOY WITH A NOVEL MUTATION

Y. Takemasa , Y. Kawakami , A. Tokunaga , C. Umeda , S. Miwa , D.
Kakegawa , A. Ito , D. Hirano
Department of Pediatrics, The Jikei University School of Medicine, Tokyo
- Japan

Introduction: Familial juvenile hyperuricemic nephropathy (FJHN) is a
rare autosomal dominant disorder characterized by hyperuricemia by de-
creased urinary excretion, concentration failure, interstitial nephropathy,
and progression to end-stage renal failure.
Case Report: A 5-year-old boy with gross hematuria, proteinuria, and
abdominal pain was admitted to our hospital with a diagnosis of IgA-
vasculitis with nephritis. Although nephritis and abdominal pain im-
proved rapidly, hyperuricemia continued during the period of

hospitalization. FJHN was suspected because of a history of dialysis,
renal dysfunction, and multiple hyperuricemia patients in maternal fam-
ilies. Genetic testing revealed a novel missense mutation of c. 766 T < G
(p. Cys 256 Gly) in exon 3 of the UMOD gene. An inhibitor of uric acid
formation was administered, and uric acid level decreased to within the
normal range.
Conclusions: Uromodulin is a protein expressed specifically in the epi-
thelial cells of the ascending limb of the loop of Henle in the kidney, and
is thought to be involved in preventing urinary tract infections and sup-
pression of tubular water permeability. However, its exact function has
not been fully elucidated. FJHM generally causes hyperuricemia in pa-
tients their teens to 20s with progression of renal dysfunction, leading to
end-stage renal failure in the 40s to 70s. There have been few case reports
of hyperuricemia in childhood. Although uric acid lowering drugs can
improve uric acid levels and prevent gout in patients with this disease,
there is no curative treatment to prevent progression to end-stage renal
failure. However, Some case reports revealed that kidney transplantation
were effective for FJHM. We detected FJHM in a 5-year-old patient, and
suggest that kidney transplantation in juvenile patients may have potential
for treatment of FJHM.

IPN10469-91 IDENTIFICATION OF POTENTIAL GENES
RELATED TO THE PATHOGENESIS OF IGA NEPHROPATHY

X. Jiang 1, Y. Xu 2, L. Chen 1, Z. Lin 2, S. Wen 1, F. Yang 1

1 Guangzhou, Department of Pediatrics, The First Affiliated Hospital of
Sun Yat-sen University - China, 2 Guangzhou, Department of Pediatrics,
The First Affiliated Hospital of Sun Yat-sen University, Guangzhou -
China

Introduction: Immunoglobulin A nephropathy (IgAN) is the most com-
mon form of the primary glomerulonephritis with unclear mechanisms.
The genetic component plays critical role to the pathogenesis of IgAN.
The aim of this study is to explore potential molecular changes andmech-
anisms related to the onset and progression of IgAN.
Material and methods: The mRNA microarray datasets GSE93798
was downloaded from the Gene Expression Omnibus (GEO) da-
tabase, which contains expression data of glomerular compart-
ments from 19 renal biopsy specimens of IgAN patients and 22
control specimens of healthy living kidney transplant donors. The
differentially expressed genes (DEGs) were analyzed. Then the
Gene Ontology (GO) and Kyoto Encyclopaedia of Genes and
Genomes (KEGG) pathway enrichment analyses were carried on.
Additionally the protein-protein interaction (PPI) network was
constructed.
Results: A total of 1032 up-regulated DEGs and 206 down-
regulated DEGs were identified. The up-regulated DEGs in the
network were significantly enriched in cell-cell adhesion, focal
adhesion and protein binding, and the down-regulated DEGs were
primarily involved in transcription factor activity, apical plasma
membrane, positive regulation of smooth muscle cell proliferation
and circadian rhythm. Meanwhile, 624 nodes and 2430 interac-
tions were included in the PPI network, and 13 hub genes were
selected as hub genes. Furthermore, the four genes in hub genes
(TP53, MAPK1, CTNNB1 and EGFR) were identified as the most
significant genes associated with IgAN.
Conclusions:Our study used bioinformatics methods to investigate
genes differently regulated in IgAN patients compared with con-
trols. A total of 1238 DEGs and 13 hub genes were identified.
Furthermore, TP53, MAPK1, CTNNB1 and EGFR might play
crucial roles in the pathogenesis of IgAN. The identification of
these genes could be exploited for the individualized identification
and therapeutic application in IgAN.
Keywords: Immunoglobulin A nephropathy, pathogenesis, molecular
mechanism, microarray, differentially expressed genes.
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IPN10470-83 CYCLOSPORINE-A THERAPY IN CHILDREN
WITH STEROID-DEPENDENT AND STEROID-RESISTANT
NEPHROTIC SYNDROME

B. Chuop
Angkor Hospital for Children - Cambodia

Abstract
Background: Cyclosporine-A has been used to treat Nephrotic syn-
drome for a long time. Cases of steroid dependent and steroid resistant
Nephrotic syndrome are often seen in Hospital. Most cases develop
Cushing syndrome because of prolonged use of steroids.
Objective: To discover the responsiveness of steroid-dependent or
steroid resistant Nephrotic syndrome to Cyclosporine-A treatment
in children.
Method: A retrospective study of cases of Nephrotic syndrome, which are
steroid dependent or steroid resistant and have been treated with
Cyclosporine-A at AHC from January 2007- April 2019.
Results: From 163 cases of Nephrotic syndrome, 19 cases were identified.
11 (58%) cases are males and 8 (42%) cases are females. The median age of
the first episode of Nephrotic syndrome was 6 years (IQR: 5-11).
Cyclosporine-A was introduced at median time of 3.68 years (IQR: 0.14-
3.82) after diagnosis of first episode. The dose of Cyclosporine-A the patients
received was 2-4mg/kg for 1 to 2 years. The median time of relapse after
treatment with Cyclosporine-Awas 300.5 days (IQR: 122.5-423).
4 patients were lost to follow up.
Conclusion: Our study shows that children who have steroid depen-
dent or steroid resistant nephrotic syndrome are responsive to
Cyclosporine-A and it can induce remission which is relapse-free
for significant duration.

IPN10471 - 84 EFFECTIVENESS OF A LOW DOSE
PREDNISOLONE REGIMEN FOR TREATMENT OF
RELAPSES IN CHILDREN WITH SSNS

A. Kansal , M. Mantan , S. Yadav
Maulana Azad Medical College, Delhi - India

Introduction: There may be a role of reducing the total steroid doses for
treatment of milder relapses in children with stable nephrotic syndrome.
The primary objective of this study was to compare the effectiveness of
low dose prednisolone regimen (2mg/kg of prednisolone till remission
followed by 1mg/kg/day A/D for 4 weeks) with standard therapy (2mg/kg
of prednisolone till remission followed by 1.5 mg/kg/day A/D for 4
weeks) for treatment of relapses in SSNS.
Material & methods: This RCTwas done at a tertiary care teaching hos-
pital in North India (March 2018-March 2019). A total of 40 children (20 in
each group) with SSNS (presently IFR) & relapse were randomized.
Children with serious infections, receiving A/D or stress doses of steroids
were excluded. Patients were monitored for remission for 2 weeks & at 4
weeks; were further followed upmonthly till 3months after stopping therapy.
Results: The mean age of study population was 7.5 years. All patients
were in remission at the end of therapy. At 1 month after completion of
treatment, 85% patients in low dose & 90% in standard therapy group
were in remission (p=0.32). At the end of 3 months similar proportions
were in remission in both groups (p= 0.37). Hazard ratios for relapse at
the end of 1, 2 & 3 months were 1.05 (0.35-3.1), 1.08 (0.36-3.14) and
1.13 (0.4-3.2) respectively.
A subgroup analysis of the patients who were IFR (79%) from the begin-
ning showed higher remission rates at 3 months. Prednisolone related
adverse effects were more in patients standard dose group.
Conclusions: Based on the results of our study we conclude a low dose
prednisolone regimen as compared to standard regimen has similar pro-
portions of relapse rates at the end of 3 months and this strategy is most
suited for patients with an IFR course.

IPN10472-85 ASSESSMENT OF DIET, FLUID INTAKE, URINE
AND URINARY SODIUM/POTASSIUM RATIOS IN CHILDREN
WITH UROLITHIASIS

D. Gupta , M. Mantan , S. Yadav
Maulana Azad Medical College, Delhi - India

Introduction: While metabolic causes are predominant in childhood,
factors like dietary changes, intake of liberal fluids & low sodium intake
can modify clinical course of urolithiasis.
Material and methods: This crossectional study was done at a tertiary care
teaching hospital in North India (March 2018-March 2019.The primary ob-
jective was to assess the dietary intake of macronutrients (carbohydrates, fats,
proteins), micronutrients (sodium, potassium, calcium, phosphate, oxalates),
the fluid intake & 24-hour urinary volume in children (2-18 years) with
urolithiasis with normal glomerular functions. A total of 25 children (17
boys) were enrolled. Children with tubulopathies & CAKUTwere excluded.
Results: The mean age of the onset of the symptoms was 8.12 & at
enrolment was 8.96 years. Positive family history of urolithiasis was
present in 48%. The dietary assessment of macronutrients showed that
caloric intake was below RDA in 68% patients; median protein intake
was marginally increased &was 34.3% above RDA. The fluid intake was
below recommended standards in 56%; 48% of the children enrolled had
a low urine output (<1.5 ml/kg/hour).
Mean urinary sodium/potassium ratio was 3.69 & an elevated ratio was
seen in 72% patients; hypercalciuria was seen in 28%. Assessment of
micronutrients showed sodium intake was more than the RDA in 72%
childrenwhile potassium intake was belowRDA in 96%. Both calcium&
phosphate intake was below the RDA in 72% children.
Conclusions: Based on the results of our study we conclude that most
patients with urolithiasis (56%) had an inadequate fluid intake & 48% had
a low urine output. Their dietary intake of sodium was high & low for
potassium. There is an urgent need to counsel these patients regarding
adequate fluid, potassium intake& a reduction in dietary sodium.

IPN10473-86 BUN TO SERUM CREATININE RATIO IS A
USEFUL INDICATOR FOR ACUTE DIALYSIS IN HUS
CHILDREN

K. Sakuraya 1, D. Hirano 2, S. Fujinaga 3, Y. Ohtomo 1, T. Shimizu 4

1 Department of Pediatrics, Juntendo University Nerima Hospital, Tokyo
- Japan, 2 Department of Pediatrics, Jikei University School of Medicine,
Tokyo - Japan, 3 Division of Nephrology, Saitama Children’s Medical
Center, Saitama - Japan, 4 Department of Pediatrics and Adolescent
Medicine, Juntendo University School of Medicine, Tokyo - Japan

Introduction: Hemolytic uremic syndrome (HUS) due to Shiga toxin-
producing E-scherichia.coli (STEC) is the main cause of acute kidney
injury in young children. Early identification of high-risk patients can
enable effective treatment strategies such as early referral and initiation
of renal replacement therapy. Recently, the blood urea nitrogen to-serum
creatinine ratio (BUN-to-sCr ratio) at admission has been proposed as a
novel and accurate predictor of complicated clinical outcome in children
with diarrhea-associated HUS. Therefore, we conducted this retrospective
study to validate whether the BUN-to-sCr ratio at admission could be
used as an indicator for acute dialysis in children with STEC-HUS.
Material & method:We retrospectively analyzed the medical records of
28 children with STEC-HUS who were admitted to the Saitama
Children’s Medical Center between 2005 and 2018 and compared the
clinical characteristics between children who underwent acute dialysis
(dialysis group) and those who did not (non-dialysis group).
Results: Of the 28 children, 13 (46.4%) underwent acute dialysis. The
BUN-to-sCr ratio was significantly lower in the dialysis group than in the
non-dialysis group (27.1 vs. 39.4, p = 0.03). The BUN-to-sCR ratio at
admission was a useful predictor to identify children requiring acute
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dialysis, with an AUC of 0.749 and an optimal cutoff point of <40, which
achieved a sensitivity of 92% and a specificity of 47%.
Coclusion: A higher BUN-to-sCr ratio may reflect a component of
prerenal acute kidney injury that appears to improve after hydration.
Thus, the BUN-to-sCr ratio could accurately identify children with
STEC-HUS requiring acute dialysis.

IPN10474-87 INVESTIGATION OF BKV POSITIVITY IN
PEDIATRIC PATIENTS WITH RENALTRANSPLANTATION

K. Fidan 1, M. Colak 2, A.A. Kocak 3, G. Bozdayi 4
1 Gazi University Faculty ofMedicine, Department of Paediatric Nephrology
,Ankara - Turkey, 2 Karabük University, Vocational School of Health
Services, Department of Medical Services and Techniques, Ankara -
Turkey, 3 Başkent University, Faculty of Medicine, Department of Medical
Microbiology, Ankara - Turkey, 4 Gazi University School of Medicine,
Department of Medical Microbiology, Ankara - Turkey

Objective: BK Virus can cause a serious clinic in immunosuppression
such as AIDS, solid organ transplantation, bone marrow transplantation
and cancer by reactivation. The aim of this study was to investigate the
presence of BKV DNAwith Real Time-PCR in children who had renal
transplantation and to evaluate the relationship between BKV DNA and
renal rejection.
Methods: The study included 135 urine specimens from 30 patients who
applied to the pediatric nephrology unit of Gazi University Faculty of
Medicine between 01 August 2015 and 01May 2018. Viral nucleic acids
were isolated from the clinical samples using the “QIAamp DSP Virus
Kit” (Qiagen, Germany) in the EZ1 Advanced device. Viral DNA was
amplified with the artus® BK Virus PCR Kit in the Rotor-GeneQ
(Altona, Germany) device.
Results: Total BKV DNA positivity were found as 33.3% (10/30) in
clinical samples of patients. Kidneys transplanted from 66.7% (20/30)
of alive donors and 33.3% (10/30) of cadavers. All of the BKV DNA
positive patients were transplanted kidney from alive donors. Quantitative
BKVDNAviral loads of four BKV positive patients were 102 copy/ml, of
three BKV positive patients was 103 copy/ml, of two BKV positive pa-
tients were 104 copy/ml and of one BKV positive patients were 105

copy/ml. Kidney rejection has occurred in two of the BKVDNA positive
patients. Urine cultures of BK Virus positive patients were negative.
Cidofovir was used for the treatment of BKV DNA positive children.
Conclusion: BKV reactivation in transplant patients is very important as
it can cause severe clinical conditions. Therefore, early diagnosis and
treatment of BKV infections; are significant for adjusting the dose of
medication cause immunosuppression and prevention of graft rejection.
The treatments of ten BKV DNA positive patients were started immedi-
ately, however organ rejection has occurred in two patients, and the other
eight patients were treated successfully.

IPN10475-88 ACUTE KIDNEY INJURY IN CHILDREN
HOSPITALIZED WITH DIABETES KETOACIDOSIS

B.N. Sahar , M. Bhargava , A.J. Mehta
Pediatric Nephrology Division, SMS Medical College, Jaipur - India

Introduction: Diabetic ketoacidosis is the most dreaded complica-
tion of diabetes mellitus in children. . Diabetic ketoacidosis causes
volume depletion which leads to acute kidney injury in pediatric
age group. Most of the studies on in past are retrospective. Present
study was aimed to find the prevalence of Acute kidney injury in
children with Diabetic ketoacidosis , their clinical and laboratory
characteristics and various risk factors associated with AKI.
Subjects and methods: 60 children, 1-18 years of age with diag-
nosis of diabetic ketoacidosis as per standard definition (ISPAD

2018) were included in the study whereas those without DKA and
those with renal disorders were excluded. Clinical characteristics
were noted. Serum levels of creatinine were estimated at admis-
sion and then for three consecutive days, An empirical value of
0.5 mg/dl was assumed as baseline creatinine was not available.
KDIGO criteria was used to classify AKI. Laboratory parameters
were recorded in preformed format.
Results:Among 60 children 33 were males, mean age was 10 years.
A total of 31 patients (51.67%) developed AKI ,out of which AKI
stage 1 was in 17 (28.33%), AKI stage 2 in 11(18.33%) and AKI
stage 3 was present in 3(5%). In the adjusted multinomial logistic
regression model , serum bicarbonate level less than 10 mEq/L was
associated with a 7 fold increase in the severity of AKI ( aOR
7.25,95% CI,2.13 -29.5). Initial corrected sodium level of 145
mEq/l or greater was associated with a 136 fold increase in odds
of severe AKI aOR 136.9,4.58-4086.Average time to improve AKI
was 6 days. One child required peritoneal dialysis .One child with
stage 2 AKI died.
Conclusions: Large number of children with Diabetic ketoacidosis de-
veloped Acute kidney injury. Initial sodium bicarbonate level <10 and
serum sodium level >145 were important risk factors, associated with
increased severity of AKI.

IPN10476-89 DOUBLE FILTRATION PLASMAPHERESIS IN
DIFFERENT CRITICAL GLOMERULONEPHRITIS IN
CHILDREN

Y. Zhang , X. Yin , X. Zhang , J. Zhou
Department of Pediatrics, Tongji Hospital, Tongji Medical College,
Huazhong University of Science and Technology, Wuhan - China

Background: Double filtration plasmapheresis (DFPP) is recently
used to remove various auto-antibodies in adult patients with
immune-mediated diseases. But this technique has seldom been
applied in children, much less studied on its efficiency in remov-
ing specific plasma components, and safety in children.
Patients and methods: We performed a prospective and observa-
tional study over one year on children undergoing DFPP for var-
ious critical renal indications. There were 24 sessions in six pa-
tients, median age 11.5 years (range 8-13 years) and median
weight 37.5 kg (range 26.5-58 kg). These patients were
allocated into three groups (severe SLE, ANCA-associated vascu-
litis and C3 glomerulopathy) by different disease. All patients had
received 2 plasma volumes in each treatment for 3-6
sessions in two consecutive weeks. The pathogenic autoanti-
bodies, IgG, IgA, IgM, fibrinogen, albumin, calcium, phosphate,
and potassium were analyzed. Complications during the hospital
stay were recorded.
Results: The result of treatment showed that autoantibodies were
decreased substantially by 79.03% and 89.78% in either severe
SLE or ANCA-associated vasculitis patients after the third session
and the last session, respectively. Over the course of successive
DFPP sessions, all patients showed improved kidney function and
extra-renal manifestations. Cumulative removal of serum IgG,
IgA, IgM, C3, fibrinogen, and albumin at the end of last sessions
were 54.44%, 46.57%, 79.54%, 44.52%, 71.59%, and 13.29%
respectively. Removal of creatinine and calcium etc. were not
statistically significant. Furthermore, we observed lesser episodes
(4.17%) of hypotension with fresh frozen plasma replacements as
replacement fluid, and neither bleeding nor membrane anaphylaxis
was reported from the treatment.
Conclusions: This report demonstrates good clinical safety and
high efficacy in the children (weight over 25kg) requiring DFPP
for the treatment of autoimmune disorders. Nevertheless, high
depletion of fibrinogen and immunoglobulins should be noticed.
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IPN10477-90 CORRELATION OF FRACTIONAL EXCRETION
OF MAGNESIUM WITH STEROID RESPONSIVENESS IN
CHILDREN WITH NEPHROTIC SYNDROME

A. Salem 1, L. Hussein 2, A. Abdelaal 3
1 Pediatric Nephrology Unit, Cairo University - Egypt, 2 Pediatric
Department, Cairo University - Egypt, 3 Chemical Clinical Pathology
Department, Cairo University - Egypt

Introduction: Steroid-resistant nephrotic syndrome (SRNS) patients are
candidates for other alternative drug regimes, and the non-responsiveness
to steroid is more common among glomerulonephritides other than min-
imal change disease (1). Without performing biopsy, progression of the
disease cannot be assessed. Fractional excretion of magnesium (FE MG)
has been found to correlate directly with various renal histologies (2)
Methods: 60 children of nephrotic syndrome, both with the first episode as
well as relapse, aged 1-12 years were included. Of them, 30 were steroid-
resistant and 30 were steroid-responsive. FE MG was determined in all the
patients and renal histology was performed in steroid-resistant cases.
Results: Correlation was found between FEMG and renal histology. The
results of histopathology showed that the mean difference in FEMGwas
significant (p<0.001), as FE MG was 7.88± 0.07 in membranoprolifera-
tive glomerulonrphritis, 6.61±0.94 in focal segmental glomerulosclerosis,
4.87±0.64 in immunoglobulin M nephropathy, 4.78±0.32 in diffuse
mesangial proliferative glomerulonephritis,4.66±0.70 in minimal change
nephrotic syndrome. There was a statistically significant difference be-
tween FE MG in steroid-resistent nephrotic syndrome (5.35±1.55) and
steroid-responsive syndrome(1.04±0.44).
Conclusion: FE MG is a simple, minimally invasive screening marker for
SRNS, and is an early predictor of clinical outcome. It can be considered as an
initial investigationwhere biopsy cannot be preformed or indications are not clear.
References:
1- Rumana, J., Hanif, M., Muinuddin, G., Maruf-ul-Quader, M. (2014).
Correlation of fractional excretion of magnesium with steroid responsiveness
in children with nephrotic syndrome. Saudi J Kidney Transpl; 25:830-6
2- Deekajorndech, T. ( 2005 ). Fractional excretion of magnesium in
systemic lupus erythematososus. J Med Assoc Thai; 88:743-5
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HAEMOLYTIC URAEMIC SYNDROME (INTERIMANALYSIS)
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Introduction: Ravulizumab is a long-acting C5 inhibitor that de-
rives from eculizumab. It has an increased half-life through re-
duced target-mediated drug disposition and enhanced Fc receptor-
mediated recycling, enabling extended maintenance dosing inter-
vals from every 2 to every 4–8 weeks. This interim analysis
evaluated the efficacy and safety of ravulizumab in children treat-
ed for thrombotic microangiopathy (TMA) due to atypical
haemolytic uremic syndrome (aHUS).
Material & methods: ALXN1210-aHUS-312 (NCT03131219) is a
global, phase 3, single-arm study in patients <18 years of age. Children
fulfilling diagnostic criteria for active TMA due to aHUS received
ravulizumab every 4–8 weeks, depending on weight. The primary end-
point was complete TMA response (normalisation of platelet count and
lactate dehydrogenase [LDH] and ≥25% improvement in serum creati-
nine from baseline at 2 separate assessments ≥28 days apart) during the
183-day initial evaluation period. Secondary endpoints included change
in estimated glomerular filtration rate (eGFR), dialysis status, and chronic
kidney disease (CKD) stage from baseline.
Results: Fourteen patients (9 female) with a mean (standard devi-
ation [SD]) age of 6.1 (4.5) years were analysed. Complete TMA
response was achieved in 10 patients (71%), with 13 (93%), 12
(86%) and 11 (79%) achieving normalisation of platelet count,
normalisation of LDH, and ≥25% improvement in serum creati-
nine, respectively. At Day 183, the mean (SD) increase in eGFR
from baseline was 84 (60) mL/min/1.73 m2; 11/13 patients (85%)
showed improvements in CKD stage; and 4/5 (80%) patients on
dialysis at baseline discontinued within 29 days. Immediate, com-
plete and sustained suppression of free C5 was observed through-
out the dosing interval. The most frequent serious adverse event
was abdominal pain (n=2). No deaths or meningococcal infections
were reported.
Conclusions: This analysis shows that in children with aHUS, weight-
based ravulizumab administered every 4–8-weeks resulted in improved
haematological and renal outcomes with no unexpected safety concerns.

IPN10479-92 RESPONSE TO BUROSUMAB IN CHILDREN
WITH X-LINKED HYPOPHOSPHATAEMIA

S. Wallace , D. Bockenhauer , W. Van't Hoff , W. Hayes
Great Ormond Street Hospital, London - United Kingdom

Introduction: Burosumab, a monoclonal antibody which binds
Fibroblast Growth Factor 23, was highly effective in normalising plasma
phosphate levels in children with X-Linked Hypophosphatemia (XLH) in
the first published trial[1]. We noted persistent suboptimal plasma phos-
phate levels in some children treated with Burosumab in an early-access
programme, and analysed factors influencing suboptimal response.
Material&methods:A retrospective analysis of response to Burosumab
in 19 children with XLH treated in an early access programme at Great
Ormond Street Hospital. Plasma phosphate levels were normalised to the
age-related lower reference limit [2]. We compared the age, weight, sex,
treatment duration, dose and pre-treatment phosphate in patients with
adequate and suboptimal response to Burosumab.
Results: Nineteen children of median age 9.4 (range 2.3 – 16.0) years
were treated for a median of 26 (range 17 – 35) weeks. Six (32%) patients
achieved target phosphate within a median of 24 (range 17-32) weeks.
Children who achieved target phosphate levels received significantly a
significantly lower Burosumab dose (1.25 [range 0.9-1.4] vs 1.5 [range
0.7 – 2.0])mg/kg (Wilcoxon p=0.01). Other factors including age, weight,
sex, treatment duration and pre-treatment phosphate were similar in each
group (p=NS).
Conclusions: In our cohort, some children did not achieve target phos-
phate levels notwithstanding significantly higher Burosumab doses.
Further studies are merited to understand the reasons for this heteroge-
neous response.
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IPN10480-84 RESISTIVE INDEX A USEFUL MARKER OF
RENAL PATHOLOGY IN CHILDREN WITH CHRONIC
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Background: Chronic kidney disease is a global health concern, its de-
tection and diagnosis in earlier stages is also a great challenge that can
alleviate this burden. Kidney biopsy is important to establish histopatho-
logical patterns. But, it's invasive.
The objective of this study is to evaluate the correlation of renal resistive
index measured by Doppler ultrasound with the progression of chronic
kidney disease and to evaluate the significance of resistive index as a non-
invasive marker of renal histological damage.
Methods: This is a prospective cross sectional study included a total of 57
children aged 4:14 years; 38 patients with different stages of chronic kidney
disease (group,I) and 19 healthy children served as controls (group II).
From all subjects, full history was taken, full examinations and some lab-
oratory investigations were done. All participants underwent renal Doppler
ultrasonography and a kidney biopsy was taken from CKD patients.
Results:CKDgroup included different stages of CKD patients (stage 1 to
5). Resistive index was significantly (p<0.01) higher in patients group
(0.81±0.22) compared to control group (0.53±0.04). In CKD patients
there was a significant positive correlation between RI and stages of
CKD (r=0.47). Also there was a significant positive correlation between
RI and histological indices: GS score (r=0.44), AR score (r=0.49) and TI
score (r=-0.37). However, significant (p<0.01) negative association was
found between RI and both eGFR (r=-0.49) and renal length (r=-0.40).
Conclusion: Resistive index increases with the progression of CKD and
this is confirmed by the significant inverse correlation between RI and
glomerular filtration rate (eGFR). Also, RI is correlated with histological
indices (GS, AR and TI scores). So, RI as a non-invasive technique could
be considered as a marker of renal function and histological damage in
CKD patients and it could be a non-invasive indicator for monitoring the
progression of renal disease.

I PN1 0 4 8 1 - 8 5 LONG -TERM OUTCOMES OF IGA
NEPHROPATHY AND IGA VASCULITIS WITH NEPHRITIS
TREATED WITH MULTIDRUG THERAPY

A. Inaba 1, S. Ito 2, Y. Kamigaki 1, A. Machida 1, M. Otani 3, S.
Matsumura 4, T. Uchimura 1, Y. Masuzawa 1, A. Ueda 1, H. Machida 5,
T. Nakamura 6
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Yokohama City University Medical Center, Yokohama - Japan,
4 Department of Infectious Disease & Immunology, Kanagawa
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Introduction: IgA nephropathy (IgAN) and IgAvasculitis with nephritis
(IgA-VN) have a shared pathophysiology involving galactose-deficient
IgA1. The short-term efficacy ofmultidrug therapy for IgAN/IgA-VNhas
been established in children, but their long-term outcomes have not been
evaluated.
Material & methods: Sixty-two children with IgAN/IgA-VN who re-
ceived multidrug therapy including prednisolone and immunosuppres-
sants mainly for heavy proteinuria and severe renal pathology were en-
rolled. Urinary remission and estimated glomerular filtration rate at 2
years after multidrug therapy and at last examination were evaluated.
Results: Thirty-eight and 24 patients had IgAN and IgA-VN, respective-
ly. The median follow-up period was 6.3 years. At initiation of multidrug
therapy, 35 patients who received methylprednisolone pulse therapy
(MPT; n=35) had significantly heavier proteinuria and more crescentic
lesions. Thirty-one patients received tonsillectomy. Urinary remission at 2
years and at last examination was achieved in 88.7% and 82.3%, respec-
tively. Regarding urinary remission failure at 2 years, univariate analysis
revealed no significant correlations for any examined factors, including
clinical and histopathological severity, MPT, and tonsillectomy.
However, for urinary remission failure at last examination, univariate
analysis revealed that MPT, urinary remission failure at 2 years, and
diffuse mesangial proliferative nephritis in 2-year biopsy were significant
risk factors. On multivariate analysis, only MPT remained a significant
risk factor. At last examination, nine children had progressed to CKD
stage 2, but none had progressed to end-stage renal disease.
Conclusions: No risk factors for urinary remission failure at 2 years were
identified. However, regarding long-term prognosis, clinical and histological
responses at 2 years, rather than initial clinical and histopathological severity,
were risk factors for urinary remission failure. The finding that patients who
receivedMPTshowedmore persistent urinary abnormalitymay be explained
by more severe illness in these patients. The efficacy of multidrug therapy
appears relatively satisfactory, but long-term observation is necessary.

IPN10482-86 COMPLEMENT ACTIVATION CAUSES MAJOR
METABOL IC AND ENERGET IC CHANGES ON
ENDOTHELIAL CELLS

M. Riedl Khursigara 1, C. Ortiz 1, V. Bruno 2, C. Licht 1
1 Cell Biology Program, Research Institute, The Hospital for Sick Children,
Toronto - Canada, 2 Department of Translational Medical Sciences,
Section of Pediatrics, University of Naples Federico II, Naples - Italy

Introduction: Complement dysregulation and formation of the mem-
brane attack complex (MAC, C5b-9) on vascular endothelial cells
(ECs) cause EC injury and can lead to thrombotic microangiopathy
(TMA). Effects of chronic complement exposure on cellular level are
not well established. Here, we especially focused on metabolic and ener-
getic changes as previous data indicated that C5b-9 formation on the
surfaces of ECs did not result in cellular necrosis or apoptosis.
Methods: Human blood outgrowth endothelial cells (BOECs) derived from
healthy donors were sensitized with an anti-CD59 antibody. Complement
activation was initiated by adding normal human serum. Microscopy, lumi-
nescence, FACs and western blot were used to measure intracellular calcium,
ATP, mitochondrial membrane potential as well as autophagy pathways,
respectively.
Results: BOECs exposed to complement showed cell surface C5b-9
deposition followed by an abrupt rise in intracellular Ca2+ that was
sustained over 6 hours. Under complement stress, cell motility was im-
paired, which resulted in defective wound healing. We suggested a defect
in endothelial cell energy homeostasis as likely cause for the observed
functional defects. Indeed, complement activation caused a sustained
drop in intracellular ATP levels and mitochondrial membrane potential.
These effects were reversible following discontinuation of complement
stress (i.e., removal of serum or blockage of complement activation via
C5-depleted or heat inactivated serum), indicating that ECs were still
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viable. Thus we hypothesized that ECs are able to switch on a survival
machinery. In keeping with this we found upregulation of autophagy, as
indicated by the degradation of the markers LC3 and p62.
Conclusion: In summary, chronic complement activation leads to an EC
energy deficit. BOECs activate a survival machinery to sustain comple-
ment attack, including the re-sealing of the plasma membrane and the
activation of autophagy. All cellular effects were reversible, implying a
window of opportunity for treatment initiation and recovery of endothe-
lial cell function.

IPN10484-88 URINARY BIOMARKERS FOR EARLY
PREDICTION OF ACUTE KIDNEY INJURY AFTER
PEDIATRIC CARDIAC SURGERY

H.S. Baek 1, H.M. Jang 1, Y. Lee 2, J. Cho 2, M.C. Hyun 1, Y.H. Kim 1, S.
Hwang 1, M.H. Cho 1

1 Department of Pediatrics, Kyungpook National University, School of
Medicine, Daegu - Republic of Korea, 2 Department of Thoracic and
Cardiovascular Surgery, Kyungpook National University, School of
Medicine, Daegu - Republic of Korea

Introduction: Acute kidney injury (AKI) is one of the most common
postoperative complications of pediatric cardiac surgery. Serum creati-
nine has limitations as a diagnostic marker of AKI. Therefore, new bio-
markers are being evaluated to overcome these limitations and to detect
AKI at an early stage after cardiac surgery. The purpose of this study was
to investigate the clinical usefulness of these biomarkers.
Material & methods: In total, 30 patients with congenital heart disease
who had undergone cardiac surgery using cardiopulmonary bypass
(CPB) were selected, and their urine and blood samples were collected
at baseline and 6, 24, and 48 hours after surgery.
Results: Of the 30 patients, 12 developed AKI within 48 hours after
cardiac surgery, and the operative perfusion time was significantly higher
in the AKI patients. Moreover, urine concentration of kidney injury
molecule-1 (KIM-1) at 6 hours after surgery was significantly higher in
the AKI patients. Furthermore, KIM-1 and interleukin-18 concentrations
peaked at 24 and 6 hours after surgery, respectively.
Conclusion: We suggest that a prolonged perfusion time is a significant
risk factor for AKI and urine KIM-1 concentration could be a useful
biomarker for AKI after pediatric cardiac surgery using CPB.

IPN10485-89 CLINICAL SIGNIFICANCE OF C4D DEPOSITION
IN PEDIATRIC HSP NEPHRITIS

H.M. Jang 1, H.S. Baek 1, M.H. Han 2, Y.J. Kim 2, Y. Kim 3, C.D. Kim 3,
S.H. Park 3, M.H. Cho 1
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Medicine, Daegu - Republic of Korea, 2 Department of Pathology,
Kyungpook National University, School of Medicine, Daegu - Republic
of Korea, 3 Department of Internal medicine, Kyungpook National
University, School of Medicine, Daegu - Republic of Korea

Introduction: HSPN (Henoch-Schönlein Purpura Nephritis) occurs in
30-50% of pediatric HSP patients. Major pathologic findings include
mesangial proliferation and IgA deposition as in IgA nephropathy.
Recently, the role of complement system in IgA nephropathy has been
reported. The purpose of this study was to investigate the clinical signif-
icance of C4d in pediatric HSPN.
Material &methods:We have retrospectively reviewed pathologic find-
ings and medical records of 35 children and 12 adults with HSPN diag-
nosed at the Department of Pediatrics and Internal Medicine, Kyungpook
National University Hospital from 2006 to 2018. And C4d staining was
performed to investigate the correlation between pathologic findings and
clinical features.

Results: The mean age of the 35 children with HSPN was 9.2 ± 3.9 years
old and the male to female ratio was 18:17. Among them, 20 patients
(57.1%) were positive for C4d. In the HSPN classification according to
ISKDC, 5 (14.3%) were class I, 19 (54.3%) were II, 8 (22.9%) were IIIA
and 3 (8.6%) were IIIB. The positive rate of C4d according to class was
40% (2/5) in class 1, 58% (11/19) in class II, 63% (5/8) in class IIIA and
67% (2/3) in class IIIB. The higher the ISKDC classification, the higher
the C4d positive rate. The positive rate of C4d according to age was
57.1% in 35 pediatric HSPN patients, while the positive rate was 41.7%
in 12 adult patients. The positive rate of C4d in children less than 10 years
of age were significantly higher than those who were 10-18 years old
(68.0% vs 30.0%).
Conclusions: The positive rate of C4d in pediatric HSPN showed a
tendency to increase with the younger the age, severe mesangium prolif-
eration and crescent formation. This suggests that activation of the com-
plement system plays an important role in the pathogenesis of HSPN.

IPN10486-90 AN NPHP3 GENE GROSS DELETION
ASSOCIATED WITH RENAL HEPATIC PANCREATIC
DYSPLASIA: A CASE REPORT

D. O' Sullivan , M. Mcdermott , M. Waldron , N. Dolan
Our Ladies Children's Hospital Crumlin- Ireland

Introduction:Our case illustrates the complexities of treating end stage renal
failure (ESRF) in the neonatal period in addition to establishing a diagnosis
and prognosis in a baby with a number of atypical syndromic features.
Our case describes a previously unreported gross deletion in the
Nephrocystin -3 (NPHP3) gene - a “ciliary” gene associated with renal
hepatic pancreatic dysplasia (RHPD) and concurrent thyroid dysgenesis.
Methods:A chart reviewwas undertaken and it's findings compared with
papers describing NPHP3 mutations and RHPD following literature
review.
Results: A male infant born at 36 weeks gestation was antenatally diag-
nosed with enlarged cystic kidney, anhydramnios and pulmonary
hypoplasia.
The infant’s initial abdominal ultrasound demonstrated large kidneys bi-
laterally with innumerable renal cysts of varying size and dysplastic he-
patic changes. Laboratory tests demonstrated rapidly worsening renal
function and direct hyperbilirubinemia. The infant underwent peritoneal
dialysis (PD) catheter insertion.
National neonatal screening confirmed a diagnosis of congenital hypo-
thyroidism. Ultrasound demonstrated thyroid dysgenesis.
PD proved extremely difficult to establish. The infant developed fungal
peritonitis at 8 weeks of age and passed away at 12 weeks.
Whole exome sequencing revealed a gross deletion of exon 10 of the
NPHP3 gene. A limited post mortem demonstrated bilateral cystic change
in the kidneys with cystic liver and pancreatic changes which had not
been visualised on previous imaging.
Conclusion: This is a rare case of RHPD associated with a gross deletion
of the NPHP3 gene. Previous mutations in NPHP3 have been micro
deletions and missense mutations but to the best of our knowledge a
deletion of this size has not been described in humans previously.
This case highlights the heterogeneity of the genotype – phenotype cor-
relation associated with NPHP3 mutations and the complexity and chal-
lenges of managing a neonate with irreversible ESRF.

IPN10487-91 TRANSITION OF PEDIATRIC PATIENTS TO
ADULT NEPHROLOGY: A SCOPING REVIEWAND A LOCAL
PROGRAM

E. Kulakova , T. Nastausheva , T. Zvyagina
N.N.Burdenko Voronezh State Medical University, Voronezh - Russian
Federation
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Introduction: Effective transition from pediatric to adult care can
improve patient outcomes. There are a number of reports and
guidelines on transitioning young people with chronic kidney dis-
ease (CKD), but it is unclear what kinds of transition programs can
be implemented in limited-resource settings. A scoping review was
conducted to systematically map the research, practices and expert
opinions on transitioning in nephrology and to synthesize an article
sub-group based on the following review question: Which practices
from the literature can be implemented in transition programs for
CKD patients in resource-limited settings?
Material andmethods:A MEDLINE search was conducted using the
search string, “(child or adolescent or adolescence or young adult-
hood or teen or young adult or youth or young people or pediatric)
and (kidney or renal or nephrology or nephrologist or chronic kidney
disease) and (transition or transfer or transitional care or moving or
transition to adult care)”. We used EPPI-Reviewer 4 software to
manage the data. A local transition program was created based on
the results of the scoping review.
Results: After removing duplicates, a total of 1,625 citations were
identified. After title and abstract screening and subsequent full-text
analysis, 1,500 articles were excluded. The remaining 125 publica-
tions included 70 primary studies; 38 reviews, expert opinions or
guidelines; and 17 reports of implemented practices. Based on the
synthesis of the last sub-group, a transition program for a regional
children’s hospital was created. It includes an outpatient transition
clinic, a patient education program with volunteer involvement,
readiness assessment and partnership with adult renal services.
Conclusions: The results from the scoping review can be used to increase
awareness of transition in nephrology and accentuate the need to adapt
transition programs in resource-limited settings.

IPN10488-92 FAMILIAL RENAL GLUCOSURIA. CASE
REPORTAND LITERATURE REVIEW

J.A. Endo Caceres 1, E.A. Sarmiento Ortiz 2, A. Valencia Caicedo 2

1 Universidad Libre, Cali. - Colombia, 2 Universidad Libre, Cali -
Colombia

Abstract: Familial renal glycosuria (GRF) is a hereditary renal tubular
disorder characterized by persistent glucosuria isolated in the absence of
hyperglycemia caused by mutations in the gene (SLC5A2) encoding the
sodium-glucose co-transporter (SLGT2) (1). The renal defect is specific
for glucose and there is no increase in the urinary excretion of other
sugars.
Introduction: GRF is characterized by a persistent glucosuria due
to the decrease of renal tubular reabsorption of glucose in the
presence of a normal serum concentration and in the absence of
any other renal tubular dysfunction (1). It has an incidence in the
general population of 0.29% (3). The inhibition of SGLT2 in-
creases the renal excretion of glucose and sodium. The condition
exists from childhood through adulthood, and the diagnosis is
usually made in routine urinalysis. The distinction between GRF
and diabetes mellitus is made with a fasting blood glucose level
and a glucose tolerance test (2).
Clinical case: Patient 9 months of age, daughter of parents without
ties of consanguinity, Perinatal Background: pregnancy product of
38 weeks, daughter of the first pregnancy, cesarean delivery.
Assessed in the pediatric outpatient service for presenting clinical
picture consisting of changes in urine coloration and odor, fasting
glycemia 85 mg / dl, serum creatinine 0.22 mg/dl Bedside
Schwartz TFG: 136 ml/min/ 1.73, urine test pH 6.0, urinary den-
sity: 1015, glucosuria> 1000 mg / dl, protein, blood, nitrites and
ketonuria: negative.
Conclusion: We know of a benign evolution of the disease in a
patient with a 30-year follow-up (9), to such an extent that it is

not considered a disease but a phenotype. However, some patients
with massive glycosuria may show activation of the renin-
angiotensin-aldosterone system due to volume depletion.

IPN10489-93 A NATION-WIDE SURVEY OF LONG-TERM
PROGNOSIS OF EPSTEIN SYNDROME

K. Miura 1, Y. Shirai 1, S. Kunishima 2, A. Ishiguro 3, R. Hamada 4, K.
Ishikura 5, M. Hattori 1
1 Department of Pediatric Nephrology, Tokyo Women's Medical
University, Tokyo - Japan, 2 Department of Medical Technology, Gifu
University of Medical Science, Seki - Japan, 3 Department of
Postgraduate Education and Training, National Center for Child
Health and Development, Tokyo - Japan, 4 Department of Nephrology,
Tokyo Metropolitan Children's Medical Center, Fuchu - Japan,
5 Department of Pediatrics, Kitasato University, Sagamihara - Japan

Introduction: Epstein syndrome, which is caused by mutations in the
MYH9 gene, is characterized by macrothrombocytopenia, sensorineural
deafness and progressive kidney disease. Previous reports have shown
that mutations hitting residue R702 is strongly associated with early-onset
end-stage kidney disease and deafness. However, treatment effects of
renin-angiotensin system blockers (RASB) and complications of renal
replacement therapy (RRT) is largely unknown.
Materials and methods: Questionnaire was distributed to the de-
partments of internal medicine and pediatrics of the major hospi-
tals in Japan. This study was supported by Ministry of Health,
Labour and Welfare.
Results: There were 44 patients with Epstein syndrome consisting
of 30 males and 14 females. All of 29 patients who underwent
genetic testing carried mutations in the MYH9 gene. Of these,14
(48%) carried mutations hitting residue R702. There were no sig-
nificant differences in progression of renal dysfunction between
19 patients (including 9 with R702 mutations) who were admin-
istered RASB and 8 patients (including 4 with R702 mutations)
who were not. Hemodialysis, peritoneal dialysis, and kidney trans-
plantation were performed in 14, 4, and 9 patients with the me-
dian age of initiation of RRT 19, 23, and 20 years, respectively.
Of 13 patients with available data of complications of RRT, one
patient who underwent kidney transplantation had bleeding which
required erythrocyte transfusion.
Conclusions: This study suggested that RASB did not slow the
progression of renal dysfunction in Epstein syndrome. Further
studies in larger numbers of patients are needed to determine
the treatment effect of RASB. All modalities of RRT can be
performed without significant complications.

IPN10490-85 TREATMENT STRATEGY FOR AUTOSOMAL
RECESSIVE POLYCYSTIC KIDNEY DISEASE WITH END-
STAGE KIDNEY DISEASE

K. Miura 1, Y. Sato 2, Y. Nawashiro 3, T. Ando 1, T. Iida 1, Y. Shirai 1, S.
Ishiwa 1, A. Shiratori 1, N. Kaneko 1, T. Yabuuchi 1, K. Ishizuka 1, H.
Chikamoto 1, Y. Akioka 1, M. Hattori 1
1 Department of Pediatric Nephrology, Tokyo Women's Medical
University, Tokyo - Japan, 2 Department of Pediatrics, Hokkaido
University Graduate School of Medicine, Sapporo - Japan,
3 Department of Nephrology, Chiba Children's Hospital, Chiba - Japan

Introduction: Management of children with autosomal recessive poly-
cystic kidney disease (ARPKD) who developed end-stage kidney disease
(ESKD) remains challenging because of concomitant liver disease.
Especially, treatment strategy for patients with pancytopenia due to
splenomegaly has not been discussed thus far.
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Patients and methods: Medical charts of consecutive 7 children with
ARPKD who underwent kidney transplantation (KT) from January 2005
to July 2018 in our department were retrospectively reviewed. Data were
shown as medians (ranges).
Results: Four boys and three girls were analyzed. Age at KTwas 9.5 (1.9-
14.7) years. Two patients with recurrent cholangitis underwent combined
liver-kidney transplantation. Of 5 patients without cholangitis, one patient
without pancytopenia underwent isolated KT. The remaining 4 patients
with pancytopenia underwent splenectomy followed by isolated KT.
After splenectomy, blood cell count was normalized in all patients.
Postoperative pancreatitis occurred in 2 patients, which resolved with
conservative treatment. After subsequent isolated KT, sepsis occurred in
1 patient, which was successfully treated with antibiotics. Of 7 patients
who underwent KT, no graft loss has occurred during the median follow-
up period of 5.7 (0.8-13.2) years.
Conclusion: Our treatment algorithm stratified by recurrent
cholangitis and pancytopenia can be a feasible strategy for chil-
dren with ARPKD who developed ESKD and warrants further
evaluation.

IPN10491-86 CLINICAL CHARACTERISTICS FOR
OBTAINING A PRECISE DIAGNOSIS OFAFBN IN CHILDREN

E. Hidawa , M. Arao , Y. Akioka
Saitama Medical University Department of Pediatrics - Japan

Introduction: Acute focal bacterial nephritis (AFBN) is a severe form of
upper urinary tract infection (UTI) with focal renal mass lesions which
may be underdiagnosed without the appropriate imaging studies. Since
AFBN sometimes represents a relatively early stage for the development
of a renal abscess, sufficient antibiotic therapy is necessary. However the
early differential diagnosis of AFBN from acute pyelonephritis (APN) is
challenging. Here, we examined the clinical characteristics of AFBN
compared with APN in children.
Material and methods:We reviewed the medical records of all children
hospitalized for episodes of UTI during 4 years (2014-2017), and retro-
spectively analyzed the clinical findings of AFBN compared with APN.
Kidney volume by ultrasound on admission was compared with after
recovery in each AFBN patient.
Results:Among the 116 children with UTI, 4 presented with AFBN, 112
with APN. The age at the hospitalization of AFBNwas significantly older
than which of APN (4.2 vs. 1.6 years, p=0.016). The duration of fever,
and the duration of hospitalization were significantly longer in AFBN
patients than in APN patients (p=0.012, 0.0013, respectively). Although
C-reactive protein was significantly higher in AFBN patients (15.6 vs. 5.2
mg/dl, p=0.0026), the percentage of positive urine culture was lower (0
vs. 79 %, p=0.0026). The kidney volume of the affected side on admis-
sion is 58±35 % larger than after recovery.
Conclusions: AFBN should be suspected in pediatric patients showing se-
vere clinical presentation. Measurement of kidney volume by ultrasound at
the time of onset may be useful imagingmarker for early diagnosis of AFBN.

IPN10492 -87 CHILDHOOD STEROID RESISTANT
NEPHROTIC SYNDROME: CLINICAL PROFILE AND
OUTCOMES

S. Agrwal 1, M. Mantan 1, V. Batra 2

1 Maulana Azad Medical College, New Delhi - India, 2 Govind Ballabh
Pant Institute of Post graduate Medical education and Research, New
Delhi - India

Introduction: Steroid resistant nephrotic syndrome (SRNS) accounts for
about 10% of the chronic kidney disease (CKD) in children. We follow a
protocol of using either cyclosporine or tacrolimus with low dose

alternate day prednisolone for treatment of SRNS at our centre. This
retrospective study was done to analyze the clinical profile, biopsy &
treatment outcomes in children with SRNS.
Materials and methods: The records of children with SRNS who re-
ceived treatment for atleast 6 months or more during the period 2007-
20018 at a tertiary care teaching hospital in Northern India were retrieved.
The clinical, histopathological data & outcomes were recorded.
Results: 120 children (74.2% males) were treated for SRNS with a mean
age of onset ofNS as 4.8+/- 3.26 years& of presentation 7.02+/-3.8 years.
About 60.8% patients had late steroid resistance; MCD& FSGS were the
most common histopathological types (80%). Calcineurin inhibitors
(CNI) were used in 85% of the children and response response rates for
CRwere 65%within a mean time of 3.3 (+/-1.35) months. PRwas seen in
13.6% of those treated with cyclosporine & 10.5% with tacrolimus.
Response to cyclophosphamide & MMF was poor. The mean duration
of CNI use was 2.4 +/-1.14 years. The mean duration of follow upwas 5.6
(+/-3.4) years. At last follow up, 70.7% % children had either CR or PR,
4.2% developed CKD & 4 children died due to complications. Response
rate was similar in initial & late resistance (p = 0.92). Presence of MCD
on histology & use of CNI were significantly associated with CR (p
<0.001 & p <0.00001).
Conclusion: SRNS children with MCD on biopsy and response to CNI
have a better long term outcome. Most patients respond to CNI within the
first 6 months of use.
Keywords: SRNS, calcineurin inhibitors, complete response

IPN10493-88 PEDIATRIC NEPHROLOGY IN A GOVERNMENT
TERTIARY HOSPITAL OF BANGLADESH: GAP BETWEEN
EXPECTATION AND CURRENT SITUATION

M.M. Quader
Associate Professor, Department of Pediatric Nephrology, Chattogram
Medical College, PS-Panchlaish, PO-Chawkbazar,4203, Chattogram,
Bangladesh

Abstract
Introduction: Paediatric Nephrology started its journey in
Bangabandhu Sheikh Mujib Medical University(BSMMU), Dhaka
with 8 beds in 1987. After that Dhaka Shishu Hospital and National
Institute of Kidney Diseases and Urology (NIKDU), Sher-e-
Banglanagar,Dhaka started to serve the nation. In 2010, 43 posts
in different categories was created in 14 Government Medical
Colleges with collaboration of Pediatric Nephrology Society of
Bangladesh(PNSB) and Ministry of health and family welfare of
Bangladesh. Chattagram Medical College Hospital(CMCH) is the
2nd largest medical college hospital where pediatric nephrology
started its journey on 11/12/2013 with 10 bed from pediatrics.
Materials and methods: This is the description of current situation in
government medical college hospitals.
Results: Current situation analysis revealed among all the govern-
ment medical colleges only 5 has the pediatric nephrology ward
where 4 pediatric nephrologists are working now. In CMCH there
is no sanctioned ward, critical care nephrology, hemo dialysis and
peritoneal dialysis unit, transplant service, even no space for OPD.
More over no sanctioned post for 4th class employee as well as no
allotted room for the consultants. But now with these major con-
straint paeds are getting services on general nephrology, acute peri-
toneal and hemodialysis because of our endless sincerity, devotion
and empathy . Referral to capital city Dhaka is almost nil at present.
In 2018 total patients admitted here was 188 and 454 patients were
seen in OPD. Renal biopsy, acute peritoneal and hemodialysis was
done of 69, 60 and 20 patients respectively from 2014 to 2018.
Conclusion:Hope never ends. All the hurdles will be nomore and dream
will come true in near future.
Keywords: Pediatric nephrology, Government medical college
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IPN10494-89 COMPLEMENT ABNORMALITIES AND
USEFULNESS OF FRAGMENTED RED BLOOD CELL
COUNT IN PEDIATRIC HAEMOLYTIC UREMIC SYNDROME

S. Govindarajan 1, K. Tiewsoh 2, A. Rawat 3, P. Bhatia 4, N. Taneja 5, R.
Ramachandran 6, L. Dawman 2

1 Department of Pediatrics, PGIMER, Chandigarh - India, 2 Pediatric
Nephrology Unit, Department of Pediatrics, PGIMER, Chandigarh - India,
3 Allergy and Immunology Unit, Department of Pediatrics, PGIMER,
Chandigarh - India, 4 Pediatric Hematology Unit, Department of
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Introduction: Hemolytic Uremic Syndrome (HUS) is the leading cause
of pediatric acute kidney injury (AKI). We performed a prospective ob-
servational study to know clinical presentations, understand complement
abnormalities and role of fragmented red blood cell count (FRC%) in
detection of hemolysis among pediatric HUS in India.
Methods: 35 children with HUS were enrolled from July 2017 to
December 2018. Data of clinical presentation was recorded. Various he-
matological parameters including automated FRC% were performed
using Sysmex XN-1000 analyser (Japan). Complement work up [C3,
C4, anti-factor H (VIDITEST human ELISA kit), CD46 (flow cytometry)
and functional assessment of alternate pathway (AP50)] were done. SPSS
version 23 (Chicago, IL) was used for analysis.
Results: Median age was 49 months (range 1-140), with a male-female
ratio of 1.7:1. 74% had hypertension; 91.4% had stage III AKI; 34% had
neurological manifestations; 60% had hematuria and 34% had nephrotic
range proteinuria. Severe anemia (Hb <7g/dL) was found in 88%. FRC%
was high in 85.8% (mean: 4.56 ± 3.1%). In comparison to peripheral
smear schistocytes, FRC% detected hemolysis in 95.4% (C.I 77.16% to
99.88%), with accuracy of 85.71% (C.I 67.33% to 95.97%). STEC PCR
performed in 10 children was negative. 57% had low C3 levels and 43%
had low AP50 levels. Anti FH antibody was positive in 44% (15/34).
26.7% (8/30) had low expression of membrane cofactor protein (MCP)/
CD46 in leucocytes. Of those who continued treatment, 18 children
attained remission while 11 died.
Conclusion: This study provides a snapshot of pediatric HUS in India. In
our study FRC% detected hemolysis with good sensitivity and therefore
can be used as a substitute for peripheral smear. Anti FH associated HUS
remains the commonest complement abnormality followed by low MCP
expression. A comprehensive complement study is warranted in all pedi-
atric HUS as it has therapeutic implications.
Keywords: Acute kidney injury (AKI), Hemolytic uremic syndrome
(HUS), Fragmented red cell count (FRC)

IPN10495-90 CLINICAL PHENOTYPES AND OUTCOME OF
C H I L D R E N W I T H G E N E T I C A L LY P R O V E N
NEPHRONOPHTHISIS AND RELATED CILIOPATHIES

M.M. Nabhan 1, M. Eldoadoa 1, N. Elkhateeb 2, K. Thomas 3, K. Verena
3, R. Helmy 1, F. Hildebrandt 3, N.A. Soliman 1
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Introduction: Nephronophthisis (NPHP) and related ciliopathies
(NPHP-RC) represent the most common monogenic cause of end stage
kidney disease (ESKD) in children. The clinical presentation and the
genetic etiology are highly variable. We aimed to characterize renal and
extra-renal findings for assessing genotype-phenotype correlation in pa-
tients with monogenic causes of NPHP-RC.

Patients and methods: This retrospective study included 52 patients
with NPHP-RC due to a monogenic cause. Medical records were
reviewed for pertinent data with detailed analysis of the phenotype in
relation to genotype.
Results: The clinical phenotypic spectrum of our cohort was hetero-
geneous ranging from isolated NPHP to syndromic NPHP-RC.
Parental consanguinity was reported in 82.7% of patients. The me-
dian age of onset was 36 months while median age of ESKD was 88
months. Twenty different NPHP-RC causative genes were identified
in our study population; as expected, the majority of mutations were
homozygous (50/52; 96.7%) with only two patients having com-
pound heterozygous mutations; NPHP3/WDR19 (infantile onset
with hepatic and cardiac involvement), and TMEM67/CC2D2A (in
a patient with JSRD). NPHP1 gene mutations were the most fre-
quent (25%), followed by NPHP4 in 13.5% (three patients had
NPHP-RC while four had isolated NPHP) followed by NPHP3 in
11.5% (three of them had infantile onset with hepatic involvement).
One patient was identified with a homozygous mutation in the
NPHP2 gene. The less frequently identified mutations included
PKHD1 (7.7%), TTC21B, SDCCAG8 (each 5.8%), BCS1L ,
NPHP6 (each 3.8%) in addition to mutations in ten other NPHP-
RC genes.
Conclusion: NPHP has a wide clinical phenotypic spectrum with
high genetic heterogeneity. Fifty percent of patients have an extra-
renal phenotype with clinically overlapping features. Genetic anal-
ysis plays a crucial role in in the diagnosis of NPHP and its
related ciliopathies. It unravels the causative gene mutations and
thereby expands our knowledge of the already complex genotypic
spectrum of NPHP-RC.

IPN10496-91 AN INFANTILE PURPURA NEPHRITIS

C. Duan 1, Z. Li 1, Z. Kang 2

1 Department of Renal Rheumatism, Children's Hospital of Hunan
Provincial - China, 2 Department of Renal Rheumatism,Children's
Hospital of Hunan Provincial - China

Abstract
Introduction: Henoch-Schonlein purpura is a common acute small
and medium vascular allergic disease in children. The onset age of
Henoch-Schonlein purpura is from 2 to 8 years old, especially in
male children aged from 6 to13 years. purpura nephritis is a com-
mon glomerular disease in pediatrics. It can occur at any time
after Henoch-Schonlein purpura. purpura nephritis occurs more
common within one month of Henoch-Schonlein purpura, espe-
cially within one week. The high incidence age of purpura nephri-
tis is from 6 to 7 years old. infantile purpura nephritis is rarely
reported in clinic.
Objective: To understand the clinical features of infantile purpura nephri-
tis by analyzing the clinical manifestations of one case.
Methods: A case of infantile purpura nephritis was analyzed.
Result: The onset of the disease was induced by fever and cough. On the
second day of infection, hemorrhagic skin rash was appeared on lower
extremities, blood platelets 320 x 109/L, blood coagulation was norma,
On the third day of rash, routine urinary protein +, 24 hour urinary protein
quantitative 420mg.The serum IgA is 1.01g/L、IgE is 35.5 g/L、IL-6 is
3.35 pg/ml, IL-10 is 10.6 pg/ml, IL-4 is 10.6 pg/ml, ANA and ANCA
were negative. No family history of Henoch-Schonlein purpura and kid-
ney disease, kidney pathology shows purpura nephritis type IIa.
Conclusion: Infants may also suffer fromHenoch-Schonlein purpura and
purpura nephritis. The cause of purpura nephritis in infants may be the
activation of inflammatory factors in the body after infection, which ulti-
mately causes kidney damage.
Keywords: Infant; Henoch-Schonlein purpura nephritis; purpura
nephritis
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IPN10498-93 SEVERE HYPERTENSION REQUIRING
BILATERAL NATIVE NEPHRECTOMIES IN CHILDREN
WITH CKD STAGE 5

C. Pickles , A. Kaur , N. Plant , D. Wallace , R. Lennon , M. Shenoy
Department of Paediatric Nephrology, Royal Manchester Children's
Hospital, Manchester - United Kingdom

Background: Severe hypertension is one of the commonest indications for
bilateral native nephrectomies (BNN) in children with CKD stage 5.
However, there is little data on the epidemiology and outcome of these
children.
Material &Methods:We reviewed the records of all children with CKD
5 who underwent BNN for severe hypertension over the ten-year period
from January 2008 to January 2018.
Results: 132 children entered the renal transplant programme during this
period and 11 (8%) underwent BNN for severe hypertension. Ten had a
single stage procedure and 1 had a staged procedure. 9 of the 11 were
performed laparoscopically. At the time of surgery, all children were on 3
or more anti-hypertensive agents at maximum doses. In 2 patients the proce-
dure was performed following renal transplantation (RT). The median age at
BNN was 7 years (range 6 months - 17 years) and 70% were male. In terms
of underlying diagnosis, 7 had a ciliopathy (ARPKD, n=1, nephronophthisis
and associated syndromes, n=6). Eight patients were on renal replacement
therapy (RRT) at time of BNN with 4 (50%) on haemodialysis. Following
BNN, all children were weaned off anti-hypertensive medications over a
median period of 6 months (range 3 - 10months).
Median time from BNN to RTwas 11months (range 1- 44months) and 8/11
(73%) had a living donor transplant. There was 100% graft and patient
survival, with a median eGFR of 86ml/min/1.73m2 (range 30 - 102ml/min/
1.73m2) after a median follow up period of 47months (range 7 - 87months).
Conclusions: In our centre, 8% of children with CKD 5 required BNN
for severe hypertension and their commonest diagnosis was a ciliopathy.
BNN resulted in resolution of hypertension in the vast majority of chil-
dren. Therefore, this treatment option should be considered in all children
with CKD 5 and severe hypertension.

IPN10499-94 ETIOLOGY, DIAGNOSIS AND CLINICAL
CHARACTERISTICS OF NEPHROCALCINOSIS

L. Spahiu 1, A. Batalli Kepuska 2, V. Ismaili Jaha 2, B.Merovci 2, H. Jashari 2
1 Department of Paediatric Nephrology, Paediatric Clinic, University
Clinical Center of Kosovo, Pristina, Republic of Kosovo - Albania,
2 Paediatric Clinic, University Clinical Center of Kosovo, Pristina,
Republic of Kosovo - Albania

Abstract
Introduction: Nephrocalcinosis (NC) is the increased deposition of cal-
cium in the renal parenchyma due to different etiologies.
Aim: The present study aimed to investigate the etiology of NC and its
effect on renal function and growth in children.
Materials and methods: In the present study, 25 children diagnosed with
NC between 1999 and 2016 were retrospectively analysed. Relevant demo-
graphic, clinical and laboratory data were extracted from patients’ records.
Results: The median (range) age at diagnosis was 9 (3-84) months. The
leading cause of NC was distal Renal Tubular Acidosis (dRTA) in 16
(64%), followed by Idiopathic Hypercalciuria (IH) in 2 (8%) children.
Clinical manifestations were failure to thrive in 8 (32%), polyuria and
polydipsia in 5 (20%), haematuria and renal colic in 2 (8%), urinary tract
infection in 7 (28%) and in 3 (12%) cases, NC was found accidentally
during routine checkup. Chronic renal insufficiency developed in two
patients with dRTA and in one with hyperoxaluria. The degree of NC
worsened in 3 (23%) patients, remained the same in 7 (54%) and im-
proved in 3 (23%) patients. However, the effect of nephrocalcinosis grade
change on renal function and growth was not significant.

Conclusion: It is not the degree of NC rather the underlying cause and the
age at diagnosis that affects the growth and renal function of children.
Keywords: Distal renal tubular acidosis, Growth failure, Renal function

IPN10501-78 PEDIATRIC IGA NEPHROPATHY: CLINICAL
OUTCOMES ACCORDING THREE TYPES OF TREATMENT
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Introduction: IgA nephropathy (IgAN) is the most common glomerular
disease in the world, in Colombia belongs to 11-22% of primary glomer-
ulonephritis in pediatric patients. Of these, 30% progress to chronic kid-
ney disease.
Materials and methods: To describe paraclinical and histopathological
features and clinical outcomes according three types of treament in IgAN
pediatric patients in a high complexity hospital of Colombia. It is a ret-
rospective descriptive study. We used median and IRQ for continuous
variables, proportions for cuantitative variables, Fisher test to compare
clinical outcomes in the last control and Kaplan-meier curve to describe
renal function survival at five years.
Results: Between 1996 to 2013 58 patients were diagnosed. The
mean age at symptoms onset was 7.5 years (SD±4.2) and at the time
of renal biopsy was 10 years (SD±3.8). At diagnosis, 77.6% of the
patients showed microscopic hematuria, 27.6% gross hematuria and
81% proteinuria, classified as severe in 29%. Three patients required
dialysis and one needed kidney transplant. Three groups with differ-
ent therapeutic regimens were evaluated: first group only prednisone
34.5% (n = 20), second group prednisone and mycophenolate mofetil
(MMF) 22.4% (n = 13) and third group without prednisone neither
MMF 43.1% (n = 25). The difference in the presence of hematuria
among the groups was significant (p> 0.001), being more frequent in
the group without prednisone neither MMF (68%). There were no
significant differences in proteinuria, hypertension or creatinine
among the groups. The median of years between the renal biopsy
and the last control was 4 years RI 1-7. At five years, the renal fuction
survival probability (GFR >90 ml/min/1.73m2) was 89.1%.
Conclusion: IgAN needs early recognition and strict follow-up, since it
may have ominous outcomes. The results of the present work constitute
up to now the most extensive experience described in the Colombian
pediatric population.
Keywords: child, hematuria, proteinuria, glomerulonephritis by IGA,
Schoenlein-Henoch purpura.

IPN10502-79 INFECTIOUS COMPLICATIONS IN CHILDREN
WITHNEPHROTICSYNDROME:CANTHEYBEPREVENTED
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Introduction: 60% of children with Nephrotic syndrome have frequently
relapsing or steroid dependent course. Serious infections like peritonitis,
cellulitis, pneumonia etc and anasarca with reduced urine output and
complications thereof including AKI, thromboembolism contribute sig-
nificantly to morbidity and mortality in these children.
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Methodology: Questionnaire-based module to study infectious compli-
cations in children with nephrotic syndrome was circulated through sur-
vey monkey portal to Pediatric nephrologists in our country. 22
responded. 40% said that they saw patients with severe infections like
peritonitis/cellulitis/pneumonitis once a month with 13% reporting it >
once/ week, 54% reported >1 patient presenting with anasarca and re-
duced urine output in a week and 18% said they had 1-3 such every week.
Fish bone analysis conducted on such patients reporting to our centre over
next 3 months revealed only 22% regularly monitored urine protein by
dipstick mostly due to cost of dipsticks and lack of awareness. We pro-
posed that reduction in time to report relapse by regularly monitoring
urine protein could reduce complications in these children. After taking
informed consent and due counselling, 6 urine protein dipsticks (cut ver-
tically in half to make 12) were handed over to all patients who had
presented > 7 days since relapse or with severe infection or anasarca in
last 1 year. These children were followed up for next one year and given 6
more urine dipsticks every 3 monthly.
Results: 23 patients were given urine protein dipsticks.12 had 16 severe
complications in previous 6 months. None had any serious infections/
anasarca on follow up.16 new patients had 18 serious complications in this
time.
Conclusions: Early detection of relapse by home monitoring of urine
protein by dipsticks was effective in significantly reducing number of
patients with severe infections and anasarca with reduced urine output.

IPN10503-80 MOYA MOYA SYNDROME IN POSTRASPLANTED
CHILDWITH TYPE 1 NEUROFIBROMATOSIS

A. Guerrero , R. Loza , J. Ponce , A. Ynguil , C. Correa , N. Rodriguez
Cayetano Heredia University - Peru

Background: Neuro fibromatosis (NF) is a genetic disorder of the ner-
vous system that mainly affects the development and growth of neuronal
tissues. Is characterized by the development of several tumors. The ac-
companying skin changes and bone deformities are also common in NF.
The urinary tract may be rarely involved.
Objective: Describe a post-transplant child with neuro fibromatosis type
1 who developed Moya Moya syndrome .
Material and methods: A 7- year-old post- transplant live donor related
kidney patient receiving maintenance therapy with tacrolimus, mycophe-
nolate mofetil and steroids, 6 months after transplantation showed signs
of cerebrovascular ischemia characterized by abrupt presentation , hemi-
plegia and right palsy, and left central facial paralysis, in its clinical eval-
uation lisch nodules where found as part of the evolution of the disease,
the CT scan showed left brain ischemia, MRI with cerebral angiography
showed infarcts at different stages (ulegyria left occipital, left temporal
cortical gliosis, acute-subacute cortical and lacunar infarcts in the left
front cortex) associated with irregularity and decresed in caliber in the
supraclinoideos segments of the carotid artery, the left posterior cerebral
artery and probable irregularity of cortical arteries in left cerebral hemi-
sphere. These findings are suggestive of medium and small vessel vascu-
litis. Compatible with moya moya syndrome.
Conclusions: Moya Moya syndrome is a rare condition described in
patients with neuro fibromatosis but much rarer condition in post
transplanted kidney patients.

IPN10504-81 REMISSION OF C3 GLOMERULOPATHY IN A
PEDIATRIC PATIENT WITHMYCOPHENOLATE MOFETIL

M. Almonte 1, L. Rojas 2, J. Castillos 2

1 Pediatrics Nephrology Unit Hospital General De La Plaza De La
Salud, Santo Domingo - Dominican Republic, 2 Departmentof
Nephrology, Hospital General De La Plaza De La Salud, Santo
Domingo - Dominican Republic

C3 glomerulopathy (C3GP) is a membranoproliferative glomerulonephri-
tis without immunoglobulin deposits, it’s a rare disease caused by an
activation of the alternative pathway of the complement system is central
in its pathogenesis. The presence of a C3 nephritic factor (C3Nef), or
deficient factor H or I is associated with C3 GP. C3 glomerulopathy in
children are rare and have a variable outcome, with some patients
progressing to end-stage renal disease (ESRD). (1)The treatment is not
codified, they are no evidence-based guidelines for treatment of MPGN I
and C3GP. (2) (3)
Here we describe a case of a Hispanic pediatric male with a C3 GP
revealed by nephritic syndrome. He was treated with prednisone and
mycophenolate as the immunosuppressive regimen, salt restriction and
Angiotensin II receptor blockers (ARBs) and obtained a complete remis-
sion on proteinuria and hematuria, normal renal function and normal titers
of C3 after 12 month of treatment.
In the Dominican Republic we have limitations to perform kidney biopsies,
therefore many patients reach renal failure without a histopathological di-
agnosis and mistakenly handling them as post infectious glomerulonephri-
tis, it is the only case reported in the country verified by renal biopsy in a
pediatric patient, in addition there are limitations for access to immunosup-
pressant’s, so in this case it was decided to initiate management with my-
cophenolate since there are no guidelines that suggest a specific treatment
for this type of pathology. (2)We do not have genetic studies in the country
for this type of pathologies. (3)We think that our case opens the possibility
to treat patients with C3GP with mycophenolate.

IPN10506-83 ANALYSIS OF SURVIVAL OF LOW WEIGHT
CH ILDREN ( < 1 5KG ) UNDERGO ING CHRON IC
HEMODIALYSIS: MORTALITYAND RISK FACTORS

C.L. Henriques , S. Vieira , M.F.C.D. Camargo , S. Komi , P.C.K.
Nogueira
Hospital Samaritano de Sao Paulo - Americas ServiçosMédicos - Brazil -
Brazil - Brazil

Introduction: This study analyzed the survival of low weight children
undergoing hemodialysis and risk factors impacting mortality
Method: Retrospective analysis of patients undergoing chronic hemodi-
alysis between January 2015 and January 2019. The sample included 82
patients (19F and 63M) with median age at the start of hemodialysis of
1.7 years (19 days - 9.6 years). The most common etiology was CAKUT
(46%). At study baseline, median weight was 7.8Kg (2.3-14.6kg), median
Z-score for weight/age -3.03 and median Z-score for height/age -3.80.
Enteral feeding was required in 38 patients via gastrostomy. 39 patients
had anuria, and 57 patients had undergone peritoneal dialysis before
hemodialysis. 73 patients were on daily hemodialysis. 7 patients had
congenital cardiopathy.
Results: Of the 82 patients, 37 (45.12%) were transplanted, 33 (40.24%)
remained on HD and 12 (14.64%) died. The cumulative survival rate was
91% for 1-year, 78% for 2-year, 71% for 3-year and 71% for 4-year survival.
Considering transplant as a concurrent event, the following factors had the
greatest impact on survival:
a) Cardiopathy – presence associated with a 13 times greater probability
of death (95% CI= 3.47 – 53.69; p<0.001)
b) Anuria – presence associated with a 14 times greater probability of
death (95%CI = 1.84 – 109; p=0.011)
c) Z-score for height/age - every 1 SD increase in Z-score reduced chance
of death by 35% (95%CI =11% - 53 %; p=0.008)
d) Z-score for weight/age - every 1 SD increase in Z-score reduced chance
of death by 45% (95%CI = 19% - 63%; p=0.003)
Conclusion: Hemodialysis is a viable therapy in low weight children
awaiting a kidney transplant. The presence of anuria had the most signif-
icant impact on the probability of death in the sample. The patients with
the highest survival rates were those with better nutritional status and
residual renal function.
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IPN10507-84 SEVERE PROXIMAL RENAL TUBULAR
ACIDOSIS WITH OCULAR MALFORMATION CAUSED BY
SLC4A4 GENE MUTATION

Y. Liu 1, W. Wang 1, M. Lei 2, W. Chen 1

1 Nephrology department of TianJin Children’s Hospital TianJin - China,
2 Neurology department of TianJin Children’s Hospital TianJin - China

Abstract
Objective: To summarize the clinical features of a case of severe renal
tubular acidosis with ocular malformation caused by mutation of
SLC4A4 gene.
Methods: Reported the clinical manifestations, treatment, outcomes and
gene sequencing results of a child with SLCA4Amutation in our hospital
in September 2018. The word "SLC4A4 gene" and "SLC4A4 mutation"
are used as the search term.
Results: A 5-year-old girl, admitted to hospital due to limb weak-
ness for 3 months. Growth and development lag behind those of the
same age. Perfect examination was done after admission: Biochem-
ical tests indicate severe acidosis, hypokalemia, Urine PH 6.95 ~
7.38, Ophthalmic examination showed that pupil reflection to light
was slightly poor, vitreous opacity, corneal stroma gray opacity,
Head CT shows symmetrical patchy dense shadow in bilateral basal
ganglia, Flaky high-density shadows can be seen under the cortex of
the left frontal-parietal junction, A heterozygous mutation in the
exon region of SLC4A4 gene was found in the girl,c.145C>T
,which is Consistent with the test results of her father,and a hetero-
zygous mutation in the intron region, c.1499+1G>A, which is
Consistent with the test results of her mother, neither of which have
been reported previously. There were 9 relevant articles(Chinese 0
English 9), All of the patients showed renal tubular acidosis with
ocular deformity.
Conclusion: Renal tubular acidosis caused by SLC4A4 gene mutation is
serious and difficult to correct, and accompanied bymulti-system lesions,
mainly ocular deformities, followed by nervous system damage et al.
Gene detection in this kind of children It is of great significance to have
the gene detection.

IPN10508-85 BIOMARKERS FOR EARLY DETECTION OF
RENAL INJURY IN FETUSES WITH CONGENITAL
URINARY TRACT OBSTRUCTION

D. Kostic 1, G.P. Neves Dos Santos Beozzo 2, S. Brasil Do Couto 1, A.H.
Teruaki Kato 1, L. Lima 3, P. Palmeira 3, V.L. JornadaKrebs 2, V. Bunduki
4, R. Pulcineli Vieira Francisco 4, M. Zugaib 4,W. BrunowDeCarvalho 2,
V.H. Kalika Koch 1

1 Pediatric Nephrology Unit, Department of Pediatrics, Instituto da
Criança, Hospital das Clínicas da Faculdade de Medicina da
Universidade de São Paulo - Brazil, 2 Department of Pediatrics,
Instituto da Criança, Hospital das Clínicas da Faculdade de Medicina
da Universidade de São Paulo - Brazil, 3 Laboratory of Clinical
Investigations (LIM-36)—Instituto da Criança, Hospital das Clínicas
da Faculdade de Medicina da Universidade de São Paulo - Brazil,
4 Department of Obstetrics and Gynecology, Hospital das Clínicas da
Faculdade de Medicina da Universidade de São Paulo - Brazil

Introduction: The aim of this study was to investigate a selection
of renal injury biomarkers in fetal congenital urinary tract obstruc-
tion (UTO) and their potential to identify fetuses with significant
obstructive patterns who might benefit of fetal intervention.
Material & methods: Between 2014 and 2016, ten fetuses with con-
genital UTO with indication of invasive tests for fetal diagnosis that
excluded other malformations, were included for fetal urine analysis
of six renal injury biomarkers: Neutrophil gelatinase-associated
lipocalin (NGAL), Kidney injury molecule-1 (KIM-1), Transforming

growth factor beta-1 (TGF-β1), Retinol-binding protein (RBP),
Cystatin C (CyC) and microalbuminuria (μALB). These results were
compared with the values from urine of 10 infants with low urinary
tract obstruction (LUTO), 13 with bilateral hydronephrosis and 24
healthy infants, obtained between the 3rd and 7th day from birth. The
urine samples were stored at −70 °C and analyzed by ELISA.
Results: All fetal urine biomarkers showed significantly higher values
when compared to all groups at birth (p ≤ 0.014), with exception of KIM-
1 and μALB (p ≥ 0.143 and p ≥ 0.076, respectively). Fetal NGAL values
were similar to LUTO subgroup (p = 0.107). Urine CyC ([AUC] = 0.933,
sensitivity 95.2%, specificity 70%, cutoff: 1.76 μg/mg uCr), NGAL
([AUC] = 0.921, sensitivity 90.5%, specificity 80%, cutoff: 1.5 ng/mg
uCr), RBP ([AUC] = 0.908, sensitivity 85.7%, specificity 80%, cutoff:
24.7 ng/mg uCr) and TGF-ß1([AUC] = 0.894, sensitivity 95.2%, speci-
ficity 80%, cutoff: 1.6 pg/mg uCr) performed very good when tested to
identify fetal and newborn renal lesion and obstruction. Three of 10
fetuses were born and followed for 12 months, when presented lower
biomarker levels compared to fetal.
Conclusion: Urine CyC, NGAL, RBP, and TGF-ß1, demonstrated
high capability to identify fetuses and newborns with significant
renal impairment due to severe UTO and potential to substitute
currently used fetal medicine parameters.

IPN10509-86 THECORRELATIONBETWEENCHROMOSOME
X-INACTIVATION AND CLINICAL SEVERITY IN FEMALE
FABRY DISEASE

R. Rossanti , N. Kandai , S. Minamikawa , T. Yamamura , J. Fujimura , K.
Nakanishi , T. Horinouchi , C. Nagano , N. Sakakibara , H. Kaito , K.
Iijima
Department of Pediatrics, KobeUniversity Graduate School ofMedicine,
Kobe - Japan

Introduction: Fabry disease is an X-linked inherited lysosomal stor-
age disorder caused by mutations in the gene encoding ⍺ -galctosidase
A (GLA). Regarding of random X-chromosome inactivation (XCI) in
each female cell, males are usually severely affected while females
have a wide range of disease severity, from a roughly asymptomatic to
more classical profile with cardiac, renal and cerebrovascular mani-
festations.1,2 The aim of this study was to ascertain the existence of
skewed XCI in 8 females with heterozygous variants in GLA gene and
its relation to the phenotypes.
Material & methods: We present 5 patients from 1 family and 3
individual patients with female Fabry disease. All cases have detect-
ed heterozygous pathogenic variants in GLA gene. X-chromosome
inactivation pattern in cells of peripheral blood leukocytes and urine
sediments were determined by both ultra-deep RNA sequencing and
HUMARA assay that determine the methylation status of the poly-
morphic (CAG)n repeat region located within exon 1 of the human
androgen receptor (HUMARA) gene.
Result: Among all cases, skewed XCI that result in normal allele
dominant inactivation was observed only in 1 individual case with
severe phenotype. No skewing was observed even among cases
with severe phenotypes in a family.
Conclusion: Skewed XCI could explain the severity in only limited
number of female cases and was revealed skewed XCI was not a main
factor influencing the phenotype variability in female cases with Fabry
disease.
References:

1. Elstein D, Schachamorov E, Beeri R, Altarescu G, 2012

2. Juchniewicz P, Kloska A, Tylki-Szymańska A, Jakóbkiewicz-
Banecka J, Węgrzyn G, Moskot M, Gabig-Cimińska M,
Piotrowska E, 2018
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IPN10510 -78 RENAL FUNCTION SUCCESSFULLY
MAINTAINED WITH FLUDROCORTISONE IN AN INFANT
WITH RENALTUBULAR DYSGENESIS

T. Kondo 1, Y. Ikezumi 1, Y. Matsumoto 1, N. Kumagai 1, S. Hibino 2, N.
Fujita 2

1 Fujita Health University Hospital - Japan, 2 Aichi Children's Health
and Medical Center - Japan

Introduction: Renal tubular dysgenesis (RTD) is defined as the absence
or poor development of the renal proximal tubules. It is classified as
inherited RTD (mutations in the genes encoding components of renin-
angiotensin system) and secondary RTD. We report the case of an infant
with inherited RTD whose renal function and fluid management were
successfully maintained using fludrocortisone.
Case presentation: A female infant was delivered at 27 weeks of gesta-
tion (body weight: 953 g) by cesarean section because of
oligohydramnios. She presented with severe hypotension and renal dys-
function soon after birth; however, desmopressin was effective in main-
taining the blood pressure and urine volume.We suspected RTD owing to
the disease course. Gene analysis revealed a novel mutation of
angiotensin-converting enzyme and confirmed the diagnosis. At 1 year
of age, serum creatinine level temporarily increased (up to 1.2-1.8 mg/
dL), which was attributed to the nephrogenic diabetes insipidus caused by
RTD. Treatment with hydration of at least 2000 ml/day was required to
maintain the serum creatinine around 1.0 mg/dL (eGFR 38 ml/min/
1.73m2). Since she had low aldosterone levels and lacked the ability to
synthesize aldosterone despite dehydration, we started oral administration
of fludrocortisone at 2 years and 8 months old. After starting
fludrocortisone, her hyperkalemia improved and serum creatinine could
be maintained at <0.5 mg/dL (eGFR 62 ml/min/1.73m2), despite the
reduced amount of hydration and antihyperkalemic agent.
Discussion: Although RTD has been considered fatal, improvements in
neonatal management have increased the number of reports of survivors.
Fludrocortisone may be effective in the management of renal failure in
children with RTD or for the preventing the progression of renal failure
after neonatal period. Further research with a larger number of cases is
warranted in the future.

IPN10511-79 A CHILD WITH DENSE DEPOSIT DISEASE,
DECREASED CLASSICAL AND DEFICIENT ALTERNATIVE
PATHWAYACTIVITY

I. Trutin 1, L. Oletic 1, B. Valent Moric 1, D. Milosevic 2

1 Clinical Hospital Centre Sestre milosrdnice Zagreb - Croatia, 2 Clinical
Hospital Centre Zagreb - Croatia

Introduction: We are presenting an 8 years old boy that was brought to
the clinic because of macroscopic hematuria.
Material & methods: An 8 year old boy with macroscopic hematuria,
high blood pressure and periorbital edema was initially hospitalized due
to a sudden onset of nephritic syndrome. Serum urea and creatininewere
elevated alongside low serum protein and albumin as well as proteinuria
(1,69 g/24 hr; 74,2mg/m2/h), albuminuria (1096 mg/24 hr) and urine
casts. Persistent low C3 during 6 months of follow-up with normal C4
was observed. Immunological screening excluded immunological
causes(negative ANA and ANCA), and serological examinations exclud-
ed hepatitis C and B as the cause of glomerulonephritis. Slightly elevated
ASO (654 UI/ml) was not consistent with such prolonged complement
activation. A diagnostic kidney biopsy revealed focal endocapillary
proliferativeglomerulonephritis combined with the C3 positive immuno-
fluorescence that may well suits postinfective GN as well as C3 glomer-
ulopathy. Electron microscopy showed dense deposite disease glomeru-
lonephritis. After 4 months of follow-up proteinuria and albuminuria
were resolved leaving only microscopic hematuria.

Results: Based on prolonged and diminished serum C3 activity, prelim-
inary tests for complement activation were performed. Total complement
activity was 3 % (alternative pathway) was found (reference range 70-
125%) as well as decreased complement C4 (0,3 g/L; reference range:
0,15-0,55 g/L) and total complement activity (classical pathway, hemo-
lytic test) of 43 CH50/ml (ref. range 48-103 CH50/ml). We did not ob-
serve low C3, but we observed a decreased classical pathway and defi-
cient alternative pathway which is slightly discrepant. If that will be
repeteadly deficient alternative pathway (protein loss now excluded), fur-
ther genetics will be soon scheduled.
Conclusion: This is an educational case focusing onGNwith persistently
low C3 levels beyond six weeks. The recognition of this specific glomer-
ulopathy is important to initiate the appropriate treatment avoiding or
slowing the progression to end-stage renal disease.

IPN10512-80 INFANTWITH IDIOPATHYC HYPERCALCIURIA
AND NEPHROLITIHIASIS AS A CONSEQUENCE OF
POLYMORPHISM OF CYP24A1 GENE

I. Skoric , B. Valent Moric , I. Trutin
Clinical Hospital Centre Sestre milosrdnice Zagreb - Croatia

Introduction: CYP24A1 is an enzyme that inactivates vitamin D and
regulates the function of 25-OH-D3-24-hydroxylase and its mutations
cause idiopathic infantile hypercalcemia, nephrolithiasis and
nephrocalcinosis.
Genetic testing should be done in the case of hypercalciuria, hypercalce-
mia, elevated values of 1.25 dihydroxyvitamin D and reduced parathyroid
hormone levels.
Materials andmethods:We show the case of a male 8-month-old infant
with macrohaematuria, hypercalciuria (6 mg / kg / day), albuminuria A2
(54 mg / 24 h) and ultrasonically seen nephrolit in left kidney.
Alpha 1 microglobulin, PTH, vitamin D, electrolytes in serum, amino
acids, glycols, oxalates and uric acid citrates, coagulograms within the
normal limits.
Results: Genetic testing was done because of the suspicion of Dent's
disease which was not confirmed. The patient is heterozygous for mis-
sense variant CYP24A1 c.469C> T, p. (Arg157Trp), and is classified as a
polymorphism. He was treated with hydrochlorothiazide, followed by
potassium citrate.
Conclusion: Children with hypercalcemia, hypercalciuria and
nephrolithiasis need to undergo genetic testing due to the importance of
recognizing, diagnosing and treating CYP24A1 mutations of a broad
clinical spectrum, from asymptomatic to chronic renal insufficiency.

IPN10514-82 BROWN TUMOR PRESENTING WITH
PROPTOSIS IN A CHILDWITH END-STAGERENAL DISEASE

B. Atmis , D. Cevizli , E. Melek , A. Karabay Bayazit
Cukurova University, Department of Pediatric Nephrology, Adana -
Turkey

Introduction: Brown tumor (osteoclastoma) is a localized bone cyst
seen as a result of excessive osteoclastic activity due to secondary
hyperparathyroidism. Here we present a case of brown tumor in a 14
years old child who had end-stage renal disease and presented with
proptosis.
Case report: A 14 years old girl was diagnosed as end-stage renal
disease and was started peritoneal dialysis (PD) when she was 8
years old. She was transfer from PD on hemodialysis due to inade-
quate solute removal and ultrafiltration failure at the age of 10. In
the follow-up period, she was extremely incompatible with the treat-
ment and did not come for follow-up in the last year. She was
admitted to our hospital with the complaint of swelling in the left
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eye. Physical examination revealed proptosis in the left eye. The
resul ts of laboratory examinat ion were BUN:75.1mg/dl ,
creatinine:7.08mg/dl, calcium:9.1mg/dl, phosphorus:5.4mg/dl,
parathormone:1957.2pg/ml. We started intravenous calcitriol for
secondary hyperparathyroidism. Parathyroid gland scintigraphy
was normal. Brain CT and MRI revealed a mass compatible with
45x41 mm fibrous dysplasia in the left maxilla. The mass was
completely removed by otolaryngologists. The pathology of mass
was reported as compatible with the fibro-osseous lesion-Brown
tumor. Intravenous calcitriol and oral vitamin D were administered
appropriately and serum level of PTH level was normalized without
parathyroidectomy. She was still on hemodialysis treatment 3 days a
week. Control brain CT revealed that no new mass formation in the
left maxilla.
Conclusion: The risk of bone mineral disorders has increased in patients
with end-stage renal disease. Brown tumor is a rare complication of sec-
ondary hyperparathyroidism in patients undergoing long-term hemodial-
ysis. It should be kept in mind that Brown tumor presenting as especially
mass formation occurring in the bones in treatment incompatibility and
should be carefully evaluated to make a differential diagnosis from ma-
lignancies.

IPN10515-83 URINARY AQUAPORIN-2 IS A USEFUL
BIOMARKER FOR PREDICTING DESMOPRESSIN-
TREATMENT OUTCOME IN ENURESIS

Y.Ohtomo 1, K. Sakuraya 1, T.Hara 2, S. Fujinaga 3, S. Niijima 1, T. Shimizu4
1 Department of Pedaitrics, Juntendo University Nerima Hospital, Tokyo
- Japan, 2 Department of Pedaitrics, Juntendo University Urayasu
Hospital, Urayasu - Japan, 3 Division of Nephrology, Saitama
Children's Medical Center, Saitama - Japan, 4 Department of
Pedaitrics and Adolescence, Juntendo University, Tokyo - Japan

Background: Aquaporin 2 (AQP2) is an arginine vasopressin
(AVP) sensitive water channel that mediates transmembrane water
transport in the collecting ducts and several investigators have ex-
amined urinary AQP2 instead of plasma AVP in patients with noc-
turnal enuresis. We previously reported day-night ratio of urinary
aquaporin 2 reflected enuresis severity. To investigate whether
morning urinary aquaporin 2 could be used as an early biomarker
of predict of desmopressin therapeutic effect in polyuria type noc-
turnal enuresis.
Methods:We measured urinary AQP2/creatinine (AQP2/Cr) in polyuria
type nocturnal enuresis children treated with desmopressin acetate oral
disintegrating tablet (dDAVP ODT). The morning urine AQP2 was mea-
sured before and within 8 weeks after desmopressin treatment. Patients
were classified into an elevated AQP2/Cr group (elevated group) and a
decreased AQP2/Cr group (decreased group) before and after
desmopressin treatment.
Results: 53 polyuria type nocturnal enuresis children (28 boys, 23 girls)
were included in this study. Median age of starting desmopressin treat-
ment was 8.2 years, and the median observation period was 1.3 years.
Among the 47 children obtained more than six months observation peri-
od, 38 were classified into the elevated group and 9 were into the de-
creased group. There was no difference in the age at the start of
desmopressin treatment and the observation period between the two
groups. The number of patients who could finish enuresis treatment at
the time of last follow-up were fifty (39.5%) in the elevated group and
two (22.2%) in the decreased group. The rate of patients who could finish
desmopressin treatment during observation periods in the elevated group
was significantly higher than those of the decreased group (91.9% vs
44.4%; p < 0.01).
Conclusions: This study suggests that the morning AQP2/Cr is useful
biomarker to predict response of desmopressin treatment in nocturnal
polyuria.

IPN10516-84 PROSPECTIVEEXAMINATIONOFRELATIONSHIP
BETWEEN CLINICAL FEATURES AND RELAPSE OF
NEPHROTIC SYNDROME AFTER FLU VACCINES

S. Ishimori 1, T. Horinouchi 2, J. Fujimura 3, S. Minamikawa 2, T.
Yamamura 2, N. Matsunoshita 4, N. Kamiyoshi 5, M. Ogura 6, H. Kaito
7, K. Nozu 2, K. Kamei 6, K. Ishikura 8, K. Iijima 2

1 Department of Pediatrics, Takatsuki General Hospital, Takatsuki city -
Japan, 2 Department of Pediatrics, Kobe University Graduate School of
Medicine, Kobe city - Japan, 3 Department of Pediatrics, Kakogawa
Central City Hospital, Kakogawa city - Japan, 4 Department of
Pediatrics, Kita-Harima Medical Center, Ono city - Japan,
5 Department of Pediatrics, Himeji Red Cross Hospital, Himeji city -
Japan, 6 Division of Nephrology and Rheumatology, National Center
for Child Health and Development, Setagaya-ku - Japan, 7 Department
of Pediatrics, Hyogo Prefectural Kobe Children’s Hospital, Kobe city -
Japan, 8 Department of Pediatrics, Kitasato University School of
Medicine, Sagamihara city - Japan

Introduction: Immunization with influenza virus (flu) vaccines is
recommended for idiopathic nephrotic syndrome (NS) without sig-
nificant risk of NS relapse in our study. While vaccinations could
precipitate NS relapses in some children, there are no available data
investigating what features are at risk for NS relapses regarding flu
vaccines.
Material & methods: We conducted a prospective cohort study of chil-
dren with NS receiving inactivated subunit-antigen flu vaccines from
September 2017 to March 2018. We examined the relationship between
NS relapses after vaccination and clinical background as follows; relapse
rate (RR) before vaccination, oral glucocorticoids and immunosuppres-
sants at time of flu vaccination, and side effects within 1 week of flu
vaccination (local redness, swelling, pain, feeling of heat and fever).
The periods within 1 month following and the 6 months preceding flu
vaccination were designated +1mo and -6mo. We excluded congenital
and secondary NS.
Results: We included 63 children (24 boys), and mean age at flu vacci-
nation was 11.7 ± 5.1 years old. Forty-one (65 %) and eight (13 %)
patients had a previous history of frequently relapsing/steroid depending
NS and steroid-resistant NS, respectively. Sixteen children (25 %) suf-
fered flu infection after flu vaccination and 22 (35 %) demonstrated local
side effects. Compared with the RR -6mo (0.035 times/person-month),
the RR+1mowas 0.015 (p = 0.33). These results did not change when we
repeated the analysis in children who had either any immunosuppressants
at flu vaccination or side effects. Of 54 children without NS relapses -
6mo, none had a NS relapse +1mo. Conversely, of nine children who had
NS relapse -6mo, one patient relapsed +1mo.
Conclusions:Our results suggest that flu vaccinations can be recommend
for children with NS, in particular those without NS relapses -6mo, with-
out fear of vaccination-related NS relapse.

IPN10517-85 SWITCHING FROM IMMEDIATE TO DELAYED-
RELEASE CYSTEAMINE IN TWO PATIENTS WITH
NEPHROPATHIC CYSTINOSIS

J. Vara 1, M. Espino 2, S. Foullerat 2
1 Hospital 12 de Octubre. Pediatric Nephrology - Spain, 2 Hospital 12 de
Octubre. Pediatric Nephrology - Spain

Introduction: Cystinosis is a rare lysosomal storage disorder due to
defective transport of cysteine. Early and regular cysteamine treat-
ment influences patient’s morbidity and long-term prognosis. The
first cysteamine inmediate-release formulation (CYS) taken every
6/hours is associate with poor compliance. A cysteamine formula
gastro-resistant, delayed-release (DR-CYS) capsules, administered
every 12 hours improves adherence and side effects. The aim is to
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disclose our experience in children treated with DR-CYS for more
than two years in terms of tolerance, effectiveness and changes in
quality of life.
Material and methods: We report data of treatment, intraleukocytic
cystine levels, anthropometry, glomerular filtration rate (eGFR), toler-
ance, side effects, proton pump inhibitors (PPIs), adherence and quality
of life survey from 2014 to 2019, (before and after DR-CYS).
Results: Two children (aged 8 and 10 years), diagnosed with nephropath-
ic cystinosis at 7 and 8 months because of Fanconi syndrome and slow
growth. They had high WBL cystine levels and CNTS gene mutation.
Treated since diagnosis with CYS (mean dose 1.9 gr/m2/day) with good
clinical control, associated with PPIs.
At 6 and 8 years old, we switched to DR-CYS due to difficult overnight
administration and side effects (halitosis, body odour, gastrointestinal
(GI) disorders, and school rejection). After a median of 2,5 years treated
with DR-CYS (mean dose 1.4 g/m2/day, 26% less than before), children
have good growth development, normal eGFR, good GI tolerance with-
out PPIs, reduction/disappearance of bad body odour, good school atten-
dance, and improved quality of life.
Conclusions: Treatment with delayed-release cysteamine has shown a
significant improvement in the quality of life in these patients, allowing
them to rest at night and balance family life. It has been effective with
very good tolerance, absence of gastrointestinal symptomatology, with
PPIs removal and reduction in bad body odour along with a stabilisation
in renal function.

IPN10518-86 PREDICTORS OF RESPONSE IN CHILDREN
WITH FREQUENT RELAPSING/STEROID DEPENDANT
NE PHROT I C S YNDROME RECE I V I NG ORAL
CYCLOPHOSPHAMIDE

G.S. Dhooria , J. Sandhu , D. Bhat , P.A. Pooni
Dayanand Medical College and Hospital, Ludhiana - India

Abstract
Background: Oral cyclophosphamide is still an important therapeutic
agent in treatment of nephrotic syndrome (MCNS) having a steroid-
dependent or frequent relapsing course. We studied the predictors of
response of children with steroid-dependent or frequently relapsing ne-
phrotic syndrome treated with oral cyclophosphamide in the Pediatric
Nephrology Clinic of our institution from 2007 to 2019.
Methods: We identified 81 patients with steroid sensitive Nephrotic
Syndrome who received oral cyclophosphamide therapy for FR/SDNS.
Follow-up information was retrieved from record of each patient file and
entered in a structured performa. Response was defined by patient getting
off steroids after the course of cyclophosphamide.
Results: Mean age of patients at start of cyclophosphamide therapy
was 4.87 years. Of the 81 cases, 14 were FRNS and 67 cases were
SDNS cases. FRNS cases had better response compared to SDNS
cases. After the course, 46 cases, 57% were off steroids and this
proportion reduced to 39 cases, 48 % at 6 months and 24 cases, 30
% at the end of one year. Mean interval before first relapse was 11.7
months. Follow-up post one year cyclophosphamide showed remis-
sion (off steroids for last 1 yrs) (24 cases, 29 %), conversion to IFNS
(17 cases, 21%) and to FRNS (5 cases, 6%). Mean age at onset of
nephrotic syndrome in non-responder group was 2.80 ± 2.03yrs com-
pared to 3.91 ±2.41 years in responder group.( p = 0.038). Mean age
at start of cyclophosphamide was 4.88 ±2.83 years in the non- re-
sponder compared to 6.55 ± 2.76 years in responder group ( p=0.012).
Mean duration of follow-up was 4.4 years.
Conclusion: Thirty percent patients had sustained remission post one
year cyclophosphamide. Non responders for cyclophosphamide had
lower age of onset of disease as well lower age of starting
cyclophosphamide(p value < 0.05)

IPN10519-87 EXAMINATION OF INTERNAL PRESSURES OF
AN ULTRA-SMALL VOLUME CIRCUIT FOR NEONATAL
RENAL REPLACEMENT THERAPY

S. Nishimi , C. Onodera , H. Furukawa , K. Ishikawa , K. Oyama
Department of Pediatrics, School of Medicine, Iwate Medical University,
Morioka - Japan

Introduction: We devised an ultra-small volume circuit for neonatal
extracorporeal renal replacement therapy (RRT), whose volume was 3.2
mL, based on the principle of single-needle dialysis. Then, we demon-
strated that the circuit could remove solutes in vitro. In this study, internal
pressures of the circuit during hemodialysis were evaluated in order to
ensure safe clinical use.
Material & methods: The circuit consisted of a gastight syringe,
three three-way taps, a small dialyzer (0.01 m2), and tubes. The
circuit included three pressure sensors to measure the following
internal pressures: the blood removal or returning pressure (pressure
1); the inlet pressure (pressure 2); and the outlet pressure (pressure
3). Each of the pressures was measured during in vitro hemodialysis
for 3 hours (n=6). Values of each pressure are expressed as medians
(range).
Results: The maximum values of pressure 1, pressure 2, and pressure 3
were 42.0 (19.1 to 280.0) mmHg, 102.2 (76.2 to 569.6) mmHg, and 85.0
(56.9 to 582.8) mmHg, respectively. The minimum values of pressure 1,
pressure 2, and pressure 3 were -31.8 (-238.8 to -20.3) mmHg, -39.1 (-
227.3 to -15.2) mmHg, and -29.7 (-218.1 to -6.2) mmHg, respectively.
About 1.5 hours after the start of hemodialysis, many blood clots had
formed in the three-way taps of the circuit, and, in one case, there were
very large changes in the internal pressures of the circuit.
Conclusions: Except for one case, the internal pressures of the
circuit were suited to neonatal extracorporeal RRT. However, the
use of three-way taps to change the direction of blood flow in the
circuit should be reconsidered because of blood clot formation.
Further studies are needed to ensure the safety of the circuit for
clinical use.

IPN10520-79 CHARACTERISTICS OF BIOPSY PROVEN
ACUTE POSTSTREPTOCOCCAL GLOMERULONEPHRITIS
IN PEDIATRIC PATIENTS

B. Atmis 1, D. Cevizli 1, G. Sahin 2, E. Melek 1, A. Karabay Bayazit 1
1 Cukurova University, Department of Pediatric Nephrology, Adana -
Turkey, 2 Cukurova University, Department of Pediatrics, Adana - Turkey

Introduction: Acute poststreptococcal glomerulonephritis (APSGN) is
the prototype of post-infectious glomerulonephritis and is associated with
a previous skin or respiratory tract infections. In this study we evaluated
clinical course, laboratory findings and prognosis of the 15 children with
APSGN however required kidney biopsy because of atypical
characteristics.
Methods: The medical records of 15 children with APSGN who were
required kidney biopsy due to atypical clinical course and diagnosed with
diffuse proliferative glomerulonephritis were analyzed.
Results: Eight (53.3%) of patients were male and seven patients (46.7%)
were female. Mean age of diagnosis was 11±3.8 years. Thirteen (86.7%)
of the patients had edema and hypertension, 11(73.3%) of them had
nephrotic proteinuria, 6 (40%) of them had macroscopic hematuria, and
3 (20%) had oliguria at admission. All patients had history of upper
respiratory tract infections. Patients’ mean BUN was 46.6±31.7mg/dl,
mean creatinine was 1.4±0.7mg/dl, mean eGFR was 51.4±24.3 ml/min/
1.73m2, mean albumin was 2.7±0.3 g/dl, mean spot urine protein/
creatinine ratio was 3.6±3.1mg/mg, mean C3 was 37.5±25.9 mg/dl, and
mean ASO was 515±391IU/L at admission. Mean nephrotic range
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proteinuria period was 29.2±25.5 days. Fluid restriction and furosemide
were applied to all patients. In addition, enalapril was used for hyperten-
sion. One patient was required hemodialysis due to anuria. Ten (66.6%)
of the patients required steroid treatment and mean usage time was 4.5
±2.5months. Among the kidney biopsy, ratio of C3 deposits was detected
93.3%, ratio of IgG deposits was detected 40% and IgM was detected
26.6%.
Patients’ mean creatinine was 0.56±0.14mg/dl, mean eGFR was 117.6
±32.3ml/min/1.73m2 and mean C3 was 121.7±34.1mg/dl at last visit. Three
of the patients had stage 2 chronic kidney disease in their last clinical visit.
Conclusion: Although children with APSGN mostly have good progno-
sis, it should be kept in mind that some children have atypical clinical
course, also may require kidney biopsy, immunosuppressive treatments
and rarely hemodialysis.

IPN10521-80 UTILITY OF SALIVA AS A DIAGNOSTIC FLUID
FOR THE ASSESSMENT OF KIDNEY FUNCTION

A. Gaal Kovalcikova 1, K. Sebekova 2, P. Celec 2, L. Tothova 2, L.
Podracka 1

1 Department of Pediatrics, National Institute of Children’s diseases and
Faculty of Medicine, Comenius University, Bratislava Slovakia,
2 Institute of Molecular Biomedicine, Faculty of Medicine, Comenius
University, Bratislava - Slovakia

Introduction: Acute kidney injury (AKI) and chronic kidney disease
(CKD) are enormous clinical and society-wide problems. Many current
studies are focused on finding new methods for diagnostics of kidney
disease. In recent years, interest in saliva as a diagnostic fluid has signif-
icantly increased. A number of biomarkers including creatinine and urea
get into saliva from circulation. Saliva might be collected non-invasively,
easily and repeatedly. However, high intra- and inter-individual variabil-
ity inhibit the use of saliva in practice. The only tool to uncover the
sources of variability are experiments.
Methods: In the first experiment, bilateral nephrectomy (BNx) and
adenine nephropathy (AN) were used. Blood and saliva samples
were collected after 24 hours (for BNx) and after 3 weeks (for
AN). In the second experiment, BNx, ischemia-reperfusion injury
(IRI), glycerol nephropathy and 5/6 nephrectomy (5/6 Nx) were
used as AKI and CKD models. Blood and saliva samples were
collected at different time-points. In the third part, samples were
collected from 38 patients with kidney disease.
Results: In the first experiment, salivary creatinine and urea were signif-
icantly increased only in BNx, but not in AN mice. In the second exper-
iment, we followed the dynamics of salivary creatinine and urea during
the development of kidney disease. The most rapid increase of salivary
urea and creatinine was observed in BNx and IRI (creatinine after 24
hours, urea 12 hours after injury). Salivary creatinine did not change in
glycerol nephropathy and 5/6 Nx. In clinical study, salivary creatinine and
urea correlated with their plasma concentrations in patients with kidney
disease, but not in controls.
Conclusion: To manifest changes in salivary creatinine and urea, their
plasma concentrations must reach the necessary threshold. Saliva appears
to be a suitable fluid for monitoring kidney disease in the later stages, but
not for diagnostics of early stages of kidney disease.

IPN10522-81 LOW TRANSPLANTATION RATES IN END
STAGE RENAL DISEASE(ESRD). A STUDY OF BARRIERS IN
INDIA

P. Pais 1, L. Dellostrologo 2, A. Iyengar 1
1 St John's Medical College, ISN-TTS Sister Transplant Centre
Program,Bangalore - India, 2 Bambino Gesu Children's Hospital, Rome -
Italy

Introduction: After 3 decades as a referral transplant centre in India, we
continue to transplant only 20% of all pediatric ESRD. Loss to follow up
(LTFU) is common, which results in withdrawal of care in the majority
(poor access to pediatric ESRD care). We aimed to investigate the cause
for low transplantation rates by measuring factors associated with LTFU
and determine barriers to transplant.
Material & methods: Retrospective chart review of all ESRD patients
(diagnosed 2013 – 2018) at a tertiary pediatric nephrology centre. ESRD
and LTFU details noted. Medical/non-medical barriers to transplant noted
for patients.
Results: Of 155 ESRD (65% male, 51% non-glomerular CKD, monthly
income= USD 210 [140, 350], 94% self-pay), 30 were transplanted (94%
living donor). Treatment was continued in 68 (44%), but 68 (44%) were
LTFU. Confirmed death in 19 (12%). At first presentation 105 (70%)
were already in ESRD.
LTFU was associated with greater distance from centre (p = 0.0004),
lower monthly income (p = 0.0002), less college level education (p =
0.001), higher rate of daily wage earners ( p = 0.000) and lower rates of
PD vs HD (p = 0.000). Those living > 65km from hospital were LTFU
sooner (p = 0.027).
Among untransplanted patients, 68% remained on dialysis/conservative
treatment with no progress towards transplant. Non-medical barriers
were frequent including ‘Hoping for ESRD to recover’(miracles), ‘father
unwilling to donate or allow mother to donate’, ‘ focused on having
another child’, ‘unable to take decision’ and ‘unwillingness for CIC’.
Medical barriers included ‘inadequate access to deceased donor organs’
and ‘inadequate medical expertise in liver-kidney transplant’.
Conclusions: High LTFU rates in ESRD children associated with
distance, low education and unstable income. Barriers to transplant
are mostly non-medical relating to attitudes and decision-making.
Our study provides new information regarding unique challenges
to transplantation in low resource countries.

IPN10523-82 THREE DIMENSIONAL MICROSCOPY
ANALYSIS OF GROWTH PLATE DISTURBANCES IN
CHRONIC KIDNEY DISEASE

A. Fernandez-Iglesias 1, R. Fuente 2, H. Gil-Pena 3, L. Alonso-Duran 4,
J.M. Lopez 5, F. Santos 6

1 Division of Pediatrics. Department of Medicine. University of Oviedo,
Oviedo, Spain - Spain, 2 Department of Developmental Biology, Harvard
School of Dental Medicine, Harvard University, Boston - United States,
3 Pediatric Nephrology, Department of Pediatrics. Hospital Universitario
Central de Asturias HUCA. - Spain, 4 Division of Pediatrics. Department
of Medicine. University of Oviedo, Oviedo - Spain, 5 Department of
Morphology and Cell Biology. University of Oviedo - Spain, 6 Division
of Pediatrics. Department of Medicine. University of Oviedo, Oviedo,
Spain / Pediatric Nephrology, Department of Pediatrics. Hospital
Universitario Central de Asturias HUCA - Spain

Introduction: Chronic kidney disease (CKD) alters the morpholo-
gy and function of the growth plate (GP) of long bones by
disturbing chondrocyte maturation. We have developed a proce-
dure to obtain three-dimensional images of whole chondrocytes in
which cytoplasm density, cell volume and shape can be quantita-
tively analyzed.
Animals and methods: GP chondrocytes were analyzed in growth-
retarded young rats with CKD induced by adenine (Nx), control
rats, fed ad libitum (C) or pair-fed with the Nx group (PF), and
CKD rats treated with growth hormone (NxGH). Bone samples
were removed and subsequently embedded in low-viscosity epoxy
resin Durcupan-ACM. Samples were grounded down to a 100 μm
thickness and analyzed using a confocal microscope Leica TCS
SP8. The IMARIS image reconstruction software was used for the
3D projection and analysis. Different clusters of chondrocytes were
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defined along vertical columns. Comparisons were performed using
ANOVA followed by the Newman–Keuls multiple range test.
Results: Growth retardation of Nx rats was demonstrated by reduced
growth velocity (μm/day, X±SD) measured by osseous front advance (C:
155.3±25.6; Nx: 86.2±24.8; PF: 86.94±21.7). Final chondrocyte volume
(μm3) was decreased in Nx rats (C: 10720±2827; Nx: 7918±3117; PF 7782
±2555). GH treatment normalized both, cell size (10497±3790) and growth
velocity (143.36 ± 23). The pattern of variation of the cell cytoplasmdensity
along the GP column remained unaltered among groups. Additionally,
insulin growth factor-1 (IGF-1) levels were significantly reduced (2-fold)
in Nx along the GP, a decrease not reversed by GH.
Conclusions: These findings indicate that an alteration of the process
leading to the three sequential phases responsible for cell hypertrophy
in the GP is not the cause of growth retardation in CKD. In the uremic
GP, GH might exert a beneficial effect on growth by an IGF-1 non-de-
pendent pathway.

IPN10524-83CLINICALCOURSEOFACOHORTOFPATIENTS
WITH RENALTUBULAR ACIDOSIS

F.C. Carvalho Mrad , L.A.W. Menezes Silva , S.B. Morais Soares , R.R.
Olivia Cruz , A.C. Simoes E Silva
Department of Pediatrics,Unit of Pediatric Nephrology,UFMG, Belo
Horizonte - Brazil

Introduction: Renal Tubular Acidosis (RTA) is characterized by persis-
tent normal anion gap metabolic acidosis due to low tubular bicarbonate
reabsorption tubular, and/ or impairment in the urinary excretion of hy-
drogen ion. The aim of the study was to report the clinical course of a
cohort of patients with RTA.
Patients and methods: Patients were followed-up from 1984 to
May 2019 and submitted to complementary evaluation to detect second-
ary etiology of RTA, metabolic disarrangements, bone disease,
nephrolitiasis and nephrocalcinosis. Treatment was based on standard
guidelines. Statistical analysis was performed using SPSS Statistics
Version 22.0 (IBM Corp, Armonk, NY). Paired t test was used for com-
parison between pre (baseline) and post-treatment (at last follow-up visit)
findings.
Results: A total of 40 RTA patients (21 female) were analyzed. Primary
disease was the commonest form (62.5%). The average age at diagnosis
was 2.8±3.6 years and the clinical follow-up time was 12.8±5.9 years.
Hypercalciuria was detected in 42.5 % of the patients at baseline, of which
in 47% of the cases calciuria was normalized after treatment.
Nephrocalcinosis was observed in renal ultrasonography of 37.5% of pa-
tients. This alteration improved in 73.3% of these patients. The majority of
patients remainedwith preserved renal function, being estimated glomerular
filtration rate at the last follow-up of 97.9±42.9 ml/min/1.73m2. Only two
patients that had secondary ATR and chronic kidney disease (CKD) stage
3 at baseline progressed toCKD stage 5.Mean prescribed dose of alkali was
2.2±1.2 mmol/kg/day. Serum bicarbonate level significantly increased with
alkali supplementation, reaching normal range at the last follow-up visit.
Based on weight/age and stature/age curves, 57.5 % of the patients
completely recovered growth after treatment.
Conclusion: Long-term follow-up of this cohort of RTA showed favor-
able outcome with treatment, which provides metabolic normalization,
growth catch-up and preserved renal function in the majority of patients.

IPN10526-85 BORTEZOMIB IN CHILDREN WITH KIDNEY
TRANSPLANTS: A SINGLE CENTER EXPERIENCE

S. Vyas 1, N. Nath 2, I. Roberti 1
1 Saint Barnabas Medical Center, Livingston - United States - United
States - United States - United States, 2 West Orange High School -
United States - United States - United States - United States

Introduction: Acute antibody mediated rejection (aAMR) is a challenge
with poor renal allograft outcome and unclear therapeutic efficacy. We
report the use of Bortezomib, for treatment of persistent aAMR after
failure of conventional therapy.
Material and methods: Review of 161 total transplant (txp) kidney
biopsies showed 50 with txp rejection. 21 children had aAMR (as defined
by Banff criteria); All 21 patients receivedMP pulse, IVIG (1-2 g/Kg), 10
PP treatments (1.5 to 2 plasma volumes exchange/ treatment) and
Thymoglobulin (if had combined cellular rejection). 9 patients received
Bortezomib : 1.3mg/m2/dose x 4 doses for persistent graft dysfunction
with positive DSA. Mean DSA titers (pre and post therapy), eGFR, graft
outcome and infections were tracked.
Results: 9 patients received 10 courses of Bortezomib; Ethnicity: 3AA/
3W/ 2His/1Asian; male 8 (89%), Age at txp: median= 16.8 (3-20 yrs); 7
(78%) received DDT; all received induction (4 with thymoglobulin for
pre-txp PRA>25%.
Rejection time: median= 2.5 yrs (8 days- 8 yrs). 2 had neg C4D and DSA:
1 had de novo anti GBM GN and 1 had AT1R abs +.
Infections: 1 oral Herpes and candidiasis+ pneumonia, 1 herpes + atypical
mycobacteria+ candida, 3 gastroenteritis and 1 C. Difficile colitis, 1 EBV
viremia and 1 cellulitis (1.4 infections/pt).
Follow up time: after txp 1-12 yr (median =3.8), after bortezomib = 0.5-9
yrs (median= 1.5).
Post bortezomib eGFR improved from 58 to 79 ml/min/1.73M2 (21%)
and reduction in DSA = 36%. Other therapies: 1 Rituximab; 1 Cytoxan
(anti GBM GN); 4 thymoglobulin.
Graft survival 100% at 1 and 3 yrs. 2 progressed to ESRD at 9 and 12 yrs
(22% graft loss).
Conclusion:Bortezomibwas tolerated well with few adverse effects with
36% reduction in DSA and 21% improvement in eGFR and overall 22%
graft loss.

IPN10527-86 ELECTROLYTE DISTURBANCES AND
DERANGED RENAL FUNCTIONS IN DENGUE FEVER

D. Bhat 1, K. Mehra 1, G.S. Dhooria 2

1 DayanandMedical College and Hospital,Ludhiana - India, 2 Dayanand
Medical College and Hospital, Ludhiana - India

Introduction: Dengue fever is endemic in tropical countries including
India in both children and adults. The classical presentation includes
fever, hepatomegaly, thrombocytopenia-related bleeding disorders, and
plasma leakage. Multi-organ involvement, including kidneys is found in
complex cases. Asymptomatic electrolyte disturbances, abnormal urinal-
ysis, and more severe manifestation such as acute kidney injury (AKI)
usually indicate kidney involvement. Such manifestations are not rare in
DVI, but are often not recognized. So we undertook this study to look at
renal functions in children suffering from dengue fever with warning
signs.
Materials and methods: This was retrospective observational study of
all children admitted in the pediatric ward of Dayanand medical college
and hospital during the months of july to October 2017 with a diagnosis
of dengue fever with warning signs. Case records of all such patients were
screened for various clinical and laboratory details and outcomes and
entered on an Xcel sheet with predefined headings.
Results: A total of 92 patients were admitted with diagnosis of
dengue fever with warning signs. Out of these maximum were chil-
dren more than 10 years age and the youngest was 7 month old.
Male to female ratio was 1.16:1.Fever was the presenting complaint
in 84 (91.3%) followed by vomiting in 67(72.8%),pain abdomen in
54 (58.6%) of patients. Renal dysfunction was seen in 10 (1.08%) of
cases. Among electrolyte abnormalities were hyponatremia (19.5
%),hyperkalemia (13.04 %), hypernatremia(8.6 %) and hypokalemia
( 8.6 %).One child with acute kidney injury died and rest all were
discharged.
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Conclusion: Kidney function impairment is one of the major potential
fatal conditions, and when it occurs, accurate fluid therapy is mandatory
with close monitoring. Renal replacement therapy may be required in
severe cases.

IPN10528-87 THE VALUE OF SURVEILLANCE KIDNEY
TRANSPLANT BIOPSIES IN CHILDREN

J. Odum , J.S. Vansickle , A. Kats , V. Chadha , B. Warady
Children's Mercy Hospital, Pediatric Nephrology, Kansas City - United
States

Background: The impact of surveillance transplant (Tx) biopsies on the
management and outcome of pediatric kidney transplants is limitedly
studied. The safety of the procedure must also be considered. Our hy-
pothesis is that the regular performance of surveillance kidney Tx biop-
sies is a safe procedure that frequently reveals potentially modifiable
pathological changes.
Methods: Single-center study in which pathology cases, including slides
and reports were reviewed from all kidney Tx surveillance biopsies con-
ducted between October 2008 and December 2016. Biopsies were per-
formed at 6, 12, and/or 24 months post-kidney Tx to determine the pres-
ence and frequency of potentially modifiable pathological changes in-
cluding subclinical transplant rejection (SCR), calcineurin inhibitor tox-
icity (CNIT), and BK virus nephropathy (BKVN). Procedure related
complications were monitored for each procedure and estimated glomer-
ular filtration rate (eGFR) was determined.
Results: A total of 215 surveillance biopsies were obtained from 97
patients during the period of observation. 49.8% and 50.2% of the biop-
sies were from deceased donor and living donor recipients, respectively.
Potentially reversible histological abnormalities were detected in 82 bi-
opsies. Specific findings and associated frequency were SCR: 13.5%,
CNIT: 27.0%, and BKVN: 0.2%. There was an increasing rate of SCR
discovered at the 6, 12, and 24 month biopsies with 6.8%, 14.1%, and
20.6% respectively (p=0.021). There was no relationship between revers-
ible histological findings and eGFR at time of biopsy (Neg reversible
findings 78.46 ± 26.49 vs Pos reversible findings 74.60 ± 28.29 ml/
min/1.73 m2, p = 0.3127). Four patients required prolonged hospitaliza-
tion following biopsy.
Conclusions: Pathological changes are frequently noted in surveil-
lance pediatric kidney transplant biopsies. The prevalence of SCR
at 24 months highlights the importance of close monitoring of
immunosuppressive therapy during the initial 2 post-transplant
years and provides an opportunity for treatment modification and
improved graft outcome.

IPN10530-80 DENT DISEASE: FIRST CASES REPORTED IN
CUBA

N. Campana-Cobas 1, F. Claverie-Martin 2, A. Perdomo-Ramirez 2, S.
Duran 3, S. Hernandez 3

1 Centro Nacional de Ensayos Clínicos, La Habana - Cuba, 2 Unidad de
Investigación, Hospital Universitario Nuestra Senora de Candelaria,
Santa Cruz de Tenerife - Spain, 3 Hospital Pediatrico Universitario
William Soler, La Habana - Cuba

Introduction: Dent disease (DD) is an X-linked tubulopathy character-
ized by low-molecular-weight proteinuria, hypercalciuria,
nephrocalcinosis or nephrolithiasis, variable manifestations of proximal
tubular dysfunction and progressive renal failure. The aim of this study
was to describe the clinical and genetic features of the first children
diagnosed with DD in Cuba.
Material and methods: Three unrelated patients who presented clinical
and biochemical characteristics of DD were studied. DNA samples of

patients and their parents were extracted from peripheral venous blood.
CLCN5 and OCRL coding exons were amplified by polymerase chain
reaction and analyzed by automatic sequencing. Renal biopsies were
performed.
Results: Patients (ages 2, 2 and 10 years) presented with proteinuria
predominantly tubular and in nephrotic range. Physical examination re-
vealed that two patients had short stature. The three patients presented
hypercalciuria, one had nephrolithiasis and the other had
nephrocalcinosis. Glomerular filtration rate was normal in all cases.
Renal biopsies showed minimal damage in all cases, although isolated
tubular atrophy was reported in one patient. Results of the genetic anal-
ysis identified CLCN5 mutations, c.1186G>C (p.G396R) and
c.1558_1559insT (p.S520FfsX8), in two patients (DD-1). Mutation
c.1186G>C (p.G396R) is novel, and bioinformatics analysis indicated
that it is damaging. Both patients’ mothers are carriers of the respective
mutation. The analysis of the other patient revealed a de novo OCRL
mutation (DD-2), c.1567G> A (p.D523N) that has been previously de-
scribed. Patients were treated with potassium citrate and
hydrochlorothiazide.
Conclusions: The detection of pathogenic mutations confirmed the
clinical diagnosis in the three cases. A novel missense CLCN5
mutation was identified. The main clinical features of Cuban pa-
tients were nephrotic-range proteinuria with tubular predominance
and hypercalciuria.
This study was supported by Asdent and grant PI17/00153 co-financed
by the ISCIII-Subdirección General de Evaluación y Fomento de la
Investigación and the European Regional Development Fund “Another
way to build Europe”.

IPN10531-81 SUCCESSFUL APPLICATION OF CINACALCET
IN REVERSING FUROSEMIDE-INDUCED SECONDARY
HYPERPARATHYROIDISM (SHPT) IN THREE CHILDREN

J.S. Vansickle , T. Srivastava , U. Alon
Children's Mercy Hospital, Pediatric Nephrology/University of Missouri,
Kansas City - United States

Background: Children with chronic cardiorespiratory conditions of-
ten require loop diuretic therapy for prolonged periods. This was
documented in several human studies to result in SHPT. Here we
report our experience in treating furosemide-induced SHPT with
cinacalcet.
Method: Charts of children at risk for furosemide-induced SHPT were
reviewed for serum PTH, alkaline phosphatase (ALP) activity and imag-
ing studies. Paired T-test was used for statistical analysis
Results: We identified 3 children (mean age 32 m) treated with furose-
mide for >6 months, who developed SHPTand presented with pathologic
fractures and bone demineralization. Serum creatinine, 25(OH)-Vitamin
D, Ca and Mg were normal. Cinacalcet starting dose was 0.4 ± 0.2 and
peak dose 0.7 ± 0.1 mg/kg/day. Following 3.6 ± 0.5 month serum PTH
declined from pre-treatment 271.8 ± 195.3 to on-treatment 79.4 ± 40.9 pg/
mL (p<0.0005) and ALP activity decreased from 300.4±94.1 to 187.2
±24.8 (p=0.032). To protect from anticipated cinacalcet-induced hypocal-
cemia patients were supplemented with Ca and active Vitamin D analogs
maintaining serum iCa within normal range. Urine Ca/creatinine was kept
in the normal range with thiazides. At the end of therapy all patients
demonstrated laboratory and radiologic evidence of improved bone
mineralization.
Conclusion:Chronic furosemide therapy can lead to secondary hyperpara-
thyroidism, which can result in adverse effects on bone. It can be treated by
adding cinacalcet with close attention to blood and urine Ca levels to detect
from possible hypocalcemia and hypercalciuria, respectively. The former
can be prevented by adding calcium and calcitriol, and the latter by thia-
zides. Cinacalcet is a safe and effective option for treatment of furosemide-
induced secondary hyperparathyroidism even in young children.
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IPN10532-82 IMMUNOSUPPRESSIVE THERAPY AND RENAL
OUTCOME OF STEROID-RESISTANT IDIOPATHIC
NEPHROTIC SYNDROME AT CHILDREN HOSPITAL 1

Q. Nguyen Duc 1, T. Vu Huy 2, H. Than Thi Thuy 1, C. Le Minh 1, T. Vo
Thi Thanh 1

Children hospital 1 at Hochiminh City, Department of Nephrology - Viet
Nam, University of Pharmacy and Medicine at Hochiminh city,
Department of Pediatric - Viet Nam

Introduction: Childhood steroid-resistant idiopathic nephrotic syndrome
(SRINS) is one of the most common causes of progression to end-stage
renal diseases (ESRD).
Materials and methods:Clinical presentations, renal biopsies, treatment
and disease courses of 142 children with SRINS were reviewed from
August 2005 to February 2019. The analyzed outcome was progression
to ESRD. Renal survival probability rates were calculated according to
Kaplan-Meier, log-rank test to compare survival curves and Cox propor-
tional hazards analysis to determine various factors on renal survival.
Results: Median age at onset was 4.54 years (ranged from 1,03 to 14,14).
Early steroid-resistance was observed in 45.8%. Minimal change disease
was identified in 72.5% and focal segmental glomerulosclerosis in 27.5%.
5/27 cases (18.52%) had disease-causing mutations on NPHS1 (1 case),
NPHS2 (2 cases) and COL4A5 (2 cases). Of 133 cases treated with cyclo-
sporin A, 69.2% achieved complete remission, 22.6% partial remission and
8.3% no remission after the first six-month period. Tacrolimus induced
firstly complete remission, partial remission and no remission in 18.2%,
40.9% and 40.9% of 22 cases with cyclosporin-resistance, respectively.
Therapeutic strategy combined tacrolimus, mycophenolatemofetil and pred-
nisone could cause first favorable response in 6/10 cases with tacrolimus-
resistance. 20/22 patients with nongenetic SRINS responded with CNIs
(59.1% complete remission, 31.8% partial remission) while none of the
patients with genetic causes experienced a complete remission and 80%
achieved a partial remission (p=0.038). At last follow-up, median time
50.6 months (ranged from 12 to 162.2), 7 patients reached ESRD. The renal
survival rate was 96% and 89.1% at 5 and 10 years. Univariate analysis
demonstrated that hypertension, hematuria, early steroid-resistance and re-
sistance to immunosuppressants were risk factors for ESRD. The Cox pro-
portional hazards regression identified the only predictor of ESRD was
resistance to immunosupressants.
Conclusions: Immunosuppressants-resistant idiopathic nephrotic syndrome
were 19.83 times more likely to develop ESRD than immunosuppressants-
responsive ones.

IPN10533-83 AKI(Atypical HUS) WITH PRE-EXISTING
UNDERLYING CKD

N. Azad , S. Agarkhedkar , M. Matnani
Dr. D Y Patil Hospital, Pune - India

We report an interesting case of AKI on CKD. ZS, second born of 2nd

degree consanguinity presented with anemia, short stature, renal rickets
with USG showing small contracted kidneys (renal length RK 4.5 x
1.54cms, LK – 5.7 x 2.4 cms) and biochemistry suggestive of CKD.
After a few days of admission, he developed fever, vomiting, increasing
edema and worsening uremia ( Se creatinine increasing from 9.1 mg/dl to
14.7 mg/dl) . Investigations revealed a falling platelet count, high LDH and
peripheral smear suggestive of hemolysis, confirming the diagnosis of HUS
and anti factor H antibodies (titres 2502 AU/L) were high. Due to non
affordability, the child was started initially on daily FFP infusions with no
benefit, but subsequently shifted to daily plasmapheresis (for 5 consecutive
days) followed by alternate day plasmapheresis for 3 weeks and regular
alternate day hemodialysis with regular packed cell transfusions. Repeat
Anti- Factor H antibodies showed a declining trend (titres 285AU/L) and
renal recovery from HUS was successful with improving platelet counts

and falling LDH, but the creatinine remained high (Se creat-3.4 mg/dl)
suggestive of underlying CKD. Though the clinical picture was suggestive
of Anti Factor H antibody HUS, renal biopsy could not be performed
because of small shrunken kidneys. He is currently on twice a week main-
tenance HD.

IPN10534-84 INFLUENCE OF IL-6 , STAT4 GENES
POLYMORPHISM ON THE DEVELOPMENT OF LUPUS
NEPHRITIS IN CHILDREN

I. Kazyra 1, A. Sukala 1, R. Goncharova 2, E. Siniauskaya 2, D.
Balshakova 2

1 Belarus State Medical University - Belarus, 2 Institute of Genetics and
Cytology of the National Academy of Sciences - Belarus

Systemic lupus erythematosus (SLE) belongs to the group of multifacto-
rial diseases, where genetic predisposition is realized with the participa-
tion of environmental factors.
Aim: To assess the influence of IL-6-174G/C and STAT4 RS3821236
G/A polymorphism genes on the risk of development SLE with lupus
nephritis (LN) in Belarusian children.
Materials and Methods: For IL-6-174G were tested 216 children: 1st

group with SLE, LN (n=19), 2nd without autoimmune and inflammatory
diseases (n=197). For STAT4 97 children were involved: 1st group with
SLE, LN (n=18), 2nd control (n=75). Patients with SLE (age10-17 yrs,
14.18±2.24) were monitored at the Republic Center for Pediatric
Nephrology. Control from 6 to 17 yrs (14.23±2.64 for IL-6, 14.27±6.72
for STAT4).
Results: The frequency of genotypes and alleles for the IL-6 was: GG in
SLE 11.8% versus control 26%, GC 70.6 vs 53.6%, CC 17.6 vs 20.4%, G
47.1 vs 52.8%, C 52.9 vs 47.2%. For alleles GG, GC and CC p=0.34, for
alleles G and C p=0.52. For STAT4 gene: GG in SLE 50% vs control
70.7%, GA 44.4 vs 24.0%, AA 5.6 vs 5.3%, G 72.2 vs 82.7%, A 27.8 vs
17.3%. For alleles GG, GA and AA p=0.18, for alleles G and A p=0.15.
Conclusions: Frequency distribution of genotypes and alleles IL-6 gene
showed no differences between SLE and control (p=0.34 and p=0.52).
Differences in frequency distribution of genotypes using dominant
(p=0.19; OR=038; 95% CI [0.08-1.72]) and recessive (p=0.79;
OR=0.84; 95 % CI [0.23-3.05]) models of inheritance were not traced.
Frequency distribution of STAT4 gene showed no differences between
groups (p=0.18 and p=0.15). We revealed a trend: in case of dominant
inheritance model allele Awas more common in SLE (p=0.09; OR=2.41;
95% CI [0.84-6.88]) what increases the likelihood of SLE development
and can be used in the formation of risk groups of genetically predisposed
individuals.

IPN10535-85 OSTEOPROTEGERIN LEVEL IN CHILDREN
WITH CHRONIC GLOMERULOPATHIES

I. Kazyra 1, A. Solntsava 1, H. Dashkevich 2

1 Belarus State Medical University - Belarus, 2 10th Clinical Hospital
Minsk - Belarus

Osteoprotegerin (OPG) is a member of TNFα receptor superfamily, the
main inducers of synthesis are pro-inflammatory cytokines. The active
participation of OPG in the regulation of osteoclastic bone resorption,
angiogenesis, neovascularization, cellular immunity, as well as in the
progression of cardiovascular and renal diseases has been described.
Aim: To clarify the role of OPG in children with chronic glomerulopa-
thies (GP).
Materials and methods: 26 patients with lupus nephritis (LN), 29 with
Henoch-Schonlein nephritis (HSN), 6 with ANCA-nephritis, 22 with
focal-segmental glomerulosclerosis (FSGS) and 5 healthy were enrolled
in the study. Determination of serum OPG concentration was performed
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using ELISA kit DRG(Germany). Statistical analysis was done with
Statistica 10.0.
Results: Serum OPG concentration in LN ranged from 0.7 to 399 ng/ml,
median (Me) 2.15 (25-75% 1.3-4.1), 21.89 ± 79.1. In HSN from 1 to
250.1, Me 2.2 (1.6-4.0), 16.66 ± 44.77, with ANCA nephritis 0.9-407.5,
Me 3.15, (1.7-8.4), 70.8 ± 164.98. In FSGS: 1 to 8.3, Me 1.65, (1.1-3.3),
2.65 ± 2.11. In healthy 1.4 to 3.2, Me 1.5 (1.4-1.6), 1.82 ± 0.78. The
highest OPG level (399 and 407.5) was determined in LN and ANCA
patients with chronic kidney disease(CKD) stage 4. OPG elevation above
5 was detected in 33.3% with ANCA, 23% with LN, 21% with HSN,
18% with FSGS, all noted the association of high OPG with severity of
renal pathology, increase in total cholesterol, low-density cholesterol,
triglycerides, atherogenicity index, leptin, decrease in high-density cho-
lesterol, adiponectin and vitamin D levels (p<0.05). No association with
obestatin was detected.
Conclusion: The obtained data allow us to suggest the use of OPG as a
marker of severity, metabolic disorders and a predictor of CKD progres-
sion in children.

IPN10536-86 DEVELOPMENT OF AT-HOME PERITONEAL
DIALYSIS SUPPORT SYSTEM USING WATERMARKING
TECHNOLOGY: DIALYSIS RECORD SAFETYARCHIVES

T. Umeda 1, A. Okawa 2, N. Kobayashi 2, K. Ito 1, T. Toyoda 1

1 Yokkaichi Nursing & Medical Care Unuversity - Japan, 2 MIE
Prefectural College of Nursing - Japan

Aim: We have developed a system to support at-home peritoneal
dialysis (PD) patients that can share information with medical
institutions via the Internet. This system uses digital watermarking
technology to secure copyright of each patient’s medical
information.
Background: At-home PD allows patients to continue their social
life, but it is necessary for them to provide health-related infor-
mation to their healthcare provider. However, safely managing
medical information is difficult for at-home PD patients.
Methods: As records for at-home PD, the following items will be en-
tered: replacement start time, dialysate-plasma ratio, drainage volume,
injection volume, water removal, drainage time, drainage volume, blood
pressure, and blood glucose level. In drainage color check, a photograph
of the drainage pack is taken. Both patients andmedical staff can send and
receive messages via the message screen. It is necessary to secure the
copyright of such medical information when archiving. We used digital
watermarking technology to hide the author’s name.
Results: Radio buttons were used to make inputs to the system.
Photographs of the drainage pack are stored for confirmation of drainage
color. Even medical staff in other hospitals could share patient medical
information.We embedded the author’s name in the medical information.
We examined the volume of medical information and peak signal-to-
noise ratio (PSNR) before and after implantation. No changes in volume
of medical information were observed before and after implantation.
Therefore, it was not necessary to increase the storage media. PSNR
was less than 40 dB, and was indistinguishable frommedical information
before concealing the institution’s name.
Conclusions: This system allows copyrighting and management on the
Web of medical information in at-home PD. Furthermore, information
can be shared in real-time between at-home PD patients and their hospital.

IPN10537-87 RETINOL-BUILDING PROTEIN IN THE
DIAGNOSIS OF HEREDITARY SYNDROMES WITH KIDNEY
INJURY IN CHILDREN

I. Kazyra , A. Belkevich
Belarusian State Medical University - Belarus

Introduction: Retinol-binding protein (RBP) low molecular weight
lipocalin which is reabsorbed in the renal tubules and appears in the urine
after their injury.
Aim: To determine serum and urinary concentration of RBP for the di-
agnosis of kidney injury in children with tubulopathies and hereditary
nephritis.
Material and methods: 88 patients were examined. Patients were divid-
ed into groups: 1st (main) with hereditary nephritis (n=19), 2nd (main)
with tubulopathies (n=17), 3rd (comparison) with acute renal failure in the
outcome stage (n=18), 4th (comparison) with urological diseases (n=14),
5th (control) healthy children (n=20). All groups are comparable by gen-
der and age. Statistical analysis was performed using Statistica 10 and
Microsoft Excel.
Results: There were no significant differences in the concentration
of RBP in serum and urine samples in patients of both groups (p=1).
Analysis revealed a direct correlation between serum and urine
levels of RBP in patients with tubulopathies (r=0.76; p=0.001), cor-
relation wasn't established for hereditary nephritis (r=0.351;
p=0.109). The comparison of concentrations of serum and urinary
RBP in patients of the 1st group with the 2nd didn't establish signif-
icant differences (p=1). RBP in urine reached a maximum level
(5000 ng/ml) in 2 patients from 1st group and in 4 patients of 2nd

group with normal in blood. These patients had chronic kidney
disease IV-V. The comparative analysis of serum and urinary RBP
concentrations between groups revealed no significant differences
(p1-3=1, p1-4=1, p1-5=1, p2-3=1, p2-4=1, p2-5=1). A direct correlation
between creatinine levels (r=0.78; p=0.0001) and an indirect be-
tween GFR (r=-0.5; p=0.031) and serum RBP was established only
for 1st group. Correlation between the levels of creatinine, GFR and
RBP in the urine was not established.
Conclusions: We can use RBP for noninvasive diagnosis of kidney in-
jury and monitoring in patients with hereditary syndromes.

IPN10538-88 THE ROLE OF BEDSIDE ULTRASOUND IN
EVALUATING DRY WEIGHT AMONG PEDIATRIC
HEMODIALYSIS PATIENTS

O. Haskin 1, Y. Falush 2, M. Davidovits 1, H. Alfandary 1, R. Berant 1
1 Schneider's Children medical center of Israel, Sackler Faculty of
Medicine, Tel-Aviv University, Petah-Tikva - Israel, 2 Schneider's
Children medical center of Israel, Petah-Tikva - Israel

Introduction: Traditional methods using clinical parameters to de-
termine dry weight (DW) in hemodialysis patients are inaccurate.
Point of care ultrasound (POCUS) can be used to asses fluid over-
load or dehydration. Our aim was to determine whether POCUS can
add additional information in assessment of DW.
Materials and methods: This was a prospective observational study.
12 chronic pediatric hemodialysis patients (ages 2.3-20 years) were
evaluated clinically and sonographically before and after dialysis for
6 consecutive sessions. DW was estimated based on clinical param-
eters only. Sonographic parameters of pre and post-dialysis total
number of lung B-lines and IVC/Aorta ratio were measured using
Zonare Z1 pro device, operated by a single physician experienced in
POCUS. A total number of ≥5B-lines was considered a sign of fluid
overload; IVC/Aorta ratio< 0.8 was considered parameter of
dehydration.
Results: In 16/72 (22%) dialysis sessions patients had symptoms of
excess fluid removal. A higher percent of symptomatic episodes
occurred with post-dialysis IVC/Aorta<0.8 vs. ≥0.8 (39%.1 vs
15.2% p=.036). Comparing symptomatic to non-symptomatic ses-
sions, patients’ percent pre-dialysis weight above DW and pre-
dialysis systolic blood pressure index were higher (6.34%±2.3
vs.3.82%±2.6 p=0.0011; 1.03±0.01 vs. 0.95±0.12, p=0.044 respec-
tively); however their pre-dialysis IVC/Aorta was lower (0.99±0.17
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vs. 1.14±0.21, p=0.045) indicating less fluid overload than clinically
determined, explaining their symptoms during dialysis.
In 24/66 (36%) dialysis sessions patients completed dialysis with
≥5B-lines. In these sessions post-dialysis IVC/Aorta was higher
compared to sessions with <5B-lines (1.02±0.22 vs. 0.84±0.24,
p=0.04) also indicating excess fluid. 4 patients repeatedly had
≥5B-lines post-dialysis; in only one DW was reduced during study
as clinically determined.
Overall, sonographic evaluation could have changed DW prescrip-
tion in 4 of 12 patients: 3 with covert fluid and 1 with sonographic
parameters of dehydration despite being hypertensive.
Conclusions: Repeat bedside sonographic assessment for parame-
ters of fluid overload and dehydration may aid clinical decision in
determining DW.

IPN10539-89 DEVELOPMENT OF AT-HOME PERITONEAL
DIALYSIS SUPPORT SYSTEM USING STEGANOGRAPHY:
SAFE TRANSMISSION OF DIALYSIS RECORDS

A. Okawa 1, T. Umeda 2, N. Kobayashi 1, K. Ito 2, T. Toyoda 2

1 Mie Prefectural College of Nursing - Japan, 2 Yokkaichi Nursing &
Medical Care Unuversity - Japan

Aim: We have developed a system that can securely transmit and share
information with medical institutions via the Internet using steganogra-
phy technology to support at-home-based peritoneal dialysis (PD)
patients.
Background: At-home PD allows patients to continue their social life,
but they must provide health-related information to healthcare facilities.
However, transmitted medical information from at-home PD patients is
not secure.
Methods: The following items were input as records required for
at-home PD: exchange start time, dialysate-to-plasma ratio,
amount of drainage, infusion fluid volume, water removal, drain-
age time, amount of drainage, blood pressure, and blood sugar
level. To check the amount of drainage, a photograph is taken
of the drainage pack. Moreover, both patients and medical staff
can transmit and receive messages via the message screen. We
developed a secure transmission system using steganography tech-
nology to transmit medical information.
Results: The system uses radio buttons to enter medical information
values. Photographs of the drainage pack are sent for confirmation of
drainage color. The medical information was hidden in a general photo
(cover picture) for transmission. The structural similarity (SSIM) of the
cover picture after hiding was 1.0, which was the same as before hiding
the medical information. Doctors with more than 20 years of diagnostic
experience were completely unaware that medical information was em-
bedded in the cover picture. When using this technology, there was no
change in the cover picture capacity before and after embedding of med-
ical information. Therefore, the transmission time of the medical infor-
mation was not different before and after hiding the information.
Conclusions:Medical informationwas transmitted safely. This steganog-
raphy technology securely concealed medical information in a cover pic-
ture. Nobody has noticed that medical information was embedded in the
cover picture. We were able to prevent content of the medical information
from being hacked from outside.

IPN10540-81 VITAMIN D SUPPLEMENTATION AND RISK OF
UROLITHIASIS IN PATIENTSWITH HYPERCALCIURIA AND
VITAMIN D DEFICIENCY

J. Milart , K. Jobs
Military Institute of Medicine, Warsaw - Poland

Introduction: Significant part of the population around the world
have a vitamin D deficiency. Administration of vitamin D is contro-
versial among patients with urolithiasis. Vitamin D suplementation
was considered to increase activity of the disease. Recent studies led
to a re-consideration of the potential benefits of vitamin D admin-
istration in these patients.
Aim of the Study: The aim of the study was to assess the effect of
supplementation with low doses of vitamin D on activity of stone
formation.
Material and methods: The study included 36 children (18 boys,
18 girls) aged 5-16 years with urolithiasis in the course of idio-
pathic hypercalciuria and low serum level of vitamin D. 25(OH)D
levels and activity of urolithiasis with the ultrasound were assessed
prospectively. The tests were carried out at the beginning of the
study and after 12 and 24 months of vitamin D intake at an initial
dose of 400IU or 800IU per day. Children were on normocalcemic
diet.
Results:
1. A statistically significant increase in the serum concentration of
25(OH)D was found in the study group (p = 0.0003).
2. There was no increased risk of urinary calculus formation in ultrasound
during vitamin D supplementation on each control visit (every 3 months)
measured by ROC curve analisys.
Conclusions:
1. Supplementation with low doses of vitamin D in children with idio-
pathic hypercalciuria significantly increases serum vitamin D concentra-
tion. The dose of vit. D should depend on the initial concentration of 25
(OH) D.
2. The use of vitamin D supplements in these patients does not increase
the rate of urinary stone formation and is safe due to the lack of a signif-
icant effect on the intensity of the disease activity.

IPN10541-82 CORRELATION BETWEEN CALCITRIOL
SERUM LEVELS AND URINE CALCIUM EXCRETION IN
PATIENTS WITH IDIOPATHIC HIPERCALCIURIA

M. Placzynska , J. Milart , K. Jobs
Military Institute of Medicine, Warsaw - Poland

Introduction: Idiopathic hipercalciuria (HI) is one of the most com-
mon metabolic causes of urolithiasis in both children and adults. It
is estimated that it occurs in 40% -80% of children with this disease.
Several groups reported the presence of high calcitriol levels in
idiopathic hypercalciuric stone formers, suggesting that hypercalci-
uria might result from high calcitriol levels, which increase calcium
absorption in the intestines. The pathogenesis of increased produc-
tion of 1,25(OH)D remains unclear.
Aim of the study: The aim of the study was to assess the correlation
between urine calcium excretion and the concentration of 1.25 (OH) D in
children with idiopathic hypercalciuria.
Material and methods: The study included 26 children, 15 boys and
11 girls, aged 5-14 years (mean age 10) with idiopathic hypercalci-
uria. The serum level of 1,25(OH)D was measured. Calcium excre-
tion in 24-hour urine collection and in second morning urine sample
were assessed.
Results: Mean 1,25(OH)2D serum levels in the studied group were
20,5 ng/ml (q25- 19,5; q75- 25,6). The laboratory norm was between
19,6 and 54,3 pg/ml. There was no correlation between the concen-
tration of 1,25(OH)2D and the urine calcium excretion in 24-hour
(p>0,05) and Ca/Cr ratio (p>0,05) measured in second morning
urine sample and 24- hour collection of urine. It was statistically
measured by Spearman correlation.
Conclusions: In the examined group the high serum level of calcitriol
wasn’t confirmed. There was no correletion between serum level of
1,25(OH)2D and urine calcium excretion.
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IPN10543-84 RAPID PROGRESSION TO END-STAGE RENAL
DISEASE IN A CHILDWITHA SPORADIC TRPC6MUTATION

H.Matsumura 1, S. Yamazaki 1, Y. Fujii 1, A. Shirasu 1, H. Nakakura 2, T.
Tanaka 1, K. Nozu 3, K. Iijima 3, A. Ashida 1

1 Pediatrics, Osaka Medical College, Osaka - Japan - Japan - Japan -
Japan, 2 Blood Purification Center, Arisawa General Hospital, Osaka -
Japan - Japan - Japan - Japan, 3 Pediatrics, Kobe University Graduate
School of Medicine, Kobe - Japan - Japan - Japan - Japan

Introduction: Transient receptor potential cation channel-6 (TRPC6) is a
protein that plays a key role in focal segmental glomerulosclerosis
(FSGS) associated with steroid-resistant nephrotic syndrome, although
the rate of progression to end-stage renal disease varies. We present a
boy with FSGS caused by TRPC6 gene mutation who developed
steroid-resistant nephrotic syndrome and showed unprecedented rapid
progression to end-stage renal failure.
Case presentation: The patient was a 6-year-old boy in whom protein-
uria was detected by school urinary screening. A urine test in the previous
year had demonstrated no abnormality. More detailed examination re-
vealed no symptoms or abnormal findings apart from proteinuria, and
blood tests showed no abnormalities, including hypoproteinemia. A renal
biopsy performed 11 months later demonstrated segmental sclerosis in
one glomerulus, and FSGS was diagnosed. After 15 months, proteinuria
increased and steroid therapy was started, but the patient did not respond.
Thereafter, proteinuria was progressive and hypoproteinemia became ob-
vious. The patient did not respond to methylprednisolone pulse therapy
and cyclosporine administration, and severe proteinuria persisted,
resulting in marked edema. His renal function deteriorated rapidly after
20 months, and dialysis was started 2 years after the onset of proteinuria.
Genetic analysis confirmed a heterozygous mutation in the TRPC6 gene
(c.326G>A, p.Gly109Asp).
Discussion: In previously documented cases of mutations in the same
domain as that in the present patient, proteinuria developed in middle age
and progressed to end-stage renal disease in about 10 years. In the present
case, renal function was lost within only 9 months after the onset of
nephrotic syndrome. In FSGS due to TRPC6 mutation, many aspects of
the relationship between clinical phenotype and genotype remain unclear,
and a case such as the present one showing early onset is considered to be
informative in this regard.

IPN10544-85 SELF-HEALING TUBERCULOSIS ASSOCIATED
IGA NEPHROPATHY (TB-IGAN): CLINICAL CASE

I. Kazyra 1, A. Sukala 1, N. Tur 2, T. Letkovskaja 1, V. Savosh 1, Z.
Kryvasheyeva 3, Y. Shynkarenka 2

1 Belarus State Medical University - Belarus, 2 2nd Children's Hospital-
Belarus, 3 National Scientific and Practical Center of Pulmonology and
Phthisiology - Belarus

Among infectious factors Mycobacterium Tuberculosis (MTB) may also
be associated with the occurrence of IgA nephropathy (IgAN). Clinical
manifestation of TB-IgAN is atypical and non-specific.
Aim: To analyze clinical course of TB-IgAN in gypsy non-
compliance girl observed at National Center for Pediatric
Nephrology.
Materials and methods: First urine changes were revealed occasionally
during checkup at age 10yrs 10mo (proteinuria 0.598 g/l, hematuria 80-
100), later ESR 30 mm/h. Ultrasound, IV urography and cystography at
Home Hospital were normal. Urinary syndrome persisted, after one year
hyperergic tuberculin sensitivity was documented. Kidneys biopsy and
enalapril were recommended, but she didn’t visit hospital and take med-
icine. Next admission to our hospital happened since 15 months and
biopsy confirmed IgAN M1E0S1T0: mesangial proliferation in 18/20
glomeruli, in 1/18 with segmental sclerosis, IgA3+ and co-dominant

IgG1+, IgM1+, C1q1+ and C3. Arterial hypertension(AG) was marked.
Prednisolon 1 mg/kg was started, but she didn’t take it at home. She lived
in a gypsy camp and didn’t appear regularly to the doctor. During follow-
up protein increased 1.4g/l, erythrocytes 80-100. 3d admission to us con-
firmed latent tuberculosis infection, hyperergic diaskin test, ESR 38 mm/
h, proteinuria 0.964 g/24 h, hematuria, AG. Next hospitalization after 15
months revealed hyperergic diaskin test, calcinate in the right axillary
region, similar blood and urine results. Small residual changes in sponta-
neously cured intrathoracic left lymph nodes TB were diagnosed.
Recommended Isoniazid, previously Prednisolone and Enalapril girl
didn’t take. Culture, PCR, BACTEC for MBT of sputum and urine were
negative.
Results: Total observation time was 7yrs, now she’s 18yo and transferred
to adults. She was non-compliance and didn’t take medicines. For the last
year she has no clinical symptoms of TB, no AG, normal blood and urine
tests.
Conclusion: We consider that this girl has spontaneously cured
tuberculosis of lymph nodes and TB-IgAN with a favorable out-
come.

IPN10545-86 OUTCOMES OF HUS IN CHILDREN OF
ORENBURG REGION, RUSSIA

E. Gunkova , A. Vyalkova , I. Zorin
Orenburg Medical University, Dpt. of Paediatrics - Russian Federation

The aim of the study was to determine the clinical and paraclinical fea-
tures of CKD in children with HUS.
Materials and methods: We examined 65 children after HUS. We cre-
ated 2 groups: children without formation of CKD (n=32) and children
with CKD after HUS (n=33).
Results:Children with CKD after HUS was presented by babies (n =
6, 18.2%) and infants (n = 23, 69.7%). There were 18 boys (54.5%)
and 15 girls (45.5%). There were 14 children with stage I of CKD
(42.4%) and 17 children with stage II of CKD (51.5%). Clinical
picture of HUS in children with developed CKD were presented
by severe hemolytic anemia, thrombocytopenia, AKI. 29 children
with AKI (87.9%) had RRT. AKI was presented by oliguric stage
in 54.5% of cases (n = 18), in anuric stage in 45.5% of cases. RRT
was performed by hemodialysis (HD) in 36.4% (n = 12), a combi-
nation of HD and peritoneal dialysis (PD) in 51.5% (n = 17). HUS
complications developed in children who needed RRT (n=29,
87.9%). The most frequent complication was damage of the central
nervous system (39.4%, n = 13) (impairment of consciousness, con-
vulsive syndrome); cardiovascular system with arterial hypertension
(36.4%, n = 12). 5 children (15.2%) developed severe respiratory
failure requiring mechanical ventilation, and 9 patients (27.3%) de-
veloped disseminated intravascular coagulation syndrome.
Conclusions: CKD was formatted in 51% patients (n=32) after HUS.

IPN10546-87 TRANSIENT INFANTILE HYPERPHOSPHATEMIC
TUMORAL CALCINOSIS

Y. Borovitz 1, D. Landau 2

1 Nephrology Institute, Schneider Children's Medical Center - Israel,
2 Pediatrics B, Schneider Children's Medical Center, Sackler School of
Medicine, Tel Aviv University - Israel

Hyperphosphatemic tumoral calcinosis (HPTC) is a rare entity,
associated with loss of function mutations in the Klotho/FGF23/
GALNT3 complex, inhibiting the phosphaturic effects of FGF23,
leading to hyperphosphatemia, high levels of 1,25 (OH)2-Vitamin
D and metastatic calcifications. Transient HPTC has not been
previously described.
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Case report: A 6 weeks old boy was admitted due to swelling, pain and
limitation of movement of his right knee. X rays and ultrasound:
periarticular multilobular calcifications, periosteal reaction along the right
femur and a less accentuated picture in left knee. Knee puncture: milky
fluid, without significant pleocytosis, negative culture. Bone scan: path-
ologic soft tissue uptake around the knee. MRI: cloudy fluid with calci-
fications and synovial enhancement. Renal ultrasound: medullary
nephrocalcinosis.
Laboratory analysis: normal blood creatinine and Ca levels,
Phosphate : 6.7-7.5 mg/dl . Urine phosphate levels were
unmeasurably low. Calcium/creatinine ratio 1 mg/mg. PTH, 25OH
vitamin D- normal, elevated 1,25 (OH)2 vitamin D (215pmol/L).
Intact FGF23 levels: normal (10 pg/ml). No mutation was found
in GALNT3 and FGF23 genes, serum KLOTHO levels were elevat-
ed (10,164 pg/ml, normal level for children: 1500-2000).
Treatment with low phosphate diet and non-calcium based phos-
phate binders lead to normalization of phosphate levels. Knee swell-
ing and movement gradually resolved, with disappearance of
periarticular calcinosis. At the age of 14 months, phosphaturia
remained significantly suppressed (total reabsorption of phosphate-
TRP: 97.7 %). Urine Calcium/creatinine ratio: borderline elevated
(0.7 mg/mg). Phosphate binders were gradually stopped. On last
visit at the age of 20 months - under normal phosphate diet, TRP
was 87.5%. Urine Calcium/creatinine ratio normalized (0.11 mg/
mg), calcitriol levels remain elevated.
Conclusion: This is a first description of transient infantile HPTC.
No known mutations causing this presentation were found. The
clinical signs, hyperphosphatemia and maximal phosphate reabsorp-
tion improved until almost full recovery. This case resembles other
transient neonatal tubular disorders that improve with time.

IPN10547-88 6FR TUNNELED CENTRALVENOUS CATHETER
AS ALTERNATIVE TO STANDARD HEMODIALYSIS
CATHETER IN NEONATES RECEIVING CRRT

D. Askenazi 1, C. Onwubiko 2, D. Ingram 3, R. Russell 2, R. Griffin 4, V.
Mortellaro 2

1 University of Alabama at Birmingham, Department of Pediatrics,
Birmingham, AL - United States - United States, 2 University of
Alabama at Birmingham, Department of Surgery, Birmingham, AL -
United States - United States, 3 Children's of Alabama, Rental Care
Center, Birmingham, Al - United States - United States, 4 University of
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Introduction: Access for neonates who need continuous renal replace-
ment therapy (CRRT) is difficult, as the vessels are small and proper
catheter tip placement for accurate flows is limited. We have switched
from standard double lumen hemodialysis (HD) catheters to 6F Tunneled
double lumen catheters (Bard-Powerline 6Fr x 50 cm tunneled, Tempe
AZ, USA) which can be cut to desired length before insertion. We com-
pared outcomes between the new catheter and historic controls of similar
patients.
Methods: We evaluated all neonatal patients who received CRRT
with the Aquadex (Baxter Corporation, Minneapolis, Minnesota)
from December 2013–January 2018. Patients with incomplete data,
those more than 5kg at initiation, and those being dialyzed through
2 separate accesses were excluded. Data regarding patient demo-
graphics, CRRT indication, catheter days, reason for removal, and
catheter-specific complications were collected and compared by
standard statistical methods. Rates of complications are expressed
as number of events per 10 catheter days and were compared using
a negative binomial model and in reference to the HD group.
Results: Of the 26 infants (median age=9.5 days [IQR 4-31]; mean
weight=3.6 +/- 0.6 kg at CRRT initiation) who met selection

criteria, 17 used a classic HD catheter and 9 used a 6F-Tunnel
catheter. There was no significant difference in patient gender, ges-
tational age, birth weight, age, weight, indication between those
who had HD vs. 6F-Tunnel catheter. The 6F-Tunnel lasted longer
(median of 28 days vs 10 days, p=0.02), required fewer revisions (0
vs 16.2%) and were less likely to be removed for complications.
Rates of revisions, replacements, bleeds, and clots were lower in
6F-Tunneled catheter, while rates of infection were lower in HD
catheters.
Conclusion: The 6F-Tunneled Powerline catheter is associated with
longer duration of use and less complications. Further analysis with
larger sample size is needed to better evaluate outcomes.

IPN10548-89 CASE REPORT: AUTOSOMALRECESSIVE GENE
LAMB2 IN A CHILD WITH END STATE RENAL DISEASE/
FSGS

T. Hoang 1, K. Le 2

1 Pediatric Department, Pham Ngoc Thach University of Medicine, Ho
Chi Minh City - Viet Nam, 2 Nephrology and Endocrinology Department,
Children's Hospital 2, Ho Chi Minh City - Viet Nam

Introduction: Focal segmental glomerulosclerosis (FSGS) is a his-
tologic lesion, rather than a specific disease entity, that is commonly
found to cause the nephrotic syndrome in adults and children. The
lesion of FSGS can be classified into primary, secondary and some
of them are associated with genetic forms. We report the first case of
autosomal recessive gene LAMB2 (Laminin subunit beta 2) muta-
tion in a child with FSGS at Children’s Hospital 2, Ho Chi Minh
city, Vietnam.
Case Report: A 13-year-old male presented with ESRD diagnosed
incidentally after his older male sibling passed away with ESRD and
FSGS on renal biopsy. The patient has no significant medical his-
tory. His physical exam was unremarkable. His labs showed esti-
mated GFR (Schwartz formula) less than 15 ml/minute/1,73m2. His
kidney biopsy showed FSGS, and an evaluation for genetic etiology
of FSGS was performed. A mutation in the gene LAMB2 was de-
tected in National University Hospital of Singapore. He was started
on hemodialysis and was on kidney transplant list.
Discussion: FSGS can be caused by some genetic mutations in genes
that encode for proteins expressed in the podocytes and their slit
diaphragm and in other components of the glomerular filtration bar-
rier. Gene LAMB2 locates at the short arm of chromosome 3 at
position 21.31 (3p21.31). Changes in this gene could cause the
Pierson syndrome or infantile nephrotic syndrome. According to
National Center of Biotechnology Information gene, that mutation
could lead to ESRD, and the lesion in the kidney biopsy could be
FSGS or diffuse mesangial proliferation. These two male siblings
with ESRD and FSGS most likely had the same genetic mutation in
LAMB2.
Conclusion: This is the first report of a genetic cause of FSGS from
LAMB2 mutation in Children’s Hospital 2. In addition, early testing for
genetic etiologies for childhood nephrotic syndrome are needed in
Vietnam.

IPN10549-90 RECURRENT ACUTE KIDEY INJURY
FOLLOWING PENTAVACCINE IMMUNIZATION

J. Aitafo 1, E. Okorie 2, I. Anochie 3, B. West 1, C. Amadi-Obi 4
1 Department of Paediatrics, Rivers State University Teaching Hospital,
Port Harcourt - Nigeria, 2 Spring Rose Hospital, Porth-Harcout -
Nigeria, 3 Dept Of Paediatrics, University of Port Harcour Teaching
Hospital, Port Harcourt - Nigeria, 4 Federal Medical center, Owerri -
Nigeria
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Introduction: Vaccination is a cost-effective way of preventing dis-
ease and promoting health. Most vaccines have little or no side
effects. Although most vaccine adverse events are self-limiting and
non-life threatening, some may be severe with long term health
implications. Massive proteinuria with Nephrotic syndrome (NS)
and severe Acute kidney injury (AKI) secondary to acute interstitial
nephritis and membranous nephropathy have been reported rarely
following the 2009 H1N1 influenza vaccine. There has been no
reported case of acute glomerulonephritis (AGN) nor AKI following
immunization with Pentavalent vaccination in Nigerian children.
Methods/results: We report a previously healthy 5kg, two months
old baby who developed sudden onset generalized urticarial rash,
acute pulmonary oedema, anuria, proteinuria (+), haematuria (+) and
severe AKI (serum creatinine - 140umol/L, urea - 7.3umol/L, potas-
sium - 4.5umol/L; other electrolytes within normal) shortly after
receiving Pentavalent vaccine. Kidney biopsy was not done. She
responded well to fluid restriction and frusemide with improved
renal function (urine protein -neg, creatinine (39umolL) and urea
(2.0 umol/L). A month later, she had a repeat AKI (creatinine–
105uml/L, urea – 6.2mMol/L, K+ - 4.0) within 24 hours of a 2nd

dose of Pentavalent vaccine. She also responded well to conserva-
tive management (creatinine–54umol/L, urea –2.8mMol/L, K+ -
3.7mMol/L). She is still on follow up and has remained stable.
Conclusion: It is possible that some cases of AKI and glomerulone-
phritis may be secondary to hitherto unrecognized underlying pa-
thology such as vaccine induced membranous nephropathy (VIMN).
In resource-poor centers where biopsy and electron microscopy are
not readily available, vaccine induced AKI should be suspected in
children who develop sudden-onset AKI following immunization.
Prompt diagnosis and appropriate management are necessary for a
favourable outcome.
Keywords: Penta vaccine, AKI, Vaccination, Membranous nephropathy

IPN10550-82 UNDERSTANDING THE BURDEN OF PRIMARY
HYPEROXALURIA TYPE 1 (PH1): SURVEY OF PHYSICIAN
EXPERIENCES WITH PH1

D. Danese 1, R. Murray 1, A. Monpara 1, R. Ben-David 2, T. Crockett 2,
M. Halloway 2, K. Barr 2, S. Doyle 2, K. Howie 2

1 Alnylam Pharmaceuticals, Cambridge, MA - United States, 2 Magnolia
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Introduction: Primary hyperoxaluria Type 1 (PH1) is a genetic disorder
characterized by persistent hepatic overproduction of oxalate. Oxalate
crystalizes with calcium to ultimately cause renal insufficiency and
multi-organ damage. We describe the burden of PH1 reported in a series
of case-based physician interviews.
Material & methods: Select participation criteria: physicians in practice
2+ years; active role in diagnosing, treating, or managing 1+ PH1 pa-
tient(s) within last 5 years; spend ≥50% of time in direct patient care; able
to review PH1 patient records. Patient history served as basis for further
probing in 60-minute interviews involving open-ended questions from
semi-structured interview guide.
Results: Physicians from the US (N=17), Europe (N=13) and
Middle East/South Asia (N=7) participated and reported on 54
PH1 patients. At diagnosis 54% of patients had progressed to ad-
vanced kidney disease. Most common disease manifestation was
kidney stones in 77% (N=41) of patients. Among patients with
stones, 59% (N=24) had multiple stone events; of these, 27% had
≥4 events, 38% had ≥1 event/year, and 78% (N=32) required surgi-
cal interventions. Renal insufficiency resulting from PH1 ultimately
led to hemodialysis and/or transplant; 48% (N=26) of patients re-
quired hemodialysis 3-6 times/week and 34% of patients underwent
transplantation (typically [63%] dual liver/kidney). Among all pa-
tients (not limited to patients with ESRD), 65% required ≥1

hospitalization for PH1, with mean 3.6 (range: 1-25) hospitaliza-
tions and 12.8 (range: 1-60) days in hospital throughout follow-up.
Conclusions: PH1 manifestations were burdensome even prior to
renal compromise, as demonstrated by the occurrence of kidney
stone events, often requiring surgery, and hospitalizations. This pro-
gressive disease can lead to ESRD, further increasing disease bur-
den as patients require intensive dialysis and dual kidney/liver trans-
plant. Patients often progressed to advanced kidney disease before
diagnosis, limiting opportunity to modify disease course. Earlier
diagnosis and effective therapies are needed to prevent disease man-
ifestations and progression.

IPN10551-83 GENOTYPE-PHENOTYPE CORRELATION IN
PATIENTS WITH GENETICALLY SOLVED STEROID
RESISTANT NEPHROTIC SYNDROME

R.Helmy 1, E.Hussein 1,M.M.Nabhan 1,A.J.Majmundar 2, F. Buerger 2, K.
Deutsch 2, Y. Mao 2, N. Elkhateeb 3, F. Hilderbrandt 2, N.A. Soliman 1
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Transplantation,Kasr Al-Ainy School of Medicine, Cairo University -
Egypt, 2 Department of Medicine, Boston Children’s Hospital, Harvard
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rology and metabolic medicine unit, Kasr Al-Ainy School of Medicine,
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Introduction: More than 50 single-genes have been identified to be the
underlying cause of SRNS. We aimed to characterize clinical phenotype
and correlate it with genotype in genetically solved patients.
Methods: We evaluated 41 genetically solved SRNS patients. Relevant
data were retrieved frommedical records and correlated with their clinical
phenotype & genotype.
Results: Eighty-five percent of patients were born to consanguineous
parents with familial clustering in 51% and extra-renal involvement in
14.6%. Nephrotic syndrome in the first year of life was reported in 51%.
Renal pathology in 30/41 biopsied patients, confirmed FSGS as the
commonest finding in 50%. The age of onset of ESRD ranged from 6
months to 10 years of age. The commonest gene mutation was NPHS2 in
58.5% (associated with aortic stenosis in one patient); followed by
PLCE1 in 17% (associated with cataract in one patient; undescended
testes in another). NPHS1 in 9.7% (associated with deafness in one pa-
tient). Each of LAMB2 & WT1 gene mutations were identified in 4.8%.
Interestingly, one of the two patients with LAMB2 mutation had global
developmental delay, retinal dysplasia and nystagmus, whereas another of
the two patients withWT1mutation has Denys Drash syndrome. The least
common gene mutations were COQ2 & DGKE identified in 2.4% each.
Conclusion: Mutations in seven genes were identified to be the
genetic basis of SRNS in our cohort. NPHS2 gene mutations were
the commonest. LAMB2 mutations were associated with ocular in-
volvement other than the anterior segment. Also ocular involvement
was reported in patients with PLCE1 mutation. Genital involvement
was not restricted to WT1 mutation and was associated with PLCE1
mutation.

IPN10552-84 URINARY PROSTAGLANDIN E2: BIOMARKER
OF EARLY HYPERFILTRATION-INDUCED GLOMERULAR
INJURY IN SOLITARY FUNCTIONING KIDNEY (SFK)

T. Srivastava 1, U. Alon 1, R. Sharma 2, V. Staggs 1, V. Savin 2, E.
Mccarthy 3, M. Sharma 2

1 Children's Mercy Hospital, 2401 Gillham Road, Kansas City, MO
64108 - United States - United States, 2 Kansas City VA Medical
Center, 4801 Linwood Blvd, Kansas City, MO, 64128 - United States -
United States, 3 University of Kansas Medical Center, 3901 Rainbow
Blvd, Kansas City, KS 66160 - United States - United States
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Introduction: Children born with solitary functioning kidney (SFK)
are at risk for end stage renal disease from hyperfiltration-induced
injury. Urinary albumin and epidermal growth factor (EGF) are
established biomarkers of glomerular and tubular injury, respective-
ly. A biomarker to detect glomerular changes preceding
microalbuminuria will be valuable in defining early effects of
hyperfiltration. We have shown that fluid flow shear stress (FFSS)
is elevated in animals with SFK, and that FFSS upregulates prosta-
glandin E2 (PGE2), cyclooxygenase-2 and PGE2 receptor EP2 in
cultured podocytes and in unilaterally nephrectomized mice.
Therefore, we hypothesized increased urinary PGE2 in SFK.
Materials & methods: Urine samples from children with SFK and
controls were analyzed for PGE2 (LC-MS/MS), albumin (VITROS
autoanalyzer) and EGF (ELISA). Age, gender, Z-scores for height,
weight, BMI, and BP of patients were obtained. Wilcoxan-Mann-
Whitney test was used for group comparisons and Spearman analy-
ses for correlations.
Results: Children with SFK were comparable to controls except
for lower weight and BMI Z-scores. The median and IQR were
elevated in SFK compared to controls for urine PGE2 [9.1 (4.4,
16.7) n=57 vs. 5.7 (4.0, 8.8) n=72, p=0.009] ng/mgCr and albu-
min [7.6 (4.7, 24.0) n=40 vs. 7.0 (4.0, 10.3) n=41, p=0.085] μg/
mgCr, but not for EGF [20098 (13238, 30263) n=44 vs. 18637
(15298, 25622) n=44, p=0.746] pg/mgCr. Significant increase in
urinary PGE2 (p=0.024) and albumin (p=0.019) but not EGF
(p=0.412) was observed in SFK children when sex, age, Z-
scores for weight, height, DBP and SBP were controlled for re-
gression modeling. Urinary PGE2 and albumin, PGE2 and EGF,
and EGF and albumin were not correlated.
Conclusion: Elevated urinary PGE2 and albumin with unchanged
EGF reflect distinct glomerular and tubular mechanisms. Urinary
PGE2 is a potential biomarker of early glomerular injury caused
by hyperfi l trat ion-associated increase in FFSS preceding
microalbuminuria.
Keywords: Prostaglandin E2, Albuminuria, Epidermal growth factor,
Hyperfiltration, Fluid flow shear stress

IPN10553-85 ELECTROLYTE COMPOSITION OF COMMON
PED IATR IC FORMULAE AFTER SEVELAMER
HYDROCHLORIDE (RENAGEL®) TREATMENT
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Introduct ion: Children with AKI or CKD often develop
hyperphosphatemia. Binders used to treat this include Sevelamer
hydrochloride (Renagel®). Formula is mixed with Renagel® sus-
pension, decanted and fed to children who are averse to or cannot
have oral intake and are mainly tube-fed. Since the concentration of
Renagel®mg /ml formula for effective phosphate reduction remains
unknown, practice varies in terms of initial amount added and its
adjustment. This study analyzed the in-vitro effect of different con-
centrations of Renagel® treatment on electrolytes of commonly
used formulae and the time required for maximal effect.
Material & methods: Renagel® suspension prepared with sodium
chloride was added to one low-phosphate (Nestle®Goodstart®stage1)
and one high-phosphate (Peptamen Jr®1.5) formula at 2mg, 4mg

and 6mg/ml concentrations. Each formula was shaken well and 3
aliquots were allowed to sit for 1, 8 and 12 hours before decanting.
Analysis of pre-treatment and post-treatment electrolytes (Na, K, Cl,
Ca, Mg and PO4) were performed on Beckman Cx800 analyzer. The
study was performed twice.
Results: PO4 concentration reduced significantly (p<0.02) in both
f o r m u l a e w i t h R e n a g e l ® 2 m g / m l a n d 4 m g / m l .
Nestle®Goodstart®stage1 had low baseline PO4 concentration
(5.95±0.06mmol/L) and had 10% and 16% reduction with
Renagel® 2 and 4 mg/ml respectively. Peptamen Jr®1.5 had high
baseline PO4 concentration (19.68±0.29) and had 36% and 45%
reduction with Renagel®2 and 4 mg/ml respectively. There was no
further PO4 reduction in both formulae with Renagel® 6mg/ml. The
reduction was achieved in 1-hour after treatment. There was no
difference between this and 8-hour and 12-hour treatment times.
As expected, significant increases in Na and Cl concentration after
treatment with Renagel® were observed without significant changes
with K, Ca, and Mg.
Conclusions: Renagel is not a cost-effective treatment for reducing PO4

concentration in low-PO4 formula. However, it has substantial effect in
high-PO4 formula. Treatment time can be 1-12 hours.

IPN10554-86 INTRAUTERINE LOW-PROTEIN DIET
INCREASING RISK OF CAKUT IN OFFSPRING OF ROBO2
MUTANT MICE

M. Yu , J. Chen , Y. Zhai , H. Xu , Q. Shen
Department of Nephrology, Children’s Hospital of Fudan University
Shanghai Kidney Development and Pediatric Kidney Disease Research
Center, Shanghai, China - China

Objective: Intrauterine low-protein diet can cause increased inci-
dence of congenital anomalies of the kidney and urinary tract
(CAKUT) in offspring mice. Robo2 mutant mice can cause various
kinds of CAKUT. We intended to establish low-protein diet
throughout pregnancy combined Robo2 mutant mice to explore
whether intrauterine low-protein diet could increase risk of
CAKUT in offspring of Robo2 mutant mice.
Methods: There were four groups: 22% normal-protein diet+
Robo2PB/+ mice (Robo2PB/+), 22% normal-protein diet+Robo2PB/
PB mice (Robo2PB/PB), 6% low-protein diet+wildtype mice (LD),
6% low-pro te in die t+Robo2PB /+ mice (LD+Robo2PB /+ ) .
Experiments included: observe CAKUT incidence in newborn mice;
observe the number of ureteric bud (UB); observe UB branches
under 10% serum or serum-free condition; detect Gdnf/Ret, Slit2/
Robo2, apoptotic molecular and Akt signals expression in E11.5
embryonic kidneys.
Results:
1. Incidence of CAKUTwas increased in LD+Robo2PB/+ compared with
Robo2PB/+ (30.51% VS 13.76%, P = 0.009), especially phenotype of
duplicated collecting system (20.34% VS 9.17%, P = 0.026), and had a
tendency to increase compared with LD (30.51% vs 18.03%, P = 0.110),
while no difference with Robo2PB/PB.
2. Ectopic ureteric buds in LD+Robo2PB/+ was increased compared with
Robo2PB/+ and LD [16.00% VS 3.63%, P = 0.073; 16.00% VS 5.41%, P
= 0.172]. Cultured embryonic kidneys under serum-free condition, the
number of UB branches were significantly decreased comparedwith 10%
serum (branch point: P < 0.01; UB tips: P < 0.0001).
3. In E11.5 embryonic kidneys, compared with Robo2PB/+, Robo2, Slit2
expression were decreased, while Ret was increased in LD+Robo2PB/+.
Anti-Caspase3 positive molecular was decreased, and Creb3 was in-
creased while Akt increased in LD+Robo2PB/+ compared with LD and
Robo2PB/+.
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Conclusion: Intrauterine low-protein diet increasing risk of CAKUT
in offspring of Robo2 mutant mice, also disturbing metanephric
gene and Akt signals expression. These may be the mechanisms of
intrauterine low-protein diet increasing CAKUT in Robo2 mutant
offspring mice.

IPN10555-87 CLINICAL CHARACTERISTICS AND
LONGTERM OUTCOMES OF CHILDHOOD-ONSET IGA
NEPHROPATHY IN KOREA: A NATIONWIDE STUDY
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Background: While IgA nephropathy (IgAN) is the most common
glomerulopathy, data on long-term follow-up of pediatric IgAN are
scarce. The aim of this multicenter retrospective study was to eval-
uate the presentation, clinical and pathological manifestations, their
relation to outcome and risk factors for disease progression in
Korean children with IgAN.
Methods: Patients who were diagnosed with IgAN before age of 18
from 1985 to 2015 in 20 centers in Korea were enrolled. The renal
outcome at the last observation was graded according to eGFR and
proteinuria, persistent nephropathy (eGFR≥60 ml/min/1.73m2 and
uPCR ≥1), renal insufficiency (eGFR<60 ml/min/1.73m2) and
ESRD (eGFR<15 ml/min/1.73m2 or requiring renal placement ther-
apy) were considered as unfavorable outcome..
Results: A total of 1,175 patients (M:F 785:390) were enrolled.
They were 10.8 ± 3.76 years old at initial visits and 16.6 ± 5.60
years old at last observation (median follow-up duration 48
months). 428 patients (36.4 %) were first presented with urinary
abnormality found by Korea’s nation-wide school urine screening
program, and 51.7% with gross hematuria. At the last observation,
554 of patients had no residual abnormality, 348 minor abnormal-
ity, 87 persistent nephropathy, 34 renal insufficiency and 27
ESRD. The cumulative 5-, 10- and 15-year CKD-free survival
rates were 96.6%, 92.7% and 82.6%, respectively. Multivariate
logistic regression analysis showed that gross hematuria at initial
presentation was a good prognostic factor, and uPCR≥1 at last
observation was an independent risk factor for progression to
CKD in IgAN patients.
Conclusions: Though majority of childhood-onset IgAN patients in
Korea showed favorable outcome, 5.2% of patients progressed to
CKD. Two clinical features, significant proteinuria at last

observation and presenting symptom other than gross hematuria,
were independent prognostic factors for progression to CKD in
Korean children with IgAN.

IPN10556-88 CORRELATION OF CARDIOVASCULAR
MORBIDITY WITH ELEVATED SERUM PHOSPHATE LEVEL
IN CHILDHOOD ADVANCED STAGE OF CKD
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Itroduction:Correlation of serum phosphate to cardiovascular morbidity
and mortality in children with advance stage of Chronic kidney disease(
AdCKD) remains unclear. This study aimed to elucidate the correlation
between serum phosphate and CVmorbidity and mortality in patients
with Ad.CKD.
Methods: This cross sectional study was carried out in the Dept. of
Pediatric Nephrology, BSMMU, Dhaka from September 2018 to
March 2019. Children aged 1 to 18-year having AdCKD(stage III, IV
and V) were enrolled and termed as Group- I, whether Group- II com-
prised age and sex matched healthy children with no evidence of renal or
cardiovascular disease. Echo findings were compared between two
groups and correlation were done between serum phosphate level and
ECHO findings of Group I.
Results: A total of 57 participants were analyzed ,with the mean age in
group-I was12.71± 3.70 and in group II was 11.20 ± 4.05 and mean eGFR
of group-I was 9.98±5.45 ml/min/1.73m2 . Mean Phosphate( iP) level, 6.89
± 2.88 and mean PTH level, 406.42±245.05, indicates hyper phosphatemia
and hyper parathyroidemia and Ca×iP product was 43.2 ±7.3.
Significant statistical difference was observed in two groups among E:A
ratio ,LA diameter , LV diameter , LV internal diameter end diastole and end
systole , fractional shortening , LV posterior wall thickness in diastole and
LVejection fraction . On univariate analysis, significant negative correla-
tions was observed between S. PO4 with eGFR and moderate negative
correlations was observed between S. PO4 with EA Ratio. Positive corre-
lation were exists between S PO4 and LA and S. PO4with FSRatio( weeker
relation). In multiple Regression , EA Ratio and FS Ratio were regressed
against dependent variable S.PO4 andmodel significance was close to 95%.
Conclusions: Hyperphosphatemia was coorelated with risk of CV mor-
bidity and mortality in AdCKD.
Keywords: Chronic Kidney Disease, Serum Phophate.
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Introduction: IPNA launched IPNA Global RRT Registry to pro-
mote international pediatric RRT registry in 2017. Take advantage
of the opportunity, we initiated this multicenter study to illustrate
the circumstances of China pediatric renal transplant and analyze
the factors that influenced the prognosis.
Materials & methods: Through the registry, we enrolled 416 cases
from 3 representative centers, nearly 1/3 pediatric renal transplant
of China in the corresponding period. Children under 19 years
old, received single-organ renal transplantation for the first time
during Jan 1st, 2011 to Dec 31st, 2018 were included. Data had
been provided by each center, and were integrated, screened and
analyzed via SPSS 23.0.
Results: There were 250 male (60.1%) and 166 female recipients
(30.9%); age was averaged out at [12.2(9.1,15.1)] years old, with
a median follow-up time of [28.0(11.0-52.0)] months. Deceased
donor (DD) accounted for 94.2%(n=392), including 78.1% de-
ceased donor after cardiac death (DCD, n=325) and 16.1% de-
ceased donor after brain death (DBD, n=67). 81.0%(n=337) cases
received dialysis before transplant while 19.0%(n=79) had pre-
emptive kidney transplant (PKT). More than half of etiology
(52.6%, n=219) remained unknown, glomerular disease (19.0%,
n=79) and congenital anomalies of kidney and urinary track
(CAKUT, 13.2%, n=55) were the main causes diagnosed. Patient
survival of 1year, 3years and 5years were 97.6%, 96.9% and
94.1% respectively and 8.4%(n=35) graft loss happened.
Transplant age between 6-18 years old [HR0.208 (95%CI0.049-
0.876)] showed a lower modality compared with transplant age 0-
5 years old. Graft survival benefited from age 6-18 years old
[OR0 . 116 ( 95%CI0 . 035 - 0 . 3 83 ) ] , e t i o l o gy o f CAKUT
[OR0 . 0 54 ( 9 5%CI0 . 0 06 - 0 . 4 75 ) ] a n d DBD dono r t y p e
[OR0.224(95%CI0.061-0.820)].
Conclusions: China pediatric renal transplant revealed a generally
good outcome. 6-18 years old contributed to better patient and
graft survival; CAKUT disease and DBD donor type harnessed
lower risks in graft loss. The diagnostic rate of initial disease
desperately needs to be improved at present.
Keywords: Pediatric renal transplant; Prognosis; China

IPN10558-90 THETRANSITION FROMPEDIATRIC TOADULT
HEALTHCAREWITH IDIOPATHIC NEPHROTIC SYNDROME
IN CHILDREN

A. Zaitsu , S. Tanaka , T. Esaki , Y. Yamashita
Department of Pediatrics and Child Health Kurume University of
Medicine - Japan - 8300011 - Japan

Introduction: Studies from the 1980s reported that 5~10% of children
with idiopathic nephrotic syndrome(INS)had additional relapses in adult-
hood. But, after the 2000s, reported the relapse rate 30~40%.We investi-
gated the independence of INS patients in the transition from pediatric to
adult healthcare.
Material & methods: We enrolled INS patients in 134 children of
Kurume University hospital from 1983 to 2015.We retrospectively exam-
ined the transfer rate to adult unit and recurrence rate in adulthood of
FRNS with childhood-onset. We sent a questionnaire to 134 patients for
data collection. The item of the questionnaire was the age at which the
parents did not attend, the age of self-administration of the medicine.
Results: In 134 patients, We investigated 66 patients of FRNS.18 years
old or more were 31 patients.20 patients(64.5%) had relapses in adult-
hood. We received a response from 54 patients (40.3%).The median
number of the age at which the parents did not attend of the outpatient
regular visits was 18 years old. The median number of the age at which
they were taking their medication was 15 years old.14 patients had re-
lapses in adulthood. In 14 patients, 4 patients could transfer to adult units.

Conclusions: The relapse rate in adulthood was 64.5% of children with
INS. It was higher than the previous report. It may be one of the causes
that there was high rate of FRNS in our hospital. In 8 patients, 4 patients
were not qualified for designated incurable disease in Japan. It was
guessed that independence could not be achieved.

IPN10559-91 RISK PREDICTION OF PROLONGATION OF
ACUTE POSTSTREPTOCOCCAL GLOMERULONEPHRITIS

Z. Kang , D. Wen , Z. Li , C. Duan
Department of Nephrology and Rheumatology of Hunan Children’s
Hospital - China

Abstract
Introduction: This study aimed to investigate high-risk factors for the
prolongation of acute poststreptococcal glomerulonephritis (APSGN) in
pediatric patients and establish a risk prediction for disease prolongation.
Material & methods: Data of in-patients clinically diagnosed with
APSGN at the Department of Nephrology and Rheumatology in
Children's Hospital from January 2005 to August 2017 were analyzed.
The pediatric patients were divided into nonprolongation (group I) and
prolongation groups (group II) according to whether the course of disease
was more than 1 year. High-risk factors for disease prolongation were
analyzed using logistic regression.
Results: A total of 271 patients were enrolled [male-to-female ratio,
2.66:1; median age, 9.91 (7.66–11.33) years]. Groups I (course of disease
<1 year) and II (course of disease ≥1 year) comprised 154 and 117 pa-
tients, respectively. The logistic regression analysis showed that protein-
uria duration ≥8 weeks, acute kidney injury, massive proteinuria, and
female sex were the risk factors for prolonged APSGN. Acute kidney
injury, proteinuria duration ≥ 8 weeks, and female sex were assigned 1
point, while massive proteinuria was assigned 2 points. The sensitivity,
specificity, positive predictive value, and negative predictive value of
prolonged APSGN were 43.6%, 86.4%, 70.8%, and 66.8%, respectively,
for patients with a risk score of 3 points.
Conclusions: The risk of prolonged APSGN was high for patients who
met the following conditions: (1) massive proteinuria combined with
acute kidney injury; (2) proteinuria duration ≥8 weeks; and (3) female
patients with acute kidney injury and proteinuria duration ≥8 weeks.
Keywords: Acute glomerulonephritis; children; disease prolongation;
risk model; streptococcal infection

IPN10561-84 MICRORNA-214/-218 TARGETED REGULATION
OF CLAUDIN-2

Z. Li , Z. Kang
Department of Nephrology and Rheumatology of Hunan Children’s
Hospital - China

Abstract
Introduction: To verify the targeting regulation relationship between
microRNA-214-5p, microRNA-218-5p and tight junction protein of
claudin-2 (cldn2).
Material & methods: Cldn2 3'UTR reporter vector (cldn2-3U) and
mutant vector (cldn2-3U-M) were constructed, and miR-214-5p
(mimics-214), miR-218-5p (mimics-218), inhibitors (inhibitor-214,
inhibitor-218) and nonsense miR (NC) were synthesized. Then hu-
man embryonic kidney cells (HEK293) were co-transfected with
NC, mimics (214, 218), inhibitor (214, 218) and cldn2-3U, respec-
tively. Also, HEK293 was co-transfected with empty vector (control
group), cldn2-3U (Wt group), cldn2-3U-M (Mut group) and mimics
(214, 218) . The fluorescence ratios were measured by double lucif-
erase detector.

Pediatr Nephrol (2019) 34:1 –8 01 22 2 61896



Results: The fluorescence ratios of NC group, mimic-214 group and
inhibitor-214 group were 100%, 78.14% and 113.95% (P<0.01).
The fluorescence ratios of NC group, mimic-218 group and
inhibitor-218 group were 100%, 63.36% and 125.15% (P<0.01).
HEK293 were co-transfected with mimics-214 and the fluorescence
ratios of control group, Wt group and Mut group were 100%,
73.43% and 94.34% respectively (P<0.01). While the fluorescence
ratios of Mut group and control group were not significantly de-
creased (P>0.05). HEK293 were co-transfected with mimics-218
and the fluorescence ratios of control group, Wt group and Mut
group were 100%, 53.47% and 95.67% respectively (P<0.01). But
The fluorescence ratios of Mut group and control group were not
significantly decreased (P > 0.05).
Conclusions: MiR-214-5p and miR-218-5p regulate cldn2 gene expres-
sion at post-transcriptional level by binding 5' seed sequence to cldn-2
3'UTR conserved sequence, which preliminarily proves that cldn-2 is the
target gene of miR-214-5p and miR-218-5p.
Keywords: microRNA-214-5p, microRNA-218-5p, claudin-2, target
gene, regulation

IPN10562-85 DISRUPTION OF 4933425B07RIK CAUSES
CONGENITAL ANOMALIES OF THE KIDNEY AND
URINARY TRACT IN MICE

L. Tan , M. Yu , Y. Li , J. Chen , Y. Zhai , H. Xu , Q. Shen
Department of Nephrology, Children's Hospital of Fudan University,
Shanghai Kidney Development and Pediatric Kidney Disease Research
Center, Shanghai, 201102, China - China

Introduction: Congenital anomalies of the kidney and urinary tract
(CAKUT) are the common developmental defects in humans. Despite
of several known CAKUT-related loci (Gen1, Robo2, Pax2, etc.), the
genetic etiology of CAKUT remains to be elucidated for most patients.
PiggyBac (PB) is a DNA transposon, its insertion disturbs gene expres-
sion. 4933425B07Rik, a long non-coding RNA gene, has not been studied
before. We successfully constructed 4933425B07RikPB/PB mice to study
malformations in urinary tract system and other systems.
Methods: The malformations of urinary system and other systems
were evaluated by anatomy and histology. The expression of
4933425B07Rik was detec ted through RT-PCR and si tu
hybridization.
Results: In wild-type mice, 4933425B07Rik was slightly expressed
in heart, liver, lungs, brain, and kidneys at embryonic 14.5
days(E14.5d), but was most highly expressed in limbs. In kid-
neys, 4933425B07Rik expressed at a high level in early stage of
renal development, which mostly expressed in renal tubular epi-
thelial cells, and located in cytoplasm, and downregulated signif-
icantly after E14.5d. In 4933425B07RikPB/PB mutants, PB inser-
tion led to an approximately 26 times increase in 4933425B07Rik
gene expression of the whole embryo on E12.5d.Malformations in
urinary tract system: 4933425B07RikPB/PB mice manifested with
renal hypoplasia, duplex collecting system, and vesicoureteral re-
flux. The most common abnormality of 4933425B07RikPB/PB was
renal hypoplasia (75.0 %, 9/12) and had statistically significant
differences with 4933425B07Rik+/+ (0.0%, 0/27). The glomerular
structures, distribution of stromal cells, and renal tubules were
normal in light microscopy at postnatal 0.5 day (P0.5d).
Malformations in other systems: 4933425B07RikPB/PB mice mani-
fested with frequently circling behavior in adult (100%, 10/10).
The limbs, heart, liver, brain and lungs were normal in structure
and size at P0.5d.
Conclusions: These results revealed an unidentified role of
4933425B07Rik in mouse kidney development and suggested its contri-
bution to CAKUT.

IPN10566-89 NOVEL MOLECULAR INSIGHTS FOR
PROPERDIN-INHIBITING THERAPY IN PATIENTS WITH C3
GLOMERULOPATHY

M.Michels 1, N. VanDeKar 1, R. Van Den Bos 2, T. VanDer Velden 1, S.
Van Kraaij 3, S. Sarlea 1, V. Gracchi 4, M. Oosterveld 5, E. Volokhina 6, L.
Van Den Heuvel 6
1 Department of Pediatric Nephrology, Amalia Children's Hospital,
Radboud University Medical Center, Nijmegen - Netherlands, 2 Crystal
and Structural Chemistry, Bijvoet Center for Biomolecular Research,
Department of Chemistry, Faculty of Science, Utrecht University,
Utrecht - Netherlands, 3 Department of Laboratory Medicine, Radboud
University Medical Center, Nijmegen - Netherlands, 4 Department of
Pediatric Nephrology, University Medical Center Groningen,
University of Groningen, Groningen - Netherlands, 5 Department of
Pediatric Nephrology, Emma Children’s Hospital, Amsterdam
University Medical Center, Amsterdam - Netherlands, 6 Department of
Pediatric Nephrology, Amalia Children's Hospital, and Department of
Laboratory Medicine, Radboud University Medical Center, Nijmegen -
Netherlands

Introduction: C3 glomerulopathy (C3G) is a severe renal disorder char-
acterized by predominant staining for complement component C3 in the
glomeruli. The disease is caused by dysregulation of the alternative com-
plement pathway. In more than half of C3G patients, C3 nephritic factors
(C3NeFs) are found in the blood. These autoantibodies recognize the
alternative pathway C3 convertase and prolong its activity. C3NeFs can
be dependent or independent of the complement regulator properdin for
their convertase-stabilizing function. However, studies to determine the
properdin-dependency of C3NeFs are rare and not part of routine patient
investigations. Until recently, only supportive treatments for C3G were
available. Complement-directed therapies are now being investigated.We
hypothesized that patients with properdin-dependent C3NeFsmay benefit
from properdin-inhibiting therapy to normalize convertase activity.
Material & methods: Therefore, we validated two methods to dis-
tinguish between properdin-dependent and properdin-independent
C3NeFs. The two hemolytic assays measure convertase activity
and stability in serum in absence of properdin. The first assay as-
sesses convertase stabilization by patient immunoglobulins in
properdin-depleted serum. The second assay measures convertase
stabilization directly in patient serum supplemented with the
properdin-blocking agent Salp20.
Results: Blood samples from 13 C3NeF-positive pediatric C3G patients
were tested for convertase stabilization in absence of properdin. Three
patients presented with properdin-dependent C3NeFs since no C3NeF ac-
tivity was observed in absence of properdin, whereas the C3NeF activity of
the other 10 patients was independent of properdin. In the samples of the
patients with properdin-dependent C3NeFs, addition of the properdin-
blocking agent Salp20 normalized the convertase activity profile.
Conclusions: These results indicate that inhibition of properdin in
patients with properdin-dependent C3NeFs can normalize alterna-
tive pathway convertase activity and could represent a novel ther-
apy. Our assays provide a tool for identifying C3G patients who
may benefit from properdin-inhibiting therapy and should be in-
corporated into standard C3G laboratory investigations.

IPN10568-91 PREDICTORS OF DN IN CHILDREN WITH
DIABETUS MELITUS OF 1 TYPE

L. Kutsenko , A. Vyalkova , I. Zorin
Orenburg medical university, Dpt. of Paediatrics - Russian Federation

The aim of study was to evaluate predictors of renal damage in children
with type 1 diabetes (DM1).
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Materials and methods: We examined 50 children with DM1 and 30
children in control group aged 1 to 17 years. We divided 2 groups after
examination: 1 - children without renal damage (n=25) and children with
diabetic nephropathy (DN) (n=25). All children underwent: urine analysis;
GFR with Schwartz formulas, microalbuminuria (MA); US renal examina-
tion including Doppler; glycated hemoglobin (HbA1c), 24-h BPM.
Results: We revealed that 46% of children (n = 11) without DN had
duration of DM1 up to 5 years, 96% (n = 24) of children with DN had
duration of DM1 more than 5 years (p <0.05). We revealed increasing of
HbA1c more than 8% in 92% (n = 10) of children with DN, in 20% in
children with DM1without DN.We established that increasing of HbA1c
more than 8% frequency of DN increased significantly (r = 0.916, R2 =
0.839). We diagnosed arterial hypertension in 33% of patients with DN,
8% in patients with DM1 without DN (p <0.05). We established
hyperfiltration in 100% patients with DN. We established changes of
US Doppler: significant decrease of Ri of renal artery trunk (0.60 [0.60-
0.60] and 0.62 [0.60-0.64], p <0.05), decrease of Vd in interlobar renal
vessels (0.15 m / s [0.14-0.16] and 0.21 m / s [0.19-0.24], p <0.001) in
patients with DN compared with patients with DM1 without DN.
Conclusion: Duration of DM1 more than 5 years is risk factor of DN in
children with DM1. Predictors of DN in children with DM1 are structural
and functional changes of kidneys, intrarenal hemodynamics, arterial hy-
pertension, MA. Level of MA directly correlates with increase of level of
HbA1c in children with DN.

IPN10572-86 RENAL TRANSPLANTATION IN SMALL
CHILDREN: MINIMAL WEIGHT FOR AN OPTIMAL
OUTCOME

M. Boehm 1, M. Bonthuis 2, J. Harambat 3, E. Vidal 4, C. Aufricht 1, K.J.
Jager 2, J.W. Groothoff 5
1 Division of Pediatric Nephrology and Gastroenterology, Medical
University Vienna - Austria, 2 ESPN/ERA-EDTA Registry, Amsterdam
UMC, University of Amsterdam, Department of Medical Informatics,
Amsterdam Public Health research institute, Amsterdam - Netherlands,
3 Pediatric Nephrology Unit, Bordeaux University Hospital, Bordeaux -
France, 4 Pediatric Nephrology, Dialysis and Transplantation Unit,
Department of Woman’s and Child’s Health, University Hospital of
Padua, Padua - Italy, 5 Department of Pediatric Nephrology, Emma
Children’s Hospital, Academic Medical Center, Amsterdam - Netherlands

Introduction: Kidney transplantation (Tx) in young children is chal-
lenging and requires multidisciplinary expertise. Many centres ac-
cept a minimum recipient body weight of 10 kg, but sound
evidence-based knowledge is lacking. Therefore, we aimed to eval-
uate the current practice and outcomes of Tx in Europe.
Material and methods:We included all patients who started RRT at
an age <2.5 years and received a Tx between 2000 and 2016, and
for whom body weight at Tx was reported to the ESPN/ERA-EDTA
Registry. We categorized weight at Tx into two groups: < 10 or >10
kg. Cox regression analysis was used to evaluate the association
between Tx weight and graft survival.
Results: 106 (16%) of 669 children (33% female) received a Tx at a
body weight <10 kg (median: 9.0 kg (IQR: 8.1-9.5)). The primary
renal disease distribution was similar to children weighing >10 kg at
Tx (median body weight: 13.1 kg (IQR: 11.5-15.3)). We found a
significantly higher pre-emptive Tx rate for children < 10 kg
(21.7%) compared with children >10 kg (7.1%) (p<0.001). Eleven
patients died and 55 lost their graft during the first five years post-
transplant. Mortality (<10 kg: 2.9%; >10 kg: 1.8%), graft loss (<10
kg: 11.2%, >10 kg: 8.5%) and particularly graft loss within the first
3 months (<10 kg: 4.8%, >10 kg: 3.8%) was similar in both groups.
Body weight at transplantation was not associated with five-year-
graft survival (adjusted HR <10 kg vs. ≥ 10 kg: 1.99, 95% CI: 0.86-
4.58).

Conclusions:We found no evidence for an increased risk of graft failure
or mortality in Tx recipients <10 kg. Our data suggest that Tx is possible
in small children. We speculate that the decision for transplantation in
small children is influenced by centre experience, local policies or com-
plications of dialysis and primary renal disease.
Keywords: ESPN/ERA-EDTA Registry, transplantation, body weight,
small children

IPN10573-87 MULTICENTER ULTRASOUND SCREENING
FOR CONGENITAL ANOMALIES OF KIDNEY AND
URINARY TRACT DURING EARLY POSTNATAL PERIOD

Y. Gong 1, Q. Shen 1, Z. Yi 2, G. Tang 3, Y. Qin 4, J. Mao 5, Q. Yang 6, H.
Song 7, Y. Shen 8, J. Zhou 9, Z. Gao 10, S. Feng 11, X. Lei 12, Q. Li 13, H. Xu 1

1 Department of Nephrology, Children’s Hospital of Fudan University;
Shanghai Kidney Development and Pediatric Kidney Disease Research
Center - China, 2 Department of Pediatric Nephrology, Children's med-
ical center, The Second Xiangya Hospital of Central South University,
Hunan - China, 3 Department of Nephrology, Ningbo women and chil-
dren hospital, Zhejiang - China, 4 Department of Pediatrics, The first
affiliated hospital of Guangxi medical university, Guangxi - China,
5 Department of Nephrology, The children's hospital of Zhejiang univer-
sity school of medicine, Zhejiang - China, 6 Department of Nephrology,
Yuying children's hospital of Wenzhou Medical University, Zhejiang -
China, 7 Department of Pediatrics, Peking Union Medical College
Hospital, Beijing - China, 8 Department of Nephrology, Beijing
Children’s Hospital, Capital Medical University, Beijing - China,
9 Department of Pediatrics, Tongji hospital, TongJi Medical collage of
Huazhong University of Science&Technology, Hubei - China,
10 Department of Pediatrics, WeiFang Maternal and Child Health
Hospital, Shangdong - China, 11 Derpartment of Nephrology, Chengdu
Women’s & Children’s Central Hospotal, Sichuan - China, 12 Department
of Pediatrics, Gansu Provincial Hospital, Gansu - China, 13 Department of
Nephrology, Children’s Hospital of Chongqing Medical University,
Chongqing - China

Introduction: To explore the suitable screening strategy for congenital
anomalies of kidney and urinary tract (CAKUT) in neonates for China
and to understand the incidence of CAKUT in high-risk neonates.
Material and methods: During 2010-2013, 12 rural demonstration
areas in 11 cities in China were selected to perform ultrasound
screening of kidney and urinary tract among high-risk neonates.
The local district maternal and child health care hospitals were pre-
dominant screening institutes, and those with positive findings
underwent hierarchical management.
Results: The 12 screening demonstration area were distributed in 6
regions, mainly in East and Central China. A total of 23,145 high-
risk neonates were screened during the project period. Ultrasound
screening in 8 of 12 demonstration areas were performed during
postnatal hospitalization, and that in 3 areas were performed at
age of 1 to 2 months after birth, while data of the remaining one
area was missing. 1,257 cases were detected with positive findings,
accounting for 5.4%. Of them, 1,174 cases were renal pelvis dilation
(RPD). The absolute and relative rates of different degrees of RPD
classified by anterior–posterior pelvic diameter (APRPD) were: mild
(5–9.9 mm), 961 (4.2%); moderate (10–14.9 mm), 169 (0.73%);
severe (≥15 mm), 44 (0.19%). And 23 cases (0.10%) of them were
finally diagnosed with obstructive uropathy. 79 cases (0.34%) were
other renal abnormalities, which mainly included renal aplasia, renal
dysplasia, and renal cystic lesions.
Conclusion: It is necessary and feasible to perform early postnatal uri-
nary ultrasound screening for CAKUT in China, which needs multicenter
and multidisciplinary cooperation. The further explorations are needed to
form a suitable and standardized ultrasound screening method and criteria
for CAKUT in China.
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IPN10574-88ANTHROPOMETRYANDCLINICALOUTCOMES
IN PEDIATRIC RRT- RESULTS FROM THE ESPN/ERA-EDTA
REGISTRY

M. Bonthuis 1, E. Vidal 2, J. Harambat 3, K.J. Jager 1
1 ESPN/ERA-EDTA Registry, Amsterdam UMC, University of
Amsterdam, Department of Medical Informatics, Amsterdam Public
Health Research Institute, Amsterdam - Netherlands, 2 Pediatric
Nephrology, Dialysis and Transplantation Unit, Department of
Woman’s and Child’s Health, University Hospital of Padua, Padua -
Italy, 3 Pediatric Nephrology Unit, Bordeaux University Hospital,
Bordeaux - France

Introduction: We aimed to study associations of height and body mass
index (BMI) and access to transplantation and risk of death during the
entire course of pediatric RRT.
Material andmethods:We included all children < 20 years starting RRT
in 31 European countries between 1995 and 2014 for whom anthropo-
metric data were reported to the ESPN/ERA-EDTA Registry.
We defined short and tall stature as a height SDS < -1.88 and > 1.88. BMI
was expressed according to height-age.
Associations with outcomes were assessed using Cox regression models
with time-dependent covariates and adjusted for country, age, sex, prima-
ry renal disease, and treatment modality, where relevant.
Results: After a median follow-up of 4.9 years [IQR: 2.3-7.9], 279 pa-
tients out of 6255 patients had died. Causes of death were known for 69%
of patients, and infection- or cardiac related deaths were most common
(both 24%). Compared to children with normal stature, all-cause mortal-
ity risk was higher among short children (aHR: 2.05, 95% CI: 1.58-2.67),
but not among tall ones. Short patients particularly showed a higher risk
of infection-related death (aHR: 3.78, 95% CI: 2.10-6.80). Compared to
normal weight subjects, underweight patients showed a higher all-cause
mortality risk (aHR: 1.94, 95% CI: 1.35-2.78) and a lower access to
transplantation (aHR: 0.80, 95% CI: 0.69-0.92). We also found a trend
towards lower transplantation rates for obese patients (aHR: 0.86, 95%
CI: 0.74-1.01). Furthermore, obese patients were more likely to die from
cardiac causes (aHR: 3.09, 95% CI: 1.35-7.08) compared to normal
weight patients.
Conclusions: We found a higher mortality risk among pediatric RRT
patients with short stature and those who were underweight.
Furthermore, extremes in BMI were associated with a lower access to
transplantation. Our results highlight the need for careful nutritional man-
agement and timely intervention in these patients.
Keywords: ESPN/ERA-EDTA Registry, anthropometry, RRT, outcomes

IPN10575-89 COMORBIDITIES IN EUROPEAN CHILDREN
WITH END-STAGE RENAL DISEASE: ESPN/ERA-EDTA
REGISTRY DATA

M. Bonthuis 1, J. Harambat 2, E. Vidal 3, K.J. Jager 1, J.W. Groothoff 4
1 ESPN/ERA-EDTA Registry, Amsterdam UMC, University of
Amsterdam, Department of Medical Informatics, Amsterdam Public
Health research institute, Amsterdam - Netherlands, 2 Pediatric
Nephrology Unit, Bordeaux University Hospital, Bordeaux - France,
3 Pediatric Nephrology, Dialysis and Transplantation Unit, Department
of Woman’s and Child’s Health, University Hospital of Padua, Padua -
Italy, 4 Department of Pediatric Nephrology, Emma Children’s Hospital,
Academic Medical Center, University of Amsterdam, - Netherlands

Introduction: Many paediatric patients with end-stage renal disease
suffer from comorbidities. Data in European paediatric patients are
scarce, therefore we aimed to report on the prevalence of comorbid-
ities at the start of renal replacement therapy (RRT) and to evaluate
associations between comorbidities and access to kidney transplan-
tation and mortality.

Materials and methods:We included data from children aged <20 years
when commencing RRT between 2007 and 2015 from 23 European
countries included in the ESPN/ERA-EDTA Registry.
We categorised countries in tertiles according to the gross domestic prod-
uct per capita (GDP).
Associations between comorbidities and access to transplantation or mor-
tality were assessed with Cox proportional hazard regression.
Results:Of the 4160 patients starting RRT, 1587 (38%) patients had at least
one reported comorbidity; 17% suffered from multiple comorbidities.
Cardiac abnormalities occurred most often (17%), followed by cognitive
impairment (7%), systemic disease and neurological disorders (both 6%),
and motor impairment (4%).
Prevalence of comorbidities was higher in females, in children
with cystic kidney disease or hereditary nephropathy, and in chil-
dren from high income countries. Nearly 5% of all patients had at
least two of the following comorbidities: cognitive impairment,
motor impairment, neurological disorders, chromosomal abnormal-
ities, or a defined syndrome and were classified as having severe
comorbidities.
After adjustment for age at RRT, sex, primary renal disease, and GDP,
having a comorbidity was associated with a lower likelihood of transplan-
tation (HR: 0.79, 95% CI: 0.72-0.86) and a higher mortality risk (HR:
1.83, 95% CI: 1.40-2.39).
Conclusions: Over one third of European children had one or more
comorbidities when commencing RRT and 5% had severe comorbidities.
These children were less likely to receive a transplant and had a higher
mortality risk than patients without any comorbidity. Further analyses will
focus on country differences in the acceptance of patients with severe
comorbidities on RRT.
Keywords: ESPN/ERA-EDTA Registry, dialysis, transplantation, co-
morbidities, outcome

IPN10576-90 USING PQCT TO ASSESS THE ASSOCIATIONS
OF DXA IMAGING WITH SERUM BIOMARKERS IN CKD-
MBD

A.D. Lalayiannis 1, N.J. Crabtree 2, V. Askiti 3, A. Mitsioni 3, M. Fewtrell
1, L. Biassoni 1, A. Kaur 4, D.V. Milford 2, R. Shroff 1
1 Great Ormond St Hospital for Children NHS Foundation Trust, and
University College London Institute of Child Health, London - United
Kingdom, 2 BirminghamWomen’s and Children’s NHS Foundation Trust,
Birmingham - United Kingdom, 3 "P. & A. Kyriakou" Childrens'
Hospital, Athens - Greece, 4 Manchester University NHS Foundation
Trust, Manchester - United Kingdom

Introduction:Currently available biomarkers and areal bone mineral
density(aBMD) by Dual-energy X-ray Absorptiometry(DXA) are
thought to be poor predictors of true cortical bone mineral
density(BMD). The 2017 KDIGO guidelines on CKD-MBD pro-
pose using DXA if it will affect patient management. We set out
to determine the clinical utility of DXA and routine clinical bio-
markers by comparing them with tibial cortical BMD measured by
peripheral Quantitative Computed Tomography(pQCT), which
clearly defines cortical and trabecular compartments and predicts
future fracture risk.
Methods: We performed a prospective multi-centre cross-sectional
study in 97 children (5-19years) with CKD stages 4-5 and on dial-
ysis. Children underwent hip and lumbar spine DXA and tibial
pQCT. All DXA and pQCT data were expressed as age corrected
Z-scores, and lumbar spine DXA was additionally corrected for
bone volume(BMAD Z-score). Imaging findings were correlated
with routine serum biomarkers.
Results: Hip Z-score and lumbar spine BMAD Z-scores correlated sig-
nificantly with each other(p<0.001). Hip Z-scores and lumbar spine
BMAD Z-scores showed a strong correlation with tibial trabecular
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BMD(p<0.001), whereas they did not show any correlation with tibial
cortical BMD. Neither the hip nor the lumbar spine measures correlated
with any biomarkers.
PTH showed a positive correlation with tibial trabecular BMD(p=0.024)
and a negative correlation with cortical BMD(p<0.001). Tibial cortical
BMD was also associated with alkaline phosphatase(p=0.014) and total
calcium(p=0.019).
On multivariable linear regression analysis the significant and indepen-
dent predictors of tibial cortical BMD were PTH (β-0.355, p<0.001),
alkaline phosphatase (β-0.238, p=0.011) and serum calcium (β 0.184,
p=0.052), which together predicted 26% of variability in tibial cortical
pQCT.
Conclusions: Routinely used biomarkers- calcium, alkaline phos-
phatase and PTH- when used together are weak to moderate pre-
dictors of cortical BMD in CKD. No associations were seen with
hip or lumbar spine DXA. DXA is not a clinically useful tool and
should not be performed routinely.

IPN10577-91 TREATMENTAND OUTCOME OF HIGH-GRADE
VESICOURETERAL REFLUX IN INFANTS - THE PARENTS'
EXPERIENCES

J. Nordenstrom , S. Sjostrom , M. Dellenmark Blom
Department of pediatric surgery and urology, Queen Silvia Children's
Hospital, Gothenburg - Sweden - Sweden

Introduction: Optimal management of infants with high-grade
vesicoureteral reflux(hVUR) is debated and there is no active
treatment superior to others regarding preserving renal function.
Qualitative studies are needed to illuminate the parents’ perspec-
tive. This study aims to describe parents’ experiences of antibiotic
prophylaxis(CAP), surgical intervention(SI) and the outcome(UTI
and renal damage).
Methods: Four semi-structured focus-group-discussions were conducted
with 13 mothers/6 fathers of 15 children (1.5-6 years, 2/3 boys), diag-
nosed <6 months of age, treated for hVURwith CAP (2 groups) and SI (2
groups). Discussions were recorded, transcribed and qualitatively
analysed to content.
Results: The discussions yielded 2897 statements of the parents’
overall experiences of VUR management and 1123(39%) about
CAP, SI and UTI/renal damage. Additional themes regarded
heal thcare(n=651) , t ime of diagnose(n=382) , diagnost ic
procedures(n=360), remaining family-impact(n=220), coping
mechanisms(n=97) and other(n=64).
Statements of UTI (n=535) described restricted social activities, constant
emotional stress, frequent visits to the emergency department and chal-
lenges with urine-sampling. Of the n=86 statements regarding renal dam-
age, n=15 were neutral, n=44 expressed concern and n=27 expressed no
concern.
Negative experiences (n=280) regarding CAP emerged in all focus
groups; stress over the child’s CAP-intake (n=140), worries about long-
term use and therapeutic effect (n=96) and negative influence on the
child’s food preference (n=44). According to n=40 statements, the CAP
intake was unproblematic.
Experiences from anaesthesia and surgical care were positive(n=88) and
negative(n=94); stress and inadequate information affected the experi-
ence negatively, whereas empathy, accurate information and adequate
preparation positively.
Conclusions: Focus groups permit parents to openly describe their
experiences. Both CAP and the risk of UTI have a non-negligible,
everyday impact on family life, while renal damage seems of
secondary importance for the parents. The concerns of SI are
related to an isolated occasion, which can be optimized by proper
care. Parents’ perspectives should be considered when managing
infants with hVUR.

IPN10578-92 STATISTICAL INFERENCE OF IMMUNOGENETIC
PARAMETERS REVEALS HLA-DRB1 ALLELE ASSOCIATED
W I T H P E D I A T R I C F O C A L S E G M E N T A L
GLOMERULOSCLEROSIS

A.Durand 1, C.A.Winkler 2, N. Vince 1, V. Douillard 1, E. Geffard 1, D.K.
Ng 3, P. Gourraud 1, B.Warady 4, S. Furth 5, J.B. Kopp 6, F.J. Kaskel 7, S.
Limou 8

1 CRTI U1064, INSERM, Université de Nantes • ITUN, CHU de Nantes
• Nantes - France, 2 Basic Research Laboratory, NCI/NIH, Frederick
National Laboratory • Frederick, MD - United States, 3 Johns Hopkins
Bloomberg School of Public Health • Baltimore, MD - United States,
4 Children's Mercy Kansas City • Kansas City, MO - United States,
5 Children's Hospital of Pennsylvania • Philadelphia, PA - United
States, 6 NIDDK/NIH • Bethesda, MD - United States, 7 Children's
Hospital at Montefiore, Albert Einstein College of Medicine • Bronx,
NY - United States, 8 CRTI U1064, INSERM, Université de Nantes •
ITUN, CHU de Nantes • Ecole Centrale de Nantes • Nantes - France

Introduction: Focal segmental glomerulosclerosis (FSGS) is a major
cause of pediatric nephrotic syndrome. African-Americans exhibit an
increased risk for developing FSGS compared to other US populations,
and predisposing genetic factors have been described in adults. Here, we
conducted the first genomic study of renal failure in children of African
ancestry to identify its underlying genetic determinants.
Material & methods: DNA from 140 African-American children with
chronic kidney disease (CKD), selected from the CKiD cohort was ge-
notyped on Illumina Exome chips covering >254,000 SNPs. After quality
control and SNP imputation, 934,000 common SNPs (minor allele fre-
quency>0.3%) were tested for association with renal phenotypes using
regression models.
Results: SNP association analysis revealed 67 SNPs from 5 genes signif-
icantly associated with FSGS (FDR<5%). Among these, we highlighted
genetic variants within the APOL1 gene (P=8.6x10-7, OR=25.4) and the
ALMS1-NAT8 locus (P=1.2x10-7, 3/29 cases vs. 0/125 controls), which had
been previously associated with adult FSGS and CKD. Interestingly, we
also identified associations with FSGS for the PTPRJ gene (P=3.4x10-7,
3/27 cases vs. 0/97 controls), that encodes for a signaling receptor
interacting with class II HLA molecules. A gene-set enrichment analysis
confirmed the importance of antigen processing and presentation pathways
in pediatric FSGS (P=1.3x10-6). To further the investigation of HLA, we
imputed 108 HLA alleles from SNPs using the machine-learning HIBAG
tool and inferred additional immunogenetic parameters (HLA amino acids
and haplotypes) with Easy-HLA. The strongest associations with FSGS
were found for HLA-DRB1*11:01 (P=5.6x10-3, OR=10.5) and the 67F
and 58E HLA-DRB1 amino-acids (P=5x10-3, OR=4.5).
Conclusions: This first genomic investigation of pediatric FSGS in
African-American children identified 5 biologically-relevant and statisti-
cally significant loci, and highlighted a role for class II HLAmolecules in
the FSGS pathogenesis. Further genetic and functional analyses focusing
on these loci will enhance our understanding of molecular mechanisms
underlying pediatric FSGS.
Keywords: FSGS, GWAS, APOL1, HLA, statistical inference

IPN10580-85 ASYMPTOMATIC IDIOPATHIC INTRACRANIAL
HYPERTENSION IN PAEDIATRIC PATIENTS WITH
NEPHROPATHIC CYSTINOSIS

J. Mcallister , G. Mccullagh , S. Biswas , A. Kaur
Manchester University NHS Foundation Trust, Manchester - United
Kingdom

Introduction: Cystinosis is a rare lysosomal storage disease. Cystine
accumulation causes renal and extra-renal manifestations. Neuro-
ophthalmologic complications are considered a late feature.
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Material and methods: We describe three cases of asymptomatic idio-
pathic intracranial hypertension (IIH) from a cohort of 18 patients in our
tertiary paediatric nephrology centre. Patients were identified during rou-
tine annual ophthalmic assessment. Retrospective review of medical re-
cords identified the risk factors, management and prognosis in each
patient.
Results: All three patients were asymptomatic and found to have
papilloedema in 2018. Previous examinations had been normal. Patient
A, aged 12 years, had a previous graft loss and was on dialysis for the last
2 years. Patient B, aged 13 years, was transplanted 3 years earlier (eGFR
>90ml/min/1.73m2). Patient C, aged 17 years, was transplanted one year
ago (eGFR 65ml/min/1.73m2).
All underwent an MRI brain scan. Patient A and B had incidental finding
of type 1 Arnold-Chiari malformation, therefore lumber puncture (LP)
was not performed. Patient C had a normal scan and underwent an LP.
CSF opening pressure was 24 cmH2O. All patients were treated with
acetazolamide. Patient A reported side effects and was converted to furo-
semide. Subsequent fundoscopy has shown improved appearances of
papilloedema in all three patients, who remain asymptomatic and on
treatment. Visual acuity was not affected. At the time of diagnosis all
three patients had at least one known risk factor for developing IHH in
addition to their disease. Associated medications were tacrolimus, thy-
roxine and prednisolone.
Conclusions:Our series confirms the association of IIH and cystinosis. In
our experience it is asymptomatic and identified during routine assess-
ment as part of a multiprofessional clinic. This emphasises the importance
of regular specialist ophthalmological assessment of all patients with
cystinosis.

IPN10581-86 DIAGNOSIS OFC3GCARRIESRISK FORWORSE
OUTCOMES IN PATIENTS PREVIOUSLY DIAGNOSED AS
MPGN

A. Kirpalani 1, N. Jawa 2, L.A. Greenbaum 3, W. Smoyer 4, C. Licht 5
1 Division of Nephrology, The Hospital for Sick Children, University of
Toronto, Toronto - Canada, 2 Division of Nephrology, The Hospital for
Sick Children, Toronto - Canada, 3 Division of Pediatric Nephrology,
Emory University School of Medicine, Children's Healthcare of Atlanta,
Atlanta, Georgia - United States, 4 Center for Clinical and Translational
Research, The Research Institute at Nationwide Children's Hospital, The
Ohio State University, Columbus, Ohio - United States, 5 Division of
Nephrology, The Hospital for Sick Children, Cell Biology Program,
SickKids Research Institute, University of Toronto, Toronto - Canada

Introduction:Membranoproliferative glomerulonephritis (IC-MPGN) is
mediated by immune complex deposition, while C3 glomerulopathy
(C3G) results from alternative pathway dysregulation. Management of
both diseases focuses on immunosuppression and blockade of the
renin-angiotensin-aldosterone system. Since C3G—a primary
complement-mediated disease—may differ from IC-MPGN in clinical
course and treatment options, we compared baseline and longitudinal
changes in laboratory and clinical findings in children with IC-MPGN
and C3G.
Material & methods: Renal biopsy reports of 45 patients (originally
diagnosed as MPGN from 2003-2012) from three centers were re-
classified as IC-MPGN or C3G per consensus criteria. Laboratory and
clinical findings were collected at enrollment (2010-2012) and retrospec-
tively at disease onset. Glomerular filtration rate (GFR) was estimated
using the Schwartz equation. Within-group data on estimated GFR
(eGFR), serum C3, and proteinuria were analyzed using paired t-tests,
and between-group data via Student’s t-tests.
Results: 17 patients (38%) previously diagnosed as MPGN were re-
classified as C3G. Clinical and laboratory features were similar be-
tween IC-MPGN and C3G patients at disease onset (P>0.05). At
enrollment (4 ± 0.4 years post-diagnosis), children with IC-MPGN

had a significant increase in eGFR (mean +23 mL/min/1.73 m2,
P=0.035) and C3 (mean +0.43 g/L, P=0.01), which was not seen
in C3G (eGFR mean +5.4 mL/min/1.73m2, P=0.6; C3 mean +0.77
g/L, P=0.07). Proteinuria improved in both IC-MPGN and C3G
between disease onset and enrollment (mean reduction 574 mg/
mmol, P=0.001 vs. 771 g/mmol, P=0.037), with no significant dif-
ference between groups (P>0.05).
Conclusions: Children with C3G and IC-MPGN experienced differences
in clinical course. Unlike IC-MPGN patients, those with C3G did not
demonstrate improvement in renal function, despite similar control of
proteinuria. Patients previously diagnosed with MPGN may benefit from
re-evaluation of their biopsy, as the clinical course for children with C3G
and the potential for complement blockade to improve outcomes differs
from children with IC-MPGN.

IPN10582-87 SPECTRUM OF CAKUT AMONG CHILDREN: A
SINGLE CENTER STUDY

S.B. Padhy , L. Priyadarshini , S.K. Pradhan
Sarda r Va l l a v Bha i Pa t e l Po s t Gradua t e I n s t i t u t e o f
Pediatrics(SVPPGIP) & SCB Medical College, Cuttack - India

Introduction: Congenital anomalies of kidney and urinary tract
(CAKUT) is a constantly evolving field which comprise a spectrum of
renal tract malformations that occur at the level of the kidney, collecting
system, bladder, or urethra. This study was performed to report the pattern
of clinical presentation in children with CAKUT.
Material & methods: We conducted a hospital based cross sectional
study in 140 children aged ≤14 years with suggestive features of
CAKUT presenting to dept of paediatrics, SCBMCH & SVPPGIP,
Cuttack, India between November 2016 to October 2018 to determine
the spectrum of CAKUT among the paediatric population. Patients were
investigated and categorized based on underlying renal malformation and
associated anomalies.
Results: Most of the children were less than five years of age
(32.14%) with a predominance of males (69%). Altogether nine
types of congenital anomalies were identified, PUV the being the
commonest detected abnormality (37.85%). Of all the cases en-
rolled, (47.85%) had undergone antenatal ultrasound and (22.86%)
were diagnosed or suspected by these tests. About 16% % cases of
CAKUT were associated with other congenital anomalies, most
common being GI malformation (5.71%). Familial clustering was
found in almost 8% of cases.
Conclusion: CAKUT is a clinical heterogenous group with diverse clin-
ical phenotype. In our study the most common age group of presentation
was 1- 5 years age and PUV was most common anomaly.

IPN10583-88 BIOMARKERS OF RENAL FUNCTION IN
PRETERM NEONATES AT 72 HOURS AND 3 WEEKS OF LIFE

L. Petri Correa , A.C. Santos Marzano , R. Silva Filha , R. Coelho
Magalhaes , A.C. Simoes-E-Silva
Interdisciplinary Laboratory of Medical Investigation, Pediatric
Nephrology Unit, Faculty of Medicine, UFMG, Belo Horizonte - Brazil

Introduction:The most used endogenous marker of renal function in
clinical practice is serum creatinine concentration. However, espe-
cially for neonates, serum levels of creatinine are quite variable and
suffer interference by the immature kidney and maternal creatinine
concentration. In this context, the search for novel biomarkers is an
important scientific goal, mainly for preterm neonates. Therefore,
the aim of this study was to measure markers of glomerular and
tubular function in healthy preterm neonates at 72 hours and 3
weeks of life.
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Patients and methods: Urine samples were collected in 40 preterm ne-
onates with 28 to 34 incomplete weeks of gestational age. None of the
participants had comorbidities, malformations and infections. The sam-
ples were collected at 72 hours of life and at 3 weeks after birth.
Measurements of Calbindin, Collagen IV, FABP1, GSTα, GSTπ, IP-
10, KIM-1, Osteoactivin, Renin, TFF-3, TIMP-1, α-1-Microglobulin,
Albumin, Clusterin, Cystatin C, EGF, Lipocalin-2/NGAL and
Osteopontin were performed using panels 1 and 2 of multiplex kits of
kidney injury. Data were analyzed using the software GraphPad Prism
version 6.0.
Results: The preterm neonates included 55% of males with gesta-
tional age of 30±1 weeks and birth weight of 1477±428 grams.
The most frequent maternal condition associated with preterm
birth was preeclampsia (80%). Molecules related to glomerular
function (albumin, EGF, clusterin, microglobulin and osteopontin)
showed a significant increase in the concentrations obtained at 3
weeks of life compared to 72 hours of life. On the other hand,
cystatin C did not change. Markers related to tubular injury
(KIM-1 and NGAL) remained also unchanged at 72 hours and 3
weeks after birth.
Conclusion: The elevation of molecules related to glomerular function
indicates an intense increase of glomerular filtration rate from 72 hours
until 3 weeks of life, which was not detected with the measurement of
cystatin C.

IPN10584-89 PREMATURECHILDRENMUSTBECONTROLLED
WITHBLOODPRESSURE,MICROALBUMINURIAANDRENAL
FUNCTION IN FOLLOWUP

L. Rodriguez 1, S. Miceli 1, M.E. Caram 1, M. D'urso 2, M. Maurizzi 3,
M.I. Martinini 1
1 Cátedra Infanto Juvenil, Hospital de Niños Jesús de Tucumán -
Argentina, 2 Departamento de Investigación, Facultad de Medicina de
Tucumán - Argentina, 3 Servicio de Ecografía, Hospital de Niños Jesús de
Tucumán - Argentina

Introduction: Extreme preterm infants (EPI) are born at risk of hyper-
tension (HTA), microalbuminuria (MA) and evolve to ESRD (end chron-
ic kidney disease).
Material & methods: Goals, study risk markers in EPI: arterial hyper-
tension, alteration of glomerular filtration, and renal sonographic size.
Cross-sectional descriptive design. Inclusion criteria: children EPI, am-
bulatory, gestational age (GE) ≤ 32 weeks (w), ≥ 1 year in control, ≤ 1500
grams (g) Birth weight (BW). Variables: sex, GE grouped in <30 w and >
30w, BW grouped in ≤ of 1000 g and > 1000 to ≤ 1500g. Control data,
weight in g (W), height in cm (H) and blood pressure (BP) (mmHg)
classified with Task Force. Laboratory: creatinine (Cr) mg / dl and urinary
MA/Cr ratio (mg/gr). Glomerular filtration (GF) by Schwart's formula (ml
/ min / 1.73mts2), classified as normal (90 -120), low and hyperfiltered.
An operator for renal ultrasound. Length (L) was analyzed with
Rosenbaum curves, absolute volume (AV), relative (RV) and predictive
(PV). Descriptive analysis. Informed consent. Approved by the Ethics
Committee.
Results: 44 EPI. 66% males. Averages and 95% CI of: GE 30w (29.6,
30.9); BW 1344 (1259; 1429). Age of 4, 4 years. W 17.3 (15.5; 19.1),
BMI 15.4 (14.7; 16.2). We found overweight 7%, obese 9%. Pre HTAS
9%, HTAS slight 19%, and HTAS severe 2%. Pre HTAD 7%, HTAD
slight 28%,HTAD severe 9%. Averages and 95%CI: Cr: 0.5 (0.46; 0.56),
GF 78 (70; 86), MA/Cr 85 (29; 141). 74% had GF <90, 4%> 120. 18%
MA/Cr altered. Renal size: 72% lower than the average for age and 27%
higher.
Conclusions: In EPI between 1 to 7 years, we found overweight,
obesity, arterial hypertension, GF altered and decreased renal size,
which indicate a serious risk of CKD. Very important to take
preventive measures, from pediatricians and nephrologists.

IPN10585-90 ASK-UPMARK KIDNEY COMPLICATED WITH
EXTRARENAL COMPLICATIONS PRESENETED
DIFFERENCES IN HISTOPATHOLOGICAL FINDINGS IN BOTH
KIDENYS.

K. Miyazaki , T. Enya , R. Ohshima , Y. Morimoto , M. Okada , K.
Sugimoto
Kindai University Faculty of Medicine - Japan

Introduction: Ask-Upmark kidney (AUK) is characterized by renal seg-
mental hypoplasia. Several reports support the role of vesicoureteral re-
flux (VUR), either in utero or in early childhood, in the development of
the renal defects.
Results: The patient was a 17-year-old Japanese woman. Her pediatric his-
tory revealed fetal ascites at around 22 weeks gestation. The patient was
delivered at full term by Caesarean section; she had marked swelling of the
right lower limb. She developed right renal hypoplasia at 1 year of age, and a
voiding cystogram scan, at 4 years old, showed an enlarged right ureter and
VUR (grade III) with no apparent VUR in the left side. The right kidney was
removed at the age of 7 years because of recurrent UTI. No abnormality was
noted except swelling of the right lower limbs, engorgement of superficial
veins, and color tone change. Blood pressure was 110/60mmHg. Laboratory
findings were as follows: proteinuria (-), hematuria (1+), RBC 10-19/HPF.
Serum creatinine were slightly elevated (0.70 mg/dL). MRA revealed steno-
sis of the right common iliac vein. The renal specimen removed at the age of
7 years, revealed diffuse glomerular sclerosis, thyroid-like renal tubules, in-
terstitial fibrosis, cell invasion, and marked arterial wall thickening. While,
left renal specimen revealed mild increased mesangial matrix and mesangial
proliferation. Tubular atrophy with partial interstitial mononuclear infiltrates
were noted. Treatment with an angiotensin receptor blocker was begun after
diagnosis. The current serum creatinine and eGFRwere each 0.80mg/dL and
80 ml/min/1.73m2.
Conclusions: In AUK, bilateral symmetrical and asymmetrical hypoplasia
has also been observed, and cases of intrarenal aneurysm have been reported
in associationwith segmental hypoplasia. Our case also presented swelling of
the lower limbs, and significant histopathological findings in both kidneys.

IPN10586-91 EFFECTS OF CONTINUOUS ANTIMICROBIAL
PROPHYLAXIS ON GUT MICROBIOTA IN INFANTS WITH
VESICOURETERAL REFLUX

T. Kimata , Y. Akagawa , S. Akagawa , J. Kino , S. Yamanouchi , S. Tsuji ,
K. Kaneko
Department of Pediatrics, Kansai Medical University, Osaka - Japan

Introduction: Children diagnosed with vesicoureteral reflux (VUR)
after a febrile urinary tract infection (fUTI) are commonly treated
with trimethoprim-sulfamethoxazole (TS) continuous antimicrobial
prophylaxis (CAP) to reduce the risk of fUTI recurrence. TS-CAP
may lead to gut microbiota dysbiosis, but this has not been exper-
imentally tested. Here, we examined the effects of TS-CAP on the
patient gut microbiota.
Material & methods: This study included 25 infants (median age, 4.8
months; male, 15) under 3 years old. We collected stool samples at five
timepoints: before, during, and at 1–2, 3–4, and 5–6 months after fUTI
onset and antibiotic treatment. TS-CAP (0.2 g/day) was initiated in 18
cases with VUR of grade III or higher (TS-CAP group), and CAPwas not
performed in the 7 cases without VUR (Non-CAP group). We conducted
a metagenome analysis using bacterial DNA extracted from the fecal
samples. The Shannon index (SI) was used to compare the gut microbiota
diversity in the TS-CAP and non-CAP groups.
Results: Seven days after fUTI treatment initiation, almost all
enteric bacteria belonged to the order Lactobacillales, and gut
microbiota diversity decreased compared with that before treat-
ment initiation (median SI: pre, 2.9; post, 1.2). The gut microbiota
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diversity improved 1–2 months after fUTI onset in both the TS-
CAP and non-CAP groups, and there was no difference between
the two groups (p = 0.51). Significantly more gut microbiota
component microbes belonged to the order Lactobacillus (p=
0.010) and s igni f ican t ly fewer be longed to the order
Enterobacteriales (p= 0.008) in the TS-CAP group compared with
the non-CAP group.
Conclusions: Our results show that the impact of TS-CAP on gut micro-
biota is insignificant. Furthermore, TS-CAP specifically suppressed the
growth of members belonging to the order Enterobacteriales, such as
E. coli and Klebsiella spp, which are the main causative bacteria of fUTI.
(298word/ 300word)

IPN10587-92 SAKI: SOLVING ACUTE KIDNEY INJURY

A. Karlekar , J. Chung , S. Kim , S. Brown , S. Keough , D. Hahn
The Children's Hospital at Westmead, WESTMEAD - Australia

Introduction: Acute kidney injury (AKI) is associated with increased
morbidity and mortality among hospitalised children. We undertook a
quality improvement project to reduce the rate of AKI by 50 % in admit-
ted oncology patients over twelve months at a tertiary paediatric hospital
in Sydney Australia.
Materials and methods: We formed a multidisciplinary team and
undertook a quality improvement project commencing in October
2018. Using quality improvement methodology we identified pri-
mary drivers for the rate of AKI among Oncology patients, and
undertook interventions using a PDSA (Plan –Do- See-Act)
framework.
Results:We defined episodes of AKI as a delta creatinine of greater than
50% within 7 days, with the baseline rate of AKI episodes 20 per 1000
patient days from May 2018 to Dec 2018. We identified 78 episodes of
acute kidney injury among 54 patients over the study period. The top five
nephrotoxic medications were furosemide, Amphotericin B, aciclovir,
vancomycin and gentamicin. We identified a number of primary drivers
for AKI. These included poor recognition of patients with AKI by med-
ical staff and poor identification of patients at risk of AKI based on their
medications. We then developed IT tools to identify these two groups of
patients to help clinicians detect AKI early, and dose adjust medications
in those at risk of AKI.
Conclusions: The rate of AKI is high amongst admitted oncology pa-
tients, with poor identification of patients who are at risk of AKI and
patients who have developed AKI based on delta creatinine. Our project
has implemented tools which will aid clinicians identify patients early,
and hopefully reduce the rate of AKI.

IPN10589-94 C1Q NEPHROPATHY IN SIBLINGS WITH NPHS1
GENE MUTATIONS

T. Omori 1, K. Kamei 2, K. Nozu 3, K. Ogata 4, M. Takahashi 1, C. Nagano 3,
K. Ishikura 5, K. Iijima 3, M. Misawa 1

1 Department of Pediatrics, Tokyo Metropolitan Bokutoh Hospital -
Japan, 2 Division of Nephrology and Rheumatology, National Center
for Child Health and Development, Tokyo - Japan, 3 Department of
Pediatrics, Kobe University Graduate School of Medicine - Japan,
4 Department of Pathology, Federation of National Service Personnel
Mutual Aid Associations, Tachikawa Hospital, Tokyo - Japan,
5 Department of Pediatrics, Kitasato University School of Medicine,
Kanagawa - Japan

Background:C1q nephropathy is a rare glomerular disease.Mutations of
the NPHS1 gene are the most common cause of congenital nephrotic
syndrome. Here, we describe two siblings with C1q nephropathy associ-
ated with compound heterozygous mutation of the NPHS1 gene.

Case: A 7-year-old girl who presented with nephrotic syndrome had
normal serum complement levels and antinuclear antibodies were nega-
tive. Light microscopy of a renal biopsy specimen revealed minor glo-
merular abnormalities. The immunofluorescence reaction for C1qwas the
most intense, co-dominant with IgG, and less intense than that for IgA,
IgM, and C3C. Electron microscopy revealed the presence of electron-
dense doposits in the mesangial area.
Accordingly, prednisolone was administered for 4 weeks. However, she
was steroid resistant; thus, cyclosporine was administered in addition to
prednisolone and lisinopril. Complete remission was achieved after 10
months. After 2 years, she underwent a second biopsy, which revealed a
significant decrease in amount of dense deposits. Prednisolone treatment
was stopped upon complete remission. After cyclosporine treatment was
stopped, she developed heavy proteinuria, which improved with a second
round of cyclosporine. The patient’s younger brother presented protein-
uria at the age of 4 years but not nephrotic syndrome. He underwent renal
biopsy at the age of 6 years, which confirmed C1q nephropathy. C1q
nephropathy in siblings with one having steroid-resistant nephrotic syn-
drome is rare. Therefore, comprehensive gene testing was performed and
revealed that both patients carried compound heterozygous mutation in
the NPHS1 gene (exon 18, c.2464G>A, p.(Val822Met); exon 23,
c.3162_3165dup, p.(Gly1056Phe)). The former variant has been reported
to show mild clinical course.
Conclusions: C1q nephropathy in siblings with NPHS1 gene mutations
is a rare event. In addition, one of them achieved complete remission by
immunosuppressant therapy. To the best of our knowledge, this is the first
report on C1q nephropathy in siblings with NPHS1 gene mutations.

IPN10590-86 IMPROVED MANAGEMENT OF BLOOD
PARAMETERS IN DISTAL RENAL TUBULAR ACIDOSIS
WITH ADV7103 VERSUS CURRENT TREATMENTS

L.A. Granier 1, C. Guittet 1, M.A. Manso 1, A. Bertholet 2
1 Advicenne S.A., Nîmes - France, 2 Centre de Référence des Maladies
Rénales Rares – Néphrogones – Hôpital Femme Mère Enfant, Bron -
Filière ORKiD - France

Introduction: Treatment of distal renal tubular acidosis (dRTA) aims at
restoring physiological blood pH (plasma bicarbonate ≥ 21-22 mM).
Current standards of care (SoC) require multiple daily administrations
and are not always well tolerated. ADV7103 is an innovative
prolonged-release granule combination of potassium citrate and potassi-
um bicarbonate, developed to improve treatment effectiveness with only
two daily intakes. The clinical benefit of ADV7103 in achieving
sustained physiological blood pH values when compared to SoC was
evaluated in dRTA patients.
Material &methods:Amulticentre, open-label, non-inferiority, sequen-
tial study was conducted. Adult and paediatric patients with dRTA
(N=37) took their SoC treatment during 5-days, and then ADV7103
during 5-days. Plasma bicarbonate and potassium levels were measured
before first morning doses of SoC or ADV7103 during three consecutive
days at steady state. For each parameter, comparison of the proportions of
non-responders (patients with values below normal range) and responders
was performed and statistical significance of the difference between treat-
ments was evaluated with McNemar’s test in intent-to-treat (ITT) and per
protocol (PP) sets.
Results:Considering patients with comparable data with both treatments,
non-responder analyses for bicarbonataemia (N=30 in ITT) indicated that
a high percentage of non-responders with SoC became responders when
switching to ADV7103 (14/17 [82.4%] of patients with mean blood bi-
carbonate below normal range). The difference between treatments was
statistically significant (p<0.001, with similar results in PP). No statisti-
cally significant difference was shown for kalaemia (N=29). Overall, 7
patients presented at least one episode of hypokalaemia: 2 with SoC, 2
with ADV7103 and 3 with both treatments. Kalaemia values (mean±SD)
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tended to increase when switching to ADV7103 (4.08±0.498 vs. 3.83
±0.388 with SoC, in ITT).
Conclusions: Clinical benefit with ADV7103 over current SoC treat-
ments was shown through the reduction of the number of non-
responders for bicarbonataemia normalisation when switching to the
new prolonged-release formulation.
Keywords: dRTA, bicarbonataemia, non-responders.

IPN10591-87 IMPROVED MANAGEMENT OF URINE
PARAMETERS IN DISTAL RENAL TUBULAR ACIDOSIS
WITH ADV7103 VERSUS CURRENT TREATMENTS

A. Bertholet 1, C. Guittet 2, M.A. Manso 3, L.A. Granier 3
1 Centre de Référence des Maladies Rénales Rares – Néphrogones –
Hôpital Femme Mère Enfant, Bron - Filière ORKiD - France,
2 Advicenne S.A., Nîmes - France, 3 Advicenne S.A., Nîmes - France

Introduction: Most patients with distal renal tubular acidosis (dRTA)
develop nephrocalcinosis from infancy, then nephrolithiasis, which may
later lead to chronic kidney disease. A clinical study was conducted in
order to assess, on blood and urine biomarkers of metabolic acidosis, the
effectiveness and clinical benefit of ADV7103, an innovative prolonged-
release granule combination of potassium citrate and potassium bicarbon-
ate (2 daily intakes), in comparison with SoC (repeated daily intakes) in
dRTA patients. The present work focuses on urine parameters.
Material & methods: Adults, adolescents, children and infants with
dRTA (N=37), enrolled in a multicentre, open-label, non-inferiority, se-
quential study, took their SoC treatment during 5-days, then ADV7103
during 5-days, both at optimal doses. Urine ratios of calcium/creatinine
(UCa/UCr), citrate/creatinine (UCi/UCr), and calcium/citrate (UCa/UCi),
were measured before the first morning dose of SoC or ADV7103 during
two consecutive days. The percentage of non-responders (with values
above the normal range for UCa/UCr and UCa/UCi and below the normal
range for UCi/UCr) and responders were compared and statistical differ-
ence between both treatments was evaluated, in the intent-to-treat (ITT)
and per protocol (PP) sets, using McNemar’s test.
Results: No significant difference between treatments was shown for
UCa/UCr. However, only 3 patients presented hypercalciuria, 1 with
SoC, 1 with ADV7103 and 1 with both treatments. For UCi/UCr, 7/16
(43.8%) of the non-responders with SoC became responders when
switching to ADV7103, but the difference was non-significant due to
the limited number of patients in this analysis (p=0.070 in ITT, N=17
evaluable patients). For UCa/UCi, 9/16 (56.3%) of non-responders be-
came responders (p=0.021 in ITT, N=20 evaluable patients, with similar
results in PP), suggesting a reduced risk of lithogenesis.
Conclusions: The reduction of the number of non-responders for normalisa-
tion of urine ratios when switching to ADV7103 highlights the clinical ben-
efit with the new prolonged-release formulation over current SoC treatments.
Keywords: dRTA, urine parameters, non-responders.

IPN10592-88 HNF1B MUTATIONS ARE ASSOCIATED WITH A
GITELMAN-LIKE TUBULOPATHY THAT DEVELOPS
DURING CHILDHOOD

W. Hayes 1, S. Adalat 2, W. Bryant 1, J. Booth 1, A. Woolf 3, R. Kleta 4, S.
Subtil 5, R. Clissold 6, K. Colclough 7, S. Ellard 7, D. Bockenhauer 1
1 Great Ormond Street Hospital, London - United Kingdom, 2 Evelina
Childrens' Hosptial, London - United Kingdom, 3 Royal Manchester
Children's Hospital, Manchester - United Kingdom, 4 University
College London department of renal medicine, London - United
Kingdom, 5 St Mary's Hospital, London - United Kingdom, 6 Royal
Devon and Exeter NHS Foundation Trust, Exeter - United Kingdom,
7 Department of Molecular Genetics, Royal Devon & Exeter NHS
Foundation Trust - United Kingdom

Background: Mutations in the transcription factor HNF1B are the most
common inherited cause of renal malformations, yet also associated with
renal tubular dysfunction, most prominently magnesium wasting with
hypomagnesemia. The presence of hypomagnesemia has been proposed
to help select appropriate patients for genetic testing. Yet, in a large co-
hort, hypomagnesemia was only discriminatory in adult, but not in pae-
diatric patients. We therefore investigated whether hypomagnesemia and
other biochemical changes develop with age.
Methods:We performed a retrospective analysis of clinical, biochemical
and genetic results of paediatric patients with renal malformations tested
for HNF1Bmutations, separated into 4 age groups. Values were excluded
if concurrent estimated glomerular filtration rate (eGFR) was <30ml/min/
1.73m2, or after transplantation.
Results: A total of 199 patients underwent HNF1B genetic testing and
mutations were identified in 52 (mut+). Estimated GFR was comparable
between mut+ and mut- in all age groups. Although median plasma
magnesium concentrations differed significantly between mut+ and
mut- patients in all age groups, overt hypomagnesemia was not present
until the second half of childhood in the mut+ group. There was also a
significant difference in median potassium concentrations in late child-
hood with lower values in the mut+ cohort.
Conclusions: The abnormal tubular electrolyte handling associated with
HNF1B mutations develops with age and is not restricted to magnesium,
but consistent with a more generalized dysfunction of the distal convo-
luted tubule, reminiscent of Gitelman syndrome. The absence of these
abnormalities in early childhood should not preclude HNF1B mutations
from diagnostic considerations.

IPN10596-92 RENAL OUTCOMES OF PATIENTS WITH
CLOACAL-BLADDER EXSTROPHY COMPLEX: A 23-YEAR
RETROSPECTIVE STUDY

E. Orellana 1, D. Torres 1, R. Olivas 1, M. Espino 1, D. Cabezali 2, C.
Tordable 2, A. Gomez 2, S. Foullerat 1, D. Coca 3, J. Vara 1

1 Pediatric Nephrology. Hospital 12 de Octubre. Madrid. - Spain,
2 Pediatric Urology. Hospital 12 de Octubre. Madrid. - Spain,
3 Pediatric Radiology. Hospital 12 de Octubre. Madrid. - Spain

Introduction: Cloacal-bladder exstrophy complex is a spectrum of rare
congenital malformations which treatment is primarily surgical.
Associated anomalies of kidney and urinary tract are common. This study
describes the evolution of kidney function and urinary tract morphology.
Material and methods: Retrospective and descriptive study of patients
diagnosed with bladder or cloacal exstrophy from 1995 to 2017 with over
1,5 years follow-up in a tertiary hospital.
Data at diagnosis and follow-up were recorded: sociodemographic
and anthropometric features, glomerular filtration rate by modified
Schwartz equation or CKD-EPI (patients >15 year-old), protein-
uria, kidney function by DMSA scan and kidney size and morphol-
ogy by ultrasound scan.
Results: Twenty of 22 patients met the inclusion criteria, 14 were men
(70%). All diagnosed and treated during neonatal period. Sixteen patients
presented bladder exstrophy and 4 cloacal exstrophy. Median follow-up
was 11.9 years (IQR = 7-20).
All patients with less than 5 years of follow-up (4/20) had normal renal
function and 2 of them had one or more episodes of febrile urinary tract
infection (UTI).
Within the group with more than 5 years of follow-up (16/20),
65.2% presented normal renal function, 31.2% chronic renal dis-
ease (CKD) stage 2 (median 79 ml/min/1,73 m2) and 6.2% suffered
from terminal renal failure and needed renal transplant. 50% had
recurrent febrile UTIs.
In total, 20% patients presented arterial hypertension and 55 %
vesicoureteral reflux, 45% of them high grade. Twenty per cent presented
small-sized kidneys and 65 % had one or more renal scars. Excluding
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patients under 3 year-old, 35 % (6/17) presented some degree of urinary
incontinence.
Conclusions: Long-term prevalence of CKD in patients with cloacal-
bladder exstrophy complex is important, with high incidence of
vesicoureteral reflux and renal scarring.
Despite good outcomes of surgical treatment, these patients need close
monitoring of their kidney anatomy and renal function.

IPN10597-93 HEREDITARY RENAL DISEASES: EVOLUTION
IN ADULTHOOD

H. Benzouina , J. Montseny
Centre Hospitalier Ren Dubos Pontoise - France

Summary
Introduction: Hereditary renal diseases can affect any structure of the
nephron. Diagnosis may be in prenatal, post natal or adult age for late
forms. The transition from Pediatrics to adult medicine is a necessity and
needs to be prepared, organized and coordinated to limit progression to
Terminal renal failure.
Material and methods: This is a descriptive and analytical retrospective
study of 33 adult patients with hereditary renal disease. It allows to de-
scribe the evolutionary profile of each disease.
Results: The average age was 43 years, the predominance was male (sex
ratio to 2.3).
Renal polykystosis was the most common renal disease (61%), followed
by familial renal Amyloidosis (18%), Alport syndrome (9%), Bartter
syndrome (9%) and the tubular acidosis of Albright-Butler (3%). After
15 years of evolution on average, 73% of patients have evolved to
Terminal renal failure; 15% of patients had chronic renal impairment
and 12% had normal renal function.
Autosomal dominant familial renal polykystosis was evoked in high
blood pressure in 56% of patients, hematuria in 23% of patients and
non-nephrotic proteinuria in 21% of patients. The evolution was
favourable in 5% of cases, chronic renal failure was present in 15% of
patients while 80% were in the stage of renal failure.
Conclusion: The prognosis of hereditary renal diseases depends on the
age of installation of renal insufficiency and its rapid progression over
time. In adulthood, nephroprotection measures are indicated to limit the
rapid progression of renal failure to the terminal stage.

IPN10598-94 VOIDINGUROSONOGRAPHY FOR PREDICTION
OF URINARY TRACT INFECTION

S. Foullerat 1, H. Gutierrez-Vargas 2, R. Olivas 1, M. Espino 1, J. Vara 1, E.
Aguirre 3, C. Liebana De Rojas 3, A. Gomez-Cano 1

1 Pediatric Nephrology. Hospital 12 de Octubre. Madrid. - Spain,
2 Sanatorio Itoiz. Avellaneda. - Argentina, 3 Pediatric Radiology.
Hospital 12 de Octubre. Madrid. - Spain

Voiding urosonography (VUS) with ultrasonography contrast medium is
an alternative technique for diagnosis of vesicoureteral reflux (VUR)
without ionizing radiation. Some studies consider that it can provide the
same information as voiding cystoureterography (VCUG).
Objectives:To assess whether VUS is a suitable technique for diagnosing
VUR and whether its normality correlates with the absence of urinary
tract infections (UTI) in its evolution, in order to avoid performing VCUG
Material and methods: We reviewed clinical histories of patients who
underwent VUS from June 2017 to June 2018. We collected the scans
performed and recorded the subsequent UTI. We did not perform VCUG,
which would be the best way to validate the technique, because we con-
sider it unethical to perform both tests simultaneously
Since the purpose of the VUR diagnosis is to establish the measures
necessary to avoid the UTI, We consider as false negative cases those

that submitted UTIs and/or those that were subsequently detected VUR
after repeating the scan by VUS or VCUG
Results:We carry out 114 VUS. We detected VUR in 67 cases and their
absence at 47. Five of the 47 patients with absence of VUR presented an
episode of UTI in the 6 months following radiological examination. We
repeated VUS in one case after UTI recurrence, and VUR was found in
grade II.
The negative predictive value of VUS to suffer UTI was high (91.5%).
We did not find an association between VUS findings and probability of
presenting UTIs at follow-up.
Conclusions: Voiding urosonography is a valid test to detect
vesicoureteral reflux. Normal voiding urosonography involves a very
low risk of recurrence of UTI.
Our data support the voiding urosonography as the first diagnostic test for
vesicoureteral reflux, due to the absence of radiation, as long as it is
performed by qualified professionals in children's radiology

IPN10599-95 A NORMAL RENAL ULTRASOUND DOES NOT
RULE OUT DILATING VUR

M. Lindén 1, S. Hansson 2, P. Brandstroem 2

1 Department of Pediatrics, Hallands Hospital, Halmstad - Sweden,
2 Department of Pediatrics, Queen Silvia Children's Hospital,
Gothenburg University, Gothenburg - Sweden

Introduction: Dilating vesicoureteral reflux (VUR) is a risk factor for
recurrent febrile UTI and kidney damage. The aim of this study was to
investigate if a normal ultrasound (US) without dilatation can be used to
rule out the presence of dilating VUR.
Material & methods: The study population was children aged 1-2
years with known grade 3 or 4 VUR included in the Swedish
Reflux Trial. Out of 203 children 191 had complete data on
382 renal units with kidney US and reflux status by VCUG.
Children with unilateral or bilateral grade 3 or 4 VUR were eli-
gible for the trial. US findings were classified as no dilatation,
mild or marked dilatation. The renal units were analyzed separate-
ly and correlated to reflux status on VCUG. All imaging studies
were analyzed by an experienced pediatric radiologist at the study
center in Gothenburg.
Results: Dilatation on US was progressively more frequent with increas-
ing degree of VUR. 70 renal units (18%) had some degree of dilatation on
US and of these 66 (94%) had dilating (grade 3-4) VUR. However,
dilating VUR was also present in 179 of 312 renal units (57%) with no
dilatation on US.
Conclusion: In children with dilating VUR, dilatation on US is associat-
ed with VUR grade. A normal US, however, does not rule out dilating
VUR of grade 3-4 and therefore US alone cannot be used in decision-
making on whom to investigate for VUR.

IPN10600-78 PREDICTORS OF RENAL DAMAGE IN
CHILDREN WITH OBESITY

L. Kutsenko , A. Vyalkova , I. Zorin
Orenburg medical university, Dpt. of Paediatrics - Russian Federation

The aim of the study was to evaluate predictors of renal damage in chil-
dren with obesity.

Materials and methods: We examined 30 children with obesity and 20
children of control group aged 1 to 17 years. All children were examined
with: biochemical blood test (creatinine, urea, total cholesterol, low lipo-
proteins density, high density lipoproteins, triacylglycerides), urine anal-
ysis; GFR with Schwartz formula, microalbuminuria; US examination
including Doppler, 24-h BPM.
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Results of the Study: We determined obesity stages: II -20% of
children (n = 6), III 50% (n = 15), IV 30% of children (n = 9).
After examination patients were divided in 2 groups: 1- patients
with obesity without renal damage (n=22), 2 - children with obe-
sity and renal damage (n=8). We determined significant increase
of total cholesterol (3.02 ± 1.22 mmol/l), low-density lipoproteins
(4.7 ± 1.8 mmol/l), decrease of high-density lipoproteins (1,5
±0,35 mmol/l) in patients of 2group compared with patients of
1 group: (1.44 ± 0.4, 3.62 ± 0.43 mmol/l, 2,42±0,48 mmol/l,
respectively, p <0.05). Microalbuminuria was diagnosed in
33.3% of patients with stage III (n = 5) and in 44% of patients
with stage IV of obesity (n = 4) with renal damage (p <0.05). We
determined decrease of GFR (p <0.05) in patients of compared
groups. We revealed decrease of Vd in patients of 2 group (5.56
± 0.08 mm/s) compared with 1 group of patients (9.71±0.71 mm/
s) (p <0.05). We established that arterial hypertension is more
often in patients of 2 group (80%) comparing with patients of 1
group (33%) 9p <0.05).
Conclusion: Predictors of renal damage in children with obesity are:
microalbuminuria, dyslipidemia, decreasing of intrarenal hemodynamics
and GFR, arterial hypertension.

IPN10602-80 LACK OF ASSOCIATION BETWEEN LINEAR
GROWTH AND HYPERPARATHYROIDISM IN THE FIRST
YEAR AFTER RENALTRANSPLANTATION

K. Vanderstraeten 1, R. De Pauw 1, A. El Amouri 1, N. Knops 2, A. Bouts 3,
K. Cransberg 4, A. Raes 1, A. Prytula 1

1 Department of Pediatric Nephrology and Rheumatology, Ghent
University Hospital - Belgium, 2 Department of Pediatric Nephrology,
University Hospital Leuven - Belgium, 3 Department of Pediatric
Nephrology, Emma Children’s Hospital, Amsterdam University Medical
Center - Netherlands, 4 Department of Pediatric Nephrology, Erasmus
Medical Center- Sophia Children’s Hospital - Netherlands

Introduction:As hyperparathyroidism is a risk factor for osteodystrophy,
we hypothesized that it is associated with linear growth after renal trans-
plantation.We therefore analyzed factors associated with the difference in
height standard deviation score (SDS) at baseline (= at transplantation)
and at 12 months. Also, we aimed to identify factors contributing to the
persistence of hyperparathyroidism in pediatric renal transplant
recipients.
Material and methods: In this longitudinal, retrospective study we in-
cluded children who underwent renal transplantation between December
1996 and November 2018. We collected demographic, clinical and bio-
chemical data at baseline (= at transplantation) and at months 3, 6, 9 and
12. Multivariate logistic and linear regression models were applied to
identify factors associated with the difference in height SDS and
hyperparathyroidism.
Results: Of the 149 included children, 43 (29%) had hyperpara-
thyroidism at 12 months. The median difference in height SDS at
baseline and 12 months was 0.11. This difference was associated
with living donor transplantation (p=0.003) and inversely associ-
ated with the use of recombinant growth hormone (rGH) before
transplantation (p= 0.038) and corticosteroids (p =0.001), but not
with hyperparathyroidism. There was no significant difference in
height SDS at 12 months between children who were and were
not using rGH before transplantation (p=0.794). Post-transplant
hyperparathyroidism was associated with Body Mass Index
(BMI) SDS at months 9 (OR = 1.62 per 1 unit increase; p=
0.021) and 12 (OR = 1.59 per 1 unit increase; p = 0.011) and
with pre-transplant hyperparathyroidism at months 3 (p= 0.031), 9
(p=0.050), and 12 (p=0.021).
Conclusions: We found no association between hyperparathyroid-
ism and growth velocity. Catch-up growth is less pronounced in

children treated with rGH prior to transplantation. BMI and pre-
transplant hyperparathyroidism are modifiable factors that can be
targeted to minimize the risk of persisting hyperparathyroidism
after transplantation.

I P N 1 0 6 0 6 - 8 4 P RED I CT ION OF AMBULATORY
HYPERTENSION BASED ON OFFICE BLOOD PRESSURE
BASED ON CLINICAL BLOOD PRESSURE

G.C. Bhatt 1, A.P. Pakhare 2, P. Gogia 1, S. Jain 1, N. Gupta 1, S.K. Goel 3,
R. Malik 4

1 All India Institute of Medical Sciences (AIIMS),Department of
Pediatrics Bhopal - India, 2 AIIMS Bhopal, Community & Family
Medicine - India, 3 AIIMS Bhopal, Department of Biochemistry - India,
4 AIIMS Bhopal, Department of Radiodiagnosis - India

The epidemic of obesity along with hypertension (HT) and car-
diovascular disease is a growing contributor to global disease
burden. There is paucity of studies for characterization of BP in
obese children through ABPM, especially in the developing
world. Moreover, ABPM may not always be feasible due to no-
availability of the instrument and expertise in interpretation of
ABPM data in Pediatric population. Thus, in the present study
we enrolled 55 obese children who underwent 24 hours ABPM
and detailed investigations to characterize the BP along with cal-
culation of cut offs of office BP that will predict ambulatory
hypertension. Ambulatory hypertension was recorded in 25.5%;
white coat hypertension in 49.09% and masked hypertension in
9.09% (3.64% according to 4th report). For office SBP percentile
the area under curve (AUC) was 0.773 (95% CI: 0.619 to 0.926,
p=0.005) and for office DBP percentile, the AUC was 0.802
(95% CI: 0.638 to 0.966, p=0.002) (Figure 1). The optimal cut
offs for office blood pressure which predicts ambulatory hyperten-
sion in obese children were 93rd percentile for systolic BP (sen-
sitivity-67% and specificity -78%) and 88th percentile for diastolic
BP (sensitivity-83% and specificity -62%).The use of nomograms
revised in 2017 AAP guidelines for detection of hypertension
picks up more obese children with masked hypertension as com-
pared to fourth report. Moreover, 93rd percentile for systolic BP
(sensitivity-67% and specificity -78%) and 88th percentile for di-
astolic BP (sensitivity-83% and specificity -62%) are the optimal
cut offs to perform ABPM in case of limited accessibility, espe-
cially in developing countries

IPN10608-86 JC VIRAEMIA AND POLYOMA-ASSOCIATED
NEPHROPATHY IN PAEDIATRIC RENAL TRANSPLANT
RECIPIENTS

N. Wyatt 1, Y. Tan 1, S.D. Marks 2

1 University College London - United Kingdom, 2 Great Ormond Street
Hosptial For Children NHS Foundation Trust - United Kingdom

Introduction:Pre-emptive living related renal transplantation is the
gold standard treatment for children with chronic kidney disease
(CKD) and end-stage kidney disease (ESKD). Immunosuppression
is given to paediatric renal transplant recipients (pRTR) to prevent
organ rejection with consequential increased risk of viral infec-
tions such as John Cunningham Virus (JCV). BK and JC viraemia
has been linked to subsequent development of Polyomavirus-
associated nephropathy (PVAN). Late diagnosis of PVAN can re-
sult in renal allograft dysfunction and potential renal allograft
loss. Thus early detection of JCV is imperative. There is a paucity
of literature regarding JC viraemia and PVAN within the paediat-
ric population.
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Material & methods: Single centre retrospective case note review
to report detection of JCV and PVAN in 80 paediatric renal
transplant recipient transplanted over 3.5 years. Data sources
included clinic letters, discharge notes (from biopsies, trans-
plants and dialyses) and blood pathology results.
Results: This study found that JCV detection was 20% in pRTR
and 5.5 times more prevalent in male than female pRTR. One
case of PVAN in a male pRTR occurred where the development
of PVAN preceded the detection of JCV by serum and urine
PCR.
Conclusions: JCV is a significant viral pathogen occurring in 20% of
pRTR. One (1.25%) pRTR developed PVAN. Of note, PVAN was
established before JCV or BKV was detectable by serum and urine
PCR testing. This highlights a need for improved diagnostic testing for
polyoma viraemia in order to intervene earlier to address PVAN and
improve graft function.

IPN10609-87 RENAL, HEPATIC AND PANCREATIC CYSTS
AND HYPERTROPHIC OBSTRUCTIVE CARDIOMYOPATHY:
EXPANDING THE PHENOTYPE OF NPHP3 MUTATIONS

A. Sharpe 1, T. Bharucha 1, C. Main 2, R. Gilbert 3
1 Department of Paediatric Cardiology, Southampton Children's
Hospital, Southampton - United Kingdom, 2 Department of Paediatric
Radiology, Southampton Children's Hospital - United Kingdom,
3 Southampton - United Kingdom

Introduction: Nephronophthisis (NPHP) describes a group of
cystic renal diseases with heterogeneous extra-renal manifesta-
tions. At present, 20 different genetic mutations have been iden-
tified as causative, but there is no clear phenotype-genotype
correlation.
Mutations in NPHP3 were originally found in adolescent-onset
nephronopthisis. Subsequently several cases of infantile disease
have been described. Extra-renal manifestations previously report-
ed include liver disease (including cysts, fibrosis and Caroli dis-
ease), dysplastic phenotypes of the CNS and structural congenital
cardiac disease.
Case report: We report a case of an infant with bilateral cystic
renal disease, end-stage renal failure (ESRF), and Caroli disease;
with the additional previously undescribed features of hypertro-
phic cardiomyopathy, conjugated hyperbilirubinaemia, severe pan-
creatic exocrine insufficiency and haematological disease. Genetic
sequencing confirmed two pathogenic mutations in NPHP3
inherited in trans..
Renal replacement therapy was initiated on postnatal day 3;
there were significant challenges in dialysis access due to low
birth weight. Both peritoneal and haemodialysis were used.
The patient’s bilirubin levels remained persistently high (conjugat-
ed fraction above 50%). Abdominal ultrasound demonstrated
intrahepatic cystic structures, cystic dilatation of the biliary tree
and pancreatic cysts. Exocrine pancreatic function was also
deranged.
Haematological problems included persistent anaemia despite
erythropoietin, haemolysis, and persistent lymphopaenia.
A pathological murmur was identified on day 6.– An echocar-
diogram demonstrated left ventricular hypertrophy. Over 10
weeks, this progressed to gross biventricular hypertrophy, caus-
ing diastolic dysfunction and mid-cavity and outflow tract ob-
struction of the left ventricle. This complicated his fluid balance
management and was felt to be a primary contributor to his
demise at 12 weeks.
Discussion: To our knowledge, this is the first report of this con-
stellation of extra-renal manifestations of nephronophthisis. The
hypertrophic cardiomyopathy was rapidly progressive and had a

profound impact on his clinical course. Careful cardiovascular
examination should be performed, with early echocardiography if
clinical abnormalities are identified.

IPN10610-79 30 YEAR PERSPECTIVE SHOWS FAVORABLE
TRANSPLANT OUTCOMES IN ANCAVASCULITIS

J. Kinney , C. Bell , R. Swinford , D. Molony , J. Samuel
McGovern Medical School at the University of Texas Health Science
Center at Houston - United States

Introduction: Anti-neutrophilic-cytoplasmic autoantibody (ANCA)-
associated vasculitides are characterized by a small vessel necro-
tizing vasculitis and pauci-immune necrotizing glomerulonephritis
and may progress to end-stage renal disease. Kidney transplant
(KT) outcomes have been described in this population but are
largely limited to small single-center reports. Using the United
Network for Organ Sharing (UNOS) database, we report the larg-
est analysis to date describing KT outcomes in ANCA vasculitis
over 30 years.
Material & methods: We conducted a retrospective cohort study of all
primary KT in the United States from 1987-2017. Allograft survival was
compared using the Kaplan-Meier method between recipients with an
underlying diagnosis of ANCAversus other non-ANCAmediated prima-
ry glomerulonephritis (GN).
Results: Between 1987 and 2017, 2,163 ANCA-diagnosed patients
and 63,168 GN patients received a primary renal transplant.
Compared with the GN group, ANCA patients were older at trans-
plantation, median age 51 years (IQR 33-62) versus 42 years (IQR
31-53), and more likely to have a living donor (LD), 39% in the
ANCA group versus 31% in the GN group (p <0.001 for both
comparisons). There was no difference in graft survival among pa-
tients receiving a LD kidney; median allograft survival time was
15.3 years (95%CI 14.8-15.6) in the ANCA group versus 15.1 years
(95%CI 13.1- 16.8) in the GN group. However, there was a small
graft survival advantage in patients receiving a deceased donor (DD)
kidney, median survival time for the ANCA group was 11.2 years
(95%CI 10.2-12.3) versus 10.5 years (95%CI 10.3-10.7) for the GN
group (figure). Recurrence rates in those with failed grafts were
similar: 6% in the ANCA group and 7% in the GN group (p =
0.638).
Conclusions:Our larger review of 30 years supports prior analyses show-
ing favorable allograft survival in ANCA-diagnosed patients.

IPN10611-80 PENTAMIDINE NEPHROTOXICITY IN AN
INFANT WITH SEVERE COMBINED IMMUNODEFICIENCY:
AN OLD FOE FOR NEW PATIENTS

G. Malakasioti 1, N. Alders 2, D. Bockenhauer 1, G. Lucchini 2
1 Department of Paediatric Nephrology, Great Ormond Street Hospital,
London - United Kingdom, 2 Department of Paediatric Immunology,
Great Ormond Street Hospital, London - United Kingdom

Introduction: Pentamidine-induced nephrotoxicity was initially re-
ported in the 1970s. During the AIDS epidemic the increased
propensity of these patients to develop acute kidney injury
(AKI) was recognised. Tubular injury was postulated although
exact pathogenesis or definite recommendations on dosing and
therapeutic drug monitoring have not been established. We are
describing a case of pentamidine-related AKI in an infant with
severe combined immunodeficiency (SCID), focusing on predis-
posing risk factors and preventive strategies.
Methods: A five-month old female with SCID, chronic diarrhea,
malnutrition and Pneumocystis carinii pneumonia developed AKI.
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She had been on IV liposomal amphotericin and pentamidine for
10 and 5 days respectively.
Results: On examination, she was tachycardic with cool periph-
eries and a recent 2% weight loss. Urine output was 3.6ml/kg/hr
alongside chronic diarrhea resulting in hypovolemia. Plasma cre-
atinine increased from 20 to 137μmol/L with potassium of 6.1
mEq/L, venous blood pH of 7.31, bicarbonate of 21 mEq/L,
FENa of 12% and urine osmolality roughly isotonic to plasma.
Kidneys were enlarged and echobright on ultrasound. We
discontinued pentamidine and amphotericin, provided fluid resus-
citation and nutritional support with low potassium formula and
glucose polymer. Plasma creatinine and electrolytes normalised
within 3 days. After renal recovery, amphotericin was reinstituted
without further issues, supportive of pentamidine’s primary cau-
sality in AKI.
Conclusions:With the growing population of patients with immu-
nodeficiencies and widespread use of pentamidine for opportunis-
tic infections physicians need to be aware of the natural history of
its nephrotoxicity, its biochemical profile and the currently avail-
able strategies to prevent and ameliorate it. Close attention to
fluid status, biochemical parameters and nutrition, together with
avoidance of concomitant nephrotoxic agents, prompt discontinu-
ation in case of AKI and avoidance of further courses are recom-
mended. Further work is needed to determine less nephrotoxic
dosing and establish the utility of plasma concentration monitor-
ing as a toxicity predictor.

IPN10612-81 SECURITY OF APHERESIS IN PEDIATRICS.
PROSPECTIVE STUDY DURING 2018 IN 171 APHERESIS
SESSIONS

V. Lopez-Baez , P. Arango-Sancho , A. Madrid-Aris , Y. Calzada-Banos ,
E. Codina-Sampera , E. Cerezo-Pippi , N. Magro-Benito
Sant Joan de Déu Hospital. Pediatric Nephrology Service. Barcelona. -
Spain

Introduction: Identify hypocalcemia and hemodynamic disorders
related to apheresis in pediatrics either complications in vascular
access or related to anticoagulation and adverse reactions with re-
placement fluid.
Material and methods: Prospective and descriptive study of 171
sessions for therapeutic apheresis in pediatrics during 2018.
Inclusion criteria was based on the 2016 Clinical-Practice-of-
Therapeutic-Apheresis-guidelines(ASFA). The apheresis technique
was selected also based on the 2016 ASFA Guidelines and the
expertise in our center.
Results: The 171 sessions were distributed as follows: 73% were
immunoadsorption(IA), 12% were cytoapheresis, 10.5% were
LDL-apheresis and 4.5% therapeutic plasma exchange(TPE). The
average age was 9 years and 58% were women. 50, 33 and 17%
were due to Nephrological, Neurological and Digestive pathology
respectively. 83% of the nephrological indications correspond to a
category I of the ASFA Guidelines, as well as 25% of the neu-
rological indications and all indications of Digestive pathology
correspond to a category II. 58, 25 and 17% used temporary
catheter, permanent catheter and needles respectively. Only one
patient is accidentally removed from the temporary jugular cathe-
ter and it has not been related to vascular access or by the aphe-
resis technique itself.
Sixty-six percent had individual anticoagulation with citrate/calcium plus
heparin and the remaining 33%, only once. Any case of bleeding related
to catheter or others. Only 3 sessions of IA in the hypocalcemia objective,
being symptomatic in only one of them. Of all 8 sessions of TPE, we

performed 6 with frozen fresh plasma as replacement fluid with no ad-
verse reactions.
Conclusions: The apheresis techniques in pediatrics had been presented
with few complications in our center, none derived from vascular access,
anticoagulation, infections or adverse effects due to use of replacement
fluid. The training of medical and nursing staff is essential to identify risk
situations. The use of protocols and international guidelines ensure safety
in pediatrics.

IPN10613-82 EFFECTIVENESS, SAFETY AND IMPACT ON
RENAL FUNCTION WITH ACETAZOLAMIDE TREATMENT
IN PATIENTS WITH PMM2-CDG

P. Arango-Sancho 1, M. Serrano-Guimaré 2, V. Lopez-Baez 1, Y. Calzada-
Banos 1, A. Madrid-Aris 1, E. Codina-Sampera 1, E. Cerezo-Pippi 1, N.
Magro-Benito 1

1 Sant Joan de Déu Hospital. Pediatric Nephrology Service. Barcelona. -
Spain, 2 Sant Joan de Déu Hospital. Pediatric Neurology Service.
Barcelona. - Spain

Introduction:Deficit of phosphomanomutase-(PMM2-CDG) is themost
frequent congenital N-glycosylation defect, producing cerebellar syn-
drome with intellectual deficit and "stroke-like" episodes. It has been
associated with renal alterations such as proteinuria, diffuse cortical
hyperechogenicity and malformations. We evaluated efficacy, safety
and renal repercussion of acetazolamide as a new therapeutic tool.
Material and methods: First clinical trial in phase II including
PMM2-CDG patients(5-21-years). First phase: 6 months treatment
group with acetazolamide. Second phase: 5 weeks randomized
withdrawal in responders (acetazolamide vs placebo), assessing
renal functionality and effects of this medication. Dosing acetazol-
amide by 8 to 30mg/kg/day in 2-3 doses. Controls were per-
formed at 3,6,14,25 and 30 weeks determining acid-base balance,
ionogram, renal function (creatinine) and Pr/Cr, Ca/Cr index and
B2-microglobulin in first morning urine. All patients underwent in
a bone densitometry study and renal ultrasound.
Results: 24 patients were included (mean age 12.3 ± 4.5 years).
Bicarbonate levels and plasma pH were significantly lower at week
25(p <0.001). 13 patient needs to reduce acetazolamide dose due to ex-
cessive metabolic acidosis or asthenia. They showed a decrease in
sodium(p=0.06), potassium(p<0.001) and serum calcium(p=0.030), al-
though maintained in low normality limit with a decrease in protein
loss(p=0.019) and increase in calcium/creatinine index(p=0.025) without
B2-microglobulin alterations.
The previously ultrasound renal described findings, the cortical
hyperechogenicity was observed in 8.4% without renal dysfunction or
associated nephrocalcinosis. One patient presented microlithiasis and an-
other, symptomatic renal lithiasis. Densitometric study 69% of patients
presented values in the range of osteopenia at the end of trial(-0.9 to -
4.9SD, average of -2.36SD).
Conclusions: The efficacy of acetazolamide in the neurological symp-
toms of PMM2-CDG, due to an enzymatic stimulation mechanism me-
diated by acidosis, generates the possibility of chronic treatment with the
drug in this group of patients, with possible renal adverse effects associ-
ated with long-term, overshadowing the skeletal and renal prognosis.

IPN10614-83 EVOLUTION OF RENAL FUNCTION IN RENAL
RECIPIENT WITH IMMUNOADSORPTION INDICATION

V. Lopez-Baez , P. Arango-Sancho , Y. Calzada-Banos , A. Madrid-Aris ,
E. Codina-Sampera , E. Cerezo-Pippi , N. Magro-Benito
Sant Joan deDéuHospital. Pediatric Nephrology Service. Barcelona. - Spain
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Introduction: Know the renal function evolution in pediatric
transplant recipient with indication of immunoadsorption.
Identify infectious complications related to immunoadsorption
technique and variability in plasma levels immunosuppressive
therapy.
Material and methods: Descriptive study in 3 patients with renal
dysfunction and immunoadsorption indication using 2016
Guideline for The Clinical Practice of Apheresis by American
Society for Apheresis(ASFA). The criteria for apheresis was clin-
ical suspicious of event(recurrence or antibody-mediated-rejection)
due to performance of renal function, presence of proteinuria and
auto-antibodies related to the pathogenesis of the disease.
Results: Two of three patients were 12 years old and other 17.
Immunoadsorption indication in first patient was due to non-HLA
antibodies mediated rejection with determination of specific anti-
bodies. Second case was recurrence of focal and segmental
glomerulosclerosis. Both renal biopsies proven and correspon-
dence in category I with recommendation grade 1B of the 2016
ASFA Guidelines.
The third recipient has C3 Glomerulopathy type Dense-Deposit-
Disease(DDD) confirmed with pre-transplant electronic microcopy,
C3 complement permanently low and presence of C3-nephritic-
factor. Graft relapse was suspected by clinical assessment and
confirmed by biopsy. All cases, after immunoadsorption onset,
have improved renal function confirmed with decrease in protein-
uria and disappearance of circulating antibodies corresponding to
each case. No infections related to vascular access or by the
technique itself were identified neither a variation in plasma levels
of immunosuppressants.
Conclusions: Immunoadsorption was a coadjuvant treatment in the
recovery of renal graft function. During immunoadsorption ses-
sions, no infections related to vascular access or the technique
itself were identified. Variability in levels of immunosuppression
were not identified by the apheresis technique itself and, likewise,
no higher dose of immunosuppressants is needed to achieve the
desired objective for each patient. Prospective studies with a larg-
er number of patients are necessary to be able to compare our
observations.

IPN10615-84 HYPERTENSION IN PEDIATRIC KIDNEY
TRANSPLANT RECIPIENTS

D. Salah 1, H. Bazaraa 1, M. El Sayed 2, F. Fadel 1
1 Department of Pediatrics, Cairo University, Cairo - Egypt, 2 Pediatric
Specialist, Ministry of Health, Cairo - Egypt

Background:Hypertension is a recognized cardiovascular risk fac-
tor in adults and children with renal disease. Hypertension follow-
ing kidney transplantation is frequent and multifactorial, and may
be associated with increased risk of graft failure.
Purpose: To evaluate the prevalence, risk factors, and impact of
hypertension on graft function in children after kidney
transplantation.
Methods: Fifty-seven pediatric kidney transplant recipients were
studied. All of them received living-donor grafts and were being
followed at Cairo University Children Hospital for at least one
year following transplantation. Hypertension was defined as sys-
tolic and/or diastolic blood pressure greater than the 95th percen-
tile for age and sex. Clinical and laboratory data were recorded,
as well as antihypertensive and immunosuppressive medications,
complications and graft function.

Results: Hypertension was present in 36 patients (63.1%), of
whom 27 patients were adequately controlled on antihyperten-
sive medications. Post-transplantation hypertension was signifi-
cant ly associated with pre- t ransplantat ion hypertension
(p=0.001), the need for post-transplantation erythropoietin ad-
ministration (p=0.041) and renal graft artery resistivity index
(p=0.021). Graft interstitial fibrosis/ tubular atrophy with elevat-
ed serum creatinine was present in 39% of hypertensive and
19% of normotensive subjects (p=0.014). Post-transplantation
hypertension was not significantly related to the type of calcine-
urin inhibitor used; or the number or type of acute rejection
episodes.
Conclusion: Hypertension is a frequent complication in pediatric
kidney transplant recipients after their first year and is associated
with elevated resistivity index. Pre-transplantation hypertension
and erythropoietin administration are significant risk factors.
Post-transplantation hypertension is associated with the develop-
ment of chronic graft nephropathy.

IPN10616-85 INFILTRATIVE NEPHROMEGALY (DUE TO
ACUTE LYMPHOBLASTIC LEUKAMIA) PRESENTING WITH
AKI

P. Chhajed 1, N. Azad 2, M. Matnani 2
1 Kem Hospital, Pune - India, 2 Kem Hospital, Pune - India

We report an interesting case of a 5 yr old boy AK who pre-
sented with edema, oliguria and joint pains with no fever ini-
tially. Clinical examination revealed hepatosplenomegaly, sub-
mandibular lymph node enlargement, fairly normotensive and
severe pallor. Biochemistry revealed progressive AKI (worsening
creatinine from 0.9 to 1.0 to 2 to 3 to 4 mg/dl on a daily basis),
decreasing urine output, and worsening anemia with thrombocy-
topenia , h igh LDH, very high ur ic ac id (18 mg/dl ) ,
hyperphosphatemia, hypocalcemia and worsening hyperkalemia.
USG-KUB revealed massively enlarged kidneys (11.5 X 6.1 cm)
, increased echogenecity and altered CM differentiation. He was
started on regular hemodialysis with PRP and PCV transfusions.
Once the uremia settled, a Renal biopsy and Bone marrow as-
piration & biopsy were performed. BM Biospy was suggestive
of pre-B cell type ALL with Philadelphia chromosome (negative
on FISH), while the renal biopsy showed infiltration of the en-
tire renal parenchyma with lymphocytes and glomerular sparing,
IF was negative. He subsequently was started on steroids and
chemotherapy (in phases) and underwent tumor lysis syndrome
which was successfully managed with daily hemodialysis for 4-5
days. ATN resolved subsequently with a creatinine now of 0.4
mg/dl (excellent renal recovery) and is still continuing on che-
motherapy (Cyclophosphamide, Methotrexate, Vincristine,
Cytosine, Prednisolone, and Rituximab)

IPN10617-86 LONG TERM OUTCOME AND FOLLOW UP OF
AHUS IN ATERTIARY CARE CENTRE IN INDIA

M. Matnani , M. Maroo , V. Pande , S. Agarkhedkar
Dr D Y Patil Medical College Hospital, Pune - India

Aim:We present a retrospective study of long term outcome of aHUS in a
tertiary care setting of Dr. D.Y.Patil Medical College and Research
Centre, Pune.
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Methods: Retrospective data analysis was done of all children presenting
with aHUS presenting between January 2007 and May 2019 (over more
than 12 yrs), treated at D.Y.Patil Hospital, Pune.
Results: 39 children (25 male, 14 female), mean age 8.5 years
(range: 4-14 years) presented with AKI (edema, oliguria and hy-
pertension). All had evidence of microangiopathic hemolytic ane-
mia and thrombocytopenia (excluding 3 who had a normal plate-
let count with low Hb).
Anti-factor H antibodies were positive in 24 children.
CFHR1 and 3 gene mutations were present in 5 children.
On renal biopsy, Arteriolar TMA and Glomerular TMA were seen in 7
and 13 children respectively.
All underwent initial FFP infusions followed by intensive plas-
mapheresis (Daily X 5, followed by alternate day for 2 to 3
weeks) and required hemodialysis. 5/39 required mechanical
ventilation. 15/39 had severe hypertension needing more than 3
drugs, 9/39 had seizures (1 with Poster ior Revers ible
Encephalopathy).
Outcome: Duration – 4 months to 12 years. 7/39(17%) underwent
resolution of the disease with renal recovery. 16/39(41%) went
into CKD with persistent proteinuria.7 (17%) have persistent hy-
pertension and 4 patients died due to sepsis with MODS. 2/16
patients of CKD presented with AKI on follow up. 3 patients
were lost to follow up.
Conclusions: CKD is a common unfavorable outcome in around
41% with ongoing proteinuria and hypertension. Early diagnosis
and prompt treatment in the form of FFP/Plasmapheresis can help
decrease morbidity and mortality.

IPN10618-87 RETROSPECTIVE STUDY ANALYZING
EVOLUTION OF RENAL FUNCTION IN A COHORT OF
NEPHRONOPHTHISIS COMPLEX PATIENTS

P. Arango-Sancho , V. Lopez-Baez , Y. Calzada-Banos , A. Madrid-Aris ,
E. Codina-Sampera , E. Cerezo-Pippi , N. Magro-Benito
Sant Joan de Déu Hospital. Pediatric Nephrology Service. Barcelona. -
Spain

Introduction: Determine evolution of renal funct ion in
nephronophthisis patient cohort, prognosis and variability of clin-
ical presentation.
Material andmethods: Retrospective observational study to deter-
mine evolution of renal function in our cohort(n=13) between
4.5-20 years affected by different syndromes associated
with nephronophthisis complex in last 20 years. We compared
clinical-analytical parameters to diagnosis with current ones, in-
cluding needs for kidney transplantation and results of genetics.
Results: Chronic-Kidney-Disease (CKD) prevalence at diagnosis
was between 0.9-8.5 years (mean 5.3 years), staging of CKD
was: 30.7% stage 2, 15.38% stage 3a and 1 patient stage 3b.
23.07% in stages 4 and 5. 69.23% needs first kidney transplan-
tation and even a second one 15.38%. The average age at first
transplantation was 6.04 years(2-11.67 years). The mean age to
enter in renal replacement therapy program was 1.3 years(0.1-
3.67 years). Among non-transplant, from diagnosis to present its
being 0.5-7.25 years(median, 4.24 years). Most frequent symp-
tom at the onset of the disease was delay in weight gain and
height(84.61%) and also in cognitive development(53.84%),
followed by polyuria-polydipsia(46.15%) and other signs/
symptoms such as ataxia, pigmentary retinitis, hepatic insuffi-
ciency or skeletal alterations. In fact, in up to 54% of cases,
renal involvement was a casual finding. Even with this, the most

frequent form of presentation was purely renal(38.46%), follow-
ed by Joubert's Syndrome(30.77%), RHYNS(15.38%), Senior-
Loken(7.7%) and Maizner-Saldino(7.7%). Currently, calculated
glomerular filtration rate ranges between30.2-90.21 ml/min/1.73
m2 among recipient, with majority in the CKD stages: 3a(56%)
and in between 30-128 ml/min/1.73 m2 among non-transplant
patients, with predominance CKD 2 (50%).
Conclusions: The prognosis of renal function in the short-medium
term in nephronophthisis is unfortunate. The possible initial symp-
tomatic renal silence, the need (>50%) of multidisciplinary man-
agement and the frequency of CKD advanced to the diagnosis
make necessary the knowledge of the disease and its possible
associations, as well as its active search.

I PN 1 0 6 2 0 - 8 0 ECUL IZUMAB TREATMENT FOR
THROMBOTIC MICROANGIOPATHY SECONDARY TO
ANTICALCINEURIN INHIBITORS IN A HEMATOPOIETIC
STEM CELLTRANSPLANTATION

P. Arango-Sancho , V. Lopez-Baez , Y. Calzada-Banos , A. Madrid-Aris ,
E. Codina-Sampera , E. Cerezo-Pippi , N. Magro-Benito
Sant Joan de Déu Hospital. Pediatric Nephrology Service. Barcelona. -
Spain

Introduction: Calcineurin inhibitors treatment due to maintaining high
serum levels in Hematopoietic stem cell transplantation(HSCT) triggers
thrombotic microangiopathy(TMA), so it’s important know early signs
and management in each case.
Material and methods: 6-year-old boy with diagnosis of
myelodysplastic syndrome transferred to our center after onset of acute
myeloblastic leukemia for allogeneic HSCT.
Results:He received cyclosporine(CsA) treatment, after 3 months, a
non-immune haemolytic anemia was found associated with nephrot-
ic range proteinuria and hypertension, without renal dysfunction,
thereby we started monitoring it with maintenance diuresis at all
times, presenting blood pressure (BP) 140/90mmHg(> p99). The
blood and urinary assessment show non-immune hemolytic anemia
and abrupt decrease in platelets(63.000/mm3), nephrotic range
proteinuria(Pr/Cr 6.5mg/mg), without renal dysfunction. Secondary
TMAwas suspected, CsA was suspended (possible triggering factor)
and replaced by corticosteroid therapy preventing graft versus host
disease(GVHD). Proteinuria and hypertension persist in spite.
During evolution, proteinuria reached a maximum Pr/Cr 14mg/mg
index, remaining high after 1 month but, suspending CsA, protein-
uria was Pr/Cr 3-4mg/mg.
By the clinical evolution, renal biopsy was performed before es-
tablishing the therapeutic strategy. Once diagnosis of TMA was
confirmed with signs of activity and persistence of analytical al-
terations, we started therapy with eculizumab after carrying out a
complement genetic sample. After eculizumab, clinical and ana-
lytical improvement of patient was observed, improvement of pro-
teinuria up to Pr/Cr 0.18 mg/mg and control of BP. During evo-
lution genetics shows a risk haplotype in complement regulatory
genes.
Conclusion: In this case, the main differential diagnosis would be
with renal GVHD and TMA secondary to infection, chemo-
radiotherapy or underlying disease itself. Main importance of pro-
teinuria and hypertension as an early marker of TMA in HSCT
can be highlighted as the main clinical data, thus being able to
foresee the damage and reduce/eliminate immunosuppression,
achieving an important decrease in morbidity and mortality in
these patients.
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IPN10621-81 MATERNAL PREBIOTICS OR PROBIOTICS
THERAPY PREVENTS HYPERTENSION PROGRAMMED BY
HIGH-FAT DIET IN ADULT OFFSPRING

Y. Tain 1, C. Hsu 2

1 Department of Pediatrics, Kaohsiung Chang Gung Memorial Hospital
and Chang Gung University College of Medicine, Kaohsiung - Taiwan,
2 Department of Pharmacy, Kaohsiung Chang Gung Memorial Hospital
and Chang Gung University College of Medicine, Kaohsiung - Taiwan

Introduction: Hypertension can originate in early life caused by
maternal high-fat (HF) consumption. Gut microbiota and their me-
tabolites and renin-angiotensin system (RAS) are involved in the
development of hypertension. Despite the beneficial effects of
prebiotic/probiotic on human health, little is known whether maternal
use of prebiotics/probiotics could protect offspring against disease in
adulthood. We investigated whether maternal HF diet-induced pro-
grammed hypertension in adult offspring can be prevented by thera-
peutic uses of prebiotic inulin or probiotic Lactobacillus casei during
gestation and lactation.
Materials andmethods: Pregnant Sprague–Dawley rats received regular
chow or HF diet (D12331, Research Diets), with 5% w/w long chain
inulin (PRE), or 2 × 108 CFU/day Lactobacillus casei via oral gavage
(PRO) during pregnancy and lactation. Male offspring (n=8/group) were
assigned to four groups: control, HF, PRE, and PRO. Rats were sacrificed
at 16 weeks of age. Gut Microbiota profiling was analyzed by 16S
metagenomics sequencing.
Results: Maternal prebiotic or probiotic therapy prevents hyperten-
sion programmed by maternal HF consumption. Both prebiotic and
probiotic therapies decreased the Firmicutes to Bacteroidetes ratio
and renal mRNA expression of Ace, but increased abundance of ge-
nus Lactobacillus and Akkermansia. Also, prebiotic treatment pre-
vents HF-induced hypertension is associated with reduced fecal bu-
tyrate level, while probiotic therapy restored several Lactobacillus
species. The beneficial effects of prebiotic or probiotic therapy on
hypertension programmed by maternal HF diet are relevant to alter-
ations of microbial populations, modulation of microbial-derived me-
tabolites short chain fatty acids, and inhibition of the RAS.
Conclusion: Our results cast a new light on maternal gut microbiota-
targeted therapies could be reprogramming strategies to prevent hyper-
tension programmed by maternal HF intake.
Keywords: Developmental programming; gut microbiota; hypertension;
prebiotic; probiotic

IPN10622-82 SIDE EFFECTS PROFILE DURING ORAL
CYCLOPHOSPHAMIDE THERAPY IN CHILDREN WITH
STEROID SENSITIVE NEPHROTIC SYNDROME

G.S. Dhooria , J. Sandhu , D. Bhat , P.A. Pooni
Dayanand Medical College and Hospital, Ludhiana - India

Background: Seventy percent of children with minimal change
nephrotic syndrome (MCNS) have a steroid-dependent or frequent
relapsing course of the disease, and many are treated with oral
cyclophosphamide. We describe the side effect profile of children
with steroid sensitive nephrotic syndrome treated with oral cyclo-
phosphamide in the Pediatric Nephrology Clinic of our institution
from 2007 to 2019.
Methods: From the clinic, we identified 81 patients with steroid sensitive
Nephrotic Syndrome who received oral cyclophosphamide therapy.
Demographic data and side effects information like leukopenia, infections
needing interruption of treatment was retrieved from record of each

patient file and entered in a structured performa. We also compared the
outcome of patients with interruption course due to low TLC (<4000
cells/cumm) and uninterrupted course during the cyclophosphamide
treatment.
Results: Mean age of patients at start of cyclophosphamide therapy was
4.87 years. Of the 81 cases, 14 were FRNS and 67 cases were SDNS
cases. 21 cases (26%) had interruption of course for few weeks most
commonly because of low TLC. During the course, four cases (4.9%)
needing hospitalisation due to infections (Spontaneous Bacterial
Peritonitis, 2 cases; UTI, 1 case; sepsis, I case). Patients having low
TLC had more chances of infections (p <0.05) and interruption of the
course. Of total 81 cases, 51 cases (63%) were responders and 29 cases
(37%) were non responders. Interruption of cyclophosphamide course for
few weeks did not affect the one year outcome of these patients.
Conclusion: Leukopenia during cyclophosphamide therapy occurred in
one-third of patients and severe bacterial infections requiring hospitaliza-
tion in 4.9 % of the patients. Cyclophosphamide is a relatively safe drug
but should be monitored for development of leukopenia and infections
during the therapy.

IPN10623-83 CLINICO-PATHOLOGICAL PROFILE OF
CHILDREN WITH LUPUS NEPHRITIS IN ATERTIARY CARE
HOSPITAL

A. Begum 1, S.M. Shanta 2, S.A. Luna 3, A.A. Mamun 4, T. Jesmin 4, S.S.
Huque 5, G.M. Uddin 6, R.R. Roy 7, M.H. Rahman 8

1 Associate professor, Dept. of Pediatric Nephrology, Bangabandhu
Sheikh Mujib Medical University, Dhaka - Bangladesh, 2 Medical officer,
Dept. of Pediatric Nephrology, Bangabandhu Sheikh Mujib Medical
University, Dhaka - Bangladesh, 3 Resident, Dept. of Pediatric
Nephrology, Bangabandhu Sheikh Mujib Medical University, Dhaka -
Bangladesh, 4 Assistant Professor, Dept. of Pediatric Nephrology,
Bangabandhu Sheikh Mujib Medical University, Dhaka - Bangladesh,
5 Associate Professor, Dept. of Pediatric Nephrology, Bangabandhu
Sheikh Mujib Medical University, Dhaka - Bangladesh, 6 Professor,
Dept. of Pediatric Nephrology, Bangabandhu Sheikh Mujib Medical
University, Dhaka - Bangladesh, 7 Professor & Chairman, Dept. of
Pediatric Nephrology, Bangabandhu Sheikh Mujib Medical University,
Dhaka - Bangladesh, 8 Ex chairman & Professor, Dept. of Pediatric
Nephrology, Bangabandhu Sheikh Mujib Medical University, Dhaka -
Bangladesh

Abstract
Introduction: This study was done to observe the clinico-pathological
presentation of children presented with lupus nephritis (LN).
Materials and methods: This cross sectional study was done in children
aged 1-18 years with LN, admitted in Pediatric Nephrology department of
Bangabandhu Sheikh Mujib Medical University (BSMMU), Dhaka,
Bangladesh from January 2017 to April 2019. LN was diagnosed accord-
ing to Systemic Lupus International Collaborating Clinics (SLICC)
criteria. All patients underwent renal biopsy and tissues were examined
under light microscopy and immune-fluorescence by a pathologist in
pathology department of BSMMU.
Result: Thirty five children with LN with a mean age of 11.6 ±
3.9 years were evaluated and 26 (74.28%) were female. Among
the clinical criteria acute cutaneous lupus, chronic cutaneous lu-
pus, oral ulcer, nasal ulcer, non-scaring alopecia, arthritis, pleuricy
and pleural effusion were present in 27 ( 77.14% ), 10 ( 28.57%
), 18 (51.4%), 2 (5.7%) , 14 (40%), 17 (48.6%), 2 (5.7%) and 4
(11.4%) patients respectively. Seizure disorder, psychosis was
present in 2 (5.7%) and 4 (11.4%) patients respectively. Among
the hematological and biochemical parameters, 24 hours UTP (>
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500 mg), hemolytic anaemia , leukopenia, lymphopenia and
thrombocytopenia were present in 20 (57.1), 9 (25.7%), 4
(11.4%), 6 (17.1%) and 2 (5.7%) patients respectively.
Immunological criteria revealed positive ANA, positive anti-ds
DNA, positive anti-smith and positive lupus anticoagulant in 4
(68.6%), 25 (71.4%), 3 ( 8.6% ) and 1 (2.9%) patient respective-
ly. According to histological staging, 1(2.86%) was in class I,
11(31.43%) were in class II, 1(2.86%) was in class III, 18(51.43%) were
in class IV, 2(5.71%) in class V and 2 (5.71%) were in class III+V.
Conclusion: Seizure disorder and psychosis was least among clinical
presentation and class IV was the mostly observed stage on histology in
children with lupus nephritis.

IPN10624-84 SUPERIORITY OF CYSTATIN C OVER
CREATININE IN EARLY DIAGNOSIS OF AKI IN PEDIATRIC
LEUKEMIA PATIENTS

T. Yamaguchi , S. Akagawa , S. Yamanouchi , Y. Akagawa , T. Omachi ,
J. Kino , T. Kimata , S. Tsuji , H. Kawasaki , K. Kaneko
Department of Pediatrics, Kansai Medical University, Osaka - Japan

Introduction: Acute kidney injury (AKI) is a common complica-
tion in adult leukemia patients leading to high mortality rates. We
have previously reported a high incidence of AKI in pediatric
patients with leukemia. As AKI can lead to chronic kidney dis-
ease, early diagnosis of AKI is necessary to initiate appropriate
treatment. We have compared the accuracy of cystatin C (CysC)
and creatinine (Cre) in early diagnosis of AKI in pediatric pa-
tients with leukemia undergoing chemotherapy.
Material & methods: Serum CysC and Cre levels were measured
to calculate estimated glomerular filtration rates (eGFR; CysC-
eGFR and Cre-eGFR, respectively) (Uemura O, et al. 2014,
Uemura O, et al. 2014) in 8 pediatric leukemia patients (6 boys,
aged 2-10 years) before and three times a week over a period of
40 courses of chemotherapy. AKI was assessed and graded based
on the pediatric RIFLE scale and the following were recorded
based on CysC-eGFR and Cre-eGFR: 1) incidence of AKI per
patient, 2) incidence of AKI per all chemotherapy courses, and
3) day of diagnosis.
Results:
1) All 8 patients developed AKI during chemotherapy (100% incidence)
and eventually recovered.
2) During the 40 courses, AKI was diagnosed in 29 courses by CysC-
eGFR (73%: “Risk” 68%, “Injury” 3%, “Failure” 3%, “Loss” 0%) and 24
courses by Cre-eGFR (60%: “Risk” 55%, “Injury” 3%, “Failure” 3%,
“Loss” 0%).
3) AKI was diagnosed in 22 courses by both CysC-eGFR and Cre-eGFR;
within day 10 (3-25 days) by CysC-eGFR and day 25 of chemotherapy
(12-32 days) by Cre-eGFR (p=0.006).
Conclusions: CysC-eGFR can detect AKI earlier in pediatric leukemia
patients on chemotherapy than Cre-eGFR.

IPN10625-85 PROGNOSTIC VALUE OF CYCLOSPORINE A
TREATMENT IN CHILDREN WITH INFANTILE NEPHROTIC
SYNDROME

A. Agaronian , A. Tsygin
National Medical Research Center of Children’s Health - Russian
Federation

Infantile nephrotic syndrome (INS) is a rare and severe renal
disease with high risk of developing to the end stage chronic
kidney disease. It’s characterized by heavy proteinuria, hypoalbu-
minemia and edema developing between the ages of 3 and 12
months. Genetic testing confirms the hereditary reasons for INC,
that lead to ongoing discussion about the expedience of the im-
munosuppressive therapy by steroids and cyclosporine A (CSA)
for them.
To access the effectiveness of treatment with cyclosporine A in
children with infantile nephrotic syndrome retrospectively were
analyzed 10 children diagnosed at the pediatric nephrology de-
partment of National Medical Research Center of Children’s
Health from January 2011 to November 2018. The morphologic
findings have been described as idiopathic nephrotic syndrome.
Among them 4 children had mutations: 2 of them had mutation
in gene NPHS2, 1- in COQ6, 1- in WT1.
7 children were treated with cyclosporine A which led to complete
remission in 3 children (2 of them didn’t have mutations in genes,
1 had compound-heterozygous mutations in NPHS2 gene (R229Q,
K299N) and partial remission in 3 children (1 without any muta-
tion, 1 with mutation in WT1 and another one with non- com-
pound-heterozygous mutations in COQ6 gene). 3 patients were
out of CSA treatment. Among them 2 children didn’t need it due
to steroid sensitivity, another 1 child was taken a nephroprotective
therapy.
Conclusion: Genetic test for children with infantile nephrotic syn-
drome has the relevant predictive impact for CSA effectiveness
determination.

IPN10626-86 CLINICAL EXPERIENCE WITH PEDIATRIC C3
GLOMERULOPATHY WHERE ANTI-COMPLEMENT
AGENTS ARE OUT OF REACH

K. Tiewsoh 1, V. Pandiaranjan 2, R. Nada 3, D. Suri 2, A. Gupta 2, A. Rawat 2,
R. Ramachandran 4, A. Kumar 3
1 Division of Pediatric Nephrology, Department of Pediatrics, PGIMER,
Chandigarh - India, 2 Division of Allergy & Immunology,Department of
Pediatrics, PGIMER, Chandigarh - India, 3 Department of
Histopathology, PGIMER, Chandigarh - India, 4 Department of
Nephrology, PGIMER, Chandigarh - India

Introduction: C3 glomerulopathy (C3G), a term used for glomer-
ular disease with dominant C3 deposits and relatively absent im-
munoglobulin, is due to alternate complement pathway abnormal-
ities. As literature is scarce, we describe clinical profile and out-
come of 20 children with C3G.
Methodology: Out of 23 children diagnosed with C3G (January
2013 - April 2016), 3 were excluded from this retrospective study
as they had no electron microscopy reports. Others were classified
as dense deposit disease (DDD), C3glomerulonephritis (C3GN)
and atypical diffuse proliferative glomerulonephritis (aDPGN).
Clinical data, investigations, therapies and follow-up were re-
trieved from case records and analyzed.
Results:DDDwas noted in 12 (60%), C3GN in 6 (30%) and aDPGN in 2
(10%).
In 12 DDD patients, 5 were boys. The median presenting age was
10.5years(range: 6-13 years) and delay in diagnosis was 4.5
months(range: 15days - 48months). All had nephrotic range pro-
teinuria, 8 had hematuria and 7 had deranged renal function test
(RFT). Median follow-up was 7.5months(range: 1-18months).
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Plasmapheresis, steroids, cyclophosphamide (CP) and mycopheno-
late mofetil (MMF) were tried. Only one patient who received
plasmapheresis, steroids and MMF had sustained remission.
In 6 C3GN patients, 4 were boys. The median presenting age was
10years(range: 2-12years) and delay in diagnosis was 1.75months(range:
1-24months). All presented with nephritic syndrome, though 4 had ne-
phrotic range proteinuria. Median follow up was 15months(range: 3-
36months). Steroids, CP or MMF were administered. All except one
improved.
Both children with aDPGN presented with nephritis and improved with
immunosuppressants.
Conclusion: DDD (60%) was more common than C3GN (30%).
While DDD patients had nephrotic range proteinuria with/without
deranged RFT, C3GN had nephritis with nephrotic range protein-
uria. C3GN improved with immunosuppressants. Though we doc-
umented remission with 1 patient with DDD, yet need of comple-
ment blockage drugs in this part of the world is obvious.
Keywords: C3Glomerulopathy; Dense Deposi t Disease ;
C3Glomerulonephritis

IPN10627-87 HEMODYNAMICS AND TARGET ORGAN
DAMAGE IN ADOLESCENTS WITH AMBULATORY
PREHYPERTENSION

L. Obrycki 1, J. Feber 2, M. Litwin 1

1 Department of Nephrology, Kidney Transplantation and Hypertension,
Children’s Memorial Health Institute, Warsaw - Poland, 2 Division of
Nephrology, Department of Pediatrics, Ottawa - Canada

Ambulatory prehypertension (PreHT) is defined as an elevated
office blood pressure (BP) above the 90th percentile/>120/
80mmHg, normal 24h ambulatory BP (<95th percentile/<130/
80mmHg) but elevated BP load >= 25%. . The aim of our study
was to analyze markers of target organ damage (TOD) and he-
modynamics in adolescents with PreHT in comparison with true
hypertensive (elevated office and ambulatory BP, tHTN) and
normotensive subjects (NT).
Material and methods: We analyzed 166 children (36 girls; 14.9
±2.1 years): 30 PreHTN, 70 tHTN and 66 NT with no signifi-
cant differences in age, weight and BMI. We assessed mean
arterial pressure (MAP), stroke volume (SV), cardiac output
(CO), aortic BP (AoBP), total peripheral resistance (TPR), and
pulse wave velocity (PWV) by oscillometry (Vicorder); left ven-
tricular mass index (LVMi) and carotid intima-media thickness
(cIMT).
Results: As the BP increased from NT through preHTN to tHTN
we observed significant (p<0.01) increases in MAP, AoBP, SV,
CO and PWV. PWV-SDS were significantly increased in
PreHTN and tHTN (2.3±1.5 and 2.5±1.7; NS) compared to NT
(1.4±1.5, p<0.01). PreHTN and tHTN groups had similar TPR,
both lower than NT (p>0.01). LVMi (g/m2.7) increased from
31.7±7.2 in NT, to 33.9±5.0 in PreHTN and 36.9±6.7 in tHTN
(p<0.01). LVMi/95th in PreHTN (0.81±0.12) situated between NT
(0.76±0.15) and tHTN (0.88±0.16); preHTN vs tHTN (p=0.09),
preHTN vs NT (p=0.38). cIMT-SDS were normal in NT (0.76
±0.62), but significantly elevated in PreHTN and tHTN (1.19
±0.64 and 1.50±0.92, p<0.01).
Conclusion: Subjects with preHTN had similar hemodynamics and
TOD as subjects with tHTN; therefore at risk for development of
cardiovascular complications if not monitored or treated.

IPN10629-89 NEPHROTIC SYNDROME WITH ACUTE
PULMONARY EMBOLISM IN CHILDREN: A CASE REPORT

T. Do Dang 1, Q. Nguyen Duc 2

1 Department of Pediatrics, Division of Nephrology, University of
Medicine & Pharmacy – Ho Chi Minh City - Viet Nam, 2 Nephrology
Department, Children’s Hospital 1 – Ho Chi Minh City - Viet Nam

Abstract
Introduction: Venous thromboembolism (VTE) is a rare but life-
threatening complication of pediatric nephrotic syndrome (NS).
Acute pulmonary embolism (PE) is the most serious clinical pre-
sentation of VTE and will lead to death in the acute phase if it is
not diagnosed and treated promptly. Guidelines and/or consensus
for pediatric VTE treatment in NS have not been available. We
describe an unusual case of pediatric NS with acute bilateral PE
at Children’s Hospital 1.
Material and methods: Case report.
Results: A 38-month-old boy with late steroid-resistant NS on
cyc lospor ine A and predni sone was presen ted to the
Emergency Department with a four-day history of gradually
worsening dyspnea, hemoptysis, and low-grade fever. The
chest x-ray was clear. Blood test results showed elevated white
cell counts of 27.75 ×109/L with predominant neutrophil of
81%, thrombocytosis of 1,232 ×109/L, and increases in D-
dimer level of 4.75 μg/mL and fibrinogen level of 11.75 g/L.
The echocardiogram showed emboli in the left pulmonary ar-
tery, pulmonary infarctions dotted around the peripheral left
lung, accompanied by the right ventricular dilation, tricuspid
regurgitation and elevated pulmonary arterial systolic pressure
of 46 mmHg. A 12-lead EKG showed an S1Q3T3 pattern.
Given his clinical presentations and abnormally initial work
up results, a diagnosis of acute PE would be thought. The
computed tomography angiography result confirmed the diag-
nosis of PE with the images of bilateral pulmonary infarctions.
He was on the anticoagulant therapy including heparin then
transitioned to oral vitamin K antagonist. His PE was resolved
completely.
Conclusions: PE in pediatric NS presents with nonspecific symp-
toms and signs. Hence, when there are any suspiciously clinical
manifestations of PE in childhood NS, further evaluations in-
cluding imaging studies should be indicated. The early aggres-
sive anticoagulant therapy shows a favorable outcome. Further
studies are necessary to identify VTE-risk biomarkers and opti-
mal therapeutic regimens.

IPN10630-81 STEROID SENSITIVE NEPHROTIC SYNDROME:
UPDATED COCHRANE SYSTEMATIC REVIEWS OF
RANDOMISED CONTROLLED TRIALS

E. Hodson 1, D. Hahn 2, N. Larkins 3, I. Liu 4, S. Samuel 5, J. Craig 6

1 Cochrane Kidney and Transplant, Centre for Kidney Research,
The Children’s Hospital at Westmead, Sydney - Australia,
2 Department of Nephrology, The Children's Hospital at
Westmead, Sydney - Australia, 3 Department of Nephrology,
Princess Margaret Hospital, Perth - Australia, 4 Department of
Paediatrics, National University Health System, Singapore -
Singapore, 5 Department of Pediatrics, University of Calgary,
Calgary - Canada, 6 College of Medicine and Public Health,
Flinders University, Adelaide - Australia
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Introduction: Updates of systematic reviews of randomised trials
support treatment decisions for children with SSNS.
Materials and methods: We searched the Cochrane Kidney and
Transplant Registry to March 2019 for new RCTs evaluating ther-
apy in children with SSNS. Two authors independently assessed
risk of bias and extracted data. Results were expressed as risk
ratio (RR) with 95% confidence intervals (CI). The certainty of
the evidence was assessed using GRADE.
Results: Forty five RCTs (11 new RCTs) assessed corticoste-
roid therapy in SSNS. In studies at low risk of bias, prednis-
olone for 6 months compared with 2 months (4 RCTs. 585
children; RR 0.99, 95% CI 0.82 - 1.19) or compared with 3
months (3 RCTs. 377 children; RR 1.00, 95% CI 0.74 - 1.34)
makes little or no difference to the number with frequent re-
lapses (high certainty evidence) at 12-24 months. In children
with frequent relapses, low dose daily compared with alternate
day prednisolone may prolong the duration of remission (1
RCT. 61 children; RR 2.07, 95% CI 1.11 – 3.85); low certain-
ty evidence.
Forty three RCTs (12 new RCTs) assessed non-corticosteroid
therapy in SSNS. Rituximab compared with calcineurin inhibi-
tors (CNI) probably reduces the number of children who relapse
at six months (5 RCTs, 269 children; RR 0.23, 95% CI 0.12 –
0.43) and 12 months (3 RCTs, 198 children; RR 0.63, 95% CI
0.42 - 0.93) (moderate certainty evidence). Mycophenolate mo-
fetil compared with levamisole (1 RCT; 149 children; RR 0.90,
95% CI 0.70 – 1.16) or with cyclosporin (2 RCTs, 82 children;
RR 1.90 (0.66 - 5.46) may make little or no difference to the
risk of relapse (low certainty evidence).
Conclusions: In children with SSNS, two months of prednisolone
is as effective as longer treatment courses, with rituximab more
effective than CNIs as second-line therapy.

IPN10631-82 MATERNAL UNDERNUTRITION AGGRAVATES
UUO-INDUCED RENAL INJURY IN RAT MALE OFFSPRING
VIA NITROSATIVE STRESS

M. Hida 1, T. Abe 2, A. Hashiguchi 2, M. Awazu 1

1 Department of Pediatrics, Keio University School of Medicine,
Tokyo - Japan, 2 Department of Pathology, Keio University
School of Medicine, Tokyo - Japan

Maternal undernutrition is known to reduce nephron number
but it may also affect tubules, interstitium, capillary density,
and response to oxidative stress. We examined the response
to unilateral ureteral obstruction (UUO), an established mod-
el of renal fibrosis, in the kidney of offspring from control
and nutrient restricted rats. Six-week old male offspring
from rats given food ad libitum (CON) and those subjected
to 50% food restriction throughout pregnancy (NR) were
subjected to UUO for 7 days. Body weight was significantly
lower in NR. Systolic blood pressure and blood urea nitro-
gen increased similarly in both CON and NR after UUO.
Tubular necrosis in the obstructed kidney, on the other hand,
was more extensive in NR. Also, the collagen area, a marker
of fibrosis, of the obstructed kidney was significantly in-
creased compared with the contralateral kidney only in NR.

Capillary density was decreased similarly in the obstructed
kidney of both CON and NR compared with the contralateral
kidney suggesting that capillary rarefaction was not the
cause of the more severe renal damage in NR. Urine ni-
trate/nitrite, a marker of nitric oxide production, from the
obstructed kidney was signif icantly increased in NR vs
CON. Nitrotyrosine, a marker of nitric oxide-mediated free
radical injury, was increased in the obstructed kidney com-
pared with the contralateral kidney in both CON and NR,
but the extent was significantly greater in NR. In conclu-
sion, more severe tubular necrosis and fibrosis after UUO
was observed in NR, which was thought to be due to in-
creased oxidative/nitrosative stress.

IPN10632-83 CONTINUOUS RENAL REPLACEMENT
THERAPY IN A PEDIATRIC AND ONCOLOGICAL
HOSPITAL IN BOGOTA, COLOMBIA

C.A. Jimenez-Triana 1, J. Chamorro-Rojas 1, O.J. Leon-Guerra 2, R.
Perez-Morales 2

1 Pediatric Nephrology Department, Fundacion Hospital
Pediatrico de la Misericordia, Bogota - Colombia, 2 Pediatric
Intensive Care Unit, Fundacion Hospital Pediatrico de la
Misericordia, Bogota - Colombia

Introduction: Continuous renal replacement therapy (CRRT) is
useful in critically ill patients by helping to improve problems
resulting from conditions of volume overload or those caused
by metabolic disturbances such as uremia or electrolyte
imbalance.
Methods: We performed a retrospective observational study
describing the clinical characteristics of pediatric patients re-
ceiving CRRT in the PICU of the Fundación Hospi tal
Pediátrico de la Misericordia in Bogota, Colombia for a peri-
od of 12 months (September 2016 - August 2017). We used
the Aquarius™ System technology (Nikkiso America Inc.).
Results: We report 20 children (70% men) with a mean age of
9.4 years, 45% (9/20) had a diagnosis of any kidney disease and
30% (6/20) an oncological disease. The indication for initiating
CRRT was uremia (4/20), hypervolemia (4/20) or both (12/20);
the GFR at the beginning of therapy was 10.8, 43.7 and 126
mL/min/1.73m2 respectively. We used HF in 13 patients (65%)
and HDF in 7 (35%). The mean effluent dose was 45 mL/Kg/h,
the mean fluid overload was 11,8%, (14.3% in hypervolemic pa-
tients). The time between ICU admission and the beginning of
CRRT was 43.9 hours (range 3-216, SD 58.1) and the duration
of therapy 117,3 hours. 90% of patients received citrate
anticoagulation, the ICU stay was 16.5 days (range 2-39, SD
11.6) and mortality was 40% (8/20), all septic and cancer patients
died. Finally, patients who died had a higher percentage of
hypervolemia (15.1 vs. 9.6%, p = 0.1), a later onset of therapy
(82.6 vs. 18.1 hours, p = 0.01) and a slightly lower effluent dose
(42.9 vs. 46.4 ml/kg/h, p = 0.55).
Conclusion: We concluded that CRRT are a useful therapeutic
option in the pediatric population, however, in cancer patients
and those with septic shock should be initiated early because
delay was associated with higher mortality.
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IPN10633-84 PREVALENCE, PATTERN AND OUTCOME OF
RENAL DISEASES IN CHILDREN HOSPITALIZED IN
NATIONAL REFERRAL HOSPITAL, BHUTAN

S. Sonam 1, T. Choden 2, T. Lhadon 2

1 Khesar Gyalpo University of Medical Sciences of Bhutan,Thimphu -
Bhutan, 2 Jigme Dorji Wangchuck National Referral Hospital, Thimphu -
Bhutan

Introduction: Children with renal diseases present with non-specific
signs and symptoms due to which it often goes undetected. Renal diseases
are the major causes of morbidity and mortality in hospitalized children.
Studies from different geographical areas around the world have reported
variable patterns of renal disease in children. No study has been done in
Bhutan regarding childhood renal diseases.
Objective: To determine the prevalence, pattern and outcomes of renal
diseases among children admitted in Jigme Dorji Wangchuck National
Referral Hospital, Thimphu.
Material and methods: This was a descriptive study conducted in chil-
dren aged one month to less than 13 years with renal diseases admitted in
Pediatric ward, Pediatric Intensive Care Unit, Surgical Ward and Cabin
Ward from January to December 2018. Data was collected using a struc-
tured interviewer administered pro forma; and entered and analyzed in
EpiData. Ethical clearance was obtained from Research Ethics Board of
Health, Thimphu.
Results: Out of 1648 children, 128 (7.8%) had renal diseases. The medi-
an age at presentation was 2.5 years (interquartile range 0 to 8). The most
common diseases were Acute Kidney Injury (48, 37.5%), acute glomer-
ulonephritis (37, 28.9%), urinary tract infection, (37, 28.9%), congenital
abnormality of kidney and urinary tract (11, 8.6%) and nephrotic syn-
drome (11, 8.6%). Median duration of hospital stay was 8 days (IQR 4 to
14.8). Forty patients (31.3%) required PICU care with median duration of
ICU stay of 6.5 days (IQR 3.3 to 9.8). Of 128 patients, 4 (3.1%) patients
were referred outside the country for further management, 5 (3.9%) pa-
tients underwent dialysis and 28 (21.9%) patients died. The causes of
mortality were AKI (26, 92.9%) and CKD (2, 7.1%).
Conclusion: The prevalence of renal diseases was high. AKI was themost
common cause of morbidity and mortality. Improving pediatric renal ser-
vices would help in early detection and treatment of these conditions.

IPN10634-85 BK VIRUS NEPHROPATHY IN KIDNEY
RECIPIENT WITH AUTOIMMUNE DISEASE. WHEN
SOLUTION IS NOT THE WORSE

V. Lopez-Baez , P. Arango-Sancho , A. Madrid-Aris , Y. Calzada-Banos ,
E. Codina-Sampera , E. Cerezo-Pipi , N. Magro-Benito
Sant Joan de Déu Hospital. Pediatric Nephrology Service, Barcelona. -
Spain

Introduction:Monitoring renal graft involves factors that may have im-
pact on graft/patient survival. We emphasize possibility of rejection, re-
currence or infectious immunosuppression complications as BKV
nephropathy.
Material and methods: Case review: Recipient with Dense-Deposits-
Disease(DDD) and graft dysfunction. We proposed differential diagnosis
including relapse, rejection and BK virus (BKV) nephropathy and diffi-
cult handling.
Results: 12-year-old male with 5-year history of progressive and irrevers-
ible deterioration of renal function and hemodialysis needs in July-2017.
Immunological study showed lowC3 levels and positivity of C3 nephritic
factor, renal biopsy showed DDD pattern by electron microscopy.
He received a deceased donor kidney transplantation on August-2018.
Previously he started mycophenolate and immunoadsorption sessions
with single dose of rituximab. In post-transplant, sessions of
immunoadsorption were performed demonstrating increasing in C3

complement levels and C3 nephritic factor negative with no activity in
urinary assessment. Post-transplant follow-up, he presented rapidly in-
creasing BK viremia, replacing mycophenolate with everolimus.
However, after 2 weeks, proteinuria appeared in non-nephrotic range
associated with microhematuria and creatinine increasing levels. First
graft biopsy demonstrates DDD recurrence without BKV nephritis or
rejection. Intensification of immunoadsorption has performed even im-
munosuppression therapy with no response but increase in viral replica-
tion. Second graft biopsy demonstrating BKV nephropathy. It was not
possible to control viral replication and deterioration of graft function and
increased proteinuria continued to dialysis needs.
Conclusion: Highlights are differential diagnosis of graft function ac-
cording to time it occurs. In addition, association of BK viremia would
be strong indicator of BKV nephropathy if graft disfunction, but early
proteinuria may be an indicator of recurrence or rejection. Measures to
decrease the impact on graft may include: 1. Optimize immunosuppres-
sion to control DDD; 2. Assuming a higher viral replication and the
outcome of BKV nephropathy or; 3. Try to control the viremia, assuming
progression of its disease and/or a possible rejection.

IPN10635-86 SUCCESS OFACONSERVATIVE STRATEGY FOR
SEVERE PRIMARY HYPEROXALURIA IN A 6 WEEKS OLD
INFANT

A. Couderc 1, A. Cambier 1, C. Acquaviva 2, J. Benoist 3, E.L. Letavernier 4,
A. Maisin 1, V. Baudouin 1, T. Kwon 1, G. Deschenes 1, C. Dossier 1
1 Néphrologie Pédiatrique, Hôpital Robert-Debré, APHP, Paris - France,
2 Service des Maladies Héréditaires du métabolisme, Centre de Biologie
et Pathologie Est, CHU de Lyon, Bron - France, 3 Laboratoire de
Biochimie métabolique, Hôpital Robert-Debré, APHP, Paris - France,
4 Laboratoire des lithiases, Explorations fonctionnelles, Hôpital Tenon,
APHP, Paris. - France

Introduction: Primary type I hyperoxaluria (PH) is a severe autoso-
mal recessive kidney disorder leading to end stage kidney disease
within the first years of life due to errors in the metabolism of
glyoxylate and oxalate. Non-specific supportive measures are the
only treatment so far.
Material &methods:We report the case of a 6 weeks old girl diagnosed
with type I HP. She is the third child of Caucasian first cousins parents. At
diagnosis, she showed poor weight gain, creatinine serum level at
350μmol/L, normal urine volume and hyperechogenic kidneys. Urine
glycolate/creatinine was 8656μmol/mmol, oxalemia was 357μmol/l and
genetic testing confirmed type I HP with homozygous mutation
c.508G>A (p. Gly170Arg) in AGXT gene, responsive to pyridoxine sup-
plementation. There was no cardiac or ocular deposits of oxalate.
Supportive treatments were started as soon as diagnostic was suspected
with extracellular and intracellular hyperhydratation and moderate
hyponatremia, sodium citrate, antioxidant treatment with cysteamine to
protect kidney tubular cells from oxalate’s direct toxicity, and reduction of
oxalate production with pyridoxine supplementation (20mg/kg/day) and
an oral LDH-5 inhibitor.
Results:After 3 days of this regimen, glycolaturia/creatininuria droped to
107μmol/μmol. Despite the severity of her condition, given the young
age (6 weeks) , the low weight (4240g), and normal urine volume, choice
was made not to start dialysis for oxalate epuration. After 15 days of those
treatments, renal function improved with creatinine level at 180μmol/L
(GFR 10ml/min/1.73m2). Oxalemia was between 75-130μmol/l, urine
oxalate/creatinine was around 0,40mmol/mmol and urine glycolate/
creatinine was normal. This conservative regimen was maintained with
continuous hyperhydratation at 4,5L/m2/day. At the age of 7 months,
weight is 7.3kg, serum creatinine 107μmol/L (GFR 20ml/min/1.73m2)
and oxalemia around 40-50μmol/l.
Conclusions: In this unique observation, responsiveness to pyridoxine
allowed limitation of oxalate production and combined conservative
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measures helped to partially improve kidney function, delaying renal
replacement therapy.

IPN10636-87 ABDOMINAL MASSES IN THE PRENATAL
PERIOD. A CASE REPORT

V. Lopez-Baez , P. Arango-Sancho , A. Madrid-Aris , Y. Calzada-Banos ,
E. Codina-Sampera , E. Cerezo-Pipi , N. Magro-Benito
Sant Joan de Déu Hospital. Pediatric Nephrology Service, Barcelona. -
Spain

Introduction: We present a prenatal differential diagnosis of abdominal
masses case review and possible fetal approach, highlighting usefulness
of biochemical characteristics of amniotic fluid and fetal urine as early
markers of renal dysfunction.
Results: First gestation (homologous FIV) of 36 years healthy mother.
For 23 gestation week a fetal abdominal mass (apparent liquid content) is
detected displacing and compressing caudally left kidney without achiev-
ing visualization of the ureter and hyperechogenic appearance of right
kidney without urinary tract dilatation and no visualization of bladder but
integral abdominal. Fetal intervention is decided with drainage of abdom-
inal lesion, obtaining a serous fluid compatible to biochemical analysis
with plasma ultrafiltrate. The genetic study performed was normal and no
signs were detected that justified the elective interruption of pregnancy.
Labor (forceps) was carried out at week 39 with weight and height ap-
propriate to their gestational age, without requiring resuscitation. The
examination revealed normal abdominal wall but distended abdomen.
Perineum with imperforate anus and perineal fistula (vaginal and urethral
orifice present). Abdominal ultrasound revealed a left dysplastic and ec-
topic kidney and right uretero-hydronephrosis with pelvic dilation and
ectopic ureter ending in rudimentary bladder. Prophylactic antibiotic
was started with catheter placement decompressing urinary tract.
Progressively, the analytical control showed improvement in renal func-
tion with slow and progressive decrease in serum Cystatin C levels.
Conclusion: Prenatal differential diagnosis for abdominal masses in-
cludes bladder exstrophy, obstructive left megaureter with left renal dys-
plasia, right ectopic ureter with associated bladder hypoplasia, fetal ab-
dominal tumors (bladder rhabdomyosarcoma) or malformations in the
VACTERL/VATER association. In our patient final diagnosis of left ob-
structive megaureter with left renal dysplasia and right ectopic ureter
justified the associated bladder hypoplasia. We emphasize importance
of studying biochemical characteristics of neonatal urine as an early
marker of renal dysfunction and establishment of chronic kidney disease
undervalued by current biomarkers.

IPN10637-88 IRON DEFICIENCY AND IRON DEFICIENCY
ANEMIA IN CHILDREN WITH NEPHROTIC SYNDROME: A
CROSS-SECTIONAL STUDY

S. Sreekanth 1, K. Tiewsoh 2, P. Bhatia 3, L. Dawman 2

1 Department of Pediatrics, PGIMER, Chandigarh - India, 2 Division of
Pediatric Nephrology, Department of Pediatrics, PGIMER, Chandigarh -
India, 3 Division of Hematology, Department of Pediatrics, PGIMER,
Chandigarh - India

Introduction:Nephrotic syndrome (NS) is a glomerular disease leading to
loss of albumin and other substrates in urine. Complications like infections
(loss of immunoglobulins) and thromboembolism (loss of coagulation pro-
teins) are well studied. Theoretically, anemia can complicate NS due to
excessive urinary losses of iron, transferrin, erythropoietin, transcobalamin
and/or metals. Since data is scarce, the aim of this study is to find out
prevalence of iron deficiency and iron deficiency anemia in these children.

Methodology: A cross sectional study from September 2018 to
December 2018 was performed in 52 children with NS who came to
our centre for the first episode or in relapse. Clinical data and routine
investigations were recorded in a preformed case record form. Further,
serum ferritin and a complete blood count with indices, percentage of
hypochromic red blood cells (%HYPOm), reticulocyte haemoglobin con-
tent (CHr) were done (Sysmex SN-1000 {Japan} automated analyser).
Statistical analysis was performed by SSPS version 16.
Results: Out of 52 children, 35 were males, with a sex ratio of 2:1. 37
were steroid sensitive, whereas 15 were steroid resistant. The mean age
was 7.1± 2.7 yrs. 8 (15.3%) of these 52 patients were having iron defi-
ciency anemia, 6 of whomhadmoderate anemia and 2 hadmild anemia. 9
out of 52 children (17.3%) had low level of serum ferritin. Further, 18
(34.6%) had %HYPOm of >1.6% and 24 (46.1%) had low level CHr of
<28.2pg, both of which suggests iron deficiency.
Conclusion: Iron deficiency and iron deficiency anemia seems to be a
common occurrence in children with NS. As iron deficiency can affect the
quality of life of these patients, we suggests that patients with NS be
screened and treated for the same, though larger studies are required.
Keywords: Anemia; Iron deficiency; Nephrotic syndrome

IPN10638-89 MYOPIA MAGNA AND POLYURIC END STAGE
RENAL DISEASE (ESDR) OF UNKNOWN CAUSE

P. Arango-Sancho , V. Lopez-Baez , Y. Calzada-Banos , A. Madrid-Aris ,
E. Codina-Sampera , E. Cerezo-Pippi , N. Magro-Benito
Sant Joan de Déu Hospital. Pediatric Nephrology Service. Barcelona. -
Spain

Introduction: Patient with a wide differential diagnosis that allows a
review of symptoms and presentation of different syndromes associated
with the nephronophthisis complex.
Material and methods: Patient of 3 years who came to the emergen-
cy room due to increased creatinine detected in a study conducted in
context of possible nutritional deficit. 1-year evolution of polyuria
(2 liters / day) and polydipsia. Myopia magna is present in ophthal-
mology follow-up, isolated delay in the language area. The exami-
nation highlights arterial hypertension and skin pallor, without neu-
rological focal symptoms.
Results:Analytically, it presents normocytic-normochromic anemia,
metabolic acidosis and volumetric contraction parameters with re-
nal dysfunction (creatinine 2.01 mg / dl), presenting a Cystatin C
FGR 26.12 mL/min/1.73m2 and secondary hyperparathyroidism
(PTH 748 pg/mL).
Complement study and auto antibodies (C3nef, ANA and ANCA) was
normal. In urine, decreased levels of sodium and chlorine, Pr/Cr 1.57 mg/
mg and decreased urine density. It also presents an ultrasound with an
increase in echogenicity of both parenchyma kidneys and slight left
pyelocalicial dilatation. In its evolution it presents refractory hypertension
that requires up to 5 antihypertensive agents for partial control, with
ample needs water supply and a progressive deterioration of renal func-
tion, reaching in just 6 months the renal transplant.
Conclusions: In polyuric renal failure, differential diagnosis would be
between acute/chronic tubulo-interstitial nephropathies, loss-salt
tubulopathies and complex nephronophthisis syndromes. Due to predom-
inance of oculo-renal signs, it was initially oriented as Senior-Loken
syndrome, with a subsequent genetic study confirming diagnosis of
nephronophthisis (mutations TTC21B gene) in context of Joubert's
Syndrome. Brain magnetic resonance was decided without objectifying
the typical sign of tooth, so after genetic re-evaluation it is concluded a
variant of it without affecting the central nervous system. Genotype-
phenotype variability in these diseases in many cases makes it difficult
to certainty initial diagnose.
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IPN10639-90 DECREASE IN CONSCIOUSNESS WITH
INCREASE OF BLOOD PRESSURE IN AN ADOLESCENT

V. Lopez-Baez , P. Arango-Sancho , Y. Calzada-Banos , A. Madrid-Aris ,
E. Codina-Sampera , E. Cerezo-Pippi , N. Magro-Benito
Sant Joan de Déu Hospital. Pediatric Nephrology Service. Barcelona. -
Spain

Introduction: Primary vasculitis is a systemic disease with severe im-
pairment of renal function although this is not always the form of presen-
tation. In our patient, previous history of stroke was initial sign, present at
the beginning with a negative immunological assessment, that hindered
its later diagnosis.
Material and methods: 13-year-old adolescent with no personal or fam-
ily history of interest who debuted in February 2017 with hemorrhagic
stroke. During initial study, arteriography was performed that ruled out
Arterio-Venous Malformation (AVM) and as sequelae hemiparesis and
left hemiplegia. In addition, high blood pressure (BP) was detected.
Controls demonstrated improvement in motor and sentient deficit with
good BP measures, renal function and strictly normal urine studies.
Results: n March of 2018, skin pallor was detected associating constitu-
tional symptoms, increased blood pressure with Acute Kidney Injury
(AKI) and hematuria plus subnephrotic proteinuria. The anamnesis di-
rected and physical exploration did not show affectation of other organs.
IIn extended study anemia was found without signs of hemolysis. AKI
associated with microscopic hematuria and proteinuria was confirmed.
Serological and autoimmunity study was negative (ANA and GBM anti-
bodies) but MPO-ANCA positive at high titers. In renal biopsy, extensive
sclerosis was observed with images of fibrous crescents and segmental
necrosis with endocapillary infiltrate. Negative immunofluorescence, with
a diagnosis suggestive of necrotizing glomerulonephritis. Final diagnosis
was Vasculitis Associated with MPO-ANCA. Initial treatment was corti-
coids and rituximab, starting peritoneal dialysis. Evolution shows not in-
volvement of other organs or new signs/symptoms of neurological impair-
ment. When negative immunological activity was detected (six months
follow-up), patient was included in the waiting list for kidney transplants.
Conclusions: Initial approach of rapid renal dysfunction with dispropor-
tionate anemia can be complex and should include a differential diagnosis
for malignant hypertension and rapidly progressive glomerulonephritis
secondary to different causes among which we should not forget MPO-
ANCA associated vasculitis.

IPN10640-82 NEW TRANSITION MODEL BETWEEN THE
INFANTILE AND ADULT NEPHROLOGY SERVICE:
TRAINING, CONSENSUSING AND ACCOMPANYING

Y. Calzada-Banos , A. Madrid-Aris , V. Lopez-Baez , P. Arango-Sancho ,
E. Codina-Sampera, E. Cerezo-Pippi , N. Magro-Benito
Sant Joan de Déu Hospital. Pediatric Nephrology Service. Barcelona. -
Spain

Introduction: With the better diagnosis and management of
nephrourological pathologies in childhood we observe an increase in
the survival of our patients. The transfer of these patients to the adult
center occurs during adolescence, a critical stage when start the personal
structuring of the individual in a context of emotional, social and physical
vulnerability. The transition protocol that we explain below has been
devised with the objective of training the patient in the knowledge and
management of his illness, advising him in the adult health care network
that allows an adequate dismissal of the children's hospital and the crea-
tion of a new link with the receiving professionals, guaranteeing a con-
tinuous and coordinated medical attention and treatment.
Material and methods: Creation of a transition protocol where nephrol-
ogists from both centers participate in a coordinated way with nurses and
social worker of our center.

Results: When pediatric nephrologist considers its time to start the tran-
sition process (14-16 years) in agreement with the patient and family,
contact the transition team. The training of the patient is evaluated at
the beginning and during the follow-up through a register of health skills.
The nurse case manager and/or social worker acquire a complementary
care role reinforcing healthy habits and education, promoting self-care
and disease management, and assessing the psycho-social situation. At
the end of the process, individualizing according to the characteristics of
patient, we proceed to contact the receiving nephrologists to transmit the
information. At the time of transfer, a joint visit is made with patient and
physicians of both centers, as well as a session to close the story.
Conclusions: This new protocol of recent implementation is presented
that has been satisfactorily received by patients, families and profes-
sionals. We will proceed to the collection of data and elaboration of
satisfaction surveys to establish your benefit.

IPN10641-83 PD PERITONITIS RATE – DATA OF 18 YEARS
FROM THE LARGEST PEDIATRIC PD CENTER IN CHINA

Y. Zhai , Q. Shen , Q. Cao , X. Fang , J. Rao , J. Chen , J. Zhang , X. Shen,
Q. Zhou , H. Xu
Department of Nephrology, Children’s Hospital of Fudan University,
Shanghai Kidney Development and Pediatric Kidney Disease Research
Center, Shanghai - China

Introduction: Peritonitis is a devastating complication of peritoneal di-
alysis (PD). The aim of this study was to evaluate the PD peritonitis in our
center.
Methods: Data of 283 pediatric PD patients from the year 2001 to 2018
were retrospectively reviewed and analyzed. The criteria of diagnosis of
PD peritonitis was according to the ISPD guidelines.
Results: During the 18 years, the number of PD patients treated in each
year has increased from 1 case in 2001 to 113 cases in 2018, whichmade us
the largest pediatric PD center in China. The median PD duration was 13
months (range 1~116 months). The death rate was 40 /1,000 patient-years.
In all, 105 episodes of peritonitis were diagnosed in 62 (22%) PD patients.
The total rate of PD peritonitis was 0.26 episodes/patient-year, with the
lowest level of 0.12 in 2018. Among the 62 patients with PD peritonitis,
25 (40%) had more than one episode. Among 105 episodes, two were
recurrent and five were relapsing peritonitis. The positive culture rate of
peritonitis had been significant increased from 25% (before 2012) to 84%
(2012-2018) (p<0.05). Bacteria peritonitis accounted for 92% of infection
and the remaining 8%was fungi infection. As to the outcome, none patients
died of peritonitis, but 9 (8.6%) patients discontinue PD permanently and
convert to HD. Among the 9 cases, 6 were culture positive for fungi.
Conclusion:We reported a low rate of PD peritonitis in pediatric patients
from the largest pediatric PD center in a developing country. Following
the ISPD guideline and establishing CQI program including retraining
and regular in-patient evaluation might be the reasons for the low and
decreasing rate of PD peritonitis. PD peritonitis caused by fungi infection
had the worst PD outcome, thus required the most attention and concern.

IPN10642-84 HEPATITIS B VIRUS INFECTION MIMICKING
SYSTEMIC LUPUS ERYTHEMATOSUS: A CASE REPORT

C. Kang , Z. Yu
Department of Pediatrics, Dongfang Hospital, Fuzhou; Department of
Pediatrics, Fuzhou Clinical Medical College, Fujian Medical University,
Fuzhou - China

Introduction: Hepatitis B virus (HBV) infection can lead to extrahepatic
manifestations, such as dermatologic condition, glomerulonephritis and
the production of autoantibodies, etc. However, HBV infection mimick-
ing systemic lupus erythematosus (SLE) hasn’t been reported.
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Material &methods:A 9-year-old boy was admitted for painful swollen
joints, rash and proteinuria.We detected complete blood count, urinalysis,
blood biochemistry, autoantibodies, C3 level, C4 level, HBV, Hepatitis C
virus (HCV), human immunodeficiency virus (HIV) and Epstein-Barr
virus (EBV), and performed a renal biopsy on the patient. We prescribed
IV methylprednisolone 48 mg once a day for 2 weeks, then gradually
tapered and stopped it after 6 weeks, and meanwhile, oral entecavir
0.5 mg once a day for 3 months.
Results:Onemonth before admission, pain and swelling occurred in both
lower limbs, concomitant with a nonpruritic rash on the lower limbs.
Physical examination revealed palpable purpura on both lower limbs
and buttocks. Laboratory findings showed nephrotic proteinuria, hematu-
ria, C4 levels < 0.07g/L, normal C3 levels, ANA and anti-dsDNA posi-
tive. The copies of serum HBV DNA were 1.6×108, but other viral
markers, including HCV, HIV, EBV, were negative. Light microscopy
revealed glomerular mesangial cell proliferation. Immunohistochemical
analysis showed glomerular vascular loops staining for IgM, IgG, C3d
and C4d, and glomerular mesangial region staining for IgA and C1q, and
glomerular basement membrane staining for HBsAg. Electron microsco-
py image revealed glomerular mesangial cell proliferation and electron
dense in glomerular mesangial region. After treating with 8 weeks of
methylprednisolone and 3 months of entecavir, the patient no longer felt
joint pain with rash disappearance. Laboratory findings showed urinary
albumin negative, urinary occult blood test negative, C4 levels at the
range of normal, ANA and anti-dsDNA negative.
Conclusions: HBV infection can mimic SLE, suggesting the necessity to
exclude HBV infection when clinically suspected SLE.

IPN10643-85 CARDIOVASCULAR DISEASE RISK FACTORS IN
CHILDREN WITH PROTEINURIC GLOMERULOPATHIES

C.B. Sethna 1, T. Srivastava 2, E. Mitchell 1, S. Massengill 3, K. Gibson 4,
K. Tuttle 5, K.M. Dell 6, D. Gipson 7, C. Tran 8, H. Trachtman 9, F. Kaskel 10,
K. Reidy 10, T. Brady 11, S. Hingorani 12, K. Meyers 13

1 Cohen Children's Medical Center - United States, 2 Children's Mercy
Hospital - United States, 3 Levine Children's Hospital - United States,
4 University of North Carolina Kidney Center - United States,
5 Providence Health Care - United States, 6 Cleveland Clinic Children’s -
United States, 7 Mott Children's Hospital - United States, 8 Mayo Clinic -
United States, 9 NYU Langone Medical Center - United States,
10 Children's Hospital of Montefiore - United States, 11 Johns Hopkins -
United States, 12 Seattle Children’s Hospital - United States, 13 Children's
Hospital of Philadelphia - United States

Introduction: Children with proteinuric glomerulopathies incur a signif-
icant cardiovascular burden that may lead to increased risk for cardiovas-
cular disease (CVD). CVD risk factors in children with proteinuric glo-
merulopathies are not well described. The objective of the study was to
determine the prevalence of blood pressure abnormalities, left ventricular
hypertrophy (LVH), left ventricular dysfunction and aortic stiffness
among children with proteinuric glomerulopathies.
Materials & Methods: Children ≤21 years old with biopsy-proven
focal segmental glomerulosclerosis (FSGS) or minimal change dis-
ease (MCD) were enrolled from 13 sites within Nephrotic Syndrome
Study Network (NEPTUNE) and Cure Glomerulonephropathy
Network (CureGN). 24-hour ambulatory blood pressure monitoring
(ABPM), echocardiography and carotid-femoral pulse wave velocity
(PWV) were performed in this cross-sectional study. Hypertension,
masked hypertension, nocturnal hypertension and non-dipping were
defined as per American Heart Association guidelines (2014). LVH
was defined by left ventricular mass index (LVMI) ≥95th%ile for
age and sex (Khoury 2009) as well as by LVMI ≥51 g/m2.7 (CPG
2017). Diastolic dysfunction was defined as E/A >3, lateral E/E’ >
8, or septal E/E’ >10. PWV was compared to age- and sex-matched
controls using paired t-test.

Results: Fifty-seven children with FSGS/MCD of median age 14 (IQR
10, 18) years (57.9% male, 24.6% black, 36.5% obese) completed
ABPM. Hypertension, nocturnal hypertension, masked hypertension
and non-dipping were present in 40.3%, 26.3%, 21.4% and 68.4% of
children, respectively. Of 40 children with echocardiograms (median
LVMI 36.3 IQR 29.9, 39.5 g/m2.7), LVH was present in 30% using
95th%ile criteria. Three children (7.5%) had LVMI ≥51 g/m2.7. Five chil-
dren (12.5%) had abnormal E/A, septal or lateral E/E’, indicating diastolic
dysfunction. Pulse wave velocity was significantly greater in 22 children
with proteinuric glomerulopathies compared to 22matched controls (6.03
±1.39 vs 5.16±0.72, p=0.007).
Conclusions: Hypertension, masked hypertension, non-dipping, LVH,
left ventricular dysfunction and aortic stiffness are prevalent among chil-
dren with proteinuric glomerulopathies.

IPN10647-89 REPEATED AGRANULOCYTOSIS AFTER THE
FIRST RITUXIMAB TREATMENT IN A PATIENT WITH
FREQUENTLY RELAPSING NEPHROTIC SYNDROME

R. Kuroki , Y. Hidaka , T. Noguchi
Department of Pediatrics, Kitakyushu Municipal Medical Center, 2-1-1
Bashaku, Kokurakita-ku Kitakyushu 802-0077 - Japan

Introduction: Rituximab is an effective treatment option for intractable
nephrotic syndrome. However, it has been reported that agranulocytosis is
a delayed-onset complication of rituximab treatment. Although young age
is suggested to be a risk, the mechanism remains unclear. Agranulocytosis
has improved soon and been usually a single event in B-cell depletion
period. Here we describe a case with frequently relapsing nephrotic syn-
drome who developed agranulocytosis quickly after the first rituximab ad-
ministration and repeated agranulocytosis even after recovery.
Material & methods
Case report: The patient was a boy who developed steroid-resistant
nephrotic syndrome at the age of one. He was able to get remission by
the combination of methylprednisolone pulse therapy and cyclosporine
(CyA), and the steroid was discontinued. The biopsy showed the minor
change group. At three years of age, he relapsed during the gradual de-
crease in CyA. He developed frequently relapsing syndrome despite he
had steroid response. Therefore, he was administered rituximab 375 mg/
m2 once weekly for 4 weeks at three years and seven months old. At a
regular visit after 33 days of rituximab administration, he was found to be
developing agranulocytosis. He then developed a fever and received
granulocyte colony-stimulating factor for 4 days. Although B-cell deple-
tion lasted, agranulocytosis was also observed 57, 113, 152 and 197 days
after rituximab administration. The agranulocytosis recovered more
quickly with each time.
Conclusions:Agranulocytosis, which is considered as one of the adverse
effects of rituximab administration for nephrotic syndrome, is reported to
develop only one time in most cases during B-cell depletion period. Here
we report a case with repeated agranulocytosis for several times.
Although RTX administration at 3 years of age may have been a risk of
agranulocytosis, further studies are needed to clarify the risks and mech-
anisms.

IPN10648-90 NORMAL SALINE IS ASSOCIATED WITH LESS
HYPONATRAEMIA BUT MORE HYPERCHLORAEMIC
ACIDOSIS IN TRANSPLANT RECIPIENTS

S. Williamson , M. Shenoy
Royal Manchester Childrens Hospital, Manchester - United Kingdom

Introduction: The choice of fluid to replace urine output and insensible
losses in the immediate post-operative period in paediatric renal trans-
plant recipients remains debatable. The use of 0.45% saline and 5%
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dextrose has been reported to show a high incidence of hyponatraemia
and hyperglycaemia, 59% and 97% respectively in a recent study (Hayes
et al. 2019). We report the use of 0.9% saline as the replacement fluid in
the initial 72 hours following renal transplant.
Materials and Methods: Fifty consecutive renal transplants, sixteen
(32%) females, undertaken from January 2017 to January 2019 with
median age 9.2 (IQR 4-14) were included in the study. From the initial
72-hour post-op period, the median value of potassium, sodium, chloride,
bicarbonate and creatinine were collected, along with any results outside
of normal reference range. Episodes of hyperglycaemia (blood glucose
>11mmol/l) and any episodes of symptomatic electrolyte dysfunction
were collected.
Results: Sixty-four percent were living donor transplants and 44% were in
children <20kg. The incidence of hypernatraemia (Na >145mmol/l) was
15% and hyponatraemia (Na <135) was 4%. Hyperchloraemia (Cl >108)
was seen in 68% and a low bicarbonate (<20) was noted in 88%.
Hypokalaemia (K<3.5) was seen in 36%. Hyperglycaemia was noted in
15% of patients. None of the children developed a symptomatic electrolyte
abnormality. The eGFR was 10ml/min/1.73m2 on day 0 and >90 on day 3.
Conclusions: Hyponatraemia and hyperglycaemia are uncommon when
0.9% saline is used as the replacement fluid in the immediate post-
operative period. However, the use of this fluid is associated with in-
creased incidence of hyperchloraemic metabolic acidosis, although none
of the patients developed symptomatic electrolyte abnormality.
References:Hayes,W. Longley, C. Scanlon, N. Bryant,W. Stojanovic, J.
Kessaris, N. Van’t Hoff, W. Bockenhauer, D. Marks, SD. 2019. Plasma
electrolyte imbalance in pediatric kidney transplant patients. Pediatric
Transplant. e:13411

IPN10652-85 HEMOGLOBINURIA AND ACUTE KIDNEY
INJURY IN CHILDREN HOSPITALSED IN SECONDARY
HOSPITAL CAMEROON

B. Kaptue Motue Epouse Moudze 1, O. Njiki Ristel 2, I.C. Penda 3, G.
Ashuntantang 4

1 Universite des Montagnes Bangangté,Hopital Laquintinie de Douala, -
Cameroon, 2 Université des Montagnes Bangangté Cameroun -
Cameroon, 3 Faculté de Médecine et de Sciences Pharmaceutiques de
Douala,Hôpital Laquintinie - Cameroon, 4 Faculty of Medecine and
Biomedical Sciences of Yaoundé - Cameroon

Introduction: Hemoglobinuria: is the presence of hemoglobin in urine.
This symptom is all the more serious as it can be complicated by acute
kidney injury.(AKI)
Objective: To determine the epidemiological, clinical and prognosis pro-
file of AKI during hemoglobinuria in children hospitalised in Laquintinie
Hospital of Douala, Cameroon.
Materials and Methods: We conducted a longitudinal study with a ret-
rospective data collection (January 1st, 2016 - December 31st, 2017) from
files and a five months prospective data collection (January 1st-May 31st,
2018) from hospitalised children. All patients with hemoglobinuria, de-
fined by coca-cola coloured urine with the presence of other signs of
hemolysis were included.
Results: A total of 57 children were included with sex ratio 2.56
and mean age 6.7 years old. Among the functional signs, fever was
present in 77.2%, jaundice 77.2%, anuria 3.4% and oliguria in 3.4% of
patients. The main aetiologies were infectious: severe malaria 59.6% and
sepsis 36.8%.AKI was found in 15/57 (26.3%) of patients with a male
predominance. Traditional pharmacopoeia (RRa= 1.042,CI = 7.565,p=
0.045) and edema (RRa = 0.314,IC = 18.65,p= 0.023) were the indepen-
dent risk factors associated with AKI.11/15 (73%) were in Stage 3 criteria
of Kidney Disease Improving Gobal Outcome (KDIGO) with an indica-
tion for dialysis. Only 45.4% could be dialyzed. Renal recovery was
complete in 60%,partial in 13.33%.The mortality rate was 26.6% attrib-
uted to AKI.

Conclusion: Hemoglobinuria may eventually progress to AKI. Better
management of malaria, sepsis, and eviction of traditionnal pharmacopea
will reduce hemoglobinuria and AKI.
Keywords: Hemoglobinuria, AKI ,dialysis.

IPN10653-86 CHANGES IN FUNCTION RENAL AMONG
PAED IATR IC AFTER HEMATOPO IET IC CELL
TRANSPLANTATION

L. Da Silva Selistre 1, V.C. De Souza 1, P. Cochat 2, L. Dubourg 2,
J. Bacchetta 2, Y. Bertrand 2, C. Halfon Domenech 3

1 Pós-graduação em Ciências da Saúde - Universidade de Caxias do Sul
- Brazil, 2 Université Claude Bernard - France, 3 Service de l'Institut
d’Hématologie et d’Oncologie Pédiatrique (IHOP) - France

Abstract
Introduction: Kidney injury is a significant complication for patients
undergoing hematopoietic cell transplantation (HCT), but few studies
have prospectively examined changes in function renal in long-term sur-
vivors of HCT.We described the association between changes in function
renal in paediatric patients after HCT.
Material &methods:We conducted a historic, observational cohort
study of paediatrics patients undergoing HCT at the Université de
Lyon (Claude Bernard), Lyon, France from 1995 to 2017. Patients
were followed from baseline, before conditioning therapy, until a
maximum of 10 years after transplant. We used multivariate lo-
gistic regression analysis, adjusted for demographic and clinical
characteristics to examine risk factors for decreases in chronic
kidney disease (CKD).
Results: A total of 230 patients (median age, 8.0 years (IQR [2.5; 14.0];
130 (56.5%) were men) were followed for a median 14.5 (IQR [10.0;
17.0]) years after HCT. The hypothesis of CKD is found in 98 out of 174
patients (56.4%). The prevalence of each CKD stage was as follows:
Stage 0 (no CKD), 98 patients (62.0%); Stage 1, 18 patients (11.4%);
Stage 2, 15 patients (9.5%); Stage 3, 8 patients (5.1%); Stage 4, 10
patients (6.3%) and Stage 5, 9 patients (5.7%). Multivariate analysis
identified radiotherapy with HCT [odds ratio (OR), 3.36; 95%
confidence interval (CI), 1.30–8.70; P =0.02], acute graft-versus
host disease (grade III–IV) (2.15 (1.15; 95% CI, 1.15; 4.00, P =
0.02) and Epstein–Barr virus (2.24; 95% CI, 1.07; 4.71; P = 0.04)
as significant factors to CKD.
Conclusions: Paediatric HCT recipients have a high risk of CKD.

IPN10654-87 SURGICAL MESH PATCH COMPLICATIONS IN
PAEDIATRIC RENALTRANSPLANT RECIPIENTS

A. Durkan , G. Thomas , A. Shun
The Children's Hospital at Westmead, Sydney - Australia

Aims: To review the complication rate of surgical mesh patch, Surgisis,
(Cook Surgical, Bloomington, IN) use in paediatric renal transplant
recipients.
Methods: A retrospective manual case note review was performed
for all paediatric renal transplant recipients at a single centre
between Sept 2006 and Sept 2018, identifying those in whom a
mesh patch was used to aid closure of the abdomen and prevent
abdominal compartment syndrome.
Results: 111 transplant recipients were identified of whom seven
had a surgical mesh placed. The median age at transplantation of
these seven patients was 2.8years and the median weight was
9.8kg, compared to 10.8 years and 27kg respectively in those
without mesh. Five children had a living related donor and just
one had a pre-emptive transplant. Three children developed large
fluid collections between the subcutaneous layers and the mesh,

Pediatr Nephrol (2019) 34:1 –8 01 22 2 6 1919



requiring surgical drainage in the early post-operative period. Three children
presented 2, 10 and 26 weeks after transplantation with vomiting and ab-
dominal pain, including one child who had required drainage of a fluid
collection. All three were found to have bowel obstruction related to the
mesh, necessitating bowel resection in one child. A fourth child presented
11 years post transplantation with bowel obstruction requiring bowel resec-
tion, but an association with themesh could not be established in this patient.
Conclusions: The use of a surgical mesh patch in young renal transplant
recipients is associated with a high complication rate. The routine use of
these patches should be avoided.

IPN10655-88 THE STUDY OF THE ACUTE KIDNEY INJURE
AMONG CRITICALLY ILL INFANTS

D. Nyamjav 1, A. Dondog 2, E. Shonkhuuz 1, B. Rentsendorj 1
1 National Center for Maternal and Child Health of Mongolia - Mongolia,
2 Mongolian National University of Medical Sciences - Mongolia

Abstract
Title: The study of the acute kidney injure among critically ill infants
N.Darisuren1, Sh.Enkhtur1, R.Batsolongo1 and D.Agiimaa2
1Pediatric intensive care unit, National Center for Maternal and Child
Health of Mongolia, 2Head of Dept. of Pediatrics Mongolian National
University of Medical Sciences, Corresponding author: Agiimaa Dondog
MD, Ph.D Head of Dept. of Pediatrics Mongolian National University of
Medical Sciences S.Zorig Street-3, Sukhbaatar district PO Box 48/111
Ulaanbaatar 14210Mongolia, agiimaa@mnums.edu.mn, cellphone: 976-
99097407

Keywords: kidney function, acute injury, cystatin С, infant
Introduction: ARI occurs in 2-3% of children admitted to pediatric ter-
tiary care centers and in as many as 8% of infants in neonatal intensive
care units of Mongolia.
Methods:Our study has covered 82 infants up to 1 year of age, who were
treated at Intensive care unit of the National Center for Maternal and
Child Health of Mongolia between May and November 2015. Serum
creatinine, cystatin C and GFR were measured.
Result: In case AKI was diagnosed by serum creatinine level 8(9.8%),
cystatin C level 34(41.5%). Diagnostic specificity and sensitivity of
Acute Kidney Injury were determined by serum creatinin and 61.5%,
18.6%, cystatin C 71.8%, 53.5% separately. The GFR was calculated
by serum creatinine (mean is 48.4±11.2 mL/min /1.73m2) and AKI de-
termined in 43 (52.4%) cases. The GFR was calculated by serum cystatin
C (mean is 50.9±10.9 mL/min /1.73m2) and AKI considered in 40
(48.8%) cases. AKI was diagnosed by criteria KDIGO 3(3.65%), AKIN
8(9.8%), RIFLE 43(52.4%) respectively; those were statistically signifi-
cant p<0.05. The most cases of AKI were relieved by RIFLE and kidney
function was declined more than 25% in 10 cases of 43 infants’ kidney
was working about 50%.
Conclusion: Determining the serum cystatin C proteins allows early de-
tection of kidney function losses among critically ill infants. The most
cases of AKI was identified by RIFLE.

IPN10656-89 COMPLICATION OF VESICOURETERAL
REFLUX IN SMALL KIDNEY WITHOUT URINARY TRACT
INFECTION

S.Hibino , T.Kasagi , S. Yuzawa , R.Kitakata , T.Nishimura ,K. Tanaka ,N.
Fujita
Pediatric Nephrology, Aichi Children's Health and Medical Center -
Japan - Japan - Japan

Introduction: Hypoplastic kidneys are often diagnosed as opportunity uri-
nary tract infection (UTI) because of complication with other malformations

in the urinary tract, such as vesicoureteral reflux (VUR). We evaluated fre-
quency of VUR association and necessity of voiding cystourethrography
(VCUG) in patients with small kidneys with no history of UTI.
Material &methods: This retrospective study enrolled 119 patients (162
kidneys) diagnosed with small kidney using ultrasonography and renal
scintigraphy. We evaluated the frequency of VUR, renal scar, and UTI
after intervention including antireflux surgery, and continuous antibiotic
prophylaxis (CAP). We analyzed risk factors of VUR in patients without
UTI using multivariate logistic regression.
Results: Fifty patients (41 males, 58 kidneys) were diagnosed with small
kidneys after the first symptom of UTI, mean age at onset was 14.8 months,
Sixty-nine patients (43 males, 104 kidneys) had no history of UTI (nUTI
group). Their mean age at diagnosis was 4.1 years. In nUTI group, VCUG
was performed in 58/69 patients (86 kidneys), and VUR was observed in
25.9% (15/58) of patients and 22.0% (19/86) of kidneys; grade V in 4
kidneys, IV in 3, III in 6, II in 2, and I in 4. Two of four patients with grade
V presented hydronephrosis or hydrouterer in finding of ultrasonography.
Eight kidneys presented ectopic opening of the ureter. After evaluation by
VCUG, the number of patients who received nephrectomy, antireflux sur-
gery, CAP, and no therapywere 1, 3, 4, and 42, respectively. In nUTI group,
2.9% (2/69) showed UTI after intervention. Renal scar was observed in
11.3% (8/71) of kidneys in nUTI group. In multivariate analysis, male
gender was an independent risk factor for VUR association.
Conclusions:Ahigh rate of small kidneys without UTI were complicated
with VUR. Whereas, a small number of patients presented UTI and need-
ed intervention for VUR.

IPN10657-90THESTUDYOFURINARYTRACT INFECTION IN
PRESCHOOL AGED 3-5 YEARS OLD CHILDREN

E. Jargalsaikhan , A. Dondog , C. Batchuluun , T. Avirmed , O. Ganbat
Mongolian National University of Medical Sciences - Mongolia
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Abstract
Introduction:World Health Organization (WHO) has reported that urinary
tract infection (UTI) is a common cause of febrile illness in young children.
Objective: To determine the prevalence, common uropathogens of UTI,
producing enzyme for antibiotic resistance and antibiotic susceptibility of
common uropathogens in preschool aged 3-5 years old children.
Material and methods: A total of 421 preschool children from SHD
were included in this cross-sectional study between December 2017 and
February 2018. At first, morning midstream urine were analyzed by dip-
stick urinalysis. Then, urine culture was performed for the positive nitrite
and leukocyte esterase dipstick samples. UTI was defined as the presence
of bacteria >105 CFU/ml in the urine.
Results: UTI was found in 2.6% (11) of children. The prevalence of UTI
in girls 10 (90.9%) was significantly higher than in boys 1 (9.1%), (p-
0.004). Escherichia coli (E.Coli) 6 (54.5%) were more isolated in our
study. 33.3% of both of isolated gram-negative urophatogens and E.coli
produced Extended-spectrum beta-lactamases (ESBL). The most com-
mon urophatogen E.coli showed the highest resistance to amoxicillin
(100%) and trimethoprim/sulfamethoxazole (100%), whereas it showed
sensitivity to amoxicillin/clavulanic acid (83.3%) and third generation
antibiotics of the cephalosporins (50%-100%).
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Conclusions: The prevalence of UTIwas 2.6% in preschool 3-5 years old
children and was more common in girls. The most common isolated
uropathogen was Escherichia coli 54.5%. The 33.3% of Escherichia coli
produced ESBL.
Keywords:Urinary tract infection, ESBL, antibiotic resistance, antibiotic
susceptibility

IPN10658-91 CHILDREN ANTINEUTROPHIL CYTOPLASMIC
ANTIBODY-ASSOCIATEDVASCULITIS: A SINGLECENTER’S
DATA IN CHINA

Q. Chen , F. Zhao , Y. Han , S. Huang , A. Zhang
Department of Nephrology, Children’s Hospital of Nanjing Medical
University, Nanjing - China

Introduction: Antineutrophil cytoplasmic antibody (ANCA)-associated
vasculitis (AAV) is a group of systemic small vessels usually with the
positive ANCAs in the serum, including granulomatosis with polyangiitis
(GPA), microscopic polyangiitis (MPA), eosinophilic granulomatosis
with polyangiitis (EGPA) and drug-induced AAV. These cases usually
occur in elderly patients, and rare in children. This study evaluated the
clinical characteristics of a group of Chinese children with AAV.
Material & methods: The clinical findings and treatments of 8 children
diagnosed as AAVat a single Children’s center of China were reviewed .
Results: There were 8 children (1 male and 7 females) suffering from AAV
with amean age of 10.94 ± 2.10 years at onset. Proteinuria and hematuriawere
observed in all patients. Six patients suffered from renal dysfunction. Anemia
was present in six patients. Fever and cough were present in two patients, and
pulmonary hemorrhage occurred in one of them. Other manifestations includ-
ed hypertension (4/8), seizures (1/8), nasosinusitis (3/8), hemorrhagic purpura
(1/8), and hepatosplenomegaly with normal liver function (1/8). P-ANCAwas
positive in five patients. C-ANCAwas positive in one patient. HighMPO level
was observed in seven patients, and high PR3 level was observed in two
patients. Biopsy was done in seven patients, with three patients at sclerotic
class, two patients at crescentic class, one patient atmixed class and one patient
at focal class. Treatments including high-dose oral corticosteroids, intravenous
cyclophosphamide, pulse dose steroids, and plasmapheresis. Unfortunately, six
patients presenting abnormal renal function at the beginning have developed
into chronic renal failure and accepted renal replacement therapy.
Conclusions: AAVaffects children with the characters of severe disease,
fast process and a high cumulative morbidity. Early detection and treat-
ments are very important that can lead to better outcomes.

IPN10659-92 ANTI-ANGPTL3-FLD MONOCLONAL
ANTIBODY PROTECTS HUMAN PODOCYTES FROM
PUROMYCIN AMINONUCLEOSIDE INDUCED INJURY

Q. Lyu 1, X. Han 1, Q. Shen 1, L. Sun 2, H. Liu 2, J. Rao 1, H. Xu 1

1 Department of Nephrology, Children’s Hospital of Fudan University;
Shanghai Kidney Development and Pediatric Kidney Disease Research
Center; Shanghai - China, 2 Department of Rheumatology, Children’s
Hospital of Fudan University; Shanghai Kidney Development and
Pediatric Kidney Disease Research Center; Shanghai - China

Introduction: Podocyte damage has been recognized as a crucial factor
in the development of multiple variants of kidney disease. The mecha-
nisms underlying the pathogenesis of podocyte injury still remain largely
unknown. Our previous study found that deletion of Angiopoietin-like
protein 3 (ANGPTL3) greatly attenuates proteinuria and podocyte injury
in adriamycin-injected mice and the fibrinogen-like domain (FLD) of
ANGPTL3 can interact with and activate integrin αvβ3 and its down-
stream signaling pathway, therefore, induce the rearrangement of the
podocyte cytoskeleton and apoptosis in vitro. Since ANGPTL3-FLD is
the key component in podocyte injury, in the present study, our group

developed a monoclonal antibody against ANGPTL3-FLD to explore
whether this antibody can alleviate puromycin aminonucleoside (PAN)-
induced podocyte injury in vitro.
Materials and Methods: We developed a mouse monoclonal antibody
against human ANGPTL3-FLD (anti-ANGPTL3-FLD antibody). Before
treated with PAN human conditional immortalized podocytes were
pretreated with (or without) anti-ANGPTL3-FLD antibody (100ng/ml)
for 1h. The expression of ANGPTL3 was measured by western blot.
Then, the morphological character of podocyte was observed by confocal
microscopy. The viability of podocyte wasmeasured byMTTassay. Flow
cytometry was used to assess podocyte apoptosis (Annexin-V/7-AAD)
and the activation of integrin αvβ3.
Results: PAN upregulated ANGPTL3 expression in a time-dependent
and dose-dependent manner. Notably, podocyte F-actin rearrangement
and apoptosis occurred. The viability of podocyte decreased. And in-
creased integrin αvβ3 on podocyte surface was activated. Pretreatment
with anti-ANGPTL3-FLD antibody can reduce the activation of integrin
αvβ3 on the surface of podocytes, enhance the survival rate of the
podocyte, ameliorate podocyte apoptosis and podocyte F-actin cytoskel-
eton rearrangement induced by PAN.
Conclusion: Our results indicate that anti-ANGPTL3-FLD antibody can
protect podocyte from PAN-induced injury in vitro. This result may sug-
gest a newmethod for protecting podocyte in proteinuric kidney diseases.

IPN10660-84 STRATEGY FOR DISCONTINUING STEROIDS IN
PEDIATRIC PATIENTS WITH LUPUS NEPHRITIS: A SINGLE
CENTER EXPERIENCE

K. Nishi 1, M. Ogura 1, K. Kamei 1, T. Kanamori 1, S. Ishiwa 1, M. Okutsu 1,
M. Sato 1, K. Ishikura 2, S. Ito 3

1 Division of Nephrology and Rheumatology, National Center for Child
Health and Development, Tokyo Japan, 2 Department of Pediatrics,
Kitasato University School of Medicine, Kanagawa - Japan,
3 Department of Pediatrics, Yokohama City University Graduate School
of Medicine, Kanagawa - Japan

Introduction: Newly developed immunosuppressants and biologics have
facilitated the discontinuation of corticosteroids in children with lupus ne-
phritis (LN), yet this goal remains challenging. We aimed to evaluate this
strategy by describing the outcomes for a group of pediatric patients.
Material &methods: Children who were diagnosed with class III, IV, or
V LN less than18 years old in our institute between 2002 and 2018 were
enrolled.We retrospectively investigated the clinical course and treatment
of 17 patients. All patients received remission induction therapy
consisting of methylprednisolone pulse therapy with or without intrave-
nous cyclophosphamide, followed by immunosuppressant and predniso-
lone. We attempted to taper prednisolone to a maintenance dose of 0.1-
0.15 mg/kg (maximum 5 mg/day) in six to nine months and then more
gradually taper it. We defined recurrence as clinical or serological exac-
erbation requiring additional treatment.
Results: Eight of 17 patients could successfully discontinue prednisolone
(Group A), but nine could not (Group B). The median duration until
discontinuation in Group A was 48.5 months (range, 33-85 months).
Additionally, the median duration to achieve maintenance dose was sig-
nificantly shorter (P=0.01) in Group A (8.4 months) than in Group B
(54.0 months). Prior to prednisolone discontinuation, recurrence had oc-
curred in 2/8 patients in Group A and 8/9 in Group B (P=0.01). All
patients in Group B maintained remission at maintenance dose or less at
the final observation. Additional tacrolimus combined with mycopheno-
late mofetil was used for one patient in Group A and five in Group B.
After discontinuation of prednisolone, no patients in Group A experi-
enced recurrence (median duration, 36.3 months). No patients developed
severe organ damage.
Conclusions: Owing to advances in treatment, approximately half of our
patients with class III, IV, or V LN could successfully discontinue
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prednisolone, making corticosteroid discontinuation a worthwhile therapeutic
objective.

I P N 1 0 6 6 1 - 8 5 G E N E T I C A N D F U N C T I O N A L
CHARACTERIZATION OF PHEX VARIANTS IN 53 CHILDREN
WITH X-LINKED HYPOPHOSPHATEMIC RICKETS

B. Zheng 1, C.Wang 1, Q. Chen 2, Y. Sha 2, G. Ding 2, Y. Chen 2, A. Zhang 2

1 Nanjing Key Laboratory of Pediatrics, Children’s Hospital of Nanjing
Medical University - China, 2 Department of Nephrology, Children’s
Hospital of Nanjing Medical University - China

Introduction: X-linked hypophosphatemia (XLHR), a disorder of renal
phosphate wasting and the most common heritable form of rickets, is
caused by loss-of-function mutations in PHEX gene. The present study
describes the clinical features and molecular genetic bases of 53 pediatric
patients with XLHR.
Material & methods: All patients were analyzed for the PHEX gene by
direct sequencing or multiplex ligation-dependent probe amplification
(MLPA). To resolve the controversy in the literature concerning an asso-
ciation between truncating mutations and a more severe disease pheno-
type in XLHR patients, we further characterized the impact of six PHEX
missense mutations, one in-frame deletion and three nonsense mutations
on protein expression, cellular trafficking and endopeptidase activity.
Results: 47 different PHEXmutations were identified in 53 XLHR patients,
including 15 frameshift, seven nonsenses, seven splicing alteration, 12 mis-
senses, one in-frame deletion and five exonic deletions, of which 27 have not
been previously described in the literature or entered in HGMD. Clinical
presentation and disease severity did not show an evident correlation be-
tween the truncating and non-truncating mutation type. Functional results
in vitro showed that nonsense mutations p.R567X, p.Q714X and p.R747X
caused reduction of molecular weight and trafficking defect. Similarly, the
six non-truncating mutants (p.C77Y, p.C85S p. I281K, p.I333-, p.A514P,
p.G572S) proteins were unable to secret into the medium trapping inside the
transfected cells with an immature form. Only the p.G553E mutant was
terminally glycosylated and secreted into the medium. Endopeptidase activ-
ity of secreted wild-type and p.G553E proteins, assessed using a quenched
fluorogenic peptide substrate, revealed that p.G553E exhibit 13% of wild-
type activity indicating disruption to catalytic function.
Conclusions: Based on a similar functional portrait to the truncating and
non-truncating variants examined in present study, we suggest that there is
no correlation between disease severity and the type of PHEX mutation.

IPN10662-86 CLINICAL PROFILE OF CHILDREN WITH
CHRONIC KIDNEY DISEASE NEEDING HOSPITALIZATION
IN NORTHWEST INDIA

M. Singh 1, K. Tiewsoh 2, L. Dawman 2, R. Ramachandran 3

1 Department of Pediatrics, PGIMER, Chandigarh - India - India,
2 Division of Pediatric Nephrology, Department of Pediatrics,
PGIMER, Chandigarh - India - India, 3 Department of Nephrology,
PGIMER, Chandigarh - India - Kiribati

Introduction: Literature is scarce on pediatric Chronic Kidney Disease
(CKD) in the developing world, although, its burden to society is tremen-
dous. We conducted a retrospective analysis of admissions in a tertiary
care hospital to shed some light on clinical spectrum, etiological profile,
severity and complications of CKD in the pediatric population.
Materials and methods: All patients admitted with CKD Stage 2-5 in
the Pediatric Nephrology ward, Advanced Pediatric Centre, Post
Graduate Institute of Medical Education and Research, Chandigarh, from
January 2016 to December 2016 were included in this study. Their files
were retrieved and data regarding disease were collected. Analysis was
done by SSPS version 16.

Results: 60 children were included in the study. Mean age was
72months (Range: 0.5-180 months). Male to female ratio was 4:1.
11.6%(n=7) were s tage 2, 18.3%(n=11) were s tage 3,
16.6%(n=10) were stage 4 and 53.3%(n=32) were stage 5 CKD.
Congenital abnormality of the kidneys and urinary tract/CAKUT
(40%) was the most common etiology followed closely by chronic
glomerulonephritis (21.6%) and CKD of unknown etiology
(21.6%). Their most common presenting complaint was anorexia
(51.6%) followed by a decrease in urine output (50%) and failure
to thrive (48.3%). While anemia was the most common compli-
cation found in 86.6%, metabolic acidosis, growth failure, mineral
bone disease and hypertension were present in 55%, 46.6%, 45%
and 31.6% respectively.
Conclusion: Pediatric CKD is mostly due to CAKUT. Most of our
patients were male who presented in stage 5 CKD with compli-
cations, which reflects late diagnosis and referral. Though larger
studies are warranted, yet we suggest that antenatal screening for
renal anomalies should be offered wherever possible. Further,
structural kidney diseases, glomerular disease or prolonged acute
kidney injury should be treated in consultation with a pediatric
nephrologist.
Keywords: Chronic Kidney Disease; Pediatric; CAKUT

IPN10663-87 MALIGNANCY AFTER PEDIATRIC KIDNEY
TRANSPLANTATION: A SINGLE-CENTER EXPERIENCE

J. Jung 1, J.H. Lee 1, Y.S. Park 1, D.J. Han 2

1 Department of Pediatrics, Asan Medical Center Children’s Hospital,
University of Ulsan College of Medicine, Seoul - Republic of Korea,
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Objectives: We aimed to investigate the incidence, manifestations, and
outcomes of malignancy after pediatric kidney transplantation in a single
center in Korea for 29 years.
Methods: We retrospectively reviewed medical records of 143 patients
aged under 18 years old who had kidney transplantation between January
1990 and January 2019 at Asan Medical Center.
Results: Patients had kidney transplantation at an mean age of
13.2 ± 4.4 years (median, 14.2; range, 1.4 – 18.0 years), with
mean follow up period of 11.7 ± 7.8 years. In total, 11 patients
(7.7 %) had malignancy after kidney transplantation. Malignancy
was diagnosed after a mean period of 7.0 ± 5.9 years after trans-
plantation. Mean age at diagnosis of malignancy was 20.7 ± 6.1
years (median, 19.5; range, 12.8 – 34.9 years). 8 patients out of
11 (72.7 %) were diagnosed as post-transplant lymphoproliferative
disease(PTLD), and other three patients had papillary thyroid can-
cer, mucoepidermoid cancer of hard palate, and T-cell acute lym-
phoblastic leukemia (ALL), respectively. PTLD was diagnosed
within 4.3 ± 3.3 years after kidney transplantation. Three patients
with PTLD (37.5 % of the patients diagnosed with PTLD) ex-
pired; two patients within 3 months and one patient within 1 year
from diagnosis. Among 3 patients with malignancy other than
PTLD, one patient with mucoepidermoid cancer showed progres-
sion despite surgical resection and chemotherapy. Other two pa-
tients were cured without recurrence. Four patients (50.0 %, 4/8)
among the survivors who were all diagnosed with PTLD are cur-
rently showing normal glomerular filtration rate which did not
deteriorate during the treatment of malignancy.
Conclusion: PTLDwas themost commonmalignancy after kidney trans-
plantation in children, occurring at 5.6 % of patients within average of 4.3
± 3.3 years after transplantation in our center. Careful follow up is needed
especially regarding the possibilities of PTLD after kidney transplantation
in children.
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IPN10664-88ANOVELGLYCANMARKEROF SEVERELUPUS
NEPHRITIS USING WPK FTIR IMAGING ON KIDNEYS

M. Yu 1, P. Huang 2, Y. Lee 3
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Introduction: Altered glycosylation of glycoprotein is a phenotyp-
ic change observed in cancer and autoimmune diseases. Wax-
physisorption-kinetics Fourier transform infrared (WPK-FTIR) im-
aging is a sophisticated method established in our laboratory dem-
onstrating distinguishable glycosylation profiles between cancer
and non-cancer cells/tissues. This scenario shows physisorption
capability between glycans attached to glycoprotein on the cellu-
lar surface and n-alkanes in the range C20-C34 as glycan adsor-
bents. In this study, the method is applied to investigation of
glycosylation changes in glomeruli from experimental crescentic
GN, and different stages of murine and childhood LN.
Materials andMethods:Kidneys collected from (1) Normal rats and
nephrotoxic nephritis rats at different disease stages, 8 days, 21 days
and 28 days; (2) Lupus-prone NZB/W F1 mice with different degree
of proteinuria; (3) different classes of children-onset LN fixed on
low-e slides. The tissue sections were waxed by a given specific
concentration (0.12 M) of n-C22H46, n-C25H52, n-C28H58 and n-
C30H62 in xylene solution, and desorbed by xylene washing. The
amount of n-alkane wax remaining onto glomerular surface was
measured in the range of 3000-2800 cm-1 using FTIR imaging after
xylene washing of 5 seconds utilized as the capability of
physisorption between n-alkane wax and glomeruli.
Results:Glomeruli of normal rats had a greater physisorption with
n-C22H46 adsorbent (short-chain), whereas advanced NTN rats ex-
hibited a greater physisorption with n-C28H58 adsorbent (long-
chain) in glomeruli. IR absorbance ratio, A22 (n-C22H46 re-
main)/A28 (n-C28H58 remain), of glomeruli increased persistently
from normal (0.54±0.2), d8 (1.04±0.3), d21 (1.60±0.49) to d28
(1.86±0.60) NTN rats. Consistently, elongation type of altered
glycosylation in glomeruli was also found in severe murine and
childhood LN.
Conclusion: WPK-FTIR imaging is an emerging alternative diagnostics
of improving or augmenting renal pathology. Fundamentally, A22/A28

ratio of glomeruli is a potential useful glycan maker of progressive in-
flammatory GN such as LN in diagnosis, prognosis and/or therapeutic
surveillance.

IPN10665-89 CLINICAL AND GENETIC CHARACTERISTICS
OF FOUR CHINESE NEPHRONOPHTHISIS CHILDREN

F. Zhao , Q. Chen , C. Zhu , A. Zhang , S. Huang
Department of Nephrology, Children’s Hospital of Nanjing Medical
University, Nanjing - China

Introduction: Nephronophthisis is an autosomal recessive
ciliopathy, which is one of the important causes of end-stage renal
disease (ESRD) in children and young adults. In the past years, we
kept few eyes on that. To improve early detection and genetic
counseling, this study investigates clinical characteristics, initial
symptoms, and genetic defects in four patients recently diagnosed
as nephronophthisis-related ciliopathy.

Material & methods: This study described four patients with
nephronophthisis-related ciliopathy in our single center recently.
Clinical and genotypic data were analyzed.
Results: These four children were three females and one male,
with a median age of 11.13 ± 1.93 years. All of them were
already at ESRD before they were admitted in our center. Only
one case presented with large size kidney by ultrasound when he
was 1 year old. The median time between presented symptom
onset and ESRD was 3.5 years (range 8months - 10years). All
of them were isolated nephronophthisis with fatigue, normal urine
volume, normal blood pressure and mild proteinuria (most low-
molecular-weight proteinuria ) with negative hematuria. Renal ul-
trasound showed small-sized kidneys (size < 5th percentile) when
they were admitted in our hospital, abnormal corticomedullary
differentiation, increased echogenicity, and only one case with
cysts. Genetic detection showed that the male child had a novel
compound heterozygous mutation of NPHP3 (c.3757C>G,
p.L1253V and c.875C>G, p.S292X), While all three female chil-
dren had a homozygous deletion of NPHP1.
Conclusions: Isolated nephronophthisis is usually asymptomatic before
developing into ESRD in children. Early diagnosis is difficult. Genetic
study plays a critical role in the early detection and genetic counseling.

IPN10671-86 TEN YEAR TRENDS IN PEDIATRIC RRT IN
EUROPE: DATA FROM THE ESPN/ERA-EDTA REGISTRY

K.J. Jager 1, M. Bonthuis 1, J. Harambat 2, E. Vidal 3
1 ESPN/ERA-EDTA Registry, Amsterdam UMC, University of
Amsterdam, Department of Medical Informatics, Amsterdam Public
Health research institute, Amsterdam - Netherlands, 2 Pediatric
Nephrology Unit, Bordeaux University Hospital, Bordeaux - France,
3 Pediatric Nephrology, Dialysis and Transplantation Unit, Department
of Woman’s and Child’s Health, University Hospital of Padua, Padua -
Italy

Introduction: The ESPN/ERA-EDTARegistry includes data on children
with end-stage kidney disease receiving renal replacement therapy (RRT)
in Europe for 10 consecutive years.
We examined time trends in incidence, prevalence and patient survival for
pediatric RRT in Europe.
Material andMethods:We included all children aged < 15 years starting
RRT in 22 European countries from 2007 to 2016. General population
statistics were derived from Eurostat. Incidence and prevalence were
expressed per million age related population (pmarp) and time trends
were studied with Joinpoint regression. We analyzed patient survival
using Cox regression.
Results: The incidence of children commencing RRT < 15 years
remained stable over the past ten years, varying between 5.0 pmarp to
6.0 pmarp. The incidence by treatment modality did not change over
time: 2.0 for hemodialysis (HD) and peritoneal dialysis (PD) and 1.0
for transplantation. However, overall prevalence rose by 2% annually
(95% CI: 1.7-2.5%) from 26.4 pmarp in 2007 to 32.1 pmarp in 2016.
The increase in prevalence was observed in all age categories, but was
strongest among children older than 5 years at RRT initiation.
Surprisingly, the prevalence of transplantation increased with 3% (95%
CI:2.1-3.4%) annually until 2013, but stabilized since then, whereas the
prevalence of HD and PD continued to increase by 5% and 3% per year,
respectively. Four-year adjusted patient survival on RRTwas around 95%
and similar for those initiating from 2007-2009 and from 2010-2012
(adjusted HR: 1.17, 95% CI: 0.81-1.68).
Conclusions: Over the past decade we found a stable incidence
and an increasing prevalence of European children on RRT,
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particularly for HD and PD. Four-year patient survival was good,
but did not change over time. These data are important to inform
patients and healthcare providers and to aid health policy makers
on future resource planning of pediatric RRT in Europe.
Keywords: dialysis, transplantation, epidemiology, ESPN/ERA-EDTA
Registry

IPN10673-88 RANDOMIZED TRIAL ON EVEROLIMUS IN
PEDIATRIC RENAL TRANSPLANTATION: THREE-YEAR
DATA OF THE CRADLE STUDY

B. Tonshoff 1, H. Tedesco Silva 2, R. Ettenger 3, M. Christian 4, A. Bjerre 5,
L. Dello Strologo 6, S. Marks 7, L. Pape 8, U. Veldandi 9, P. Lopez 10,
M. Cousin 10, P. Pandey 9, M. Meier 10
1 Department of Pediatrics I, University Children's Hospital Heidelberg -
Germany, 2 Nephrology Division, Hospital do Rim, UNIFESP, São Paulo -
Brazil, 3 Division of Pediatric Nephrology, UCLA Mattel Children’s
Hospital, Los Angeles, CA - United States, 4 Department of Paediatric
Nephrology, Nottingham Children's Hospital, Nottingham - United
Kingdom, 5 Division of Paediatric and Adolescent Medicine, Department
of Pediatrics, Oslo University Hospital, Oslo - Norway, 6 Nephrology Unit,
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Introduction:CRADLE was the first randomized study performed
to evaluate the efficacy and safety of a regimen of everolimus
with reduced-dose tacrolimus (EVR+rTAC) and early steroid
withdrawal in pediatric kidney transplantation recipients.
Methods: In this 12M core plus 24M follow up phase III study,
after run in period of 4-6months, all patients were randomized to
either EVR+rTAC with steroid withdrawal at 6M post-
transplantation or continue the MMF+sTAC with steroid treatment
groups. The co-primary endpoints of the study were (i) a com-
posite efficacy endpoint of biopsy-proven acute rejection (BPAR),
graft loss, or death, and (ii) renal function as assessed by eGFR,
at 36M post-transplantation.
Results: 106 patients were randomized, of which 47 (90.4%) in
the EVR+rTAC and 51 patients (94.4%) in the MMF+sTAC
group completed the 36M study. Drug discontinuation rate was
higher in the EVR+rTAC group compared to the MMF+sTAC
group (42.3% vs. 25.9%), with the most frequent reasons for
discontinuation being AEs. At 36M, the KM incidence of com-
posite efficacy failure was comparable between EVR+rTAC and
MMF+sTAC (9.8% [5/52] vs. 9.6% [5/54]; P = 0.9634). The
mean eGFR was similar between the EVR+rTAC and MMF+
sTAC group (68.1 vs. 67.3 mL/min/1.73 m2, P = 0.8642).
Overall, the incidence of AEs (EVR+rTAC [100%] vs. MMF+
sTAC [94.4%]) was comparable between treatment groups. No
meaningful differences were observed in terms of weight, height,
BMI and sexual maturation according to Tanner staging. Only one
acute rejection occurred in EVR+rTAC group after steroid with-
drawal. Further subgroup analysis by steroid withdrawal status
showed that prepubertal EVR+rTAC KTRs with no steroids had
better longitudinal growth compared to MMF+sTAC continued on
steroids.
Conclusions: These 36M long-term results indicate that an immu-
nosuppressive regimen consisting of EVR+rTAC with early ste-
roid withdrawal is an alternative treatment option for pediatric
kidney transplantation recipients with comparable efficacy and
an acceptable safely profile.

IPN10675-90 EPIDEMIOLOGYAND TREATMENT PROTOCOL
OF HENOCH-SCHÖNLEIN PURPURA NEPHRITIS: A
NATIONWIDE SURVEY IN JAPAN
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Ishikura 4
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Introduction: Henoch-Schönlein purpura nephritis (HSPN) has a com-
plicated clinical course, no standard treatment exists, and little is known
about its epidemiology or clinical course.
Material & Methods: We conducted a nationwide survey of treatment
protocols and kidney biopsy criteria in children aged 1 to 15 years with
biopsy-proven HSPN. Children with a kidney biopsy and diagnosis of
HSPN between January 1, 2013 and December 31, 2015 were enrolled.
We sent a questionnaire in January 2019 to a total of 407 institutions in
Japan, including all institutions that are members of the Japanese Society
for Pediatric Nephrology, all university and children’s hospitals. Because
the response rates differed by hospital size, three size-based subgroups
were formed (<200, 200-499, and ≧500 beds).
Results: In total, 315 of 407 institutions (77.4%) responded. HSPN was
diagnosed by biopsy in 527 children. The responses showed that inci-
dence of this disease was 1.39 (1.21-1.57) /100,000 per year. The
male:female ratio was 1.125:1, with the median age at kidney biopsy of
7.5 years (IQR; 5.0-9.0). The treatment protocol for severe HSPN
(International Study of Kidney Disease in Children score of IV or V
and/or with kidney failure) consisted mostly of combination therapy
(prednisolone, immunosuppressants, antiplatelet drug and anticoagulant)
+ methylprednisolone pulse therapy (32.4%) followed by combination
therapy alone (12.8%). Moderately severe cases were treated mostly with
combination therapy alone (33.0%) followed by combination therapy +
methylprednisolone pulse therapy (9.7%), then prednisolone and immu-
nosuppressants (9.7%). Mild cases (ISKDC I, II, IIIa and uTP/Cr <1.0
g/gCr) were treated mostly only with renin angiotensin system inhibitors
(47.9%) followed by combination therapy (11.5%).
Conclusion: The incidence of biopsy-proven HSPN in Japanese children
is 1.39 cases/100,000 children per year. Treatment varies by institution.
Further study is needed to establish an optimal treatment policy based on
the prognosis.

IPN10676 - 9 1 AUTOLOGOUS ADIPOSE -DERIVED
MESENCHYMAL STROMAL CELLS ATTENUATE THE
P R OG R E S S I O N O F A D R I AM YC I N - I N D U C E D
NEPHROPATHY IN RATS

D. Matsuoka 1, T. Imamura 2, T. Domen 2, O. Ishizuka 2, Y. Nakazawa 1

1 Department of Pediatrics, Shinshu University School of Medicine,
Matsumoto - Japan, 2 Department of Urology, Shinshu University
School of Medicine , Matsumoto - Japan

Introduction: The effects of mesenchymal stromal cell (MSC) on
some kidney diseases have been reported; however, there are no
studies evaluating the effect of adipose tissue-derived MSC
(AMC) on kidney diseases. Adriamycin (ADR)-induced nephrop-
athy is an established model that resembles human focal segmen-
tal glomerular sclerosis. We examined the effect of autologous
AMCs on ADR-induced nephropathy.
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Material & methods: To determine the appropriate dose to use for our
ADR-induced nephropathy model, we administered a single dose of 4
mg/kg (n = 6) or 8 mg/kg (n = 8) ADR, or vehicle (n = 4) to male
Sprague–Dawley rats. The blood and urine were analyzed at 3 and 6
weeks after ADR administration. In the subsequent experiment, AMCs
were isolated from lower abdominal adipose tissues prior to ADR admin-
istration. At 3 weeks after ADR administration, 5.0 ± 1.6 × 106 autolo-
gous AMCs (n = 6) were transplanted and cell-free solution (n=5) was
injected. The blood and urine were analyzed at 3 weeks after transplan-
tation. Kidney tissues were evaluated using histological stains and elec-
tron microscopy.
Results: ADR caused a significant increase in serum blood urea
nitrogen, creatinine, urine protein and glomerular sclerosis levels
in a dose-dependent manner. Survival rate of rats with 4 mg/kg
ADR and vehicle was 100%, and with 8 mg/kg ADR was 50%.
Hence, 4 mg/kg dose was selected for our ADR-induced nephropa-
thy model. Urine protein of AMC-transplanted rats was lower com-
pared to that of control rats (p < 0.05). In histological study, glo-
merular sclerosis and fibrosis in the AMC-transplanted rats were
improved compared to those of control rats.
Conclusions: The present study suggests that the transplantation of AMC
might attenuate the progression of ADR-induced nephropathy. AMCs
could have a potential therapeutic effect on focal segmental glomerular
sclerosis.
Keywords: Autologous adipose-derived mesenchymal stromal cells,
Adriamycin, focal segmental glomerular sclerosis

IPN10677-92 LONG TERM FOLLOW-UP OF RENAL
TRANSPLANT RECIPIENT WITH RENAL COLOBOMA
SYNDROME (RCS)

N. Savenkova , Z. Leviashvili , V. Brzheskiy , K. Papayan
Saint-Petersburg State Pediatric Medical University - Russian
Federation

Introduction: RCS is an autosomal dominant disorder characterized by
renal anomaly and optic disc coloboma caused by PAX2 gene mutations.
Material and methods:We describe the case of 17 years 10 months old
girl with RCS after renal transplantation.
Results: The patient at birth was diagnosed with a bilateral coloboma of
the optic disc with chorioretinal degeneration and nystagmus. At 5 years
old she developed hematuria, proteinuria, at 8 years old - vasorenal arte-
rial hypertension (AH). Doppler sonography (DS) and angiography re-
vealed stenosis of the left renal artery and a non-functioning kidney on the
right. At 9 years old, undergone a right-sided nephrectomy and diagnosed
with multicystic dysplasia. Genetic studies showed a mutation in the
PAX2 gene: IVS6-1g->c in the girl. Her brother (6 years) and father
showed a PAX2 mutation: IVS6-1-g->c in a heterozygous state. At 10
years, she was diagnosed with anemia, metabolic acidosis, renovascular
AH 175/110mm, chronic kidney disease (CKD) glomerular filtration rate
(GFR) 35ml/min. At 12, the outcome of CKDC5was chronic dialysis; at
13, had a kidney transplant (from the mother). The transplanted func-
tioned immediately. At 17 years 11 months creatinine was 0,096 mmol/l,
GFR 92ml/min, volume of kidneys using ultrasound was 122 cm3. DS of
the renal vessels showed no signs of significant hemodynamically
changes.
Conclusion: RCS of the girl was characterized by a PAX2 gene
mutation, multicystic dysplasia of the right kidney, left renal ar-
tery stenosis (development of renovascular AH), progression of
CKD C5, bilateral coloboma of the optic nerve, chorioretinal de-
generation, myopia, of both eyes, nystagmus, esotropia, and sen-
sorineural hearing loss. A kidney transplant, functioning for 5
years, gives a positive result.

IPN10678-93 EPIDEMIOLOGY, MICROBIOLOGICAL AND
CLINICAL ASPECTS OF VTEC HAEMOLYTIC UREMIC
SYNDROME (HUS) IN IRELAND (2005-2018)

T. Raftery 1, M. Riordan 1, M. Waldron 1, N. Dolan 1, R. Cunney 2, C.
Sweeney 1, M. Stack 1, P. Mckeown 3, E. Mcnamara 3, A. Awan 1

1 Dept. of Nephrology, Children’s Health Ireland, Dublin - Ireland, 2 Dept
of Microbiology, Children’s Health Ireland, Dublin - Ireland, 3 Public
Health Laboratory,Health Service Executive, Cherry Orchard Hospital,
Dublin - Ireland

Background: Haemolytic Uremic Syndrome (HUS) is the commonest
cause of acute renal failure in children and is frequently precipitated by
verotoxin producing Escherichia coli-(VTEC). Little is known about
HUS in the Irish clinical setting, or the relative virulence of Ecoli 026
vs. 0157 strains.
Aim: Describe the epidemiology, management and outcomes of VTEC-
HUS in Ireland and compare severity between Ecoli 0157 and 026 strains.
Methods:A retrospective review of paediatric patients treated for VTEC-
HUS in Ireland-(2005-2018).
Results/Findings: 228 cases were identified. Mean age of diagnosis was
4.0y (95% CI 3.5-4.4y) with a female majority [n=130 (57%)]. Diarrhoea
occurred in 96% (n=219), of which 57% (n=131) had bloody diarrhoea.
On presentation 39% were anuric, 36% were oliguric and 25% had nor-
mal urinary output. Average length of stay was 12.4 (95% CI 11.2 -13.5)
days and 53% (n=122) required dialysis. Of the 228 cases, Ecoli 0157
[n=98, (43%)] and Ecoli 026 [n=58, (25%) were commonest. VTEC was
positive in 175 patients (missing data, n= 22). Private well water and farm
contact were the commonest risk factors. Twenty-six percent had a sero-
positive diagnosis. Those with Ecoli 026 were more likely to be anuric/
oliguric on presentation (86% vs. 69%, p=0.005) and require dialysis
(62% vs. 47%, p=0.067). There was no difference in the number of
patients who required plasma exchange (PLEX) based on infective agent
[0157 (n=8); 026 (n=8), p=0.263]. ICU admission (26%), neurological
symptoms (14%) and platelet transfusions (40%) were non-significantly
different between groups. Eighty-two percent recovered, 10% developed
proteinuria and/or hypertension. Two patients required renal transplanta-
tion. One patient died with ungroupable Ecoli/VT2 genes.
Conclusion: Patients with Ecoli 026 required more aggressive medical
management compared to Ecoli 0157. Ten percent have long-term renal
sequelae with proteinuria, hypertension and renal impairment. Patients
can be successfully transplanted, however we propose complement
screening prior to listing.

IPN10679-94 PROTEINURIA AFTER PEDIATRIC KIDNEY
TRANSPLANTATION IN SLOVENIA

N. Battelino 1, J. Lobe Ursic 2, G. Novljan 3

1 Department of Pediatric Nephrology, University Children's Hospital,
Ljubljana - Slovenia, 2 Department of Pediatric Nephrology, University
Children's Hospital, Ljubljana, Faculty of Medicine, Ljubljana -
Slovenia, 3 Department of Pediatric Nephrology, University Children's
Hospital, Ljubljana, Faculty of Medicine, University of Ljubljana -
Slovenia

Introduction: Proteinuria is a common complication after kidney trans-
plantation and has been shown to be an important risk factor for graft and
patient survival. Tubular proteinuria is supposed to be the prevailing type.
The aim of our cross-sectional study was to evaluate the prevalence and
type of proteinuria in Slovenian pediatric renal graft recipients.
Material and methods: Twenty children (median age at transplantation:
12.5 years, IQR: 6.2-14.0) were eligible for evaluation. There were slight-
ly more boys (n=12/20, 60.0%). The median interval after transplantation
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was 4.3 years (IQR: 2.6-7.3). Data were collected from the last regular
outpatient clinic visits. Proteinuria was assessed by the urinary protein-to-
creatinine ratio in a random urine sample (UPCR) and by quantitative
measurement of protein in a 24-hour urine collection in the case of UPCR
> 20 g/mol. The type of proteinuria was determined by immunonephelo-
metric assays using our hospital’s own protocol. Clinical and laboratory
features including blood pressure, previous rejection episodes, glomerular
filtration rate and treatment with ACE or mTOR inhibitors were tested for
correlation with proteinuria. Fisher’s exact test and the Mann-Whitney U
test were used for data analysis.
Results: Proteinuria was present in 35% of our patients (n=7/20).
Proteinuria was mild (mean: 321 mg/day, 95% CI: 180-463), and none
of our patients had nephrotic range proteinuria. According to regular
laboratory results all patients had glomerular proteinuria, and only two
had concomitant tubular proteinuria. However, when applying the α1-
microglobulin/albumin algorithm as proposed by Lun et al., tubular pro-
teinuria was present in 50% of our patients. No significant correlation
with clinical parameters could be confirmed.
Conclusions: Proteinuria was detected in a significant proportion of our
patients, which is concordant with published literature. We could not
confirm the predominance of tubular proteinuria. The method used for
proteinuria profiling seems to be crucial when comparing results.
Keywords: Proteinuria, kidney transplantation, prevalence, children.

IPN10681 - 87 MIRNA PROFILING IN PEDIATRIC
TRANSPLANTED KIDNEY PATIENTS: LOOKING FOR
PREDICTIVE REJECTION BIOMARKERS

A. Carraro 1, S. Negrisolo 1, D.Marzenta 1, E. Vianello 1, P. De Gaspari 2,
G. Valle 3, L. Murer 1
1 Pediatric Nephrology, Dialysis and Transplant Unit, Department of
Women's and Children's Health, University-Hospital of Padova,
Padova - Italy, 2 Neuroimmunology laboratory, Institute of Pediatric
Research (IRP)Città della Speranza, Padova - Italy, 3 Department of
Biology and Interdepartmental Biotechnology Centre(CRIBI),University
of Padova, Padova - Italy

Background: In Padua pediatric nephrology unit, protocol biopsies
are usually performed to improve kidney graft survival. However,
this approach does not prevent histological damage. Therefore, it is
important to find early biomarkers useful to define kidney lesions.
microRNA (miRNAs) could be valuable candidates. They are short
non-coding RNA sequences involved in posttranscriptional path-
ways modulating renal transplant rejection. miRNAs can also be
found into extracellular vesicles (EVs) of biological fluids (e.g.
blood). In this study we performed a miRNA profile analysis on
protocol biopsies and serum EVs (SEVs) in 20 children transplanted
in our center. This method will be useful to the identify new possi-
ble predictive biomarkers of renal damage.
Methods:We considered pediatric patients at one year after transplantation:
10 with normal histology (Banff I) and 10 with acute/chronic rejection (Banff
II-III-IV). miRNAs were extracted from kidney tissues and EVs samples.
RNAwas evaluated by Agilent Bioanalyzer 2100 and Qubit fluorometer. A
"miRNA enrichment-kit" was used to improve miRNA-seq analysis.
Results: 1092 different miRNAs were detected in tissues samples (from
6.42 to 30.8 ng/μl). Among them, 5 miRNAs were overexpressed in the
subclinical rejected group compared to not rejected one. Differently, 100
different miRNAs were identified in the SEVs sample (< 1 ng/μl). Four
out of the five miRNAs identified in the tissues were expressed in SEVs
samples too.
Conclusions: We identified 5 miRNAs that were overexpressed in the
biopsies of rejected pediatric patients: miR-142-3p, miR-142-5p, miR-
101-3p, miR-106b-3p and miR-185-5p. Indeed, hsa-miR-142-5p and
hsa-miR-142-3p have been already reported to be associated to acute
kidney rejection. These results pave the way to the identification of a

noninvasive test, useful to prevent the graft damaging in pediatric kidney
transplanted patients.

IPN10682-88 THE PREVALENCE AND PREDICTORS OF
HYPERTENSION IN EUROPEAN CHILDREN ON RENAL
REPLACEMENT THERAPY (RRT)

E. Vidal 1, M. Bonthuis 2, K.J. Jager 2, J. Harambat 3
1 Pediatric Nephrology, Dialysis and Transplantation Unit, Department
of Woman’s and Child’s Health, University-Hospital of Padova, Padova -
Italy, 2 ESPN/ERA-EDTA Registry, Amsterdam UMC, University of
Amsterdam, Department of Medical Informatics, Amsterdam Public
Health research institute, Amsterdam - Netherlands, 3 Pediatric
Nephrology Unit, Bordeaux University Hospital, Bordeaux - France

Introduction:Hypertension (HTN) is a well-known complication among
children on RRT and the most common risk factor for cardiovascular
disease later in life. We aimed to determine prevalence of and risk factors
for high blood pressure (BP) among RRT patients enrolled within the
ESPN/ERA-EDTA Registry.
Material and methods: 5.032 patients from 30 European countries pro-
viding data on BP and antihypertensive medications (AHs) who started
RRT before 20 years of age between 2007-2016, were included. HTN
was defined as either systolic (SBP) or diastolic BP (DBP) >95th percen-
tile for age, height and sex or when using AHs. Uncontrolled HTN was
defined as a SBP or a DBP >95th percentile, among those with HTN.
Results: At time of first BP measurement, after a median (IQR) time on
RRT of 1.0 (0.3-3.8) year, 46% of children had a functional renal graft,
21% were on HD and 33% on PD. Median age was 8.4 years (IQR: 2.8-
12.9), 59% were male, and CAKUTwas the most frequent renal disease
(33%). Uncontrolled HTN, use of AHs and HTN were reported in 40%,
59% and 74% of patients, respectively. Younger age (<3 vs >17 years, OR
2.94 [95% CI: 2.31-3.73]), being on dialysis (HD vs transplantation, OR
2.10 [95%CI: 1.78-2.47]; PD vs transplantation, OR 1.19 [95%CI: 1.02-
1.38]), shorter RRT vintage (<1 vs >5 years, OR 1.44 [1.20-1.74]), and
non-CAKUT renal disease (OR 1.41 [95% CI: 1.29-1.54]) were signifi-
cant risk factors for uncontrolled HTN. Use of AHs was more likely
among older (0-3 vs >17 years, OR 0.35 [95% CI: 0.27-0.47]) and
transplanted patients (HD vs transplantation, OR 0.73 [95% CI: 0.60-
0.88]; PD vs transplantation, OR 0.80 [95% CI: 0.67-0.97]).
Conclusions: HTN is highly prevalent in children on RRT. Younger
children and HD patients should be particularly carefully evaluated for
BP status after entering dialysis or shortly after transplantation.

IPN10683-89 LONGITUDINAL CHANGES AND OUTCOME OF
HIGH BLOOD PRESSURE IN CHILDREN ON RENAL
REPLACEMENT THERAPY

E. Vidal 1, M. Bonthuis 2, K.J. Jager 2, J. Harambat 3
1 Pediatric Nephrology, Dialysis and Transplantation Unit, Department
of Woman’s and Child’s Health, University-Hospital of Padova, Padova -
Italy, 2 ESPN/ERA-EDTA Registry, Amsterdam UMC, University of
Amsterdam, Department of Medical Informatics, Amsterdam Public
Health research institute, Amsterdam - Netherlands, 3 Pediatric
Nephrology Unit, Bordeaux University Hospital, Bordeaux - France

Introduction: Few studies have focused on trends of hypertension
(HTN) and status of blood pressure (BP) control over time in children
on renal replacement therapy (RRT). In this study, we aimed to evaluate
the 5-year trend in BP antihypertensive medications (AHs) use, as well as
the association between HTN andmortality among RRT patients enrolled
within the ESPN/ERA-EDTA Registry.
Material and methods: 25.223 BP measurements from 5.032 patients
who started RRT before 20 years of age, between 2007-2016, were
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included. Mixed models were used to analyse trends of BP, the JointPoint
regression to assess prevalence of uncontrolled HTN (uHTN) over time,
and multivariable Cox proportional hazard models to evaluate association
of BP with mortality.
Results: Mean systolic BP (SBP) at RRT initiation was 1.66(+0.15),
1.05(+0.15) and 1.09(+0.08) SDS in HD, PD and transplanted (Tx) pa-
tients, respectively, while it was 1.41(+0.19), 1.12(+0.18), and
0.79(+0.06) SDS in the corresponding RRT categories after 5 years.
Patients on HD showed a significant decrease in the prevalence of
uHTN over time (57.1% at dialysis start vs 41.4% after 5 years; annual
percentage change [APC] -4%; 95% CI: -5.7;-2.2; p<0.05), coupled with
a significant reduction in AHs use (APC -3.5%; 95% CI: -6.7;-0.2). PD
patients showed a similar reduction in uHTN prevalence (APC -4.9%;
95% CI: -7.2;-2.6; p<0.05), but a significant increase in AHs use (APC
+3.6%; 95% CI: 0.6;6.6; p<0.05). After 5 years, Tx patients showed a
significant reduction in both prevalence of uHTN (APC -4.8%; 95% CI:
-7.8;-1.7; p<0.05) and use of AHs (APC -2.2%; 95% CI: -4.1;-0.3%;
p<0.05). Having uHTN was not associated with mortality (HR 0.95;
95% CI: 0.68-1.33).
Conclusions: A more adequate control of BP over time seemed to be
obtained in children on RRT. Findings in PD patients suggest that this
requires a progressive increase in the use of AHs.

IPN10685-91 INTRARENAL VIRAL DNA IN PROTOCOL
BIOPSIES OF PEDIATRIC RENAL TRANSPLANT
RECIPIENTS AND HUMORAL REJECTION

S. Negrisolo 1, N. Bertazza Partigiani 1, A. Carraro 1, D. Marzenta 1, E.
Benetti 1, L. Barzon 2, L. Murer 1
1 Pediatric Nephrology, Dialysis and Transplant Unit & Laboratory of
Immunopathology and Molecular Biology of kidney, Dep. of Women’s
and Children’s Health; Padova - Italy, 2 Department of Molecular
Medicine, University-Hospital of Padova, Padova - Italy

Background:Viral infections can lead to transplant dysfunction and
through the cytopathic effect and immune response they can lead
to acute/chronic allograft rejection. It has been known that anti-
body mediated rejection (ABMR) represents one of major risk fac-
tors for reduced transplanted kidney survival. In order to evaluate
if local virus mediated inflammation could be linked to develop-
ment of anti-donor antibody and ABMR, we retrospectively
reviewed histological, donor-specific antibodies (DSA), viremia
and intrarenal virus data of transplanted patients and followed up
at our pediatric center from 2011 to 2017.
Methods:Histological data were obtained from protocol biopsies performed
at 6, 12 and 24 months after transplantation (Banff ’15) in association with
DSA +(with MFI>3000). The detection of virus DNAwas done by PCR for
CMV, EBV, BKV, PVB19 in blood and bioptic tissue samples at the time of
transplant (T0) and at the time of protocol biopsies.
Result: Analysis included 104 patients: 248 protocol biopsies, 52 diag-
nosed as acute/chronic rejection (69.2% cellular vs 30.8% humoral). The
study did not highlight correlation between systemic viral infection and
humoral or cellular rejection.
Conversely, our data emphasized that the presence of at least one
intrarenal virus, is more correlated to humoral rejection than to cellular
rejection (68.8% vs 36.1%, p=0.038). In particular, the presence of
PVB19 is associated with humoral rejection compared to the cellular
one (50% vs 19.4%, p=0.044) and we could observe that only PVB19
has a prevalence in T0 biopsies (25.5%).
Conclusion: We speculate that Parvovirus B19 could increase the
risk of humoral rejection, amplifying the exposition of MCH II
antigens through INFg pathway. This retrospective study high-
lights a possible association between the presence of PVB19
intragraft and ABMR. The creation of a new multicentre study
will allow increasing statistical power.

IPN10686-92 CLINICAL PROFILE & RENAL OUTCOME OF
SOLITARY FUNCTIONING KIDNEY IN CHILDREN

K. Sathe 1, N. Das 2, S. Nair 2, N. Desai 2, A. Lois 2, D. Choudhary 2, V.
Sawant 2, M. Shaikh 2, R. Toka 2, A. Kondekar 2, S. Malik 2

1 Sir H N Reliance Foundation Hospital, Mumbai - India, 2 Dept of
Pediatrics, T N M C & B Y L Nair Hospital,Mumbai - India

Introduction: Solitary functioning kidney (SFK) was considered benign.
Recent studies suggest up to 40% cases eventually require renal replace-
ment therapy.
Aim:To identify clinical profile, presence of renal dysfunction in children
with SFK.
Materials
Study Design: Cross sectional observational study.
Subjects: Successive children diagnosed with SFK (congenital or ac-
quired) under 18 years age presenting to paediatric nephrology clinic over
last one year.
Methods: History, physical examination, laboratory tests & imaging (re-
nal ultrasound and DMSA scan) done. Nature of presentation, aetiology
of SFK, growth, associated anomalies, renal dysfunction [low eGFR
(<90ml/min/1.73m2) by Schwartz formula, hypertension & proteinuria]
studied.
Results: Sixteen cases (8 Females, 8 males), age range at initial presen-
tation one week to 11 years. Poor growth 10/ 16 cases (62.5%). SFK was
congenital 11/16, acquired 5/16 cases. Diagnosis was incidental 5/16,
antenatal 5/16, UTI 3/16, abdominal pain 2/16, advanced chronic kidney
disease (CKD) in 1/16 case. Thirteen and three cases had right and left
SFK respectively. Congenital SFK comprised primary renal agenesis.
Etiology of acquired SFK was reflux nephropathy 02, multicystic dys-
plastic kidney 01, Vesicoureteric junction obstruction 01, dysplasia 01
case. Non renal malformations in 10/16 cases; CAKUT in SFK in 6 /16
(37.5%) cases. Renal dysfunction in 8/16 cases (50%); 25% cases had
proteinuria (1+ in 3/16 and 4+ in 1/16 case); 12.5% (2/16) cases had
severe hypertension. CKD detected in 37.5% (6/16) cases [CKD stage
II- 02; stage III- 01, Stage IV- 03 cases]. Of cases with CKD; 4/6 (66.6%)
were congenital SFK; 4/6 (66.6%) had ipsilateral CAKUT; 3/6 (50%)
were infants while 3/6 (50%) between age 1-5 years.
Conclusions: SFK is not benign; associated with poor growth in 62.5%;
CKD in 37.5% cases which presented early in life. Ipsilateral CAKUT
and congenital SFK seem to be associated with higher incidence of CKD
as also reported in studies.
Keywords: chronic kidney disease, CAKUT

IPN10688-94 NEPHROPATHY WITH PROTEINURIA,
HEMATURIA, PRETIBIAL EPIDERMOLYSIS BULLOSA AND
DEAFNESS BY MUTATIONS CD151 GENE IN SIBS

N. Savenkova , Z. Leviashvili , E. Snezhkova , T. Karpova
Saint-Petersburg State Pediatric Medical University - Russian
Federation

Introduction: Nephropathy with proteinuria, hematuria, pretibial
epidermolysis is caused bymutation in the CD151 gene (OMIM609057).
Material and methods: We examined two sibs (7-year-old boy and
2-year-old girl) with rare syndrome including nephropathy with
pretibial epidermolysis bullosa and deafness by mutations in the
CD151 gene.
Results: Proband boy (7-years 2-months), from a closely related marriage
of an oriental family, from 1 year revealed proteinuria 0.9g/day, hematuria
with normal renal function, epidermolysis bullosa, onychodystrophy (nail
damage in the form of subungual hyperkeratosis, the curvature of the nail
plate). Therapy of cytomegalovirus infection with ganciclovir was effec-
tive. Kidney biopsy revealed segmental glomerulosclerosis, mesangial
proliferation, and membranous changes. The therapy with
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glucocorticoids, cytostatic was weakly effective. Sibs proband girl from
birth had congenital incomplete palatoschisis, ankyloglossia,
epidermolysis bullosa. Girl had proteinuria 0.45g/day, hematuria after 1
year. Proteinuria progressed in the nephrotic range with normal renal
function. Girl had bilateral conductive deafness, onychodystrophy, super-
ficial antral gastritis. The therapy with glucocorticoids had weak effect.
Genetic research in 2 siblings (NGS - sequencing) revealed a mutation in
the CD151 gene (chr11: 836845T>C) in a homozygous state that allowed
to diagnose nephropathy with pretibial epidermolysis and deafness syn-
drome autosomal recessive type (family case).
Conclusion: We described 2 sibs with rare hereditary syndrome:
neph ropa t hy (w i t h p ro t e i nu r i a , h ema tu r i a , s egmen t a l
glomerulosclerosis, membranous changes, normal renal function),
pretibial epidermolysis, onychodystrophy and deafness by mutations
in the CD151 gene.

IPN10691-88 PHENOTYPE AND GENOTYPE SPECTRUM OF
CHINA COHORT WITH NEPHRONOPHTHISIS-RELATED
CILIOPATHY

X. Tang 1, H. Xu 1, J. Rao 1, Q. Shen 1, J. Chen 1, Y. Zhu 2, Y. Dong 2,
L. Chen 3, X. Jiang 3, L. Hou 4, Y. Wu 4, Y. Li 5, S. Zheng 5, B. Zheng 6,
A. Zhang 6

1 Department of Nephrology, Shanghai Kidney Development and
Pediatric Kidney Disease Research Center, Children’s Hospital of
Fudan University, Shanghai - China, 2 Department of Nephrology,
Anhui Provincial Children's Hospital, Hefei - China, 3 Department of
Pediatric, First Affiliated Hospital of Sun Yat-sen University,
Guangzhou - China, 4 Department of Pediatric Renal Rheumatism
Immunology, Shengjing Hospital Affiliated to China Medical
University,Shenyang - China, 5 Department of Nephrology, The
Children's Hospital of Guiyang City, Guiyang - China, 6 Department of
Nephrology, Nanjing Children's Hospital Affiliated to Nanjing Medical
University, Nanjing - China

Introduction: Nephronophthisis-related ciliopathies (NPHP-RC) ac-
counts for the majority of genetically caused end-stage renal disease
(ESRD) in children. To date, mutations in 92 genes have been identified
causing either isolated nephronophthisis or multiorgan disorders. This
study aims to investigate the phenotype and genotype spectrum of
NPHP-RC in a China multicenter cohort.
Material & methods: A national multicenter registration network
(www.ccgkdd.com.cn) has been established. Crosssectional and
longitudinal data of 40 patients from 38 familis with pathogenic
NPHP-RC gene mutations were collected into a unified, anony-
mous database. Mean observation time of this cohort was 3.5±3.1
years. The Institutional Review Board (IRB) of Children’s
Hospital of Fudan University approved and monitored this study
involving the 6 participating centers (NO. 2018_286).
Results:Mutations inNPHP1 are the most common genetic defect in this
cohort (n=13) ,while non-NPHP1 group include NPHP3(n=9),
NPHP13(n=4), NPHP12(n=3), NPHP2 (n=2) ,RPGRIP1L (n=2),
BBS12(n=2), NPHP16,BBS1,BBS2,BBS16,ZNF423(n=1). Overall, 45%
patients presented with isolated nephronophthisis, whereas the
other 55% involve extrarenal phenotype. With regard to extrarenal
phenotype, liver involvment is most frequent(57.5%,n=23) with
central nervous system(30%,n=12), eyes(30%,n=12), skeleton sys-
tem (12.5%,n=5). At initial clinical presentation, incidentally
found creatinine elevation and non-specific symptoms of CKD
account for 65%. Patients carrying NPHP1 mutations mainly pre-
sented with isolated nephronophthisis (69.2%, 9/13) and progress
to ESRD at a mean age of 13.1±1.3 years. In contrast the mean
age of ESRD onset in non-NPHP1 group is younger(7.9±2.8
years, P<0.001), especially NPHP3(3.1±2.1years), and show

complex heterogenous phenotype with isolated NPH(22.2%,n=6),
Bardet-Biedl syndrome (18.5%, n=5), Joubert syndrome(7.4%,
n=2), COACH syndrome(3.7%, n=1), short-rib thoracic dysplasia
(3.7%, n=1), unclassifid (44.4%,n=12).
Conclusions: NPHP1was the most common pathogenic gene and main-
ly present isolated nephronophthisis in this Chinese NPHP-RC cohort.
Patients with NPHP3 mutations earlier progress to ESRD and often ac-
companied by liver involvment.

IPN10693-90 CLINICAL AND MORPHOLOGICAL FEATURES
OF IDIOPATHIC NEPHROTIC SYNDROME (INS) IN
CHILDREN

P. Nyrkova , V. Polkanova , N. Savenkova
Saint-Petersburg State Pediatric Medical University - Russian
Federation

Introduction: The aim of the study was to reveal clinical and morpho-
logical features of INS in children.
Patients andmethods:Out of 230 children with INS 58 underwent renal
biopsy. Out of 58 children with INS 47 had steroid-sensitive onset with
subsequent frequent relapses and developing steroid dependency; 11 had
steroid-resistant onset.
Results: The renal biopsy study in 58 children with INS demonstrated
minimal change nephrotic syndrome (MCNS) in 42 (72,4%), peripheral
focal and segmental glomerulosclerosis (FSGS) in 11 (19%),
mesangioproliferative glomerulonephritis (MesPGN) in 5 (8,6%). All
42 patients with MCNS (mean age of onset 4,5±3,3 years, 25 boys, 17
girls) had proteinuria ≥ 1g/m2/day, hypoalbuminemia < 25 g/l, hyperlip-
idemia and edema, normal renal function, complete remission after 8-12
weeks course of prednisone at onset. Out of 42 children with MCNS 31
(73,8%) had clinical manifestations of allergy (atopic dermatitis, bronchi-
al asthma, allergic rhinitis, allergic conjunctivitis) and sensitisation to
allergens (alimentary, dust, epidermal, grasses and trees pollen) with or
without herpesvirus infection 1/2, 4, 5 types. All 5 children with INS
classified as MesPGN had frequent relapses or steroid dependency, clin-
ical manifestation of allergy and sensitisation to allergens. All 11 patients
with INS classified as FSGS (mean age of onset 7,7±4,2 years) had
persistent proteinuria with or without edema, steroid resistance associated
with herpesvirus infection, normal renal function in 10 and acute kidney
injury in 1 patient.
Conclusion: In 58 children with INS histopathological study demonstrat-
ed MCNS in 72,4%, FSGS in 19%, MesPGN in 8,6%. All 47 children
with steroid-sensitive onset of INS had MCNS or MesPGN, 11 children
with steroid-resistant onset of INS had peripheral FSGS.

IPN10694-91 NGAL AS A MARKER FOR EARLY DIAGNOSIS
OFAKI IN CRITICALLY ILL CHILDREN

V. Bozhanova 1, A. Sabri 1, S. Elkina 1, C. Petrova 1, P. Laleva 2, E.
Kostadinova 3

1 Department of Pediatrics, University Hospital, Pleven - Bulgaria,
2 Department of Clinical Laboratory, University Hospital, Pleven -
Bulgaria, 3 Department of Pediatrics, University Hospital, Stara
Zagora - Bulgaria

Introduction: Acute kidney injury (AKI) is a very common clinical
problem in critically ill children. The diagnosis of AKI is usually based
on the increased serum creatinine concentration, which is unreliable and
insensitive indicator for early changes in renal function. Neutrophil
gelatinase-associated lipocalin (NGAL) is a novel biomarker for early
detection of AKI. The aim of our study was to determine plasma
(pNGAL) and urine (uNGAL) NGAL levels as an early diagnostic factor
for AKI in critically ill children.
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Material and methods:We studied 20 critically ill children (10 girls and
10 boys) aged 1-17 (mean age 6,03±1,41) with sepsis, subdivided into 2
groups (5 children with AKI and 15 without AKI) and 15 healthy con-
trols. The pNGAL and uNGAL levels, serum creatinine and GFR were
assayed.
Results: The critically ill children showed significantly higher levels of
NGAL in serum (286,335±88,517ng/ml) and urine (450,53±51,75ng/ml),
than controls (pNGAL 154,99±35,45 ng/ml; uNGAL 53,31±5,1ng/ml)
(p=0,06) (p=0,02). There was a significant increase in uNGAL levels in
septic children with AKI (median 124,1 ng/ml) compared to septic chil-
dren without AKI (median 67,3 ng/ml) (p=0,03). We found a correlation
between: pNGAL and serum creatinine (r = 0,3; p = 0,006); uNGAL and
GFR (r = -0,6; p = 0,001); uNGAL and pNGAL (r = 0,9; p = 0,009).
Conclusion: The uNGAL and/or pNGAL levels can be used as an early
diagnostic marker of AKI, which contributes for protection of renal func-
tion and better prognosis in critically ill children.
Keywords: Acute kidney injury, NGAL, critically ill, children
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Introduction: CKD associated dyslipidemia may contribute to CKD
progression and cardiovascular comorbidity. We aimed to analyze the
prevalence and longitudinal trends of dyslipidemia in a large cohort of
children with CKD.
Material and methods: Children with CKD stage 3-5 from the pro-
spective 4C Study with available serum lipid levels were included.
Triglycerides (TG) were analyzed in fasting serum samples.
Prevalence of dyslipidemia was analyzed until start of renal replace-
ment therapy.
Results: 667 patients (66% boys; 6% obese) with a median baseline
eGFR of 26.4 ml/min/1.73 m2 were included. Predominant renal
diagnosis was congenital abnormalities of the kidney and urinary
tract (68.9 %) and 8.6 % had glomerulopathies.85% of the patients
had dyslipidemia at baseline. 54%, 28% and 16% of the patients
had elevated TG, total cholesterol (TCh) and low-density lipopro-
tein cholesterol (LDL-Ch), respectively, and 32% had low high-
density lipoprotein cholesterol (HDL-Ch). No significant changes
in the prevalence of dyslipidemia were observed over the 6-years

follow-up. In the multivariable analysis high TCh was associated
with glomerulopathies (OR [95% CI]) 5.04 [2.44, 10.41]), body
mass index (BMI) SDS (1.23 [1.04, 1.45]), urine protein/
creatinine ratio (uPCR) (1.45 [1.17, 1.80]) and high sensitivity C-
reactive protein (hs-CRP) (0.83 [ 0.72, 0.95]). High LDL-Ch was
associated with age (0.92 [0.85-0.99]), glomerulopathies (5.34
[2.42-11.76]), eGFR (1.02 [1-1.05]) and uPCR (1.56 [1.19-2.04]).
High TG was associated with age (0.82 [0.75-0.91]), glomerulop-
athies (2.21 [0.69-7.11]), time since CKD2 (0.91 [0.85-0.98]) and
hs-CRP (0.81 [0.68-0.98]). Low HDL-Ch was associated with age
(1.09 [1.03-1.16]), female sex (0.46 [0.30-0.70]), time since CKD2 (0.91
[0.87-0.95]), BMI SDS (1.18 [1.01-1.37]), eGFR (0.97 [0.95-0.99]), se-
rum albumin (0.95 [0.91-0.99]) and hs-CRP (1.28 [1.13-1.44]).
Conclusions: The majority of CKD children have dyslipidemia which
remains relatively stable over the course of CKD progression and is
associated with anthropometric characteristics, renal function and inflam-
matory activity.
Keywords: chronic kidney disease, dyslipidemia
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Introduction: Hypoalbuminemia is occasionally present in STEC-HUS,
sometimes with hemorrhagic colitis (HC).
Objectives:
1) To analyze if hypoalbuminemia is frequent in HC;
2) to evaluate the relationship between hypoalbuminemia, central nervous
system (CNSD) and renal disease (RD), and
3) to determine if hypoalbuminemia is related to fecal losses of
protein.
Methods: We performed a prospective evaluation of STEC HUS
patients assisted from 9/2011-2/2019, evaluating presence of HC,
CNSD and RD, serum albumin level (SAL) and α1-antitripsin
clearance (α1AT). CNSD was considered severe when ≥3 seizures
and/or coma were present. Considering dialysis, RD was graded
moderate (1-9 days) and severe (>10). Statistics:chi-square and
ANOVA.
Results: We evaluated 98 patients (mean age 33.2m), 55 girls. HC was
present in 26 patients (26.5%). SAL < 30g/l was present in 49 (50%), 16
with SAL ≤25 g/l. HC was present in 11/33 with SAL >25-<30 g/l
(33.3%) vs 14/16 (87.5%) with ≤25 g/l. Albumin <25 was observed in
53.8 % patients with HC and only 2.7% without HC (p<0.0001). CNSD
was present in 18 patients (18.3%) and it was severe in 14/18 (77.7%).
SAL<25 g/l was present in 8/14 (57.1%) with severe CNSD vs 7/80
(8.7%) without CNSD (p<0.0001). There was no CNSD in 45/49
(91.8%) with SAL>30 g/dl. RD moderate-severe was present in 60/98
(61.2%); 15/60 (25 %) had levels < 25 g/l and 22/60 (36.7 %) levels >30
g/l. In patients with no need for dialysis, 26/38 (70.3%) had SAL> 30 g/l,
while only 1/38 (2.7%) had SAL< 25 g/l. SAL< 25 g/l was associated
with need for dialysis (p:0.0015). α1ATwas performed in 73 patients and
was high in 9/73 (12.3%), only 4 of them with HC.
Conclusions:
1) Hypoalbuminemia is more frequent in patients with HC.
2) It is associated with severe CNSD and RD; 3)α1ATwas not associated
with fecal losses.
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Introduction: Acute kidney injury (AKI) is associated with mortality in
hospitalized patients. Acute dialysis modality data for hospitalized pa-
tients with AKI are limited. The aim of this study is to categorize treat-
ment modality of dialysis and its associations with mortality in pediatric
patients with AKI.
Materials and Methods: A cohort of hospitalized children aged <20
years was identified from a medical organization in Taiwan using elec-
tronic medical records from 2010 to 2017. Use of intermittent hemodial-
ysis (HD), peritoneal dialysis (PD) and continuous renal replacement
therapy (CRRT), inotropic regiments (dopamine, dobutamine, (nor)epi-
nephrine, milrinone), ECMO, patient characteristics, underline comorbid
conditions and clinical outcomes associations were assessed using multi-
variate logistic regression model.
Results: Of 378 pediatric patients with dialysis were identified during
hospitalization in the study setting and 95% for AKI (n=356). The mean
age was 10.7 (+/-7.4) years of hospitalized patients who were on dialysis
for AKI and 45% of them were female. There were 474 dialysis treat-
ments have been delivered during the first hospitalization, including 50%
of HD, 34% of CRRTand 17% of PD. Patients on CRRT (mean age 7.7+/
-7.0) were younger and more likely to receive ECMO (37.3%) than pa-
tients who were on other treatment modalities. The overall in-hospital
mortality rate was 39%, which was higher in patients receiving CRRT
(54.7%), following by PD (33.3%) and HD (10.34%). More use of ino-
tropic agents was associated increased mortality risk (adjusted odds ratio,
16.5; 95%CI 6.8-40.2; P<0.0001). AKI stage showed an independent
association with mortality, while sustained or renal recovery had a lower
probability of mortality but not achieved significant (P>0.05).
Conclusions: The mortality rate among pediatric patients with hospital-
ized dialysis is substantial. More inotropic regiments use was associated
with increased mortality in children on dialysis.
Keywords: intermittent hemodialysis (HD); peritoneal dialysis (PD);
continuous renal replacement therapy (CRRT); acute kidney injury; mor-
tality; renal outcome
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Introduction: Henoch-Schönlein purpura (HSP), also called IgA vascu-
litis, is one of the major causes for vasculitis in children, which is often
accompanied by Henoch-Schönlein purpura nephritis (HSPN). HSPN
occurs with hematuria alone, hematuria and proteinuria, acute nephritis
and/or nephrotic syndrome. In particular, more than half of the patients
with acute nephritis and nephrotic syndrome develop renal failure.
However, optimal treatment remains controversial and the pathogenesis
remains to be elucidated. It was reported that monocytes and T cells were
accumulated in the glomeruli of HSPN patients. We evaluated the in-
volvement of immune cells in HSPN.

Material & methods: Microarray was carried out using peripheral
blood mononuclear cells (PBMC) from HSPN (n = 2) and HSP
(n = 2) patients. Quantitative RT-PCR was employed to confirm
the microarray results, using PBMC from HSPN (n = 9), HSP (n =
23) and healthy controls (n = 10). In an index case of a 5-year-old
boy who received a diagnosis of HSPN-nephrotic syndrome, cyto-
toxic T lymphocytes (CTL) and natural killer (NK) cells were
moni tored for the express ion of HLA-DR assessed by
flowcytometry, during the treatment course of high-dose steroid,
oral steroid, cyclophosphamide and cyclosporine-A.
Results: In HSPN patients, compared with HSP patients, mRNA
expression levels of GNLY and GZMB, which are key molecules
of CTL and NK cells, were up-regulated in PBMC. The 5-year-
old patient showed high levels of HLA-DR expression in CTL
and NK cells when he developed proteinuria but the expression
levels decreased as the proteinuria disappeared after the adminis-
tration of cyclosporine-A.
Conclusions: Activation of CTL and NK cells may be involved in path-
ogenesis of HSPN. To inhibit the activation of CTL and NK cells,
cyclosporine-A can be effective.
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Abstract
Introduction: Recombinant human growth hormone (rhGH) is
commonly used in children with chronic kidney disease (CKD)
to improve growth. Using two large national databases, we
aimed to determine the effectiveness of rhGH in children with
end stage kidney disease (ESKD) and its effect on final height
(FH).
Material and Methods: This study used data recorded in the
ANZDATA and OZGROW databases on children with CKD and
ESKD over a 25-year period from 1982-2016. Height SDS was
calculated according using the LMS method based on CDC
growth charts (2000) and final height was defined as last height
recorded in girls >16yrs and boys >17yrs. Stata ™ was used for
statistical analysis.
Results: The study included 1,181 patients (662 male: 519 female)
aged 1-18years at the commencement of renal replacement therapy
(RRT). The mean age of commencement of renal replacement ther-
apy was 11.2 yrs and the most common cause of ESKD was
CAKUT (15%), followed by reflux nephropathy (11%). 153 pa-
tients (13%) were treated with rhGH prior to commencement of
RRT and 96 started rhGH post-commencement of RRT. There
was a significant improvement in growth in those treated with
rhGH prior to the start of RRT (ΔHt-SDS=+0.51 [+0.35 to
+0.67]; p<0.001). Final height was available for 555 patients
(mean age = 17.6yrs), of which 168 (30%) had been treated with
rhGH at some time during childhood. Whilst the rhGH-treated
group demonstrated a greater improvement in height-SDS from
commencement of RRT to final height, the effect was not statisti-
cally significant (rhGH-treated ΔHt-SDS=+0.21 [0.02 to 0.39] vs
untreated ΔHt-SDS= +0.09 [-0.18 to 0.19]; p=0.247).
Conclusion: This large registry study confirms that rhGH is ef-
fective in improving height in children with CKD prior to the
commencement RRT. However, this effect is attenuated following
commencement of RRT, with no significant effect on final
height.
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Introduction: Surveillance allograft protocol biopsies (PB) could pro-
vide the opportunity to tailor the patient’s management based on evidence
of subclinical histological signs with potentially important implication for
graft outcome.
Material&Methods:We performed a retrospective study to evaluate the
efficacy of the PB at 6, 12 and 24 m. post-TX in preventing rejection and
to evaluate the prevalence/severity of post-bioptic complications. From
January 2005 to December 2016, 209 pediatric patients (M/F 133/76, age
1.2-18.2 y, weight 5.8 -75.6 kg, LD/DD 47/162) have been transplanted
in our centre. 189/209 patients with first renal graft, stable and normal
GFR and without risk factors were enrolled after parent consensus. In
total 402PB were analysed.
Results: Histological lesions were observed in 119/402 PB that
lead to clinical therapies modification. 90 acute rejections
(36.6% Banff 3, 50% Banff 4 IA/IB, 13.4% Banff 2) have been
treated with prednisolone pulses, Ig ev and Rituximab in the cases
of ABMR. In 11 cases with CNI toxicity, 16 cases of IF/TA, 2
cases of BKV nephropathy, the CNI dosage was reduced and
there was a switch from MMF vs Everolimus.
The therapy efficacy was evaluated in the biopsies after the treat-
ments. In 67.6% cases the histological lesions were recovered,
whereas in 17.2% and in 15.2% were observed persistent or
others lesions. Two years after transplantation, there was no sig-
nificant difference of GFR between the patients with normal his-
tology from first PB and the patients treated for histological le-
sions at 6 and 12 m. PB (p=0.31). We observed only a 0.53% of
major complications.
Conclusions:Our study confirmed the efficacy and safety of PB for post-
TX management and improving the renal allograft outcome in children.
PB ameliorate the surveillance of the graft and the immunosuppressive
therapy, are tolerate by pediatric recipients having a low risk of major
complications.
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Background: Tubulointerstitial nephritis and uveitis (TINU) is thought
to be an immune mediated process. Idiopathic cases are most common,
however it may be precipitated by drugs or infections. Approximately
40% of paediatric TIN patients have associated uveitis which may take
up to 3 years to present post-TIN diagnosis. There are currently no guide-
lines for TINU screening in those with TIN.
Aim: To describe a national cohort of children with biopsy-proven TIN,
evaluate the results of routine ophthalmology follow-up and establish the
incidence of TINU in Irish children.

Methods: A retrospective review of all Irish children (<16 years)
with biopsy-proven TIN was performed (2007–2017) and data
collected on aetiology, symptoms, treatment and long-term
outcome.
Results: Seventeen children were diagnosed with TIN. Seven
(41%) developed associated uveitis, the majority of which were
female (n=4). Median age of TIN diagnosis was 10 years (range
4–15 years).
Uveitis diagnosis occurred at several time-points; 3 months post TIN
diagnosis (n=3), 4–6 months post diagnosis (n=2), >6 months post diag-
nosis (n=1) and prior to TIN diagnosis (n=1).
Common symptoms of the TINU patients included fatigue
(57%), nausea/vomiting (43%) and abdominal pain (29%). Six
patients were treated with prednisolone; one received predniso-
lone and methotrexate. Creatinine normalised in all cases post-
treatment. Estimates using population data from the Central
Statistics Office suggests that 0.6/100,000 children have TINU
in Ireland.
Conclusion: Prospective studies are needed to ascertain the optimal
length of time for potential uveitis surveillance. Educating families of
patients with TIN about the potential of TINU is necessary in consultation
with ophthalmology.
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Background: Renal biopsy is an important tool in the diagnosis and
treatment of kidney disease in childhood.
Aims: To report the demographics, indications, histological findings and
complications of the Irish paediatric population who underwent renal
biopsy from 2007-2017.
Methods: A retrospective review of Irish paediatric patients who had
undergone a renal biopsy (2007-2017).
Results:A total of 320 native kidney biopsies were performed on
288 paediatric patients (32 patients underwent a second biopsy).
The mean age was 10yrs; 58% were male. Nephrotic syndrome
was the most common indication (16%) followed by Henoch
Schonlein Purpura (15%). Most common tissue diagnoses were
IgA nephropathy (31%), fol lowed by Focal segmental
glomerulosclerosis (FSGS) (19%) and Systemic lupus erythema-
tosus (SLE) (7%). Of 103 renal transplants performed in that
period, 26 (24%) had one or more “for cause” biopsies (49 total
allograft biopsies). The male:female ratio was 1.77:1 with a
mean age of 9.6 years. 43% of biopsies were performed in the
first year post-transplant. Biopsy indications were raised creati-
nine +/- proteinuria. Acute rejection (n=20), tacrolimus toxicity
(n=5) and transplant glomerulopathy (n=5) were detected.
Regarding complications, no graft loss occurred and no transfu-
sions were required.
Conclusion: Our results show that the number of biopsies per
year and the prevalence of the main renal diseases remain sim-
ilar over time. The procedure remains an important tool to de-
scribe pathology with a low rate of complications (BAPN,
2010).
References:
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Abstract
Background:
Aim: This is a retrospective review of paediatric patients with biopsy
diagnosis of HSP Nephritis from the two national paediatric nephrology
centres in Ireland. We aim to describe the demographics, clinical presen-
tations, histological findings, medical management, and long term
outcomes.
Results: Fifty-eight patients were identified, with a male majority
(n=32, 55.2%). The mean age at diagnosis was 9 years (range 2-
16). Proteinuria, haematuria, rash (82%), joint involvement (65%),
vomiting (39%) and pyrexia (29%) were common symptoms on
presentation. 21 patients were hypoalbuminemic at presentation.
29% of patients had a biopsy within 1 month of referral to ne-
phrology, 52% within 1-6months. Histological findings included
78% of the patients demonstrating crescent formation, segmental
sclerosis was seen in 51%, mesangial proliferation in 85%. ACE
inhibitors were the most commonly prescribed medication (54.3%)
followed by steroids (45.6%) and other immunosuppressants
(31%). Mycophenolate mofetil or myofortic were the agents of
choice for more aggressive HSP Nephritis with 15 patients in
the group treated. 2 patients received azathioprine and one re-
ceived CYA. First morning urine was monitored to quantify pro-
teinuria. At six months post biopsy 67% still had protein over 2+,
22% had fully resolved and the remainder are unknown. At one
year 34% had some residual proteinuria, reducing to 18% at 2
years. One patient progressed to end stage renal disease requiring
dialysis in the time frame.
Conclusion: In this retrospective review we select out patients who
qualify for biopsy in HSP due to severity of renal findings either
initially or after a period of careful observation. Despite severity of
presentation many patients are treated with ace inhibitor alone. Our
experience is positive with steroid and mycophenoate as immuno-
suppressive agents however there are a small group of children
who have persistent proteinuria.
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Abstract
Objective: Multiple lines of evidence suggested that genetic fac-
tors in complement proteins and diacylglycerol kinase epsilon
(DGKE) play critical role in aHUS. So far genetic studies of
pediatric patients, especially in China, is limited. We aim to de-
tected the genetic background and the clinical characteristics of
pediatric patients with aHUS in China.
Material & Methods: We analyzed the clinical and genetic charac-
teristics of 22 aHUS pediatric patients, and correlation between
genotype and phenotype were investigated. We performed next
generation sequencing panel (NGS) or whole-exome sequencing(trios-
WES) to detect the mutations.

Results: 22 patients (13 male and 9 female) with mean age 4.3
years old were enrolled, the age at onset ranged from 5 months to
10 years, over one-third patients with aHUS are < 2 years of age
at onset. 13 (59%) patients experienced possible triggering events.
4 (18.2%) patients showed multi-organs involvement. Thirteen
different mutations (9 missense, 1 nonsense, 3 deletion/ duplica-
tion, 7 novel) on 6 complement genes were identified in 11 pa-
tients, 50 percent were identified aHUS related gene mutations, all
the mutations were associated with the genes known to be impli-
cated in aHUS (CFH, CFI, CD46, CFHR1 and CFHR5), CFH
mutations were most commonly detected, 9.2 percent had multiple
genetic mutations. With a mean follow-up of 15.5 months, 9.1%
died during the acute phase, 18.2% patients progressed into end
stage renal disease (ESRD) within 6 months, 72.7% presented
with complete remission during the follow-up. The correlation
between genotype and phenotype illustrated that patients with
pathogenic variants presented poorer progression.
Conclusions:Our center remains the biggest reported pediatric sam-
ples in China. 50 percent were identified aHUS related gene mu-
tations, CFH mutations were the most commonly detected. A
multi-center study has been performing in China and more patients
would be involved.
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Introduction: There is evidence from experimental studies as well
as studies in adults that dyslipidemia causes atherosclerosis, and
via its detrimental effects on endothelium could impair renal func-
tion. Endothelial dysfunction is perceived as an initial event in the
development of atherosclerosis, it is present at all stages of ath-
erosclerosis and is potentially reversible in childhood. The aim of
this prospective study was to assess if abnormal lipid levels in
childhood is associated with early endothelial damage and/or renal
dysfunction.
Material andmethods: 75 children with dyslipidemia aged 8 to 16 years
(patient group) were compared to 72 children of similar age and gender
with no history of dyslipidemia (control group). Endothelial function was
assessed by non-invasive ultrasound indices ie flow-mediated dilation
(FMD) of brancial artery and carotid intima media thickness (cIMT).
Renal function was assessed by measuring serum levels of cystatin C,
creatinine and estimated glomerular filtration rate (eGFR). Additionally,
total protein, albumin and β2-microglobulin excretion in urine were
measured.
Results: Ultrasound indices of endothelial function, eGFR, cystatin C
and β2-microglobulin values did not differ between the patient and the
control group. In the patient group an increased excretion of albumin in
urine was noted compared to the control group (p<0.01). Children with
increased levels of lipoprotein (a) [Lp(a)] ≥30 mg/dl had impaired FMD
(p<0.01), while Lp(a) values had a negative correlation with FMD
(r=-.279, p=0.02) in the study population.
Conclusions: Children with dyslipidemia did not have impaired
endothelial function in this study, while increased levels of Lp(a)
were correlated inversely with endothelial function. Increased se-
cretion of microalbumin in urine in children with dyslipidemia may
be a marker of early renal dysfunction in this group. Children with
dyslipidemia should be closely followed-up for early detection of
endothelial and/or renal dysfunction.
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IPN10711-81 CKD, LOW- AND HIGH-GDP PD INDUCED
MOLECULAR MECHANISMS OF PARIETAL PERITONEAL
AND VASCULAR TRANSFORMATION

B. Schaefer 1, M. Bartosova 1, C. Zhang 1, A. Ujszaszi 1, P. Sallay 2, Y.C.
Yap 3, G. Ariceta 4, R. Cerkauskiene 5, C. Taylan 6, D. Drozdz 7, A.K.
Bayazit 8, B.A. Warady 9, S.G. Zarogiannis 1, K. Kratochwill 10, C.P.
Schmitt 1
1 Center for Pediatric and Adolescent Medicine, University of
Heidelberg, Heidelberg - Germany, 2 First Department of
Pediatrics, Semmelweis University - Hungary, 3 Department of
Pediatrics, Hospital Kuala Lumpur - Malaysia, 4 Pediatric
Nephrology, Hospital Universitario Vall d' Hebrón, Universitat
Autonoma, Barcelona - Spain, 5 Vilnius university Faculty of medicine
Children's clinic, Vilnius - Lithuania, 6 Pediatric Nephrology,
Children's and Adolescent's Hospital, University Hospital of
Cologne - Germany, 7 Department of Pediatric Nephrology and
Hypertension, Jagiellonian University Medical College, Krakow -
Poland, 8 Department of Pediatric Nephrology, Faculty of
Medicine, Cukurova University, Adana - Turkey, 9 Children's
Mercy Hospital, Kansas City - United States, 10 Department of
Pediatrics and Adolescent Medicine, Medical University of
Vienna, Vienna - Austria

Introduction: CKD and PD induced peritoneal and vascular damage are
only partially understood, the comprehensive knowledge of distinct mo-
lecular pathomechanisms is a prerequisite for specific therapeutic
interventions.
Materials & methods: Fat covered omental arteriolar samples
(reflecting systemic vasculopathy) and parietal peritoneal sam-
ples were obtained from 130 children with CKD5 and 129 chil-
dren on PD (0.1-20 yrs; 106 on low-GDP, 23 on high-GDP
PD). Arterioles underwent histomorphometry and whole exome
analyses, parietal peritoneum from independent cohorts respec-
tive immunohistochemical quantification by digital imaging
analysis.
Results: Compared to CKD5 low-GDP PD upregulated 145 and
downregulated 38 arteriolar genes, high GDP 684 and 1560 genes.
Compared with high-GDP, low-GDP PD differentially regulated
582 genes (all BH corrected p<0.01), with upregulation of cell
viability, survival, immune response, cytoskeleton organisation
and angiogenesis pathways, and downregulation of cell death/
apoptosis pathways. Compared to CKD5, low- and high-GDP PD
were associated with parietal peritoneal inflammation, EMT,
VEGF, IL-6 and IL-33 and pSMAD2/3 induction. Complement
factors C1q and TCC, CD68 macrophage numbers and mast cell
tryptase release were higher with low-GDP fluid usage. Early an-
giogenesis was more pronounced with low-GDP PD, vasculopathy
(lumen/vessel ratio) and submesothelial fibrosis with high-GDP
usage (also after matching for PD vintage and dialytic glucose
exposure). Endothelial caspase3 abundance correlated with the de-
gree of vasculopathy. Diffuse podoplanin staining was more prev-
alent with high-GDP PD and in low-GDP patients associated with
higher dialytic glucose exposure, more peritoneal inflammation and
EMT, and more vasculopathy.
Conclusions: Low- and high-GDP fluids induce major peritoneal
membrane transformation but differ in the activation pattern of
molecular pathways of cell survival/apoptosis, inflammation, im-
mune response, cytoskeleton organisation and angiogenesis. Low-
GDP usage is associated with stronger (restored?) immune re-
sponse, and marked early angiogenesis, but less submesothelial
fibrosis, less vasculopathy, and less diffuse extravascular
podoplanin expression, a finding which has previously been reported
with EPS.

I P N 1 0 7 1 2 - 8 2 OUTCOMES AS SOC IATED WITH
UNRECOGNIZED ACUTE KIDNEY INJURY (AKI) IN AN
INNER-CITY CHILDREN’S HOSPITAL

D. Liu , D. Baker , S. Solomon , A. Basalely , F. Kaskel
Children's Hospital at Montefiore, Bronx NY - United States

Background: AKI has been shown to increase the risk of mortality,
length of hospital stays, hypertension (HTN), and impaired renal function
at discharge. Unrecognized AKI may lead to poorer outcomes. We aimed
to describe the prevalence, characteristics, and outcomes of patients with
unrecognized AKI.
Methods:We performed a retrospective chart review of patients aged 0-
21 admitted to the Children’s Hospital at Montefiore from December
2016 - June 2017 who had at least 2 serum creatinine values recorded
within 7 days. AKI was defined by Kidney Disease: Improving Global
Outcomes (KDIGO) criteria. Recognized AKI was defined as documen-
tation within the medical record of “acute kidney injury” or ICD 9/10
codes for AKI; unrecognized AKI as creatinines that met KDIGO criteria
without documentation of the aforementioned phrases; and no AKI as
normal creatinines.
Results: Baseline demographics, electrolyte disturbances, HTN, and
LOS were described for 184 patients. The median age was 14 years
(IQR 11,18), and a majority of patients identified as Hispanic. AKI
developed in 18% of admissions (n=33). 57% of AKI episodes were
unrecognized by providers (n=19). A higher rate of unrecognized
AKI was associated with diabetic ketoacidosis (DKA) (p=0.01) and
Stage 1 AKI (p=0.29). Those with unrecognized AKI had a trend
towards lower eGFR at admission 77.1 (IQR 69.5,96.6) and at dis-
charge 105.6 (IQR 73.4,126.4). 12% (n=4) of patients with AKI
developed HTN.
Conclusions: We identified new data on the prevalence of unrecog-
nized AKI. Providers failed to identify AKI over 50% of the time,
especially Stage 1 AKI and those with impaired eGFR on admis-
sion. AKI was associated with new onset HTN, demonstrating the
importance of identification and follow up of AKI. We hope to
utilize a larger cohort to study whether the creation of educational
tools for house staff in recognition of AKI may increase awareness
and improve outcomes.

IPN10713-83 SERUM ELECTROLYTES ABNORMALITIES
AND PREDICTION OF OUTCOME IN CRITICALLY SICK
CHILDREN

D. Bhat , S. Verma
Dayanand medical college and hospital,ludhiana - India

Serum electrolytes abnormalities and prediction of outcome in critically
sick children

Aims: To study the role of serum electrolyte abnormalities in predicting
outcome in critically ill children.
Material &Methods: It was a prospective study comprising of critically
ill children admitted in a PICU of a tertiary care hospital in the northern
Indian state of Punjab. At the time of admission the patient’s clinical
picture was recorded in prefixed proforma. Venous blood sampling was
obtained from each patient enrolled in the study and sent for estimation of
electrolytes, calcium, magnesium, phosphorus,urea, creatinine, glucose
levels.
Results: There were total 489 admissions to PICU during the study pe-
riod of one year from 1May 2015 to 30April 2016.Out of these 237 cases
met the inclusion criteria. Electrolyte abnormalities were observed in
48.5% of children. Male to female ratio was 2.4:1.Maximum patients
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(29.5%) were less than 1 years age. In our study majority of patients
(75.9%) were discharged, with 12.6% discharged against medical advice
and 11.4% died. In our study, most common electrolyte abnormality
found was hypocalcemia (39.2%) followed by hypokalemia (38.4%)
and hyponatremia (37.1%).
Conclusion: The present study showed a high incidence of electrolyte
abnormalities in acutely ill children admitted to PICU. Since the specific
symptoms of electrolyte abnormality often merge with the underlying
disease, they remain unrecognized and contribute significantly to the
morbidity and mortality besides the primary illness. Close monitoring
and appropriate correction of electrolyte abnormalities will be useful in
lowering mortality.

IPN10714-84 PERITONEAL DIALYSIS FLUIDS REGULATE
PERITONEAL MESOTHELIAL AND ENDOTHELIAL
JUNCTION PROTEIN EXPRESSION AND FUNCTION

M. Bartosova 1, B. Schaefer 1, E. Levai 1, H. Jenei 1, C. Zhang 1, R.
Herzog 2, J. Buchholz 3, P. Sallay 4, K. Vondrak 5, B. Ranchin 6, A.
Zaloszyc 7, M. Hausmann 3, S.G. Zarogiannis 1, K. Kratochwill 2, C.P.
Schmitt 1
1 Center for Pediatric and Adolescent Medicine, University of
Heidelberg, Heidelberg - Germany, 2 Department of Pediatrics and
Adolescent Medicine, Medical University of Vienna, Vienna - Austria,
3 Kirchhoff-Institute for Physics, University of Heidelberg, Heidelberg -
Germany, 4 First Department of Pediatrics, Semmelweis University,
Budapest - Hungary, 5 Department of Pediatrics, University Hospital
Motol, Prague - Czech Republic, 6 Service de Néphrologie Pédiatrique,
Hôpital Femme Mere Enfant, Hospices Civils de Lyon, Lyon - France,
7 Department of Pediatrics 1, University Hospital of Strasbourg,
Strasbourg - France

Introduction: PD fluid and solute transport capacity is limited. Junction-
proteins represent the molecular counterparts of peritoneal semiperme-
ability and transport function, their expression and regulation has not yet
been studied in detail.
Materials & methods: We performed arteriolar transcriptome and
proteome analyses in children with normal renal function, CKD5
and on PD with acidic, high glucose degradation products (GDP)
and with neutral pH, low-GDP PD fluids, (n=6/group). In inde-
pendent cohorts (n=15-20/group) eight parietal peritoneal junction
proteins were localized and quantitated ex vivo using immunohis-
tochemistry and digital imaging analysis. Primary human perito-
neal and endothelial cell junction abundance, transepithelial resis-
tance (TER) and molecular size dependent paracellular transport
capacity were measured. Single junction molecules were localized
by super resolution microscopy.
Results: Gene ontology and pathway analyses revealed regulation
of arteriolar junction proteins and associated pathways by PD.
Scaffolding protein ZO-1 was upregulated in low-GDP PD, while
sealing proteins CLDN-1,-3 and -5 were downregulated. Parietal
peritoneal junction abundance was age-dependent and unchanged
in children with CKD5, but modified by PD. Mesothelial and
endothelial abundance of the selective cation/water channel
CLDN-2 increased in patients on low- and high-GDP fluid, endo-
thelial and mesothelial occludin remained unchanged.
TER was increased in mesothelial and endothelial cells after 5
and 24h incubation with high- and low-GDP PD fluids, endothe-
lial 10kDa transport was reduced. 70kDa transport remained un-
changed. Addition of alanyl-glutamine to high-GDP PD fluid in-
creased mesothelial 10kDa transport. In endothelial and mesothe-
lial cells, addition of alanyl-glutamine restored the abundance of

ZO-1 and CLDN5 at cell-cell contacts, and on nanoscale cluster-
ing of the pore-forming CLDN2.
Conclusions: Endothelial and mesothelial junction proteins exhibit
age-dependent expression, remain unaltered in CKD5, but are dif-
ferentially regulated by low- and high-GDP PD fluid; the cellular
barrier and transport function is altered. Junctions represent prom-
ising therapeutic targets for modulation of peritoneal function, e.g.
by alanyl-glutamine.

IPN10715-85 GENETIC IDENTIFICATION OF TWO NOVEL
LOCI ASSOCIATED WITH STEROID-SENSITIVE
NEPHROTIC SYNDROME

S. Dufek 1, C. Cheshire 1, A.P. Levine 1, R.S. Trompeter 1, E. Levtchenko
2, N. Teeninga 3, J. Nauta 3, J.A. Kari 4, A. Abeyagunawardena 5, R.
Gbadegesin 6, N.J. Webb 7, D.P. Gale 1, H.C. Stanescu 1, R. Kleta 1, D.
Bockenhauer 1
1 Department of Renal Medicine, University College London, London -
United Kingdom, 2 University Hospitals Leuven & University of Leuven,
Leuven - Belgium, 3 Division of Nephrology, Erasmus University Medical
Centre-Sophia Children’s Hospital, Rotterdam - Netherlands, 4 King
Abdulaziz Medical City, Jeddah - Saudi Arabia, 5 Department of
Paediatrics, University of Peradeniya - Sri Lanka, 6 Department of
Pediatrics, Duke University School of Medicine, Durham, NC - United
States, 7 Department of Paediatric Nephrology & NIHR Manchester
Clinical Research Facility, Manchester Academic Health Science
Centre, Royal Manchester Children's Hospital, Manchester - United
Kingdom

Introduction: Steroid-sensitive nephrotic syndrome (SSNS) is the most
common form of nephrotic syndrome in childhood. SSNS is considered
an autoimmune disease affirmed by recent molecular findings showing an
association with classical human leukocyte antigen (HLA); yet, the exact
nature of the diseases, particularly the genetic architecture outside the
HLA region, has not been elucidated. Our study aimed to explore the
genetics of this disease by performing a genome-wide association study
(GWAS) on the largest ethnically matched cohort of SSNS studied to
date.
Material and Methods: We performed a GWAS on 422 European
SSNS cases and 5,642 controls with 5,216,266 high-quality im-
puted genome-wide markers. The primary association analysis was
performed using logistic regression under an additive model with
adjustment for the first ten principal components of ancestry.
Further, expression quantitative trait loci analysis was performed
to assess potential associations between identified variants and
gene expression.
Results: Three loci achieved genome-wide significance. The stron-
gest association was found within the HLA-DR/DQ region (lead
SNP rs9273542, P=1.59×10-43, OR=3.39) confirming findings of
previous GWAS. Additionally, we could identify two further loci
associated with the disease: The region 6q22.1 (lead SNP
rs2637678, P=1.27×10-17, OR=0.51) tagging the gene CALHM6
(previously called FAM26F) and the region 4q13.3 (rs10518133,
P=2.50×10-8, OR 1.96).
Expression quantitative trait loci analysis for the lead SNPs in the
CALHM6 loci revealed that the minor allele is influencing the expression
ofCALHM6.CALHM6was found to be highly expressed in lymphocytes
and is thought to be involved in immune regulation.
Conclusion: Our study revealed two new risk loci for SSNS, with
at least one of them involved in the immune regulation. Our
findings suggest that immune dysregulation plays a key role in
the pathogenesis of SSNS.
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IPN10716-86 IGA NEPHROPATHY IN A CHILD WITH
PSORIASIS AND HENOCH-SHÖNLEIN PURPURA – WHAT IS
THE ETIOLOGY?

A.S. Vaz , C. Cordinha , C. Neves , R. Penteado , C. Carmo , C. Gomes ,
A.J. Correia
Pediatric Nephrology Unit, Pediatric Ambulatory Service, Pediatric
Department, Coimbra Hospital and Universitary Centre, Coimbra -
Portugal

Introduction: Psoriasis is a chronic immune-mediated disorder pri-
marily affecting the skin with frequent systemic involvement, in-
cluding renal damage. The risk of kidney injury has been reported
to be higher in moderate-to-severe psoriasis, in psoriatic arthritis
and in younger patients.
Case Report: A 6-year-old boy presented with back and scalp
erythematous scaly lesions being diagnosed with psoriasis and
starting topical corticosteroid. Approximately one month later,
purpuric lesions appeared in the infrapopliteal region, gluteal area
and upper limbs. He had no fever, no arthralgia and no gastroin-
testinal or genitourinary symptoms. A skin biopsy was performed
and revealed small vessels vasculitis. He continued topical corti-
costeroid in the newly affected areas with good clinical response.
Meanwhile, a urinalysis showed microscopic hematuria and
nephrotic-range proteinuria that persisted in the following months.
He maintained normal blood pressure, no edemas, no urine mac-
roscopic abnormalities, normal serum albumin, total protein and
creatinine and normal lipid profile. Renal and bladder ultrasound
was normal. Following de novo macroscopic hematuria episode,
renal biopsy was performed. Histopathology revealed inflammato-
ry infiltrate and fibrocellular crescents in 6/16 glomeruli and im-
munofluorescence showed predominant IgA mesangial deposits
compatible with IgA nephropathy. Three methylprednisolone
pulses (30 mg/Kg/day) were administered, followed by oral pred-
nisolone. Macroscopic hematuria subsided and psoriasis clinically
improved, but nephrotic-range proteinuria persisted. Therefore, cy-
clophosphamide was initiated concomitantly with progressive
withdrawal of prednisolone. Proteinuria gradually decreased and
was negative at 1 month after the end of cyclophosphamide (12
weeks). Psoriasis lesions worsened along with tapering of pred-
nisolone and topical treatment was insufficient, so he started
phototherapy.
Discussion: Cases of association between psoriasis and renal disor-
ders in children are scarce. More frequent histopathology is IgA
nephropathy, caused by immuno-mediated renal damage and chron-
ic inflammation. In our patient, concomitant occurrence of psoriasis
and Henoch-Shönlein Purpura rises query about the etiology of the
glomerulopathy.
Keywords: IgA Nephropathy, Proteinuria, Henoch-Shönlein Purpura,
Psoriasis

IPN10717-87 LOW RATE OF VASCULAR ACCESS RELATED
INFECTIONS IN THE CHRONIC HAEMODIALYSIS PATIENT
COHORT.

M. Raftery , T. Raftery , J. Flynn , M. Bates , K. Murray , M. Kinlough , C.
Mccabe , E. Flynn , C. Sweeney,M. Stack ,N.Dolan ,M.Riordan ,A.Awan
Dept. of Nephrology, Children's Health Ireland, Dublin - Ireland

Background:Vascular access is required for haemodialysis (HD), a
form of renal replacement therapy required when a child has acute
or end stage kidney disease (ESKD). Central venous catheter
(CVC) line infections are the second most common cause of vas-
cular access loss in the long term HD patient, commonly caused by
poor hand hygiene practices, clinical environment or inadequate

sterilisation procedures. In the literature the reported rates of infec-
tion range from 0.8-4.8 episodes /1000 catheter days in this patient
group.
Aim: To audit CVC line related infection rates in our tertiary HD unit
over a 5 year period.
Methods: A retrospective review was carried out on all patients who had
HD from January 2012- January 2017 (inclusive) using a CVC.
Results/Findings: 34 patients required HD, of which 44% were
female and 56% male. Twenty-three patients (68%) were aged
between 5-10 years of age. Dysplastic kidneys was the most
common reason for requiring HD (n=9, 26.2%). Eight patients
required HD for 1-6months, 5 patients for 6-12 months, 19 pa-
tients for 12-48 months, and 2 patients for >60 months. Five out
of 34 children developed CVC line infections with an overall
infection rate of 0.22 episodes per 1000 catheter days. Loss of
protective caps was the main reason for infection (n=3).
Staphylococcus aureus, pseudomonas oryzihabitans, enterococcus
faecalis and mixed coagulase negative staphylococci were the
identified organisms causing infection.
Conclusions: CVC line infections in long-term HD patients attend-
ing our centre are maintained at a low rate in comparison to pub-
lished data. Strict application of Aseptic Non Touch Technique
shows favourable results without the need for prophylactic antibi-
otics locks. Future work includes a cost benefit analysis of this
practice.

IPN10718-88 DETERMINATION OF A NEW CONSTANT FOR
GLOMERULAR FILTRATION ESTIMATION

M. Porporato 1, E. Isern 1, M. Pellegrini 1, C. Paula 1, J. Becchio 1, M.
Rios 1, B. Irigoyen 1, V. Fabiana 2, D. Masso' 1
1 Pediatric Nephrology Service,Posadas Hospital,Buenos Aires - Argentina,
2 Central Laboratory ,Posadas Hospital,Buenos Aires - Argentina

Introduction: Pediatric glomerular filtration may be evaluated by
measured corrected creatinine clearance (ml/min/1.73 m2) (mcCrCl)
or estimated by the Schwartz formula (1976) (eGFR): eGFR = size
/ plasma Cr x K); where K is a constant that depends on the
plasma creatinine (pl Cr) determination method (using K=0.55 for
the colorimetric method, and K=0.413 for the enzymatic method).
We use the compensated kinetic colorimetric assay (CKC) to mea-
sure differences between eGFR and mcCrCl. Our hypothesis is,
this K do not adjust to the CKC method for plasma Cr dosing.
The purpose of this work is to calculate a K value that would
enable estimation of the GFR on the basis of size and plasma Cr
with CKC.
Materials and methods: Correlational descriptive design. From patients
recruited aged 3-18 years old, the ones included were those controlling
sphincter Variables studied were plasma and urine creatinine concentra-
tions, size, and 24-h urine volume.
Results: 184 patients were included who were on average 10 years old.
mcCrCl median of123 ml/min/1.73 m2 (90.2% with GFR > 60 ml/min/
1.73 m2) A linear correlation between Size / plasma Cr and mcCrCl was
carried out with the following result: 0.499 K (r = 0.974 and r2= 0.949).
Later, a linear correlation between the eGFR (using this new K) and the
mcCrCl was carried out with the following result: 0.999 ß coefficient (r =
0.951 and r2= 0.903).
Conclusion: The compensated kinetic colorimetric assay is cur-
rently the most frequently used method and, thus, an adjustment
in the formula would improve the estimation of the GFR by
simplifying in the daily clinical practice the medication adminis-
tered for renal function without 24-h urine specimen collection.
Since most of our patients had normal GFR, we suggest that in
future assays, the K specified for patients with advanced renal
disease be studied.
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IPN10719-89 A NOVEL MECHANISM OF PODOCYTE INJURY
IN CRUMBS-HOMOLOG2-MEDIATED NEPHROTIC
SYNDROME IN MICE

I. Hada 1, E. Tanaka 1, A. Shimizu 2, S. Mori 3, Y. Hirayama 3, K. Yan 1

1 Department of Pediatrics,Kyorin University School of Medicine. -
Japan, 2 Department of Analytic Human Pathology, Nippon Medical
School. - Japan, 3 Research and Development Department, Denka
Seiken Company - Japan

Introduction: The cellular events in podocyte injury causing
minimal-change nephrotic syndrome (MCNS) remain obscure.
Recently we generated a novel mouse model embodying MCNS
through stimulating extracellular domain of crumbs homolog 2
(CRB2). The aim of the present study is to determine how
CRB2-mediated signaling interacts with the regulatory system of
cytoskeleton network in podocyte.
Methods: C3H/HeN mice were immunized with a partial recombinant
protein including the extracellular part of mouse CRB2. These mice de-
veloped heavily proteinuria at 4 weeks after immunization and their kid-
ney pathology revealed minimal glomerular lesion without positive im-
mune deposits including complement in the glomerular basement mem-
brane and mesangial area. Moreover, electron microscopy identified only
foot process effacement of podocytes, but no dense deposits. Thus, we
believe that, in this mouse model, anti-CRB2 antibody was bound to
CRB2 extracellular domain, which mediated out-side in signaling in
podocyte, thereby leading to MCNS. Using this model, kidney samples
from proteinuric phase and non-proteinuric phase were subjected to im-
munofluorescence microscopy and glomerular isolation to determine
whether activation of the ezrin/radixin/moesin (ERM) family, cross-
linkers between plasma membrane proteins and the actin cytoskeleton,
is involved in the pathogenesis of our MCNS model. CRB2 expressing
cell line was also incubated with anti-CRB2 antibody and their cellular
lysates were subjected to immunoblot analysis of ERM phosphorylation.
Results: Immunofluorescence and immunoblot analysis revealed in-
creased phosphorylation of ezrin (Thr567), but not of radixin and moesin,
in the podocyte of glomeruli in the early phase of proteinuria compared
with those in non-proteinuric phase. Moreover, immunoblot analysis
clearly demonstrated that extracellular stimulation of CRB2 by anti-
CRB2 antibody on the plasma membrane increased phosphorylation of
ezrin, but not of radixin and moesin, in a time-dependent manner.
Conclusion: CRB2-mediated signaling pathway may underlie the path-
ogenesis of podocyte injury in MCNS through interacting with ezrin-
cytoskeleton network.

IPN10720-81 HEIGHT AND BMI Z-SCORES IN PAEDIATRIC
RENAL TRANSPLANT PATIENTS:AT TRANSPLANT, POST-
TRANSPLANT& TRANSITION

A.O'halloran , G. Holt , T. Raftery , E. Ludusan ,M. Kinlough ,M. Bates ,
J. Flynn , K. Pawlak , M. Stack , C. Sweeney , N. Dolan , M. Riordan , A.
Awan
Dept. of Nephrology, Children's Health Ireland, Dublin - Ireland

Background: Poor growth and weight status are frequently documented
in paediatric CKD. Even after renal transplantation, up to 50% of patients
fail to attain maximum final height by the time they transition to adult
services.Weight is also a concern in paediatric CKD, as both underweight
and overweight are associated with negative consequences.
Aim: Examine height (cm) and BMI (kg/m2) of paediatric CKD patients’
cross-sectionally at time of transplant, longitudinally post- transplant and
cross-sectionally at transition.
Methods: A retrospective chart review was performed. Z-scores were
calculated at transplant and yearly up to 5-years post-transplant [WHO
classification (normal = >-2<2) was used].

Results: Forty-three patients were studied. Fourteen patients were
pre-emptive, 10 were treated with haemo-dialysis and 19 with peri-
toneal dialysis. At transplant growth impairment was observed in
26% with a mean height z-score of -1.41. At 2-yrs catch-up growth
occurred in 60.5% with a mean height z score of -0.83. By year 5
catch-up growth occurred in 72% with a mean z score of -0.34.
There was a non-significant difference in height z scores between
the pre-emptive and non-pre-emptive groups at 5 years follow-up
(p=0.553). Those with PD had lower height z scores at transplant,
but at 5-yrs post-transplant the difference was non-significant com-
pared to the HD group (p=0.457). There was no statistically sig-
nificant difference between those prescribed growth hormone (n=6)
and those not at 5 years. At transplant 11.6% were underweight
(mean z-score: -0.55), and at 2- and 5-years post-transplant 7 and
2.3 percent respectively were underweight (mean z-scores of 0.03
and 0.22). Sixteen percent were receiving nutritional support. At
transition, 78% (14/18) of patients had reached a normal final
height attainment and 89% (16/18) were in the normal weight z-
score category.
Conclusion: Catch-up growth is demonstrated in this cohort post-
transplant and the majority of patients achieve adequate nutritional status
and height status by time of transition.

IPN10721-82 URINE COLLECTION METHODS USED FOR
NON-TOILET-TRAINED CHILDREN IN PEDIATRIC
EMERGENCY DEPARTMENTS

E. Cousin 1, A. Ryckewaert 1, C. De Jorna Lecouvey 2, A. Arnaud 1

1 University Hospital Rennes - France, 2 University Hospital Lille -
France

Abstract
Introduction: Since April 2015, the French Society of Pediatrics has
encouraged suprapubic aspiration (SA) and urethral catheterization
(UC) for urine collection in non-toilet-trained children suspected of hav-
ing urinary tract infections (UTIs) and has tried to reduce the use of urine
bag (UB).
Objective: To analyze the medical practices concerning urine collection
methods used for non-toilet-trained children in pediatric emergency de-
partments in France.
Methods:We conducted a descriptive medical practice study in October
2017. All members of the French Society of Pediatric Nephrology re-
ceived two questionnaires about urine collection methods used for non-
toilet-trained children, distinguishing between male and female patients,
and about the corresponding analgesic protocols used in their pediatric
emergency departments.
Results: In total, 26 centers completed questionnaires concerning
female patients. UC was performed in cases of fever associated with
urinary tract malformations in 14 of 26 centers (54%). UB was used
in cases of fever of unknown origin lasting for more than 48h in 17
of 26 centers (65%), in cases of fever associated with UTI symp-
toms in 14 of 26 centers (54%), and in cases of fever in infants
under 3 months of age in 16 of 26 centers (61%). The question-
naires concerning male patients were completed by 30 centers. UB
was the initially used urine collection method in all situations with,
respectively, 22 of 30 (73%), 27 of 30 (90%), 23 of 30 (77%), and
22 of 30 (73%) centers. The analgesic protocol for urine collection
is not well established in France.
Conclusion: UC for urine collection in pediatric emergency departments
in France is underused despite the national recommendations and the
greater diagnostic power of this method compared with UB.
Copyright © 2018 Elsevier Masson SAS. All rights reserved.
Keywords: Non-toilet-trained children; Urinary tract infection; Urine
collection methods.
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IPN10722-83 LONG-TERM FOLLOW-UP OF THE PATIENTS
WITH POSTERIOR URETHRALVALVE (PUV)

K. Blahova 1, F. Fencl 1, V. Stara 1, J. Kriz 2, J. Trachta 2, T. Rosik 3

1 Department of paediatrics, 2nd Faculty of Medicine and University
Hospital Motol, Prague - Czech Republic, 2 Department of paediatric
surgery, 2nd Faculty of Medicine and University Hospital Motol,
Prague - Czech Republic, 3 Department of paediatrics, Kladno
Hospital - Czech Republic

Introduction: PUV is most common etiology of urinary tract obstruction
due to a persistent membrane of the posterior urethra in the newborn male
and the common etiology of chronic renal disease. PUV is usually iden-
tified by prenatal ultrasonography (bilateral hydronephrosis, dilated blad-
der with thickened wall). In severe cases oligohydramnion/lung hypopla-
sia may by present. The diagnosis of PUV is made by voiding
cystourethrogram (VCUG). Cystoscopy with valve ablation confirm the
diagnosis. Vesicouretheral reflux (VUR) is present in about 30-50% pa-
tients. Chronic kidney disease (CKD) is frequent, 15-20 % of patients
progress to end-stage renal disease. Treatment of PUVincludes temporary
drainage (epicysto/vesicostomy, uretherostomy) as well as the valve
ablation.
Materials and Methods: 24 patients with PUV older 5 months were
included. Screened data: pre/postnatal ultrasound, a presence of
oligohydramnion/lung hypoplasia, VCUG findings, type of drainage,
time of valve ablation. Collected data at the last follow-up: ultrasound
findings, GFR, episodes of acute pyelonephritis (APN), treatment - con-
servative, renal replacement therapy.
Results: The mean time of follow-up was 3.8 years (0.40–15.40).
Prenatal ultrasound was pathologic in 83.3 % of patients,
oligohydramnion in 25 %. Prenatal treatment (amnioinfusion)
underwent 5 % of patients. Late diagnosis occured in 12 %. VUR
was present in 46 %. The mean time of drainage was 1.1 years (0.11
– 7.92), the mean age of the PUV ablation 0.5 years (0.13 – 2.48).
At the end of follow-up 38 % of patients had CKD 1, 17 % CKD 2,
21 % CKD 3, 4 % CKD 4. 2 patients underwent renal transplanta-
tion. APN has occured in 42 %, the mean number of APN episodes
was 2.4.
Conclusion: To compare the results with literature, the VUR
occurence, APN episodes, incidence of CKD were similar. The
age at time of resection of PUV is significantly reduced in our
patients during last years.

IPN10723-84 RENAL FAILURE IN PEDIATRIC CASTLEMAN
DISEASE : FOUR FRENCH CASES WITH THROMBOTIC
MICROANGIOPATHY.

E. Cousin 1, H. Flodrops 2, O. Boyer 3, J. Hogan 4, M. Ruin 2, A. Couderc
4, J. Goujon 5, S. Taque 1

1 University Hospital Rennes - France, 2 University Hospital Saint Pierre
de la Reunion - France, 3 University Hospital Necker/ Enfants malades
AP/HP - France, 4 University Hospital Robert Debré AP/HP - France,
5 University Hospital Poitier - France

Abstract: Pediatric Castleman disease (CD) is an uncommon and
poorly understood disorder of the lymph nodes. Renal failure has
not been described in pediatric multicentric CD (MCD). We report
four cases, who presented with polyadenopathy, organomegaly, ede-
ma and fluid accumulations, high blood pressure, and acute renal
failure. In all cases, renal biopsy confirmed diffuse thrombotic mi-
croangiopathy. Definitive diagnosis of MCD was made by a biopsy
of an affected lymph node located by computer tomography before
initiation of corticosteroid therapy. Treatment of CD with corticoste-
roid therapy and rituximab was rapidly effective without relapse to
date.

IPN10724-85 HISTOLOGICAL PROGNOSTIC FACTORS IN
CHILDREN WITH HENOCH SCHÖNLEIN PURPURA
NEPHRITIS

J. Delbet 1, G. Geslain 2, M. Auger 1, J. Hogan 2, R. Salomon 3, M.
Peuchmaur 2, G. Deschenes 2, D. Buob 4, C. Parmentier 1, T. Ulinski 1
1 Trousseau Hospital - France, 2 Robert Debre Hospital - France,
3 Necker Hospital - France, 4 Tenon Hospital - France

Abstract
Introduction: The management of IgAvasculitis with nephritis (IgAVN)
remains controversial because of the difficulty to identify prognostic fac-
tors. This study reports the prognosis of children with IgAVN in relation
to histological parameters.
Methods:All children with IgAVN diagnosed between 2000 and 2015 in
three pediatric nephrology centers were included. The following histo-
logical parameters were analyzed: mesangial proliferation (MP),
endocapillary proliferation (EP), crescents, active or chronic tubular and
interstitial lesions (TIa lesions / TIc lesions), and segmental
glomerulosclerosis (GS). Clinical and biological data were collected at
the time of renal biopsy. The primary endpoint was IgAVN remission
defined as a proteinuria <200 mg/L without renal failure.
Results: 159 children were included with a median age of 7.6 years.
Acute glomerular or TI lesions including MP, EP, crescents, and TIa
lesions were observed, respectively, in 81%, 86%, 49%, and 21% of
patients. Chronic glomerular lesions including GS and TIc lesions were
observed in 6 and 7% of patients. Median initial proteinuria was 330 mg/
mmol, albuminemia 32 g/l, and eGFR 110 ml/min/1.73m2. 112 (70%)
patients were in remission at the end of a median follow up of 37.4
months. Chronic lesions were significantly associated with the absence
of remission in multivariate analysis, whereas EP, crescents and TIa were
not associated with a poor prognosis.
Conclusion: 30% of children with IgAVN present a persistent renal dis-
ease at the end of a 3-year follow-up. Chronic histological lesions, but not
EP or crescents are associated with a bad prognosis andmust be evaluated
in IgAVN histological classification.

IPN10725-86 NEPHROTIC SYNDROME IN THE FIRST YEAR
OF LIFE: ONE CENTER EXPERIENCE, CASE STUDY

R. Rus , A. Meglic , G. Novljan
Department of Nephrology, University Children's Hospital, University
Clinical Centre Ljubljana - Slovenia

Introduction: The aim of our case study was to assess the etiology,
pathohistology, laboratory features, clinical course and outcome in
Slovenian children with congenital and infantile nephrotic syndrome (NS).
Materials andmethods: Five patients with NS were treated at our center
during the past 7 years. Clinical and laboratory data including medical
history, clinical presentation, causes of disease, renal biopsy results, treat-
ment and outcome were retrieved retrospectively by reviewing medical
records. Data were analyzed using descriptive statistics.
Results: There were 2 boys and 3 girls (aged 1 day to 9 months). In one
patient NS was triggered by an acute CMV infection, and genetic testing
was negative. In the remaining patients the following mutations were
detected: homozygous NPHS1 (Finnish type) (n=1), PCLE1 (n=1), WT1
(Denis-Drash syndrome) (n=1), and combinedWT1 and LAMB2 variant of
unknown significance (n=1). Renal biopsy revealed diffuse mesangial
proliferation with 80% podocyte foot process effacement in the child with
CMV infection. Diffuse mesangial sclerosis was present in 2 patients and
FSGS in one patient (PCLE1). The patient with CMVinfection was treated
with antiviral therapy and corticosteroids, resulting in complete remission
of NS. The patient with PCLE1 mutation was unsuccessfully treated with
corticosteroids and tacrolimus. The patient with Denis Drash syndrome
reached ESRD at the age of 7 months and the patient with PCLE1
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mutation at 18 months of age. Bilateral nephrectomy was performed in 2
patients. One patient is currently on peritoneal dialysis (PCLE1). One has
normal kidney function (WT1), and 2 were successfully transplanted.
Conclusion:Genetic mutations are discovered in the majority of children
presenting with NS in the first year of life. The prognosis regarding
kidney function is poor. Therapy is supportive. Viral causes for NS should
be ruled out, as these cases are usually reversible.

IPN10726-87DIETARYCALCIUMINTAKE IS INADEQUATE IN
THE MAJORITY OF CHILDREN WITH CHRONIC KIDNEY
DISEASE

L. Mcalister 1, S. Silva 1, V. Shaw 2, R. Shroff 1
1 Great Ormond Street Hospital NHS Foundation Trust, London - United
Kingdom, 2 University College London GOS Institute of Child Health,
London - United Kingdom

Introduction: Adequate calcium (Ca) intake is required for bone
mineralisation. KDOQI guidelines for CKD suggest a Ca intake between
100–200% of recommended intakes for healthy children, with an upper
limit of 2500mg/day in older children. We assessed Ca intake from diet,
enteral feeds and medications in children with CKD3-5D and healthy
controls.
Materials and methods: 3-day food diaries were recorded in 23
children with CKD3-5, 23 CKD5D, 27 age-matched controls (me-
dian age 9.2 (range 0.8-17.8) years), including doses of phosphate
binders and Ca supplements. Dietary Ca was calculated using
standardised software.
Results:Dietary Ca intake in CKD3-5Dwas 480 (131-836) vs 724 (218-
1507)mg/day in controls (p=0.00002), providing 82% vs 108%
(p=0.002) of the Reference Nutrient Intake (RNI) for age. 74% of chil-
dren with CKD3-5D received <100% RNI. 26% (12/46) of children with
CK3-5D were exclusively enterally fed, achieving 90% RNI. The main
Ca sources were dairy products (55% in controls vs 24% in CKD3-5D)
and cereals (29% and 21% respectively). 80% (37/46) of CKD children
were prescribed Ca-based phosphate binders, 15% Ca supplements and
11% both, increasing median daily Ca intake to 1145 (303-3779)mg/day,
177% RNI. When total daily Ca intake from diet and medications was
considered, 7/46 (15%) received <100% RNI, 19 (41%) received >2 x
RNI and 3 (6%) exceeded the KDOQI recommended upper limit of
2500mg Ca/day. Adherence to the prescribed dose of medications was
not assessed. 2 (28%) patients with a total Ca intake below the RNI were
hypocalcaemic and one patient (5%) having >2 x RNI was
hypercalcaemic.
Conclusions: In children with CKD3-5D nearly 75% had a dietary Ca
below 100% RNI for age. Restriction of dairy products as part of a
phosphate controlled diet limits Ca intake. Additional calcium frommed-
ications is required in order to meet KDOQI’s guideline of 100-200%
recommended intakes.

IPN10729-90 PROGNOSTICMARKER IN CHILDRENWITH IN
HENOCH-SCHÖNLEIN PURPURA

K. Kim , J. Jin , J.H. Yoo
NHIS Ilsan Hospital, Goyang - Korea, Republic of - Korea, Republic of

Introduction: Henoch–Schönlein purpura (HSP) is the most com-
mon small vessel vasculitis in children with the predominant
involvement of skin, joint, gastrointestinal tract, and kidney. A
few studies have reported that thrombocytosis, leukocytosis, high
C-reactive protein (CRP) levels and mean platelet volume
(MPV) were associated with severe HSP, particularly gastrointes-
tinal bleeding. Recently, blood neutrophil-to-lymphocyte ratio
(NLR) is identified as a potentially useful marker of clinical

outcome in disease states with an inflammatory component.
Also, platelet-lymphocyte ratios (PLR) is an inflammatory mark-
er that can be easily, rapidly and inexpensively determined. The
objective of this study was to evaluate the relationship between
blood NLR or PLR and disease activity and/or gastrointestinal
(GI) tract involvement in children with HSP.
Material & methods: We retrospectively evaluated 127 children
with HSP who had been admitted to NHIS Ilsan hospital. Stool
occult blood, white blood cell (WBC) count, hemoglobin level,
platelet count, neutrophil count and lymphocyte count were re-
corded. Neutrophil-lymphocyte count (NLR) and platelet-
lymphocyte count (PLR) were calculated based on the results of
complete blood count tests performed during the first visit to the
hospital.
Results: Of the 127 patients, 46 had gastrointestinal (GI) bleeding
which was defined as occult blood in stool. NLR (p<0.001) and
PLR (p<0.001) of the patients with GI bleeding were statistically
significantly increased compared to those who did not have gas-
trointestinal bleeding.
Conclusion: This study suggested that higher NLR and PLR might pre-
dict GI bleeding in HSP.

IPN10730-82 EFFECTSMEGADOSEOFMETHYLPREDNISOLONE
PULSES TO HYPOTHALAMUS PITUITARY ADRENOCORTICAL
AXIS, ADRENOCORTICOTROPIC ANDCORTISOL HORMONE

N. Asmaningsih 1, A. Fuadatul Inayah 2, R. Tyas Angganawati 2, Y.
Yulistiani 2
1 Department of Childhood Dr Soetomo Academic Hospital/Faculty of
Medicine Airlangga University - Indonesia, 2 Department of Clinical
Pharmacy Faculty of Pharmacy Airlangga University/Airlangga
Hospital - Indonesia

Introduction: Aggressive treatment with megadose methylprednisolone
(MP) for lupus nephritis (LN) is important to induce remission. The other
effects of megadose MP should be considered is suppression hypothala-
mus pituitary adrenocorticotropic (HPA) axis, that is adrenocorticotropic
hormone (ACTH) and cortisol hormone for patients LN remain to be
determine. This study was done to analyze the effect suppression HPA
axis ACTH and cortisol level after megadose methylprednisolone pulses
for patient lupus nephritis.
Methods: Prospective longitudinal observational study was con-
ducted in Dr. Soetomo Academic Hospital from July to
September 2018. The population of this study were children with
the diagnosis LN who had treatment MP pulses, three dosages for
three days. The dosage MP was 10-30 mg/kg (max 1 gram) per
day. Variables ACTH and cortisol were analyzed from blood sam-
ple that was withdrawn the day before the first MP pulse (t=0)
and the day after the third MP pulse (t=1). Blood sugar, blood
pressure, sign of acute adrenal crisis was observed. Statistical
analysis using paired t-test.
Results: Twenty first patients LN, 11 boys (52%) and girl 10 (48%),
and the range age from 6 to 18 years. The average ACTH level t=0
was 22.6 ± 13.7 pg/ml, and t=1 was 15.4 ± 11.1 pg/ml, with the
decline ACTH was 7.2 ± 11.2 pg/ml (31%). There was significant
declining ACTH level between t=0 and t=1(p=0.008). The average
cortisol level t=0 was 18.77 ± 24.39 pg/ml, and t=1 was 81.47 ±
124.38 pg/ml, with the increased cortisol level was 62.7 ± 123.8
pg/ml (334%). There was significant increasing cortisol level be-
tween t-0 and t=1 (p=0.001). 52% patients with hypertension after
MP pulses, while blood glucose was in normal range. No patients
with the signs of adrenal crisis.
Conclusion: Effect of megadose methylprednisolone induction treatment
in patient lupus nephritis did not suppress HPA axis.
Keywords: Lupus nephritis, megadosemethylprednisolone, ACTH, cortisol

Pediatr Nephrol (2019) 34:1 –8 01 22 2 61938



IPN10731-83 PEDIATRIC LUPUS NEPHRITIS WITHOUT
EXTRA-RENAL SYMPTOMS: A CASE REPORT

M. Takahashi 1, T. Omori 1, M. Murakoshi 2, K. Ogata 3, K. Kamei 2, M.
Misawa 1

1 Department of Pediatrics, Tokyo Metropolitan Bokutoh Hospital -
Japan, 2 Division of Nephrology and Rheumatology, National Center
for Child Health and Development, Tokyo, Japan, 3 Department of
Pathology, Federation of National Service Personal Mutual Aid
Associations, Tachikawa Hospital, Tokyo, Japan

Introduction: In 2012, the Systemic Lupus International Collaborating
Clinics (SLICC) validated the new systemic lupus erythematosus (SLE)
classification criteria. Based on these criteria, SLE can be diagnosed in
patients with lupus nephritis (LN) who have positive anti-nuclear antibody
(ANA) or anti-dsDNA antibody, even without extra-renal manifestations.
Herein we report a rare pediatric case of LN without extra-renal symptoms.
Case:Microscopic hematuria and proteinuria were noted in an 11-
year-old girl during the school urine screening. She had no past
and family history of any kind of kidney disease. Her vital signs
and physical examination results were unspecific. Initial laborato-
ry test findings were as follows: leukocytes, 5400/μL with 33.4%
lymphocytes; hemoglobin, 12.1 g/dL; platelets, 229,000/μL; total
protein (TP), 7.0 g/dL; albumin, 4.4 g/dL; BUN 10.5 mg/dL; and
creatinine (Cre), 0.37 mg/dL. Her C3 and CH50 levels were nor-
mal, but her C4 level was slightly low (9 mg/dL). Additionally,
anti-dsDNA antibody (68.5 IU/mL) and ANA (1:1280) were pos-
itive. Urinalysis revealed microscopic hematuria (RBC, 5-9/HPF)
and proteinuria (TP/Cre, 0.22 g/gCr). Renal biopsy was per-
formed, and light microscopy revealed diffuse mesangial
hypercellularity and focal segmental endocapillary proliferation.
Immunofluorescence showed a full-house pattern with mesangial
positive staining for IgG, IgA, IgM, C3, C4, and C1q. These
findings were consistent with findings for LN (ISN/RPS class
III(A)). Therefore, she was diagnosed with SLE based on the
SLICC criteria despite no clinical symptoms. She was treated with
two courses of methylprednisolone pulse therapy, followed by
prolonged oral prednisone, mycophenolate mofeti l , and
hydroxychloroquine. Proteinuria and hematuria were immediately
resolved, and anti-dsDNA antibody levels gradually decreased. She has
no clinical and serological symptoms at the 8-month follow-up.
Conclusion: Autoantibodies are known to be typically present many
years before the clinical manifestations of SLE. When a patient has a
positive immunological marker of SLE without any extra-renal symp-
toms, renal biopsy should be considered for early diagnosis and treatment
of SLE.

IPN10732-84 CLINICAL AND GENETIC CHARACTERISTICS
IN DENT DISEASE 1 AND DENT DISEASE 2.

N. Sakakibara 1, K. Nozu 1, Y. Aoto 1, S. Ishiko 1, R. Rossanti 1, C.
Nagano 1, T. Horinouchi 1, T. Yamamura 1, Y. Shima 2, K. Nakanishi 3,
K. Iijima 1

1 Department of Pediatrics, Kobe University Graduate School of
Medicine, Kobe - Japan, 2 Department of Pediatrics, Wakayama
Medical University, Wakayama city - Japan, 3 Department of
Pediatrics, Graduate School of Medicine, University of the Ryukyus,
Nishihara-cho - Japan

Introduction: Dent disease is associated with low molecular weight pro-
teinuria and hypercalciuria and caused bymutations in either two genes of
CLCN5 (Dent disease 1) or OCRL (Dent disease 2). This disease is gen-
erally not accompanied by extrarenal manifestations and it is always
difficult to distinguish Dent disease 1 from Dent disease 2 without
conducting gene test.

Material and methods:We performed gene test for clinically suspected
Dent disease. In total, 71 male patients were diagnosed with Dent disease
by gene test. Of these, 60 patients were Dent disease 1 and 11 patients
were Dent disease 2. A retrospective review of clinical findings and
laboratory data were conducted for these cases.
Results: With laboratory data, the following values were significantly
higher in Dent disease 2 when compared to Dent disease 1. AST (median:
50.0 vs 32.0, p=0.0006), ALT (median: 20.5 vs 16.0, p=0.020), LDH
(median: 359.0 vs 267.0, p<0.0001) and CK (median: 357.0 vs 151.5,
p<0.0001), urine protein/Cr ratio (median: 2.85 vs 1.48, p=0.026) and
urine Ca/Cr ratio (median: 0.68 vs 0.21, p=0.0006) but no significant
differences in urinary β2-microgloburin (median: 102340 vs 63760,
p=0.25). Significant difference was not recognized between two groups
with regard to the incidence of renal calcification (0% vs 17.3%, p=0.33),
kidney dysfunction (30% vs 8.8%, p=0.09) and developmental delay
(18.2% vs 7.0%, p=0.23).
Conclusions: Clinical features of Dent disease 2 were different from
those of Dent disease 1; myogenic enzymes, urinary Ca excretion and
urinary protein were significantly increased.

IPN10734-86 PEDIATRIC HEMODIALYSIS IN AKI

J. Gatenjwa
Moi Teaching and Referral Hospital - Kenya

Abstract: Paediatric Hemodialysis in AKI
Aim and Objectives: The paper aims to asses the use of hemodialysis in
AKI in paediatric population, outcome and complications.
Methods: Retrospective study done at Moi Teaching and Referral
Hospital during the period of August 2018 to February 2019. Total of
20 cases admitted to paediatric ward in which hemodialysis was done
complications associated with the procedure and outcome were recorded
for each patient.
Results:Out of the 20 children (12 males and 8 females), causes for AKI
was as follows: 12 cases were due to severe malaria; 5 cases were due to
acute diarrheal illness and 3 cases due to nephrotic syndrome. Outcome:
18 cases received complete recovery. 2 cases progressed to CKD. com-
plications: 5 cases had catheter site sepsis and 4 cases had post hemodi-
alysis hemoptysis.
Conclusion: Hemodialysis is a useful procedure in the management of
acute kidney failure in paediatric population.

IPN10735-87 ROLE OF RENAL ULTRASONOGRAPHY AND
LATE DIMERCAPTOSUCCINIC ACID (DMSA) SCAN IN
DETERMINING OF VESICOURETERAL REFLUX

N. Cetin 1, A. Kavaz Tufan 1, I. Ak Sivrikoz 2, N. Akcar 3
1 Eskisehir Osmangazi University, Faculty of Medicine, Department of
Pediatric Nephrology, Eskisehir - Turkey, 2 Eskisehir Osmangazi
University, Faculty of Medicine, Department of Nuclear Medicine,
Eskisehir - Turkey, 3 Eskisehir Osmangazi University, Faculty of
Medicine, Department of Radiology, Eskisehir - Turkey

Introduction: Children with recurrent urinary tract infection
(RUTI) are at increased risk of permanent renal damage. It is
emphasized that it is more important to identify the patients
who are at risk of recurrence and permanent renal damage, rather
than vesicoureteral reflux (VUR) according to top-down approach.
A modified approach suggests that acute renal ultrasonography
(US) and a late dimercaptosuccinic acid (DMSA) is performed
in the patients with UTI. We investigated the relationships be-
tween the presence of VUR and US with late DMSA scan find-
ings in children with RUTI who were followed according to the
modified approach.
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Materials and Methods: The data from the patients with RUTI who had
at least one documented febril UTI were evaluated. A late DMSA scan was
performed at least 6 months after an acute UTI. Micturiting
cystourethrography was performed in the presence of an abnormal
DMSA and/or US findings. The findings on the DMSA scan were graded
as mild (focal defect in uptake), moderate (uptake of renal radionuclide
from 20 to 40%), and severe (shrunken kidney with uptake less than 20%).
Results: The data from 146 patients were analyzed. The patients with
grade 4-5 VUR had higher the frequencies of hydronephrosis and paren-
chymal thinning than those of without VUR. (p=0.022, p=0.008, respec-
tively). Hydronephrosis and parenchymal thinning had a predictive value
for the presence of grade 4-5 VUR (OR=1.828, p=0.028; OR=2.175,
p=0.010, respectively). The patients with moderate and severe scarring
had a higher the frequency of VUR when compared to the patients with
mild scarring (p=0.002, p=0.001, respectively). There was a significant
positive association between reduced differential function and the pres-
ence of VUR (OR=1.420, p=0.015).
Conclusions: The patients with severe VUR are more likely to demon-
strate abnormal ultrasound findings. The late DMSA scan findings could
have a predictive value of the presence of VUR.

IPN10737-89 TRANSFORMING GROWTH FACTOR-BETA 1
AND ENDOGLIN LEVELS IN CONGENITAL SOLITARY
FUNCTIONING KIDNEY

N. Cetin , N.M. Sav , A. Kavaz
Eskisehir Osmangazi University, Faculty of Medicine, Department of
Pediatric Nephrology, Eskisehir - Turkey

Introduction: Glomerular hyperfiltration leads to hypertension,
microalbuminuria and impaired renal function in children with congenital
solitary functioning kidney (cSFK). The purpose of this study was to
investigate the associations between serum TGF-β1 and endoglin levels
and hypertension, renal function or microalbuminuria in children with
cSFK.
Materials and Methods: The 63 patients and 36 controls were included
in study. Serum endoglin and TGF-β1 levels were measured using
ELISA commercial kits.
Results: Serum TGF-β1 and endoglin levels were higher in patients than
those of controls (P = 0.04, P < 0.001, respectively). There was a positive
association between endoglin levels and the presence of hypertension
(OR:1.121, P = 0.04). TGF-β1 and endoglin levels were positively asso-
ciated with microalbuminuria (OR:1.17, P = 0.04; OR:1.836, P = 0.01).
ROC curve analysis showed that serum endoglin and TGF-β1 levels had
predictive value for microalbuminuria (cut-off value: 4.86 ng/mL, sensi-
tivity: 94.7%, specificity: 54.5%, AUC ± SE: 0.888 ± 0.025, P = 0.01 for
endoglin; cut-off value 561.24 pg/mL, sensitivity: 89.5%, specificity:
73%, AUC ± SE: 0.995 ± 0.334, P = 0.02 for TGF-β1). There were no
significant relationships between GFR and serum TGF-β1 or endoglin
levels.
Conclusions: Endoglin and TGF-β1 may play an important role in the
pathophysiology ofmicroalbuminuria in cSFK. Endoglin may have a role
in the development of hypertension in children with cSFK.

IPN10738-90 EVALUATION OF THE RISK FACTORS FOR
CHRONICKIDNEYDISEASE INLOWBIRTHWEIGHT INFANTS

C. Onodera , S. Nishimi , M. Sasaki , Y. Toya , Y. Konishi , H. Furukawa ,
A. Takada , G. Sotodate , A. Matsumoto , K. Ishikawa
Department of Pediatrics, Iwate Medical University School of Medicine -
Japan

Introduction:Although the mortality of low birth weight infants (LBWIs)
has decreased in Japan, a high prevalence of chronic kidney disease (CKD)

has been reported in LBWIs. In this study, the medical backgrounds trig-
gering CKD during neonatal period were investigated in the patients who
were admitted to our neonatal intensive care unit (NICU) due to LBW.
Material &Methods:We reviewed the perinatal records of patients with
CKD who were admitted to our NICU due to LBW between 2002 and
2016.
Results: A total of 18 patients (males, 10; females, 8; median age, 13
years; age range, 6–15 years) with CKD were included in this study.
Regarding the stage of CKD in the patients, 3, 11, and 4 patients had
stage 1, 2, and 3 CKD respectively. For all patients, the median gestation-
al age and birth weight were 24 weeks (range, 23–29 weeks) and 645 g
(range, 420–1,316 g), respectively.
Of all patients, 17 had respiratory distress syndrome (RDS), 12 had symp-
tomatic patent ductus arteriosus (PDA), and 15 patients suffered infec-
tions. Exposure to nephrotoxic medications was observed, and indometh-
acin was administrated for PDA treatment within the first 10 days of birth
in 12 patients. Acute kidney injury (AKI) occurred in 17 patients approx-
imately within the first week of birth, with 2 and 15 patients having stage
2 and 3 AKI, respectively.
Conclusion: Patients with CKD having a neonatal history of NICU ad-
mission due to LBW tended to have low gestational age and less birth
weight, which can be attributed to premature nephrogenesis. Several pa-
tients developed AKI and were exposed to nephrotoxic medications with-
in the first week. Further studies are needed to analyze the risk factors
triggering CKD during the neonatal period in LBWIs.

IPN10739-91 RISK FACTORS FOR FUNGAL PERITONITIS ON
PERITONEAL DIALYSIS: ANALYSIS OF 11CHILDREN

X. Fang , J. Rao , Y. Zhai , J. Chen , Q. Shen , Z. Zhang , J. Liu , H. Xu
Department of Nephrology, Children’s Hospital of Fudan University;
Shanghai Kidney Development and Pediatric Kidney Disease Research
Center, Shanghai - China

Abstract
Introduction: Fungal peritonitis (FP) is an infrequent cause of
peritonitis in peritoneal dialysis (PD), but it has high mortality.
We determine the risk factors for FP and mortality associated with
FP in children performed PD.
Methods: This retrospective study was conducted on 11 episodes of FP in
280 patients that underwent PD in our hospital since 01/2001 to 12/2018.
Data including demographic characteristics, laboratory and clinical findings,
management, and outcome were collected from medical records.
Results: We identified 105 episodes of peritonitis that occurred during the
study period. Of these episodes,11(10.5%) were FP episodes occurring in
11patients(rate of 0.0023 /patient-month on dialysis). Median age of patients
was 8.5(IQR 6.9-11.0) years and median duration of PD before contracting
FP was 70.5(IQR 36.1-91.0) months, which was much longer than the me-
dian duration of PD in our center (70.5 v.s .16.8, p<0.05). The presenting
symptoms included turbid dialysate (11/11), abdominal pain (10/11), and
fever (5/11). 63.6% of FP was caused by Candida species(C. subsmooth;
C. tropicalis; C. Portuguese), amongwhich Candida subsmooth was themost
common pathogen(45.5%). Curvularialunata was found in one case. The PD
catheter was removed within 48 hours in 1patient, whereas catheter removal
was performed between 3 and 4weeks after the diagnosis of FP in 10 patients.
All patients required a change to hemodialysis. None of them resumed PD. 2
patients(18.2%) died as a result of infection combined with heart failure
during HD. 2 patients received kidney transplants after one year. Compared
to bacterial peritonitis (matched cases, n = 94), FP group showed higher rate
of previous antibiotic use (p <0.05).
Conclusions: Fungal peritonitis is a rare cause of peritonitis in PD patients,
but it is associated with high mortality. Longer time on PD and a higher
previous bacterial peritonitis rate is the main factors in technique failure and
mortality.
Keywords: fungal peritonitis, pathogen, risk factors
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IPN10740-83 GENETIC SPECTRUM OF RENAL DISEASE FOR
1001 CHINESE CHILDREN BASED ON A MULTICENTER
REGISTRATION SYSTEM

J.Rao 1,X. Liu 2, J.Mao 3,X.Tang 4,Q. Shen 4,X. Jiang 5,A.Zhang 6,H.Xu 4

1 Children's Hospital of Fudan University, National Pediatric Medical
Center of CHINA, Shanghai, - China, 2 LIU - China, 3 Department of
Nephrology, The Children's Hospital, Zhejiang University School of
Medicine, Hangzhou, - China, 4 Department of Nephrology, Children's
Hospital of Fudan University, National Pediatric Medical Center of
CHINA, Shanghai, - China, 5 Department of Pediatric, the First
Affiliated Hospital of Sun Yat-sen University, Guangzhou, - China,
6 Children's Hospital of Nanjing Medical University - China

Introduction:Advances in gene sequencing have yielded critical insights
into genetic causes of kidney disease, mainly in pediatric populations.
However, few is known about the gene mapping of renal disease in
Chinese pediatric cohort.
Objective: To provide a contemporary account of the approaches and
diagnostic yield of genetic testing for renal disease in children.
Methods: In this prospective cohort, we describe genotype and phenotype of
the national cohort of children with renal disease from 13 different regions of
China recruited from 2014 to 2018 by building up themulticenter registration
system (Chinese Children Genetic Kidney Disease Database, CCGKDD).
Results:Genetic diagnosis was confirmed in 42.1% in our cohort of 1001
pediatric patients with renal disease. Of the 106 distinct monogenetic
disorders detected, 15 accounted for 60.7% genetic diagnosis: COL4A5,
COL4A3, COL4A4, CLCN5, ADCK4, WT1, NPHS1, INF2, PLCE1,
PKHD1, PKD1, SLC12A3, NPHP1, NPHP3, AGXT and OCRL. The
diagnostic yield was 29.1% in steroid resistant nephritic syndrome
(SRNS), 61.4% in cystic renal disease, 17.0% in congenital anomalies
of the kidney and urinary tract (CAKUT), 62.3% in renal tubular disease/
renal calcinosis, 23.9% for chronic kidney disease (CKD) 3 stage with
unknow origin. Genetic approaches of target gene sequence (TGS),
singleton-WES and trio-WES were performed with the diagnostic rate
of 44.8%, 36.2% and 42.6% respectively. The early use of trio-WES
could improve the diagnostic rate especially shown in renal tubular dis-
ease and calcinosis.
Conclusion: We report the genetic spectrum for Chinese children with
renal disease. Establishment of the database CCGKD will improve the
genetic work on renal disease.
Keywords: renal disease, genetics, steroid-resistant nephrotic syndrome,
SRNS, congenital anomalies of the kidney and urinary tract, CAKUT,
Nephronophthisis, NPHP, polycystic kidney disease PKD; chronic kid-
ney disease (CKD); target gene sequence, TGS; Whole exon sequence
(WES); singleton-WES; trio approach for WES (trio-WES)

IPN10741-84 CONGENITAL NEPHROTIC SYNDROME – A
MULTICENTER RETROSPECTIVE REVIEW
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S. Pradhan 6, A.S. Saha 7, N. Thaker 8, M. Mutnani 9, S. Banerjee 10, K.
Mandal 11
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Introduction: There is scarcity of data on congenital nephrotic syndrome
(CNS) from developing countries.

Aims&Objective: To assess the clinical profile andmolecular pattern of
CNS from India.
Material&Methods:Retrospective review of CNS seen in 11 paediatric
nephrology centres over a 5 year period (2012-2017).
Results: Sixty children [62%=male, median birth weight 2.5 kg (range
1.4 to 3.3)] were identified with diagnosis of CNS. Nearly half (45%)
were pre-term. Quarter (22%) had previous history of fetal loss/sibling
death and consanguinity was positive in a one-third (31%). Median age at
diagnosis was 43.5 days (range 2- 90 days). No infective aetiology was
identified. Genetic analysis undertaken in 15 children identified causal
mutations in 11 [NPHS1 = 9 (3 novel variant), WT1 = 1(novel variant)
and PLCE1= 1]. One childwas diagnosed asGallowayMowat syndrome.
Albumin infusion and ACE inhibitors (ACEi) was used initially in two-
third of children while only 25% of children received indomethacin. 37%
children were lost to follow up after initial visit (n =22). Of the rest,
median follow up was 77.5 days (range 4 to 2340 days). During this
period 16 (42%) deaths were recorded [primarily due to sepsis; median
age 51 (4-730) days]. 8 children achieved partial response (PR) and 1
complete response (CR). None treated with immunosuppressant (n=6)
showed CR but 1 on steroid and 3 on cyclosporine along with ACEi
showed PR. One child with CR was given only ACEi. Renal outcome
was poorer among those with homozygous mutations in NPHS1 gene
than compound heterozygote.
Conclusion: This largest reported series of CNS from India high-
lights its sub-optimal-management and poor outcome as well as low
number of children with CNS being subjected to genetic study cur-
rently.

IPN10742-85 THE SCHOOL HEALTH PROGRAMME:
REALISING DREAM OF “GREAT CARE OF LITTLE
KIDNEYS EVERYWHERE” IN INDIA

A. Saha 1, K.B. Vala 2, H.V. Patel 3, D.N. Gera 4, P.R. Shah 5

1 Institute Of Kidney Diseases and Research Centre,Department of
Pediatric Nephrology, Ahmedabad - India, 2 Institue of Kidney
Diseases and Research centre, Department of Pediatric Nephrology,
Ahmedabad - India, 3 Institute of Kidney Diseases and research centre,
Department of Nephrology, Ahmedabad - India, 4 Institute of Kidney
Diseases and Research Centre,Department of Pediatric Nephrology,
Ahmedabad - India, 5 Institute of Kidney Diseases and Research
Centre,Department of Nephrology,Ahmedabad - India

Introduction: Care of kidney diseases including renal transplantation
is still out of reach for large number of children in low-middle-income
countries like India where renal transplantation causes extraordinary
out of pocket expenditure.1 The School health programme, funded by
the government of state of Gujarat and government of India, caters to
the expenditure of acute and chronic kidney disease treatment which
includes dialysis, renal transplantation surgery and post-transplant
care for Gujarat domicile children 0-18 years.2 The aim of the study
was to analyse the impact of this programme on access and outcome
of care of children with kidney diseases at institute of kidney disease
and research centre, a tertiary referral teaching institute in state of
Gujarat, India.
Methods: Electronic record of the school heath programmewas retrieved
and data on total number of children benefitted, number of children who
availed in-patient and outpatient care, number of sessions of
haemodialysis, other extra corporeal therapy and transplantation were
collected. The total annual expenditure, per-capita expenditure and ex-
penditure on kidney transplantation were analysed.
Results: Total 53,449 children benefitted from the scheme in last 6 years,
13,365 (25%) were inpatient and 40,084 were outpatient. US $ 5,068,498
was the total expenditure with an average annual expenditure of US $
844749. 150 children got transplanted in last 5 years with 30 in last 1 year.
Total expenditure was US $ 101445 and average per transplant recipient
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was US $ 3381. 1960 sessions of haemodialysis and 91 sessions of
therapeutic plasma exchange were also funded by the scheme in last
one year.
Conclusions: The school health programme is one of its kind unique
health benefit scheme by any state government in India benefitting
large number of children and families across all socioeconomic strata
providing access to quality care for kidney diseases including trans-
plantation.

IPN10743-86 TARGETEDNEXT-GENERATION SEQUENCING -
USEFUL TOOL IN TRANSPLANTATION WORK-UP IN
RESOURCE-CONSTRAINED SET-UPS

S. Akhtar 1, R. Sinha 2, R. Saha 3

1 Institute of Child Health, Kolkata, India - India, 2 Institute of Child
Health,Apollo Gleneagles Hospital,Fortis Hospital, Kolkata - India,
3 Institute of Child Health, Kolkata - India

Introduction: Kidney transplantation (KT) in FSGS is associated with
high risk of disease recurrence / graft loss and most of the centers favor
deceased donor. In India, along with our fledgling deceased donor pro-
gram the possibility of futile expenditure secondary to high risk of disease
recurrence often results in poor transplantation rate among these children.
FSGS secondary to underlying genetic aetiology have significantly lower
incidence of disease recurrence. The disadvantages of pursuing a genetic
diagnosis like cost and long time requirement for availability of resuts
have been addressed by the advent of Next Generation Sequencing
(NGS).
Methods: Retrospective review of NGS (27 genes related to FSGS) re-
sults of children with ESRD secondary to FSGS at our centers over last 5
years and their transplantation outcomes.
Results: Over the last 5 years we encountered 21 children with
ESRD secondary to FSGS. Of them 15 children [10 female, median
age 8 (range 3.1 to 12) years] underwent NGS. An underlying ge-
netic mutation was identified in 9 children (NPHS1 x 1, NPHS2 x 2,
WT1 x 1, CD2AP, CRB2, COL4A4, ACTN4, NPHP4: 1 each). 8
children had KT as one child with CD2AP mutation died from a
sudden cardiac arrest during preparation. None of them experienced
disease recurrence. At a median follow up of 17.5 (Range 6 to 36)
months their creatinine was 0.75 (0.33-1.2) mg/dl. Among the 6
children without any identified mutation only 2 consented for trans-
plantation and in them disease recurrence was seen in one (creati-
nine at 16 months post Tx FU 2.1 mgdl, albumin 2.3 mg/dl).
Conclusion: We re-confirmed that recurrence is rare and post
transplantation outcome is good if an underlying mutation is iden-
tified in FSGS. NGS can be a useful tool in identifying underly-
ing mutations which may reassure the families to go ahead with
the KT.

IPN10744-87 BLADDER- BOWEL DYSFUNCTION IN
CHILDREN WITH UTI AND/OR VUR:SYSTEMATIC REVIEW
AND META-ANALYSIS

J. Meena , G. Mathew , P. Hari , A. Sinha , A. Bagga
All India Iinstitute of Medical Science, New Delhi - India

Introduction:Urinary tract infection (UTI) in children lead to renal scar-
ring in 10-15% of patients. Primary vesicoureteral reflux (VUR) is a risk
factor for recurrent UTIs in children and bladder-bowel dysfunction
(BBD) has also been well documented risk factor in toilet trained patients.
Knowledge about baseline prevalence of BBD will help the clinician in
planning the management.
Methods: MEDLINE, EMBASE and CENTRAL databases were
searched for articles related to UTI, VUR and BBD. We included

studies that provided BBD prevalence in toilet trained patients
aged 1- 18 years with UTI and/ or VUR, and if BBD was defined
based on clinical history or questionnaire or urodynamic studies
(UDS). Two authors reviewed assessed and abstracted data from
studies. Pooled prevalence was calculated based on a random
effect model.
Results: 43 studies fulfilled the eligibility criteria, were selected from a total
of 1731. Among patients with UTI pooled prevalence of BBD was 41%
(95% CI: 26-55; 9 studies, 920 patients, I2=96.0%) and those with primary
VUR it was 49% (43-56; 30 studies, 5060 patients I2=96.0%). Weighting
by the study design and quality did not affect prevalence. Prevalence of
BBD was higher in girls (53%; 42-65) than boys (44%;15-73). In studies
where UDSwas used for diagnosis of BBD, prevalence was 63%. Presence
of BBD in patients with primary VUR increased risk of recurrent UTI (RR:
2.1;1.7-2.5). In five studies that reported separate data on constipation,
pooled prevalence was 28% (17-40).
Conclusion: Almost half of the patients with primary VUR have BBD
and its presence increases risk of recurrent UTI. High BBD prevalence
was also observed in patients presenting with UTI without VUR. These
prevalence estimates suggest that all toilet trained children presenting
with UTI should be assessed for BBD, which will help in their further
management.

IPN10746-89 TWOMALE RELATIVESWITH OFD1 MUTATION

T. Wada 1, Y. Shima 1, T. Hama 1, Y. Tanaka 1, H. Mukaiyama 1, M. Sato
1, N. Morisada 2, K. Nozu 2, N. Yoshikawa 3, K. Iijima 2, K. Nakanishi 4,
H. Suzuki 1
1 Pediatrics, Wakayama Medical University, Wakayama City - Japan,
2 Pediatrics, Graduate School of Medicine, Kobe University, Kobe -
Japan, 3 Clinical Research Center, Wakayama Medical University,
Wakayama City - Japan, 4 Pediatrics, Graduate School of
Medicine, University of the Ryukyus, Okinawa - Japan

Introduction: Oral-facial-digital syndrome type 1 (OFD1) is caused by
OFD1 gene mutations. This disease has been considered to show X
linked inheritance with lethality in males and is regarded as
nephronophthisis-related ciliopathy, which is characterized by various
symptoms including oral, facial, and digital malformations, polycystic
kidney disease or central nervous involvement. We herein report two
male relatives with the same OFD1 mutation showing entirely different
symptoms.
Material and Methods: A 2-year-old boy was pointed out bilateral
kidney enlargement with high intensity by chance abdominal ul-
trasonography. He had no oral, facial or digital abnormality, how-
ever, he had short stature (−2.8SD), speech delay and autistic
features with hyperactivity. His estimated glomerular filtration rate
was 62.2 ml/min/1.73 m2 and several renal cysts were detected by
abdominal MRI, although his urinalysis findings were normal. His
older uncle died of end-stage kidney disease (ESKD) at the age of
9 years. His younger uncle, presenting Bardet-Biedl syndrome
phenotype such as mild intellectual disability, obesity and micropenis,
also had suffered from ESKD and received kidney transplantation at the
age of 13 years. He had bilateral renal hypoplasia unlike the patient. We
performed genetic analysis of the patient, his mother, and his younger
uncle using their peripheral blood leukocytes.
Results: A novel hemizygous OFD1 mutation of c.2260+2T>G was
detected in the patient and his younger uncle. His mother also had the
heterozygous mutation. This mutation was in-frame deletion by cDNA
analysis. His renal function got worse and showed ESKD at the age of 5
years with peritoneal dialysis.
Conclusion: A family history of male ESKD was a useful clue for de-
tecting an X-linked ciliopathy, OFD1. The phenotypic spectrum ofOFD1
mutations is very broad, and male patients with OFD1 mutations are not
always lethal.
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IPN10747-90 A 4-YEAR-OLD GIRL OF ALKAPTONURIA
IDENTIFIED BY LOW CREATINIURIA
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Tanaka 2, K. Tashiro 3, Y. Watanabe 2, K. Yan 1

1 Kyorin university faculity of medicine department of Pediatrics - Japan,
2 The Department of Pediatrics and Child Health Kurume University
School of Medicine - Japan, 3 Research Institute of Medical Mass
Spectrometry, Kurume University School of Medicine - Japan

Introduction:Alkaptonuria is a rare autosomal recessive disorder caused
by a deficiency of enzyme homogentisate 1,2 dioxygenase, resulting in
accumulation of homogentisic acid. Brown or black colored urine is the
only manifestation found in childhood, while ochronosis and cardiac
valvular diseases are commonly observed in adults. We report a case of
alkaptonuria identified by low creatiniuria.
Case: The patient was a 4-year-old girl who visited our hospital because
of blood-like brown trace in her underwear. She had no past medical
history and was under no medication. Her urine color was normal, and
a urine dipstick test revealed protein to be ± and occult blood to be
negative, respectively. Urinalysis determining urinary protein-creatinine
ratio identified extremely low creatiniuria; an enzymatic method revealed
8.1 mg/dL in the spot urine and 40 mg in 24-hour urine, respectively.
However, urinay creatinine concentration of the spot urine determined by
high-performance liquid chromatography was 39 mg/dL, while that was
5.6mg/dL by enzymatic method. These findings led us to surmise that
interfering substance may affect the values of urinary creatinine measured
by enzymatic procedures. Therefore, we performed gas chromatography
mass spectrometry of her urine and found that homogentisic acid was
high as 8.701U/mg Cr. Thus, we diagnosed her as Alkaptonuria.
Conclusion:We should be aware that creatinine values measured by the
enzymatic method may be affected by the interfering substances in the
urine. We should consider alkaptonuria as a differential diagnosis when
we encountered extremely low creatinine values.

IPN10748-91 KNOWLEDGE ON PERITONEAL DIALYSIS
MANAGEMENT: A CROSS-SECTIONAL STUDY ON
CAREGIVERS OF PERITONEAL DIALYSIS CHILDREN

Q. Zhou 1, J. Wang 2, X. Mai 3, Y. Zhang 4, C. Zhou 5, R. Zhao 6, X. Shen
6, Y. Gu 7, Q. Shen 1, H. Xu 1

1 Department of Nephrology, Children’s Hospital of Fudan University;
Shanghai KidneyDisease Research Center, Shanghai - China, 2 School of
Nursing, Fudan University,Shanghai - China, 3 Children’s Hospital of
Chongqing Medical University,Chongqing - China, 4 Children’s
Hospital Affiliated of Zhengzhou University,Zhengzhou - China,
5 Yuying Children’s Hospital of Wenzhou Medical University, Wenzhou -
China, 6 Department of Nephrology, Children’s Hospital of Fudan
University,Shanghai - China, 7 Nursing Department,Children’s Hospital
of Fudan University, Shanghai - China

Knowledge On Peritoneal Dialysis Management: A Cross-sectional
Study on Caregivers of Peritoneal Dialysis Children

Introduction: To investigate the status quo and influencing factors of
knowledge in family caregivers of pediatric patients on long-term main-
tained peritoneal dialysis.
Material and Methods: 121 family caregivers from four tertiary pediat-
ric hospitals in eastern, middle, and southwest of China participated in the
study. The demographic information of caregivers and children, as well as
the knowledge about management of peritoneal dialysis, were collected
using a self-developed questionnaire.
Results: The content validity of the questionnaire was 0.877 and
Cronbach’α was 0.96. Caregivers’ knowledge on the management of peri-
toneal dialysis scored 59.2±5.24. Caregivers’ gender, education background,

working status, training projects and whether receiving re-training have an
impact on knowledge about management of peritoneal dialysis.
Conclusion: Family caregivers have a basic understanding of peritoneal
dialysis, However, the understanding of complications and nutrition man-
agement in peritoneal dialysis was still lacking. It implies that healthcare
providers need to design appropriate training and retraining programs
using various health education methods based on education background,
gender, and working status of caregivers to improve their knowledge on
peritoneal dialysis.

IPN10749-92 DEPRESSION AMONG THE CAREGIVERS OF
CHILDREN ON PERITONEAL DIALYSIS IN CHINA: A
CROSS-SECTIONAL STUDY

R. Zhao 1, Q. Zhou 1, X. Shen 1, Y. Zhai 1, Y. Gu 2, Q. Shen 1, H. Xu 1

1 Department of Nephrology, Children’s Hospital of Fudan University,
Shanghai Kidney Development and Pediatric Kidney Disease Research
Center, Shanghai - China, 2 Nursing Department, Children’s Hospital of
Fudan University, Shanghai - China

Introduction: Peritoneal dialysis(PD) is a preferred dialysis modality for
children with end-stage renal diseases(ESRD). Family caregivers are re-
sponsible for medical or non-medical care tasks. However, their depres-
sive symptoms were unknown in mainland China. This study was to
describe the prevalence and severity of depression and identify its related
factors among the caregivers of children on PD in China.
Material and Methods: The children and their main caregivers were
screened and recruited during their clinic visits or admission in inpatient
wards fromOctober 2017 toMay 2018 in four tertiary children’s hospitals
in mainland China. A self-developed questionnaire on demographic and
clinic information and Self-Rating Depression Scale(SDS) were admin-
istered to the caregivers.
Results: 121 caregivers were included in the data analysis. The mean age
of the caregivers was 40.1±8.1 years. Over 75% of the participants were
female, married, and currently not working. Around 60% had a middle
school degree or below. The median duration for PD was 11 months, with
1-month minimum and 84 months maximum. The overall prevalence of
depression is 58.7%. 46(38.0%), 20(16.5%) and 5(4.1%) underwent mild,
moderate and severe depression respectively. Univariate analysis showed
that those who perceived the health status as good (퓧2=19.9, P =0.001) and
had a higher income (over 600 USD per person per month) ( 퓧2=9.06, P
=0.009) had a lower prevalence of depression. Besides, those who lived in
the city (Z=-2.1, P =0.04), in good health (Z=-4.91, P =0.001), and had
higher income (Z=-2.8, P =0.005) had a lower level of depression.
Conclusions: The caregivers of children on PD in mainland China were
socially vulnerable and faced the threat of depression. More empirical
studies should focus on the mental health of caregivers of long-term PD
children. Furthermore, more physical and economical supports should be
given to this population, especially among those living in the countryside
and with lower income.

IPN10750-84 PERITONEAL DIALYSIS CATHETER
CONTAMINATION: A CASE REVIEW FROM A PEDIATRIC
DIALYSIS CENTER

X. Shen 1, Q. Zhou 1, R. Zhao 1, P. Yao 1, Y. Gu 2

1 Department of Nephrology, Children’s Hospital of Fudan University,
Shanghai Kidney Development and Pediatric Kidney Disease Research
Center, Shanghai - China, 2 Nursing Department,Children's Hospital of
Fudan University - China

Introduction: Peritoneal dialysis catheter contamination referred to the
dry/wet contamination of the peritoneal dialysis catheter system, which
may cause peritoneal dialysis-related complications, such as peritonitis.

Pediatr Nephrol (2019) 34:1 –8 01 22 2 6 1943



Material and Method: A case review from January 2010 to April 2019
was conducted in a pediatric peritoneal dialysis center in mainland China.
All children included had a routine follow-up in this center. The frequen-
cy, types, and the timing of peritoneal dialysis catheter contamination
were summarized and analyzed.
Results: 253 children were included in the analysis, of which 42
children had 54 episodes of catheters contamination. 8 children had
at least 2 episodes of contamination. The overall prevalence of
contamination is 16.6%. Boys had 23 episodes. Upon contamina-
tion, the mean age was 107.4 ±47.8 months. Median peritoneal
dialysis duration was 12 weeks, with the 0-week minimum and
294 weeks maximum. The type for the contamination included ex-
tended transfer sets contamination 26 (48.1%), extended transfer
sets-4 prong spike detachment 13 (24.1%), catheter damage 6
(11.1%), extended transfer sets damage 6(11.1%) and minicap de-
tachment 3(5.6%). 6 episodes of accidental contamination happened
before training sessions, 11(20.3%) in the middle of training ses-
sions, and 37(68%) after training sessions. After dry contamination,
a well-trained pediatric dialysis nurse would replace extended trans-
fer sets. Prophylactic antibiotics were additionally administered in
the case of wet contamination. All children continued peritoneal
dialysis without peritonitis.
Conclusion: Catheter contamination mostly happened within 12 weeks
after initiating peritoneal dialysis. The contamination of extended transfer
sets contamination was most common. This case review implies that in
order to prevent contamination, well-trained pediatric dialysis nurses
should supervise caregivers more closely in the first 3 months of PD,
use a dummy to demonstrate the practice, and implement re-training to
improve the caregivers’ knowledge and skills.

IPN10751-85 BEDSIDE HEMODIALYSIS IN TEN INFANTS/
TODDLERS WITH END-STAGE RENAL DISEASE: CASES
REPORT

H. Zhang , Q. Zhou , R. Zhao , X. Shen , Q. Miao , Q. Shen , H. Xu
Department of Nephrology, Children’s Hospital of Fudan University,
Shanghai Kidney Development and Pediatric Kidney Disease Research
Center, Shanghai - China

Introduction: Bedside hemodialysis is not commonly used to treat chil-
dren less than 3 years old with end-stage renal diseases. To summarize the
care of the bedside hemodialysis among infants/toddlers.
Material And Methods: 10 infants/toddlers from January 2017 to
March 2019 went through 121 times of bedside hemodialysis at a pedi-
atric center in mainland China. Four of the children were boys. The
children aged from 11 months to 36 months and weighing from 9 kg to
11.5kg. Nipro UT-300S Dialyzer (surface area=0.3m2) and JMS extracor-
poreal blood circuit for blood purification devices were used for bedside
hemodialysis (circuit volume =110ml). The pre-hemodialysis assessment
was implemented. During the hemodialysis, vital signs, hemodialysis-
related complications, and the parameters of the dialysis machine were
observed and recorded. All children received nutrition support and cath-
eter care during the treatment.
Results: There were 16 episodes of intra-dialytic complications in ten
children, including 8(6.61%) episodes of Intradialytic hypotension,
5(4.13%) catheter thrombosis, 2(1.65%) episodes of bloody exudate
around catheter exit-site and 1 (0.83%) episode of unplanned catheter
removal. Average blood urea nitrogen (BUN) fell by (68.9±2.7)%.
Average KT/V was 1.31±0.04. All children survived, with 9 children
transferring to hemodialysis and 1 on long-term hemodialysis.
Conclusion: With appropriate dialysis orders and devices, the bedside
hemodialysis could be a safe and effective treatment among children less
than 3 years old. Proper assessment, close observation, adequate catheter
care, and nutrition support are essential in the infants/toddlers bedside
hemodialysis.

IPN10753-87 A CLINICOPATHOLOGIC STUDY OF CHILDREN
W I T H I D I O P A T H I C F O C A L S E G M E N TA L
GLOMERULOSCLEROSIS

A. Nickavar , M. Rahbar
Iran university medical sciences, Tehran - Iran, Islamic Republic of

There is little information about the clinicopathological correla-
tions of focal segmental glomerulosclerosis (FSGS) in children.
Renal biopsies of 46 patients with primary FSGS were reviewed
between 1994 and 2015. Clinical and laboratory findings were
evaluated at the time of renal biopsy. Totally, not otherwise spec-
ified (NOS) was the most common pathologic variant in 38 pa-
tients. There was no correlation between age, gender, serum pro-
tein, urine protein, hematuria, and steroid response with five dis-
tinct pathologic variants and histopathologic lesions. Hgb level
had a negative correlation to the glomerular hyalinosis, mesengial
hypercellularity, mesengial deposition, and glomerular volume.
Renal dysfunction and blood pressure had a significant positive
association with the extent of tubular atrophy, interstitial fibrosis,
synechiae in Bowman capsule, arteriolar hyalinosis, mononuclear
infiltration, atherosclerosis, glomerular hyalinosis, mesengial
hypercellularity, mesengial deposition, and glomerular sclerosis.
In In conclusion, serum creatinine and blood pressure were the
significant predictors of histopathologic lesions in children with
primary FSGS.

IPN10757-91 GLOMERULAR GALACTOSE-DEFICIENT IGA1
EXPRESSION ANALYSIS IS A USEFUL TOOL FOR
DIAGNOSIS OF IGA NEPHROPATHY.
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Introduction: Recently, glomerular galactose-deficient IgA1 (Gd-
IgA1) deposition has been identified as disease-specific and relat-
ed to the disease onset in IgA nephropathy (IgAN) and IgA vas-
culitis with nephritis (IgAV-N). However, the report of glomerular
Gd-IgA1 expression analysis for pediatric patients has not been
published so far. We examined the specificity of glomerular Gd-
IgA1 deposition in children. Also, we report two cases in which
Gd-IgA1 expression analysis was useful for the differential diag-
nosis of IgAN.
Materials and methods:We performed immunostaining with Gd-IgA1-
specific monoclonal antibody KM55 for renal biopsy specimen from
various types of pediatric glomerular diseases.
Results: The deposits of Gd-IgA1 were detected in 11 out of 11 cases
with IgAN and in 4 out of 4 cases with IgAV-N, not observed in cases
with lupus nephritis (2 cases) or frequent relapse nephrotic syndrome
with minor glomerular abnormality (4 cases). Here we introduce two
cases. The first case is an 11-year-old boy with membranoproliferative
glomerulonephritis by light microscopy, but IgA-dominant deposition
with C3 negative on immunofluorescence. He was treated only by
lisinopril and achieved complete remission. Gd-IgA1 staining re-
vealed glomerular deposits of Gd-IgA1, which was clearly localized
with IgA. Finally, we diagnosed him as IgAN. The second case is a 13-
year-old boy with nephrotic syndrome with IgA-dominant deposition
on immunofluorescence. At first, we diagnosed him as IgAN.

Pediatr Nephrol (2019) 34:1 –8 01 22 2 61944



However, multi drug therapy including prednisolone was insufficient
and cyclosporine treatment lead to complete remission that clinical
course resembled steroid resistant nephrotic syndrome. Gd-IgA1
staining was negative, so this case was diagnosed with idiopathic
nephrotic syndrome, not IgAN.
Conclusions: Glomerular Gd-IgA1 expression analysis is a useful tool
for the diagnosis of IgAN in pediatric cases. Gd-IgA1 staining should be
performed especially for the cases which had atypical clinical courses or
pathological findings for IgAN.
Keywords: IgA nephropathy, galactose-deficient IgA1, MPGN, steroid
resistant nephrotic syndrome
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OUTCOMES INCHILDRENWITHSTXHEMOLYTICUREMIC
SYNDROME. A MULTICENTER EXPERIENCE
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Introduction: Peritoneal dialysis (PD) is the renal replacement
therapy (RRT) of choice in children with hemolytic uremic syn-
drome (HUS) and acute kidney injury (AKI). The aim of our
study was to analyze complications, especially peritonitis and
clinical outcomes in these children.
Methods: Retrospective multicenter cohort study in children admitted
with Stx-HUS between January 2015 and February 2019.
Results: Thirty-seven Argentinian centers reported 443 children
that required RRT, 389 (88%) were managed by PD (mean age
2.7 years old, female 58%, median duration of dialysis 8 days
IQR 2-90), median time since catheter insertion to removal 12
days (IQR 2-118). Recorded complications were: catheter mal-
function: 24%, peritonitis 19%, fluid leaks: 11.5% and bleeding
events 6%. Median time to peritonitis was 6.2 days (IQR 1-42).
Gram-positive peritonitis predominated (36%) followed by
gram-negative (16%) and polymicrobial (1.3%). Culture
remained negative in 46%. Children with peritonitis dialyzed
significantly more days than those without peritonitis (13 vs. 9
days respectively; OR= 1.02; 95% CI: 1.004-1.04; p=0.01).
Open catheter insertion had a higher incidence of peritonitis
than other techniques (laparoscopic or bedside inserted) 9 vs.
21 % (p=0.03). In the multivariate analysis, antibiotic prophy-
laxis was the only independent predictor of decrease of risk of
peritonitis (HR: 0.38, 95% CI: 0.22 to 0.66; p=0.001).
Discontinuation of PD due to peritonitis or mechanical compli-
cations occurred in 3.8% of the patients, overall mortality was
2.8% (not related to PD complications) and 1,5% developed
ESRD.
Conclusions: PD is a safe and effective method to manage chil-
dren with HUS, with a low rate of complications and a high

survival rate; the use of prophylactic antibiotics prior to insertion
of the PD Catheter may decrease the incidence of peritonitis.

IPN10759-93 CONCOMITANCE OF MULTIPLE RENAL
ARTERIES IN YOUNG ESSENTIAL HYPERTENSIVE
PATIENTS

M.Matteucci 1, J. Gubinelli 2, A. Secinaro 3, G. Cafiero 1, A. Turchetta 1,
U. Giordano 1

1 Arterial Hypertension and Sports Medicine Unit, Pediatric Cardiology
and Cardiac Surgery Dept. Bambino Gesù Children's Hospital, IRCCS.
Rome - Italy, 2 Tor Vergata University – School of Pediatrics. Bambino
Gesù Children's Hospital, IRCCS. Rome - Italy, 3 Radiology Unit –
Imaging Dept. Bambino Gesù Children's Hospital, IRCCS. Rome - Italy

Introduction: In more than 20% of healthy subjects, at least one
kidney is vascularized by more than one artery from the aorta.
This aberrant anatomy has been reported in literature in about
80% of patients suffering from essential hypertension.
Objective: We conducted a retrospective study to determine the
prevalence of anatomical variants in one or more renal vessels
in a group of patients with essential hypertension. We compared
patient data with our healthy controls (adult kidney donors).
Methods: We have studied children and young adults referred
from 2014 to 2018 at our unit of hypertension, with suspected
essential hypertension. Ultrasound with Doppler study of the renal
arteries was performed in all patients. Abdominal MRI scan,
angioCT or renal artery angiography was performed when
suspected multiple renal arteries.
Results: 86 patients (mean age 15,1±4,7 yrs) were investigated
and confirmed with essential hypertension at 24h ambulatory
monitoring. 56 subjects resulted with multiple renal arteries
(65%). 41 patients had unilateral multiple supernumerary arteries,
20 in the right side and 21 in the left side. 15 patients had
bilateral multiple supernumerary arteries and of these one patient
had 3 arteries in the right side and 2 in the left. 76 healthy
controls were studied by renal angioCT: 28 had multiple renal
arteries (36.8%) and 48 had single renal arteries (63.2%). These
data are in agreement with the literature data.
Conclusions: Such arteries have usually considerable smaller cali-
bre than the main trunk and transport a proportionately lower
volume .The renal segment dependent on a supernumerary artery
might secrete relatively more renin than the other segments of the
renal parenchyma. Although many question still remain unan-
swered, a possible relation between multiple renal arteries and
arterial hypertension should be the subject of further investiga-
tions.

IPN10761-86 ENRICHMENT URINARY PAIRED BOX-2 BY
MAGNETIC NANO-SPONGES AS A BIOMARKER FOR
VESICOURETERAL REFLUX

X. Yang 1, M. Fan 2, H. Xu 1, C. Wang 2, Q. Shen 1, Z. Zhang 1, M.Wu 1,
Y. Gong 1

1 Department of Nephrology, Children's Hospital of Fudan University;
Shanghai Kidney Development and Pediatric Kidney Disease Research
Center - China, 2 Department of Macromolecular Science and
Laboratory of Advanced Materials Fudan University; State Key
Laboratory of Molecular Engineering of Polymers - China

Objective: Vesicoureteral reflux (VUR) is a common congenital
anomality of the kidney and urinary tract. Current diagnosis relies
on invasive examination of voiding cystourethrography (VCUG).
Our team has found out that the PAX2 was highly expressed in
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ureteral epithelial cells of VUR patients compared with healthy
children. The aim of this study is to concentrate the urinary
PAX2 of VUR patients by magnetic Nano-Sponges, and to verify
its efficiency in enhancing the early diagnosis of VUR.
Material and methods: Children who had received the VCUG ex-
amination were included and divided into two groups, children
with primary VUR in VUR group and children who did not have
VUR in Control group. DMSA examination was used to evaluate
renal damage in the VUR group. Morning urine samples in the
non-infectious acute phase were collected. Urine sediment protein
was extracted by nucleoprotein lysis and concentrated by magnet-
ic Nano-Sponges. Western Blot was used to detect urinary PAX2
afterwards. A p-value < 0.05 was considered significant.
Results: A total of 90 children were enrolled, including 54 in
VUR group and 36 in Control group. Urinary PAX2 was detected
in 35 children in VUR group. Urinary PAX2 after concentrating
was significantly increased in VUR group compared with Control
group (P < 0.001, sensitivity: 64.8%, 95% CI 0.5062-0.7732;
specificity: 100%, 95% CI 0.9026-1.000; positive predictive val-
ue: 100%, negative predictive value: 65.5%). No significant dif-
ference was detected between low-grade VUR group and high-
grade VUR group, neither between renal damage group and
non-renal damage group.
Conclusion:Urinary PAX2 assay has high value in VUR diagnosis
and can be a reliable biomarker for VUR. Magnetic Nano-
Sponges can concentrate the urinary PAX2 and increase the diag-
nose efficiency. Further improvements are needed in this tech-
nique to enhance its value of detecting subgroups of VUR, and
to promote its further clinical application.

IPN10762-87 CLINICOPATHOLOGIC CORRELATIONS IN
HENOCH-SCHONLEIN NEPHRITIS

A. Nickavar 1, M. Mehrazma 1, A. Lahouti 2
1 Iran University Medical Sciences, Tehran - Iran, Islamic Republic of,
2 Iran University Medical Sciences, Tehran - Iran, Islamic Republic of

Renal involvement is the major cause of mortality and morbidity
in children with Henoch-Schonlein purpura. The purpose of this
study was to determine the predictive factors of Henoch-
Schonlein nephritis (HSN) and correlations between clinical
and pathologic findings. Demographic characteristics and clinical
manifestations of 105 children with Henoch-Schonlein purpura
were retrospectively evaluated. Kidney biopsy with pathologic
scoring was performed in 17 patients. Sixty-one boys and 44
girls were included in this study. The mean age at presentation
was 73.0 ± 33.4 months (range, 12 to 156 months). Thirty-nine
percent of patients had renal involvement. Their mean age at
presentation of HSN was 87.4 ± 30.9 months, which was sig-
nificantly higher than the age of those without nephritis. Age at
presentation was the only predictor of renal involvement.
Hematuria and proteinuria were the most common laboratory
findings of HSN, followed by nephrotic syndrome and acute
nephritis. The most common histologic findings were grades 3
(especially 3B) and 2 of the International Study of Kidney
Disease in Children classification, respectively. Higher patholog-
ic grades were more frequent in patients with nephrotic syn-
drome and acute nephritis. Similarly, there was a positive rela-
tionship between the severity of proteinuria and both pathologic
grading and scoring, especially crescent formation, endocapillary
proliferation, and tubular atrophy. In coclusion, there was a sig-
nificant correlation between the severity of renal involvement
and pathologic grading and scoringin HSN. The severity of
proteinuria was a significant determinant of renal pathologic
findings.

IPN10763-88 THE EUROPEANREGISTRY FORRAREKIDNEY
DISEASES (ERKREG)

G. Bassanese 1, T.Wlodkowski 1, G. Ariceta 2,M. Duklas 3, D. Roccatello 4,
F. Emma 5, A. Jankauskiene 6, A. Schieppati 7, V. Capone 8, L. Murer 9, M.
Konrad 10, A. Buescher 11, F. Lugani 12, D. Bockenhauer 13, F. Schaefer 1
1 Division of Pediatric Nephrology, Center for Pediatrics and Adolescent
Medicine, University Hospital, Heidelberg - Germany, 2 Pediatric Kidney
Diseases, University Hospital Vall d' Hebron, Barcelona - Spain, 3 Department
of Pediatric Nephrology, Medical University of Gdansk, Gdansk - Poland,
4 SCU Nephrology and Dialysis, S. Giovanni Bosco Hospital, University of
Turin , Turin - Italy, 5 Division of Nephrology and Dialysis, Ospedale
Pediatrico Bambino Gesù-IRCCS, Rome - Italy, 6 Department of Children's
Diseases, Vilnius University, Vilnius - Lithuania, 7 Rare Disease Unit, Azienda
Socio-Sanitaria Territoriale Papa Giovanni XXIII, Bergamo - Italy, 8 Pediatric
Nephrology, Dialysis and Transplant Unit, Fondazione IRCCS Ca' Granda-
Ospedale Maggiore Policlinico, Milan - Italy, 9 Azienda Ospedaliera-
University of Padua, Padua - Italy, 10 Department of General Pediatrics,
University Children's Hospital, Münster - Germany, 11 Center of Rare Kidney
Diseases, EZSE, University Hospital Essen - Germany, 12 U.O.D. Nefrologia,
Dialisi e Trapianto, Istituto Giannina Gaslini (IRCCS), Genoa - Italy,
13 University College London, Great Ormond Street Hospital, Institute of
Child Health, London - United Kingdom

Introduction: The European Rare Kidney Disease Reference Network
(ERKNet), a consortium of 38 expert pediatric and adult nephrology cen-
ters, recently established a Web-based registry for all rare kidney diseases
(ERKReg; www.registry.erknet.org). The project has two major aims: (i) to
identify contemporaneous cohorts of patients with rare renal disorders for
clinical research, and (ii) to monitor treatment performance and patient
outcomes in the participating centers. Moreover, the registry allows to in-
tegrate detailed disease-specific registries as extensions to the core database.
To date, the ESPN distal RTA Registry and the Italian Alport Syndrome
Registry have been integrated into ERKReg. The registry is open to all
nephrology centers with a special interest in rare kidney diseases.
Methods: The renal diagnosis (orphacodes) and diagnostic information
(clinical, imaging, histopathological and genetic as appropriate) are record-
ed upon patient/family consent. Anthropometric, renal and disease-specific
parameters informing a set of 40 key performance indicators (KPI) are
obtained annually. The KPI were selected by ERKNet experts in a Delphi
consensus process. Center KPI statistics and benchmarking are calculated
automatically. Data quality is ensured by automated plausibility checks
upon data entry and regular offline database checks prompting queries.
Results: In the first 5months since the launch of the registry, more than 1,100
patientswith rare kidney diseases (of these, 72%children) have been registered
at 22 centres in 9 European countries. The cohort comprises 43% glomerulop-
athies, 16% cases of CAKUT and ciliopathies, 16% autosomal dominant
structural kidney disorders (ADPKD, ADTKD), 12% tubulopathies, 6% met-
abolic nephropathies and stone forming disorders, and 5% thrombotic micro-
angiopathies. Hereditary disorders were diagnosed in 40% and a genetic diag-
nosis was established in 25% of patients, with 68 individual genes affected.
Conclusions: ERKReg is an emerging unique resource of rare kidney dis-
ease cohorts and an innovative tool to monitor management quality and
patient outcomes.

IPN10764-89 CLINICAL USEFULNESS OF NGAL UTI
DIAGNOSIS AMONG FEBRILE UNDER-FIVES IN A
TERTIARY HOSPITAL, UYO

E.E. Ikpeme , O.T. Dixon-Umo , K.M. Kan
Department of Paediatrics, University of Uyo Teaching Hospital - Nigeria

Abstract
Background: Urinary tract infection is a common and important child-
hood bacterial infection because it is capable of causing long term

Pediatr Nephrol (2019) 34:1 –8 01 22 2 61946



complications. The diagnostic gold standard of urine culture requires a
long duration of 48-72 hours to obtain results preventing early interven-
tion. The need for more sensitive rapid diagnostic clues has led to the use
of biomarkers especially NGAL in UTI. NGAL is a novel renal biomark-
er produced by neutrophils, kidney cells and other body tissues whose
levels in steady state are low, however, following acute injury such as
inflammation, ischaemia and infection; there is upregulation of this mark-
er; thus it could be used for early diagnosis as its assay time may be as
short as 3.5-4 hours.
Objective: Aim of the study was to establish the clinical usefulness of
urine NGAL in diagnosing UTI among children aged 1-60 months.
Methods and Materials: A cross- sectional study of 165 febrile under-
five children presenting to the children department of the University of
Uyo Teaching hospital, Uyo. Urine specimen was obtained by clean catch
/ midstream method into 2 specimen containers for urine culture using
CLED culture media and urine NGAL were assayed using ELISA
method.
Results: Mean urine NGAL values in those with UTI was 26.78 ng/ml
versus 47.56 ng/ml in the febrile non-UTI children. The AUC was 0.38
for urine NGAL with a sensitivity and specificity of 41% and 66% re-
spectively at a diagnostic cut-off of 16.11 as obtained from the ROC.
Conclusion: The AUC was 0.38 points to urine NGAL as a poor diag-
nostic tool for UTI, hence urineNGALmay not be as an early useful renal
biomarker in UTI diagnosis among febrile under-fives in Uyo.

IPN10765-90 HEMODIALYSIS IN ALBANIAN CHILDREN;
EIGHT YEARS OF EXPERIENCE

O. Xhango , R. Xhepa , D. Shtiza
University Hospital Center"Mother Theresa" Pediatric Nephrology and
Dialysis Unit Tirana - Albania

Introduction:Hemodialysis is one of the modalities of renal replacement
therapy which is required for patients who have acute or chronic renal
dysfunction, which results in serious uremic toxicity or derangement of
electrolytes and acid base balance. The hemodialysis center for children
in Albania, started functioning for the first time only about 8 years ago.
We want to show you our modest experience.
Material andmethods:All patients who received hemodialysis between
September 2010 and September 2018 were enrolled in the study.
Results: 52 children have received hemodialysis treatment over 8years;
27 females and 25 males, aged from 6 months to17 years old. 28 cases
had acute kidney injury, 23 of them are completely recovered, 2 left with
renal sequelae. Of 24 children with chronic kidney disease, 15 of them
underwent live-related renal transplantation, 3 children are left to continue
their treatment at other centers, abroad, one child actually is in CAPD, the
others continue the dialysis treatment in our center. 5 children died (3
acute cases, 2 chronic cases). 14 children came from Kosovo.
Conclusions: Despite the limited experience, our dialysis center has suc-
cessfully handled cases not only from Albania, but also from Kosovo
Keywords: dialysis, treatment, children,

IPN10766-91 TWO CASES OF PIGN WITHOUT DEFINITE
URINARYABNORMALITIES

N.M. Murtalibova 1, S.H. Kim 2

1 National Children's Hospital - Uzbekistan, 2 Pusan National University
Children's Hospital - Korea, Republic of Korea

Introduction: Hematuria (especially, gross hematuria) is a hallmark
of postinfectious glomerulonephritis (PIGN). However, PIGN can
occurred without definite urinary abnormality, although it is very
rare. In such case, it is difficult to diagnose correctly without clin-
ical suspicion.

Case 1. A 4 year-old boy, came to our hospital with dyspnea,
vomiting and productive cough. He had a past history of severe
cough with high fever a week ago. Initial vital signs are blood
pressure of 128/99 mmHg (>99 %tile) and SpO2 of 76%. Chest
X-ray showed bilateral haziness which looked pulmonary edema.
Results of urinalysis are as follows: urine occult blood (-), urine
protein (-), urine RBC 0-2/HPF and urine protein/creatinine ratio
0.06. Laboratory findings showed elevated anti-streptolysin O
(ASO) titer 612 and both C3 and C4 were decreased (C3<54,
C4<7.9 mg/dL). He was diagnosed PIGN causing hypertension
and pulmonary edema with pneumonia. He was treated with thi-
azide and antibiotics for pneumonia and he was improved
completely.
Case 2. A 7-year-old boy came to our hospital for generalized
edema including abdominal area and scrotum which was noticed
during admission in other hospital for pneumonia. Body weight
had been increased by 3 kg for 5 days. Initial BP was 140/
100 mmHg (>99 %tile). Results of urinalysis are as as follows:
urine occult blood (-), urine protein (-), urine RBC 0-2/ HPF and
urine protein/creatinine ratio 0.16. His laboratory revealed ASO
612, C3<28, C4<8.3, ANA 1:80 positive. Abdomen CT also
showed generalized edema in the trunk and scrotum. The elevated
ASO titier, decreased C3, and hypertension d/t volume overload
confirmed the diagnosis of PIGN. He was treated with thiazide
was improved completely within 10 days.
Conclusion: PIGN should be considered in all pediatric patients present-
ing with edema and hypertension even if the urinary findings are nega-
tive.

IPN10768-93 FLUID STATUS ASSESSMENT IN CHILDREN ON
HEMODIALYSIS WITH INFERIOR VENA CAVA DIAMETER
AND BIOIMPEDANCE ANALYSIS

V. Askiti , G. Malakasioti , G. Servos , G. Grigoriadou , A. Mitsioni
Aglaia Kyriakou Children's Hospital, Athens - Greece

Introduction:Dry weight (DW) prediction in children on chronic hemo-
dialysis (HD) remains challenging. There are only few published studies
assessing the applicability of inferior vena cava (IVC) expiratory and
inspiratory diameter (IVCDe, IVCDi) for fluid status evaluation com-
pared to bioimpedance analysis (BIA) and the clinical criterion.
Methods: Serial IVCD and BIA measurements were undertaken prior
and one hour after the midweek HD session. We explored the association
between IVCDi, IVCDe and IVC contractility index (IVCCI) pre HD
and: (1) BIA estimated (BIA-relOH) and (2) clinically assessed hydration
status based on percent difference of pre HD weight (relOHc) from DW.
IVC measurements were interpreted according to published reference
values in healthy children. The level of agreement between IVCD,
BIA-relOH and relOHc to recognize volume overload was also studied.
Result: Thirty-eight sets of measurements were obtained in 13 patients of
a median age of 11 years. RelOHc and BIA-relOH were positively asso-
ciated to each other (r=0,47, p<0,05) and to IVCDi (r=0,35, r=0,48,
p<0,05) and IVCDe (r=0,38, r=0,61, p<0,05). A negative association
between IVCCI and BIA-relOH was observed (r= -0,37, p<0,05).
Despite a significant reduction in IVCD post HD (p<0,01), there was a
poor agreement between the three methods in identification of
overhydrated patients as out of 16/38 measurements with clinical over-
load, BIA identified 3 and IVCD none (Cohen’s k <0). BIA-relOH and
IVC measurements did not differ between patients with hypertension pre
HD only and those with persistent hypertension after HD.
Conclusion: Despite the linear association between relOHc, BIA-relOH
and IVCD, IVCD underperformed identifying volume overload com-
pared to the clinical criterion and BIA with no agreement between the
three methods. More stringent tools able to accurately evaluate fluid sta-
tus in pediatric hemodialysis patients are warranted.
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IPN10770-86 IMMUNOGLOBULIN SERUM LEVELS IN
RITUXIMAB TREATED PATIENTS WITH STEROID
DEPENDENT NEPHROTIC SYNDROME

C. Parmentier 1, J. Delbet 1, S. Decramer 2, O. Boyer 3, J. Hogan 4, T.
Ulinski 1
1 Pediatric Nephrology, Trousseau Hospital APHP, Paris - France,
2 Pediatric Nephrology, Purpan Hospital, Toulouse - France,
3 Pediatric Nephrology, Necker Hospital APHP, Paris - France,
4 Pediatric Nephrology, Robert-Debré Hospital APHP, Paris - France

Abstract
Background: Rituximab (RTX) is efficient in steroid dependent
nephrotic syndrome (SDNS) in pediatric and adult patients. The
aim of this study is to describe hypogammaglobulinemia as a side
effect of RTX treatment.
Methods: All pediatric patients of four French pediatric nephrology
centers who received RTX for SDNS between 2010 and 2015 have
been included. Clinical and biological data have been analyzed ret-
ro spec t ive ly be fo re , du r ing and a f t e r RTX t rea tmen t .
Hypogammaglobulinemia was defined as an IgG level < -2 standard
deviations for patient age.
Results: 107 pediatric patients have been included, 65.9% were boys,
median age at nephrotic syndrome diagnosis was 3.1 interquartile range
[IQ 2.24-5.45] years and age at RTX introduction was 11.7 [IQ 8.6-14.2]
years. 19.6% of patients had hypogammaglobulinemia before the initia-
tion of RTX. 23.3% of patients had at least one hypogammaglobulinemia
during B cell depletion or after B cell recovery while IgG levels at initi-
ation were normal. These patients were younger at RTX initiation with a
median age of 8.2 years [IQ 6.3-12.4]. Among the 46 patients with
hypogammaglobulinemia during follow up, 28% had a concomitant in-
fection. Among patients with hypogammaglobulinemia, patients younger
than eight years had more concomitant infections than the older ones
(45% vs. 16.7%, p=0.02).
Conclusion: Hypogammaglobulinemia is a frequent complication of
RTX treatment in younger children treated for SDNS. The use of RTX
in children has to be carefully evaluated and their clinical and biological
follow up should be adapted to the age dependent risk profile for
hypogammaglobulinemia.

IPN10772-88 ANALYSIS OF 16 FATAL CASES OF HEMOLYTIC
UREMICSYNDROMEBYSHIGATOXIN-PRODUCINGE.COLI

S. Ito 1, M. Sako 2, T. Igarashi 2

1 Yokohama City University, Graduate School of Medicine,Yokohama -
Japan, 2 National Center for Child Health and Development, Tokyo -
Japan

Introduction:Hemolytic uremic syndrome (HUS) occurs in 1%–10% of
persons infected with Shiga toxin-producing Escherichia coli. In Japan,
approximately 100 HUS patients have been reported but few patients die.
However, the actual situation regarding short-term mortality in children
remains unknown.
Material & methods: A nationwide survey of pediatric HUS cases be-
tween 2000 and 2013 was conducted in 2014.
Results: Of 18 cases reported, patients who died within 30 days from
HUS onset and without missing data were analyzed (n=16). The median
age was 3.6 years. Clinical symptoms were convulsion (n=15), con-
sciousness disturbance (n=14), heart failure (n=6), arrhythmias (n=5),
hypotension (n=8), and acute kidney injury (n=16). Death occurred at
median 2.5 days from HUS onset, and 8 patients died within 2 days.
Causes of death were encephalopathy (n=10), encephalopathy + heart
failure (n=1), and heart failure (n=5). Dialysis was performed in only 8
patients because of death within 1 day (n=5) and heart failure and/or

hypotension (n=5). Treatment was plasma therapy (n=5), steroid pulse
(n=1), and antimicrobial agents (n=13). There was no difference in the
time from HUS onset to death with or without antibiotics (1.5 vs. 3 days).
Median laboratory data at HUS diagnosis were Hb 12.0 g/dL, platelets
27,000/μL, LDH 2400 IU/mL, creatinine 2.9 mg /dL, and BUN 40 mg/
dL. Median Hb+2Cr (prognostic prediction score: ≥13=poor prognosis)
was 16.0, with 15 patients ≥13. Median BUN/Cr ratio (≤40=poor prog-
nosis) was 21.57, with 14 patients ≤ 40. Additionally, Hb+2Cr and BUN/
Cr were significantly correlated (r -0.6, P=0.014).
Conclusions: The median time from HUS onset to death was 2.5
days. Two prognostic prediction formulas were met in almost all
patients.

IPN10773-89 CHILDREN WITH CYSTINOSIS HAVE AWORSE
QUALITY OF LIFE THAN THOSEWITH DIABETES

A. Kaur 1, J. Murray 2

1 Manchester - United Kingdom, 2 Manchester University NHS
Foundation Trust - United Kingdom

Introduction: Cystinosis is a rare lysosomal storage disease.
Accumulation of cystine in cells leads to renal and extra-renal manifesta-
tions. There is limited information on the psychosocial assessment of
these children.
Material & methods: Parents of children (n=18) attending the annual
cystinosis multiprofessional clinic were asked to complete PedsQL™
Core Scales during each clinic visit between 2018-2019. Mean age 9.33
years (±4.96) and majority female (10). Five children with CKD 5, four
transplanted and one on dialysis. White cell cysteine levels were within
therapeutic range and there was no significant change in renal function
during study period.
Results: The percentage of children who scored below 70 (indicative of
clinical need) were; 83% in physical health domain, 78% in psychosocial
health domain, of which 33% fell below a psychosocial health score of
50. One-sample t-tests were undertaken to determine whether the mean
parent-reported scores on the six domains of the PedsQLTM (physical
health, psychosocial, emotional, social, school, and total score) for chil-
dren with cystinosis were significantly different from the mean parent-
reported scores for healthy children and children with diabetes. Parent-
reported mean scores across all domains were significantly lower for
children with cystinosis compared to healthy children (p < 0.001) and
compared to children with diabetes (p < 0.05). Eight children completed
PedsQL™ in 2018 and again in 2019, there were no statistically signifi-
cant differences in psychosocial or physical health scores between these 2
time points (p > 0.005). All scores remained below 70.
Conclusions: Parents of children with cystinosis score their child’s qual-
ity of life within social, emotional, psychosocial, physical and school
domains as significantly lower than healthy children and those with dia-
betes. In the absence of psychosocial intervention, their physical and
psychosocial needs are persistent over time. Adequate provisions must
be made to ensure the psychosocial needs of children with cystinosis are
met.

IPN10774-90 HYPERTENSION IS INCREASING WITH AGE IN
PEDIATRIC PATIENTS WITH AUTOSOMAL DOMINANT
POLYCYSTIC KIDNEY DISEASE

T. Seeman 1, A. Jaros 2, P. Jansky 2, J. Dusek 1, K. Vondrak 1

1 Department of Pediatrics, 2nd Faculty of Medicine, Charles University
Prague and University Hospital Motol, Prague - Czech Republic,
2 2nd Faculty of Medicine, Charles University Prague - Czech Republic

Introduction:Autosomal dominant polycystic kidney disease (ADPKD)
is the most common hereditary kidney disease. Kidney cysts and kidney
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size growth over the course of the disease and kidney function slowly
declines, usually leading to end stage renal disease in the late adulthood.
However, several treatable complications, such as hypertension or
proteinuria can be present even at childhood. In our study, we aimed
to investigate the frequency of treatable complications in children over
time.
Materials/Methods: 69 children with ADPKD from the Czech national
registry who met inclusion criteria (at least one year of follow-up and two
or more recorded visits in our pediatric nephrology center) were studied.
Analysis of changes in renal size, cyst count, estimated glomerular filtra-
tion rate (eGFR, Schwartz formula), proteinuria (mg/m2/24h) and hyper-
tension (blood pressure ≥95th pc. or use of antihypertensive drugs) during
the follow-up were performed.
Results: The median follow-up duration was 6.5 years (IQR 10.4).
Over the follow-up kidneys grew from 109% to 115% of expected
length (p<0,0001), number of cysts increased at a rate of 0.8
cyst/kidney/year and the prevalence of hypertension increased sig-
nificantly from 20% to 38% (p<0.015). The eGFR and mean
urinary protein excretion remained stable during follow-up (116
vs. 113 ml/min/1.73m2 for eGFR and 192 vs. 135 mg/m2/24h
for proteinuria, p>0.05 for both).
Discussion: This study has shown that children with ADPKD suffer from
increasing prevalence of hypertension with increasing age during the
course of the disease despite stable normal renal function and proteinuria
and this increase of hypertension prevalence is associated with an increase
of renal size.

IPN10776-92 PROGNOSTIC FACTORS AT ONSET FOR
IDIOPATHIC NEPHROTIC SYNDROME IN CHILDREN

J. Kino , T. Kimata , S. Yamanouchi , Y. Akagawa , S. Akagawa , S. Tsuji ,
K. Kaneko
Department of pediatrics, Kansai Medical University - Japan

Introduction: Although most children with idiopathic nephrotic
syndrome (INS) respond to steroid therapy, 40% develop refrac-
tory cases, such as frequently relapsing nephrotic syndrome
(FRNS) and/or steroid-dependent nephrotic syndrome (SDNS).
These patients may suffer from steroid toxicity including short
stature. Thus, prediction of refractory cases at onset for INS
may improve treatment outcomes and help avoid possible side
effects of prolonged steroid treatment.
Materials & methods: The study included 73 children with INS
(ages 1-14 years). The patients were divided into two groups.
Group A consisted of 48 patients with refractory INS, such as
FRNS, SDNS or steroid resistant nephrotic syndrome (SRNS).
Group B consisted of 25 patients with steroid sensitive non-
frequent relapsing nephrotic syndrome. A Cox regression model
was used to analyze the retrospective data and identify prognostic
factors associated with remission and relapse (p <0.05).
Results: Sex, age at onset, mode of delivery, estimated GFR, and serum
albumin level were statistically insignificant. Amounts of urinary protein
(p=0.01) and serum levels of IgE (p=0.04) were significantly higher in
Group A. The time to initial remission was significantly longer (9 versus
7 days, p<0.01) in Group A. The rate of first relapse within 6 months after
initial remission was significantly higher (73% versus 14%, p<0.01) in
Group A. Cox regression analysis revealed an amount of urinary protein
>9.5 g/gCr (p=0.01, 80% sensitivity and 64% specificity), time to initial
remission >8 days (p=0.01, 58% sensitivity and 64% specificity), and first
relapse within 6 months (p<0.01, 70% sensitivity and 85% specificity) to
be predictors of FRNS, SDNS and SRNS.
Conclusions: These findings suggest massive proteinuria >9.5 g/gCr,
initial response >8 days, and early first relapse, especially within 6
months, to be significant risk factors for the development of refractory
cases in childhood INS.

IPN10778-94 EXTENDED-SPECTRUM BETA-LACTAMASE
ESCHERICHIA COLI AND KLEBSIELLA PNEUMONIA
URINARY TRACT INFECTIONS IN CHILDREN

P. Vachvanichsanong , E. Mcneil , P. Dissaneewate
Prince of Songkla University, Hat Yai, Songkhla - Thailand

Background: The prevalences of extended-spectrum beta-lactamase
(ESBL) Escherichia coli (E. coli) and Klebsiella pneumoniae
(K. pneumoniae) urinary tract infections (UTI) in children are increasing
worldwide.
Objective: To investigate the prevalence, clinical findings, impact and
risk factors of childhood ESBL E. coli / K. pneumoniae UTI.
Methods: We retrospectively reviewed the records of children with UTI
aged <15 years admitted to Prince of Songkla University Hospital be-
tween 2004 and 2013. The prevalence of ESBL E. coli/K. pneumoniae
UTI was determined and the clinical findings and imaging studies were
compared between ESBL and non-ESBL E. coli/K. pneumoniae UTI.
Results: Eighty-three children (37 boys, 46 girls) had ESBL in
102 UTI episodes and 188 children (85 boys, 103 girls) had
non-ESBL in all of their 222 UTI episodes. The median (inter-
quartile range) age at presentation was 1.5 (0.7 - 4.8) years for
the ESBL group and 1.3 (0.6 - 3.9) for the non-ESBL group
(p=0.2). Age and gender were not significantly different between
the two groups. The prevalence of ESBL rose between 2004 and
2008 before plateauing at around 30-40% per year. The preva-
lences in first and recurrent UTI were 27.3% and 46.5%, respec-
tively (p=0.003). Fever prior to UTI diagnosis was found in
78.4% of episodes in the non-ESBL group and 61.8% of episodes
in the ESBL group (p=0.003).
From multivariate analysis, children without fever (OR=2.14, 95% CI:
1.23-3.74) and those with recurrent UTI (OR=2.67, 95% CI: 1.37 – 5.19)
were more likely to have ESBL UTI. The presence of CAKUT had no
effect on ESBL UTI.
Conclusions: ESBL was found in one-third of E. coli/K. Pneumonia
UTI episodes. Neither clinical condition nor imaging study could
significantly predict ESBL. Recurrent UTI was the only indepen-
dent risk factor.

IPN10782-89 TWO SISTERS WITH C3GN DUE TO AN
IDENTICAL CFH MUTATION – DO AUTOANTIBODIES
MAKE THE DIFFERENCE?

A. Hackl 1, F. Erger 2, C. Skerka 3, R. Ehren 1, A. Wenzel 2, N.
Tschernoster 2, K. Burgmaier 4, M. Kirschfink 5, B. Beck 2, L. Weber 1,
P. Zipfel 3, S. Habbig 1

1 University of Cologne, Faculty of Medicine and University Hospital
Cologne, Department of Pediatrics, Cologne - Germany, 2 Institute of
Human Genetics, University of Cologne, Faculty of Medicine and
University Hospital Cologne, Cologne - Germany, 3 Friedrich Schiller
University, Jena - Germany, 4 niversity of Cologne, Faculty of Medicine
and University Hospital Cologne, Department of Pediatrics, Cologne -
Germany, 5 Institute of Immunology, University of Heidelberg,
Heidelberg - Germany

Introduction:We here report on two sisters with the unique com-
bination of a genetic and immunological form of C3GN. The
identification of an identical, homozygous mutation in the com-
plement factor H (CFH) gene and the initial response to plasma-
infusions have been published before (Licht et al, Kidney Int
2006 and Habbig et al, Kidney Int 2009).
Patients andMethods: Interestingly, during the last decade, the two
girls presented with a completely diverging clinical course. The
older sister (Patient A) was successfully treated with plasma infu-
sions and was only recently switched to Eculizumab therapy due
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to allergic reactions. This surprisingly benign course of C3GN is
unprecented in literature. In contrast, in the younger sister (Patient
B) kidney function declined though plasma infusion therapy and
she progressed to end-stage renal disease at the age of 14 years,
was dialysed for 2 years and then received a cadaveric kidney
transplant. Of note, we pre-emptively administered eculizumab at
transplantation and can report a completely stable graft function
without any signs of disease activity. Comprehensive genetic
work-up revealed no further disease-causing mutat ion.
Intriguingly, further analysis of the auto-antibodies revealed
auto-antibodies that act protectively in Patient A and attenuate
the effect of the CFH mutation. In contrast, auto-antibodies in-
crease complement activation and deposition of split products in
Patient B.
Conclusion: These data provide first evidence of different auto-
antibodies determining discordant disease course in two sisters
with an identical homozygous CFH mutation and underline the
concept of a personalized-medicine approach in complement-
associated diseases.

IPN10788-95 MANAGEMENT OF ACUTE KIDNEY INJURY IN
A RESOURCE-LIMITED SETTING: A PROMISING
PAEDIATRIC EXPERIENCE

P. Ekulu Mfutu 1, A. Nkoy Bikupe 1, Y. Ndiyo Mokuba 1, B. Odio
Matondo 1, D. Betukumesu Kabasele 1, O. Kazadi Wa Kazadi 1, E.
Levtchenko 2, F. Lepira Bompeka 3

1 University of Kinshasa, University Hospital of Kinshasa, Department of
Paediatric Nephrology, Kinshasa - Congo, The Democratic Republic of
the Congo, 2 KU Leuven, University Hospital of Leuven, Department of
Paediatric Nephrology & Development and Regeneration, Leuven -
Belgium - Belgium, 3 University of Kinshasa, University Hospital of
Kinshasa, Department of Nephrology, Kinshasa - Congo, The
Democratic Republic of the Congo

Introduction: In the Democratic Republic of Congo (DRC), acute
kidney injury (AKI) contributes to the high rate of child mortality
owing to the conjunction of poverty, deficiency of qualified
healthcare providers in pediatric nephrology and the lack of pedi-
atric dialysis programs. We aimed to describe the recent experi-
ence of the first pediatric acute peritoneal dialysis (PD) program
in DRC.
Material & methods: This is a retrospective cohort study on epi-
demiology, clinical features and outcomes of children admitted
from January 2018 to January 2019 at University Hospital of
Kinshasa for AKI and treated with PD. This pediatric PD program
started by a team of one physician and one nurse who were
trained in the local production of PD fluids and bedside catheter
insertion technique in Benin Republic. The training was jointly
supported by the Flemish Inter-University Council (VLIR)
TEAM project and Saving Young Lives (SYL) program of ISN,
ISPD, Euro PD and IPNA.
Results: From January 2018 to January 2019, 49 children (aged 4
months-15 years) were admitted for AKI mainly due to severe
malaria and sepsis. Dialysis was indicated in 35/49 (71.4%), 32
were treated with PD, two with hemodialysis in adult ward and
one died at admission. The main indications were uremia and
prolonged anuria. Of 32 dialyzed patients, 24 (75%) recovered
normal renal function. Peritonitis was observed in 2/32 (6.2%)
patients and in-hospital mortality was 18.7%.
Conclusions: This promising experience proves that with simple
means including use of locally produced dialysis fluids and low
peritonitis rates, we can effectively save lives of children suffering
from AKI.
Keywords: Peritoneal dialysis; AKI; Children; DRC.

IPN10791-89 A CASE REPORT OF GITELMAN SYNDROME
ASSOCIATED NEPHROTIC SYNDROME AND LITERATURE
REVIEW

P. Liao , J. Rao , X. Fang , Q. Shen , H. Xu
Children’s Hospital of Fudan University, Shanghai - China

Abstract Objective:To summarize the clinical data of a case of Gitelman
syndrome combinedwith nephrotic syndrome to identify the disease early
and improve our understanding of Gitelman syndrome.
Methods: Clinical and laboratory features of the case with Gitelman
syndrome combined with primary nephrotic syndrome were analyzed to
identify the diagnosis associated with trio-WES data. Systemic review of
Gitelman syndrome associated with proteinuria was conducted.
Result: We described the case of a six-year-old boy presented with the
recurrent primary steroid-sensitive nephrotic syndrome and persistent
hypokalaemia. Review the clinical manifestations of the boy, ask for
supplementary medical history, medication history and family disease
history, exclude hypokalemia caused by insufficient intake, gastrointesti-
nal tract loss and drug factors. His laboratory tests showed hypokalemia,
hypomagnesaemia, intermittent metabolic alkalosis, hypocalciuria, acti-
vation of the renin angiotensin-aldosterone pathway, normal pressure but
increased excretion of urine sodium and urine postassium, without auto-
antibodies and infection of special pathogens. His parents were not con-
sanguineous and have no history of renal disease. A homozygouse mu-
tation of SLC12A3 (NM_000339 c.179C>T, p.T60M)was identified.
System review of the articles on the occurrence of proteinuria in
Gitelman syndrome showed the pathological findings for the coexistence
of nephrotic syndrome and Gitelman syndrome indicating the possible
developing of glomerulopathies in patients with Gitelman disease.
Conclusion: Electrolyte disorder is one of the most common complica-
tions of nephrotic syndrome, but persistent hypokalemia, should be vig-
ilant against renal tubular diseases to avoid missed diagnosis. Gitelman
syndrome associated proteinuria should be studied further and be
followed-up carefully.
Keywords: Gitelman syndrome. SLC12A3. proteinuria.

IPN10794-92 BLOODY DIARRHEA AND STEC INFECTION IN
CHILDREN. DATA OF THE ITALKID-HUS NETWORK

G. Ardissino 1, R. Colombo 2, L. Daprai 2, V. Capone 1, A. Dodaro 2, F.
Tel 3, I. Possenti 1, S. Testa 1, F. Paglialonga 1, M. Luini 4,M. Brigotti 5, C.
Vignati 2, C. Masia 2, G. Montini 6, M. Arghittu 2

1 Center for HUS Prevention Control and Management, Pediatric
Nephrology, Dialysis and Transplant Unit, Fondazione IRCCS Ca'
Granda-Ospedale Maggiore Policlinico, Milano - Italy, 2 Center for
HUS Prevention Control and Management, Laboratory of
Microbiology, Fondazione IRCCS Ca' Granda-Ospedale Maggiore
Policlinico, Milano - Italy, 3 Department of Pediatrics, Vittore Buzzi
Children’s Hospital, Milano - Italy, 4 Lombardia and Emilia Romagna
Experimental Zootechnic Institute (IZSLER), Lodi - Italy, 5 Department of
Experimental, Diagnostic and SpecialtyMedicine, University of Bologna,
Bologna - Italy, 6 Giuliana and Bernardo Caprotti Chair of Pediatrics,
Department of Clinical Sciences and Community Health, University of
Milan, Milano - Italy

Shiga toxin-producing Escherichia coli (STEC) are responsible for
STEC-HUS. The few days before the development of the renal compli-
cation, when bloody diahrrea (BD) is the only symptom, represent a
window of therapeutic opportunities for preventing or mitigating HUS.
In order to identify patients at risk for HUS early in the course of the
disease, a network connecting >60 pediatric hospitals in Northern Italy
(12 millions gp; 2.3 million children) has been developed since
May 2010, aimed at identifying patients with STEC infections with the
aim of an early management of the severe renal complication. Children
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(<18 yrs old) with BD were centrally screened for the presence of Stx
genes in stools using a ReverseDot blot assays (Genotype EHEC-Arnika)
until 2018 and Real-Time PCR (RIDA Gene-Relab) thereafter. Out of
4239 analyzed samples, 216 (5.1%) were positive for Stx (1: 63
(29.2%), 2: 92 (42.6%) and 1&2: 61 (28.2%)). Forty patients (0.9% of
BD) developed HUS (Stx1 alone was found in 1 eHUS only). The most
frequent serogroup identified was the O26 (29%), followed by the O157
(19%) and the other top5 (18%), while a significant proportion were “non
top5" (19.7%). In late Summer, the probability that BD is associated with
Stx, increases from the year average of 5.1% to around 15%. BD was
more common in younger children (85% of cases < 10 yo) but the
likelihood that BD was caused by STEC infection was not different in
different age groups. Finally, the probability of developing HUS in case
of STEC infection decreases with age. The present analysis provides
important information about the epidemiology of BD and gives the
evidence that STEC is everything but a rare cause of BD that should
therefore always be screened for Stx given the severity of its complica-
tion.

IPN10795-93 MULTIPLE SPOT URINE SAMPLING IS MORE
PREC ISE THAN 24 -HOURS COLLECT ION FOR
ESTIMATING SODIUM EXCRETION

G. Ardissino 1, L. Martelli 1, S. Ghiglia 2, A. Giussani 3, G. Pieri 1, P.
Salice 2, M. Brambilla 1, M. Marsciani 4, R. Romano 1, M. Perrone 1, F.
Tel 5, V. Capone 1, S. Rotondo 1, R. Buzzetti 1, G. Montini 6
1 Center for HUS Prevention Control and Management, Pediatric
Nephrology, Dialysis and Transplant Unit, Fondazione IRCCS Ca'
Granda-Ospedale Maggiore Policlinico, Milano - Italy, 2 Pediatric
Cardiology Unit, Fondazione IRCCS Ca' Granda-Ospedale Maggiore
Policlinico, Milano - Italy, 3 Kidney Transplant Unit, Fondazione
IRCCS Ca' Granda-Ospedale Maggiore Policlinico, Milano - Italy,
4 Department of Pediatrics and Pediatric-Neonatal Intensive Care Unit,
M. Bufalini Hospital, Cesena, AUSL Romagna - Italy, 5 Department of
Pediatrics, Vittore Buzzi Children’s Hospital, Milano - Italy, 6 Giuliana
and Bernardo Caprotti Chair of Pediatrics, Department of Clinical
Sciences and Community Health, University of Milan, Milano - Italy

The estimate of sodium(Na) intake(I) is important for the management of
hypertension (HPT) but 24 hours urinary collection(24-hrsUC), the cur-
rent standard of care for estimating Na excretion(NaE), can be inaccurate
because of several type of errors, is unpractical and is often done during
weekends, therefore it might not representative the usual NaI. Multiple
spot urine sampling(MSuP) is not affected by any of the above mentioned
sources of error. We hypotesized that the mean urinary Sodium-to-urinary
Creatinine ratio(uNa-to-uCrR) of MSuP, collected in different days, can
be equally or more precise than 24-hrsUC for estimating NaE.
Participants were 14 heathy subjects (6 children, 7 females). From a total
of 327 urine samples (1 per voiding) we randomly selected 224 samples
(4 samples/day x 4 days x 14 subjects) together with the related 56 24-
hrsUC (4 per subject) performed in different days. The samples were
processed for uNa and uCr concentration. The coefficient of variation
(CV) of individual uNa excretion (in mEq/kg/day) was compared with
that of the uNa-to-uCrR derived from 2, 3 and 4 samples taken randomly
in 4 different days. The CVof 24-hrs-UCs was 25.7% and that of uNa-to-
uCrR as derived from the mean of 2, 3 and 4 samples were respectively
37.1, 28.2 and 22.5%. The CVs did not show any gender difference while
they were significantly higher in children. In the described optimal con-
ditions (involved subjects were all coauthors or their children) NaE can be
estimated more precisely and practically, as the mean of 4 uNa-to-uCrR
rather than with 24-hrsUC. In real life, with various sources of error
systematically affecting 24-hrs-UCs and not samplings, we speculate that
uNa-to-uCrR(as the mean of 3 samples in adults and the mean of 4 in
children) will have an even higher precision and should be preferred for
estimating urinary sodium excretion.

IPN10796-94 CLINICAL FACTORS CAUSE RENAL CORTICAL
DEFECT IN CHILDRENWHO HAD FIRST UTI

S.T. Lee
Department of pediatrics, Samsung Changwon hospital, Sungkyunkwan
University School of Medicine - Republic of Korea

Introduction: We evaluated the clinical variables associated with
renal cortical defect in first febrile urinary tract infection in
children.
Materials and Methods: Total 190 patients (98 male and 92 fe-
male) aged 1 month to 15 years between Jan 2015 and
Dec 2018 admitted with first febrile UTI at pediatric department
were included in this study.
Results: Of 190 patients, voiding cystourethrogram (VCUG) was per-
formed in 156 patients(82%). Of them, 39 patients(25%) had
vesicoureteral reflux (VUR); eighteen-grade I and II, ten -grade III,
eleven-grade IV and V. The dimercaptosuccinic acid renal scan(DMSA)
was performed in 100 patients(53%) and 31 (31%) of them had the cor-
tical defect. Of them, twelve patients(38.7%) had no VUR and 19
(61.3%) had VURwhich revealed; six(19.3%) grade Iand II , five(16.1%)
grade III, eight(25.8%) grade IV andV. Patient who presented a normal
DMSA study were 69 patients. Of them, eight(11.5%) grade Iand II,
four(5.8%) grade III, none grade IV and V. We divided 39 cases of
VUR into two groups according to the duration of fever after treatment.
15 cases of one group (fever duration less than 36 hours) had VUR:
ten(66.7%) with grade I and II, five (33.3%) with grade III, none with
grade IV and V. 24 cases of the other group (fever duration above 36
hours): nine (37.5%) with grade I and II, five (20.8%) with grade III,
and ten(41.7%) with grade IV and V. A total of 31 patients who had
abnormal DMSA scan, ten of them (32.2%) had fever less than 36 hours
and 23 of them (74.2%) had a prolonged fever more than 36 hours after
treatment.
Conclusions: There might be associations with between the clinical fac-
tors : prolonged fever after treatment and renal cortical defect on DMSA
scan and high grade VUR.
Key Words: renal cortical defect

I PN107 9 7 - 9 5 RENAL FUNCTION AFTER LIVER
TRANSPLANTATION AT PAEDIATRIC AGE: EFFECTS OF
LONG-TERM CALCINEURIN INHIBITOR TREATMENT

C. Van Der Vlist 1, A. Van Den Berg 1, R. Porte 1, H. Metselaar 2, B. Van
Hoek 3, J. Verbeek 4, U. Beuers 5, P. Van Rheenen 1, H. Verkade 1, M.
Besouw 1

1 University of Groningen, University Medical Center Groningen -
Netherlands, 2 Erasmus Medical Center, Rotterdam - Netherlands,
3 Leiden University Medical Center - Netherlands, 4 Maastricht
University Medical Center - Netherlands, 5 Amsterdam University
Medical Center - Netherlands

Introduction: Calcineruin inhibitors (CNI) ciclosporin A and tacrolimus
are frequently used after paediatric liver transplantation (pLT).
Nephrotoxic side effects are well described in adults after solid organ
transplantation and in children after renal transplantation, but data after
pLT are scarce with limited follow-up (mostly up to 10-15 years). Our
center was one of the first in Europe to set up a pLT program in 1982.
Also, our protocol in the ciclosporin era to withdraw CNI 2 years after
pLT enables us to study the effects of early CNI withdrawal on long-term
renal function. We aimed to determine renal function and the effect of
early CNI withdrawal in patients at least 15 years post-pLT.
Patients and methods: Retrospective single-center cohort study in-
cluding all pLT patients since 1982, followed for at least 15
years. Combined liver- and kidney transplantations were excluded;
eGFR was calculated using bedside Schwartz (children) or CKD-
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EPI formula (adults), chronic kidney insufficiency (CKI) was de-
fined as eGFR <60 mL/min/1.73m2 for at least 2 consecutive
visits, or renal replacement therapy.
Results:We included 113 patients (51 male); median age at pLTwas 3.8
years, median follow-up was 22 years (range 15-35). Median CNI use
was 15 years (IQR 2-19), 37 patients (33%) used CNI ≤2 years. Fourteen
out of 113 patients (12%) developed CKI, 3 developed end-stage renal
disease requiring kidney transplantation. CKI was diagnosed 21 ± 5
(mean, SD) years post-pLT. Early CNI withdrawal (≤2 years) was strong-
ly associated with long-term conservation of kidney function (figure,
p=0.010).
Conclusions:Our unique cohort with a minimum follow-up of 15
years after pLT shows that CKI developed mostly >20 years
post-pLT. We compellingly show that our early CNI withdrawal
regimen is associated with conservation of renal function at
adult age.

IPN10798-96 DISEASE RISK AMONG FAMILY MEMBERS OF
PATIENTS WITH AHUS CARRYING COMPLEMENT
REGULATORY GENE ABNORMALITIES

G. Ardissino 1, B. Strumbo 2, V. Capone 1, D. Cresseri 3, S. Longhi 1, L.
Martelli 1, G. Loffredo 2, L. Porcaro 2, P. Messa 3, G. Montini 4, S.
Tedeschi 2
1 Center for HUS Prevention Control and Management, Pediatric
Nephrology, Dialysis and Transplant Unit, Fondazione IRCCS Ca'
Granda-Ospedale Maggiore Policlinico, Milano - Italy, 2 Center for
HUS Prevention, Control and Management, Laboratory of Medical
Genetics, Fondazione IRCCS Ca' Granda- Ospedale Maggiore
Policlinico, Milano - Italy, 3 Center for HUS Prevention, Control and
Management, Nephrology, Dialysis and Kidney Transplant Unit,
Fondazione IRCCS Ca' Granda-Ospedale Maggiore Policlinico,
Milano - Italy, 4 Giuliana and Bernardo Caprotti Chair of Pediatrics,
Department of Clinical Sciences and Community Health, University of
Milan, Milano - Italy

Atypical hemolytic uremic syndrome (aHUS) is a severe thrombotic
microangiopathy mainly due to mutations in complement regulatory
genes (MCRG) with a dominant pattern (heterozygous can exhibit
the disease) but incomplete penetrance thus a number of healthy
carriers (HC) can be identified in any family of aHUS patients but
it is not clear which, when or why HC will eventually turn into
patient. Patients with aHUS referred to our Center are screened
for all of the known MCRG and once a genetic abnormality is
identified, the search is extended to all the at-risk family members
interested in being tested. Among all the patients with primary
aHUS diagnosed at or referred to our centre, only those with a
documented MCRG and their relatives were included: 279 sub-
jects(143 females) with 107 aHUS patients and 172 HC, from 75
families. Fourteen families(18.7%) experienced multiple cases, 9
subjects had multiple mutations. The mean age at presentation (for
patients) or at the time of analysis was 35.2+24.1 years. Over a
cumulative observation period of 6408 patient-year, only 29 family
members carrying gene mutations experienced aHUS (overall pen-
etrance of 14.4%) leading to a disease rate of 4.5 events for 1000
patient-year. The disease rate was 13.4 among siblings, 10.7 among
offsprings and only 3.5 among parents. In conclusion, the overall
penetrance of aHUS seems a lot lower than previously reported, the
risk of developing the disease in any given relative carrying MCRG
is low but it is not equally distributed among generations: siblings
and the offspring of patients have a much greater disease risk com-
pared to parents. This piece of information is very important for
genetic counseling and clearly supports the concept of a second
hit as a cofactor of aHUS which, most likely, should be searched
for in the parent who does not carry the MCRG.

IPN10799-97 UROLITHIASIS IN CHILDREN: WHEN
CYSTINURIA SHOULD BE SUSPECTED?

F. Taroni 1, V. Capone 1, M. Gnech 2, A. Berrettini 2, G.A. Manzoni 2, G.
Montini 3
1 * Pediatric Nephrology, Dialysis and Transplant Unit Fondazione
IRCCS Ca' Granda - Ospedale Maggiore Policlinico, Milano - Italy,
2 Pediatric Urology Unit Fondazione IRCCS Ca' Granda - Ospedale
Maggiore Policlinico, Milano - Italy, 3 Pediatric Nephrology, Dialysis
and Transplant Unit Fondazione IRCCS Ca' Granda - Ospedale
Maggiore Policlinico, Milano - Italy

Background: Cystinuria in a rare metabolic disease associated to recur-
rent kidney stones that can lead to end stage renal disease if not early
treated. Diagnosis is performed by high concentrations of urinary cystine.
Prognosis has dramatically improved in the last years, thanks to medical
treatment with tiopronin that tansforms cystine in more soluble com-
plexes. Up to now, most authors recommend to dose urinary cystine in
all children affected from urolitihiasis without considering clinical char-
acteristics of every patients.
Aim of the study: To evaluate the risk factors associated with the diag-
nosis of Cystinuria in pediatric patients with newly diagnosed urolithiasis.
Materials and methods: Retrospective study. We reviewed the medical
records of all children with a first episode of urolithiasis diagnosed at the
Pediatric Nephrology Department of the IRCCS Policlinico, Milan, Italy,
from 2012 to 2019. Inclusion criteria were: age < 18 years, absence of
comorbidities. Data were collected about age, sex, family history, clinical
features, surgical management and metabolic abnormalities. All children
had undergone a complete metabolic work up on blood and urine.
Results: 136 patients were enrolled in the study. Cystinuria was diag-
nosed in 26 patients (19.2%). Other patients had: hypercalciuria (22,8%),
Hyperuricuria (5,15%), Hyperoxaluria (7,35%), hypomagnesiuria
(4,4%), Hypocitraturia (5,88%). In the 19,8 % no specific alterations
was detected. Age at diagnosis, US characteristic and indication to sur-
gery were significantly different between cystinuric and not-cystinuric
patients (p<0,001).
Conclusions: Risk factors associated with the diagnosis of cystinuria
are early presentation of nephrolithiasis (age < 5 years), multiple
stones at US and indication to surgery. We recommend to look for
cystine in urine in all patients having at least one of these risk
factors. In other patients cystine could not be tested at diagnosis
but a close follow up is recommended to early identify any increase
of stones at ultrasound.

IPN10801-81 COEXISTING VARIATIONS IN COMPLEMENT
GENES INCREASE RELAPSE RISK IN ANTI-FACTOR H
ASSOCIATED ATYPICAL HUS

P. Khandelwal 1, M. Faruq 2, M. Puraswani 1, A. Joshi 2, A. Sinha 1, P.
Hari 1, A. Bagga 1

1 All India Institute of Medical Sciences, New Delhi, - India, 2 CSIR-
Institute of Genomics and Integrative Biology, New Delhi - India

Introduction: Patients with anti-factor H (FH) antibodies, comprising
one-half of children with aHUS in India, are managed by plasma ex-
change (PEX) and immunosuppression. While homozygous deletion of
FH related protein-1 (CFHR1) is strongly associated, prevalence of addi-
tional variations is unclear.
Methods: Of 436 children with anti-FH antibodies in a nationwide data-
base, 93 (21.4%) were screened by targeted sequencing. The 27-gene
panel included entire regions of CFH, CFI, CFB, C3, CD46, THBD
and DGKE. Rare and novel variations were screened in 200 alleles of
ethnically related controls. Outcome of patients managed in last 6-yr
(n=317) were compared to before (n=119). Adverse outcome was
eGFR <30 mL/min/1.73 m2 or death.
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Results: Patients had high anti-FH titers (10633±999 AU/ml).
Sequencing at mean depth 123X (98% coverage) revealed pathogenic
(CFI), likely pathogenic (CD46) and variants of unknown significance
in CFI, THBD and DGKE in 7 (7.5%; 95% CI 3.7-14.7) patients.
Systematic review of present and 14 previous studies (n=296) showed
5% (95% CI 1-12) prevalence of coexisting variations; I2 68% (random-
effect model). MLPA showed CFHR1 homozygous deletion (90%) or
duplication (n=1). After a median follow-up of 35 months, 33% relapsed.
MASP1 (c.*822C>T) polymorphism protected against relapses (al-
lele frequency relapsers 0.015, non-relapsers 0.11; P=0.02). CFH-
H3 and CD46GGAAC haplotype were not associated. Patients man-
aged in last 6-yr had better renal survival (P=0.022), indicating
benefits of early diagnosis and therapy. Antibody level ≥8000
AU/ml (HR 2.23; P=0.024), time to PEX ≥14 days (HR 2.09;
P=0.071) and PEX for <14 days (HR 2.60; P=0.017) predicted
adverse outcomes. PEX with immunosuppression improved long-
term outcome (HR 0.37; P=0.026). Risk of relapses was indepen-
dently increased by coexisting variations (HR 4.94; P=0.01) and
reduced by maintenance immunosuppression (HR 0.11; P<0.001).
Conclusions:Coexisting variations in complement regulatory genes
predisposes to relapses in patients with severe anti-FH associated
aHUS; PEX and immunosuppression improve outcomes.

IPN10803-83 WHOLE EXOME SEQUENCING (WES) IN
PATIENTS WITH HYPOPHOSPHATEMIC RICKETS

B. Marik , A. Bagga , A. Sinha , P. Khandelwal , P. Hari , A. Sharma
All India Institute of Medical Sciences (AIIMS), New Delhi - India

Introduction:Hypophosphatemic rickets (HR) is caused by mutations in
genes involved in renal phosphate reabsorption process.
Materials and Methods: Clinical, radiological and pedigree infor-
mation was noted from 77 patients with rickets and documented
hypophosphatemia. WES was performed using patients’ DNA
samples extracted from EDTA blood. Variant prioritization soft-
wares (QueryOR, Moon-Diploid), protein modeling tools
(SWISS-MODEL, Tm-Align) and ACMG 2015 criteria were used
to identify causal variants followed by Sanger validation and
genotype-phenotype correlation.
Results: Seventy-seven patients (37 males; 40 females) belonged to 64
families with disease onset at 2.8±1.3 years. WES revealed 36 mutations
in 11 genes (PHEX, FGF23, CLCN5, VDR, ATP6V1B1, ATP6V0A4,
SLC4A1, SLC2A2, CTNS, SLC34A1, EHHADH) and 23 novel variations
(nine pathogenic, three likely pathogenic and eleven of uncertain signif-
icance) in PHEX, DMP1, CYP27B1, HRAS, SLC2A2 and ATP6V1B1
genes. Genetic testing confirms the diagnosis of classic HR (PHEX,
n=30; DMP1,n=2; FGF23,n=1), Dent disease (CLCN5, n=4), Vitamin-
D dependent rickets (VDDR)-1A (CYP27B1, n=5), VDDR-2A (VDR,
n=5), Distal Renal Tubular Acidosis (SLC4A1,n=11; ATP6V1B1, n=5;
ATP6V0A4,n=1), Fanconi-Bickel syndrome (SLC2A2, n=5), Cystinosis
(CTNS, n=3), Fanconi-Renotubular syndrome (SLC34A1,n=2;
EHHADH, n=2) and Oncogenic osteomalacia (HRAS, n=1) based on
the genetic variations. Family history was positive in 13 patients with
PHEX, DMP1, VDR and ATP6V1B1 variations. Among those with
PHEX variations, patients with missense variations had less severe phe-
notype (delayed onset; early healing rickets) compared to those with
deletions/insertions (often required osteotomies). Five patients from three
families with VDDR-2A and alopecia had identical nonsense mutation in
the DNA-binding domain of VDR (c.298C>T-p.Arg50Stop), suggesting
it is a “hotspot”. Lack of alopecia in another patient with mutation in VDR
ligand-binding domain indicates that mutations altering VDR affinity for
1,25-dihydroxyvitamin-D might be less severe.
Conclusion: WES has high yield in HR patients and it precisely identi-
fied various HR forms. Mutation location and type has implications for
disease severity and presentation.

IPN10804-84 MULTIPLE OFFICE BLOOD PRESSURE
MEASUREMENT (MOBPM): A NOVEL APPROACH IN
CHILDREN

G. Ardissino 1, S. Ghiglia 2, P. Salice 2, V. Capone 1, M. Perrone 1, S.
Piantanida 3, S. Di Michele 4, F. Tel 5, S. Lava 6, G. Montini 7
1 Pediatric Nephrology, Dialysis and Transplant Unit, Fondazione
IRCCS Ca' Granda-Ospedale Maggiore Policlinico, Milano - Italy,
2 Pediatric Cardiology Unit, Fondazione IRCCS Ca' Granda Ospedale
Maggiore Policlinico, Milano - Italy, 3 Cardiology Unit, Polo Materno-
Infantile, Varese - Italy, 4 Pediatric Unit, Pescara Hospital, Pescara -
Italy, 5 Department of Pediatrics, Vittore Buzzi Children’s Hospital,
Milano - Italy, 6 Pediatric Cardiology Unit, Department of Pediatrics,
Centre Hospitalier Universitaire Vaudois (CHUV), Lausanne -
Switzerland, 7 Giuliana and Bernardo Caprotti Chair of Pediatrics,
Department of Clinical Sciences and Community Health, University of
Milan, Milano - Italy

The assessment of blood pressure (BP) in children remains challenging
both for the huge variability in body size, cuffs and reference values as
well as for the so-called “white coat phenomenon”. We report and analyze
a novel approach for office blood pressure measurement in children. After
5 minutes rest, 10 unattended blood pressure readings were taken, at 3
minutes interval, using a validated automated oscillometric device. After
discarding outlier values (<5th or >95th percentile), the coefficient of
variation and the means of the 10 readings were calculated. The single
readings #1 to 10 were compared to the average of all 10 measurements.
Results: 286 healthy, non-overweight children (141 females), me-
dian age 5.7 (IQR 5.3-6.1) years, were analyzed. The median
coefficients of variation were 7% (IQR 5-9) for systolic and 4%
(IQR 3- 6) for diastolic blood pressure. The first 3 measurements
were significantly different from the average, while the readings
#4-10 were not. Based on the average, only 11 subjects had a
systolic or diastolic blood pressure >90th centile (n=3 >95th per-
centile). Although most guidelines advice three blood pressure
readings, these findings suggest that in children, office blood
pressure measurement might be improved by including ten mea-
surements. In situations of time constraints, the fourth blood pres-
sure reading might be used as a reliable approximation.

IPN10805-85 RENOPROTECTION OF FEBUXOSTAT AND
SERUM URIC ACID LEVEL IN FIRSTAND SECOND YEAR

Y. Kaku , M. Kakeichi
Nephrology, Fukuoka Children's Hospital, Fukuoka 813-0017 - Japan

Introduction: Febuxostat, a nonpurine xanthine oxidase inhibitor, is
available for patients even with moderate renal dysfunction without
reducing dose. On previous this meeting held in 2016, Brazil, we
suggested renoprotective effect of febuxostat in CKD children.
However, it was unclear whether the renoprotection by lowering
uric acid is sustained. In this study, we compared ⊿eGFR in the
first and second year, and examined factors that affect the
renoprotection.
Patients: Thirteen CKD children have been receiving febuxostat for
more than 2 years. The primary diseases were 7 hypoplastic/dysplastic
kidneys, 4 reflux nephropathy, 1 hydronephrosis and aplastic kidney and
1 case of polycystic kidney disease. The age at the start of treatment was
12.0 (7.7 to 18.2), eGFRwas 51.7 (33.1 to 86.2) mL/min/1.73m2, and the
serum uric acid (UA) level was 7.5 (5.7 to 10.1) mg/dL.
Results: The ΔeGFR before administration of febuxostat was -4.0
(-15.8 to +4.0) mL/min/1.73 m2/year. In first and second years
after the administration, the ΔeGFR was +1.1 (-9.5 to +14.1)
and -2.3 (-8.2 to +4.4) respectively. In 11 patients, eGFR had
decreased before treat administration. In 10 of them, eGFR
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improved in more than 1.9 mL/min/1.73 m2/year in first year.
However, in second year, ΔeGFR in 8 of these 10 patients de-
creased more than 1.5 mL/min /1.73 m2/year. Although there was
no correlation between first year ΔeGFR improvement and serum
UA levels, second year eGFR decline significantly correlated with
average serum UA levels in second year. The lower the UA level,
the second year ΔeGFR was maintained.
Conclusions: The mechanism of febuxostat renoprotection is un-
known. Furthermore, febuxostat does not treat the underlying dis-
ease and that renoprotection might not last for long time.
Although appropriate UA level for renoprotection is uncertain,
however, lower UA level might be needed to maintain long term
renal protection.

IPN10807-87 FENOLDOPAM IN SHIGA TOXIN-RELATED
HEMOLYTIC UREMIC SYNDROME

G. Ardissino 1, A. Giussani 2, F. Tel 3, V. Capone 1, S. Testa 1, F.
Paglialonga 1, C. Gandini 4, S. Consolo 1, G. Pieri 1, E. Fossali 5, P.
Salice 6, M. Raiteri 1, D. Consonni 7, G. Montini 8
1 Center for HUS Prevention Control and Management, Pediatric
Nephrology, Dialysis and Transplant Unit, Fondazione IRCCS Ca'
Granda-Ospedale Maggiore Policlinico, Milano - Italy, 2 Center for
HUS Prevention, Control and Management, Kidney Transplant Unit,
Fondazione IRCCS Ca' Granda-Ospedale Maggiore Policlinico,
Milano - Italy, 3 Department of Pediatrics, Vittore Buzzi Children’s
Hospital, Milano - Italy, 4 Pediatric Intensive Care Unit, Department of
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Maggiore Policlinico, Milano - Italy, 5 Pediatric Emergency Department,
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Policlinico, Milano - Italy, 7 Epidemiology Unit, Fondazione IRCCS
Ca' Granda-Ospedale Maggiore Policlinico, Milano - Italy, 8 Giuliana
and Bernardo Caprotti Chair of Pediatrics, Department of Clinical
Sciences and Community Health, University of Milan, Milano - Italy

The pathogenic sequence leading to renal damage in Shiga toxin-
related hemolytic uremic syndrome (eHUS) includes endothelial
injury, intravascular thrombi formation, microvascular occlusion
and ischemic tissue injury. It has been shown that early volume
expansion (VE) reduces the number and severity of complication
most likely by increasing organ perfusion. Fenoldopam (F), a D1-
dopamine receptor agonist, is being widely used as an off-label
treatment (T) for AKI as it induces renal vasodilation and favours
perfusion, but we are unaware of its assessment in eHUS. We
describe our experience with F, in combination with VE, to treat
28 children with eHUS. FT (0.1 mcg/kg/min continuous infusion
untill TMA remission) was started immediately after eHUS had
been diagnosed. Cortical (interlobar artery at the upper pole) renal
resistance index (RRI) was measured (with ALOKA Alpha de-
vice, 7, 5 MHz Microconvex probe) twice, both on and off F,
10 minutes apart and in blind manner and in random sequence.
Arterial blood pressure (BP) was also measured by means of
multiple office BP measurements (mOBPM) both on and off F,
again in blind manner and in random sequence (on-off F or off-on
F). The mean (SD) RRI decreased from 0.81(0.05) to 0.71(0.07)
on F (-12.3%;p<0.0001). Mean systolic and diastolic BP were as
follows: off F: 117(14)/74(13) mmHg and on F: 112(11)/70(13)
mmHg (p:0.06 and 0.03). In conclusion, F significantly reduced
the RRI in patients with ongoing eHUS with an increase in kid-
ney perfusion that can’t be explained by the change in BP (great-
er decrease in diastolic BP). If confirmed, FT may become an
important addition to VE for improving the outcome of eHUS
with important lifesaving potentials.

IPN10809-89 NOVEL BIOMARKERS FOR DETECTION OF
EARLY KIDNEY DYSFUNCTION IN CHILDREN WITH
NEPHROLITHIASIS

L. Kovacevic 1, H. Lu 1, N. Kovacevic 2, R. Thomas 1, Y. Lakshmanan 1

1 Children's Hospital of Michigan - United States, 2 Henri Ford Hospital -
United States

Background: Based on the association between nephrolithiasis and
chronic kidney disease, we aimed (1) to screen for the presence
of biomarkers involved in tubular injury and early kidney damage
in children with nephrolithiasis (RS), and (2) to validate these
proteins by ELISA.
Methods: Prospective controlled pilot study of pooled urine from
RS versus their age- and gender-matched controls (HC) using
proteomic analysis as the initial screening. Proteins of interest
were selected using the following criteria: 1) ≥5 spectral counts;
2) ≥2-fold difference in spectral counts; and 3) ≤0.05 p-value for
the Fisher’s Exact Test. Validation was performed in individual
urine samples by ELISA testing. Statistical analysis consisted of
Student t-test and Wilcoxon test.
Results: RS group consisted of 24 children, mean age 12.21 ±
4.77 years and HC consisted of 13 children, mean age12.40 ±
3.16 years. There was no statistically significant difference in
serum creatinine and estimated GFR between the two groups.
Proteomic analysis identified eight proteins (Cystatin C, neutro-
phil gelatinase-associated lipocalin-NGAL, beta2-microglobulin,
retinol-binding protein4, lysozyme C, liver-type fatty acid bind-
ing protein, kidney-injury molecule1 and insulin growth factor
binding protein4) that were significantly over-represented in RS
group versus HC. Compared to controls, RS group had signifi-
cantly increased median (Interquartile Range) urinary levels of
Cystatin C (55.8 (66.3) ng/mg creatinine vs 7.6 (23.5) ng/mg
creatinine, P=0.008) and NGAL (1.1 (1.2) ng/mg creatinine vs
0.7 (0.8) ng/mg creatinine, P=0.006) by ELISA testing.
Subgroup analysis showed significantly higher urinary levels of
Cystatin C in both hypercalciuria (N=14) and hypocitraturia
(N=10) vs HC.
Conclusion: Children with nephrolithiasis showed significant in-
crease in urinary Cystatin C and NGAL irrespective of their nor-
mal serum creatinine. These biomarkers indicate tubular injury
and early kidney damage and represent novel tools for early
screening when traditional tests are normal. Their presence sug-
gests the need for more aggressive management.

I PN 1 0 8 11 - 8 2 PED IATR IC FOCAL SEGMENTAL
GLOMERULOSCLEROSIS: FAVORABLE TRANSPLANTATION
OUTCOMEWITH PLASMA EXCHANGE

F. Fadel 1, H. Bazaraa 1, D. Salah 1, M. Elsabbagh 2

1 Pediatric Nephrology Unit, Department of Pediatrics, Kasr Al Aini
Faculty of Medicine, Cairo University - Egypt, 2 Department of
Pediatrics, National Research Center - Egypt

Introduction: Focal segmental glomerulosclerosis (FSGS) is fre-
quently resistant to immunotherapy and progressive to end-stage
renal disease (ESRD). Transplantation is the treatment of choice
for ESRD; however, there are concerns for recurrence in cases of
FSGS. This study aimed to investigate the outcome of kidney
transplantation in children with ESRD secondary to FSGS, with
implementation of elective perioperative plasma exchange for non-
genetically proven cases.
Methods: Twenty-five children with FSGS (mean age at transplan-
tation ‘± SD’ 9.52±4.19 yrs); transplanted from living donors at
Cairo University Pediatric Kidney Transplantation Unit between
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2010 and 2018, were studied. Seven had genetically proven
NPHS2 mutations, while all others were subjected to six sessions
of plasma exchange (three preoperative starting day -4 and three
during the postoperative week). All patients received immunosup-
pression consisting of T-cell-depleting antibody induction and
standard triple therapy (cyclosporine ‘n=16’ or tacrolimus ‘n=9’,
steroids and mycophenolate). Patients were regularly (initially dai-
ly) monitored for proteinuria and subjected to protocol biopsy at
one month. Recurrence was managed with further plasma ex-
change and Rituximab.
Results: The mean post-transplant follow-up duration was 3 years
(total 76 patient-years). Three patients developed recurrent protein-
uria; two within the first month resolving after therapy with main-
tained stable graft function, and one 18 months after transplantation
with concomitant chronic antibody-mediated rejection and rising
creatinine. Overall, one-year graft and patient survival was 92%
with a mean serum creatinine at one year(±SD) of 0.67±0.25 mg/
dL. Biopsy-proven acute rejection in the first three months occurred
in 12% and delayed acute rejection in 8 cases (total 14%/ patient-
year); with two graft losses to chronic antibody-mediated rejection 3
and 4 years after transplantation.
Conclusion: Children with ESRD secondary to FSGS may be
transplanted with favorable outcomes, with perioperative plasma ex-
change for non-genetically proven cases.

I PN 1 0 8 1 2 - 8 3 ROLE OF B I PHOSPHONATES ON
CRYSTALLIZATION IN SYNTHETIC URINE

L. Kovacevic , H. Lu , N. Kovacevic , Y. Lakshmanan
Children's Hospital of Michigan - United States

Objective: The use of biphosphonates (BP) in the prevention of
kidney stones is controversial. We investigated the inhibitory ef-
fect of various BP on the crystallization of calcium oxalate
monohydrate (COM), calcium phosphate (CaP) and magnesium
ammonium phosphate (MAP) in synthetic urine.
Methods: Crystals from synthetic urine were exposed to different
concentrations of BP. Urinary turbidity was used as a marker of
crystallization and measured by spectrophotometry at 660 nm, based
on a validated method in our laboratory. The percent inhibitory
activity (IA) was calculated using the formula: (a-b)/a x 100 (a-
baseline maximal turbidity, b-maximal turbidity with various con-
centrations of medication). Potassium citrate and magnesium citrate
were used as positive controls.
Results: The range effective dose of Etidronate on COM was
0.004-0.3 mg/ml (range IA 36-65%), on CaP was 0.021-0.3
mg/ml (range IA 29-68%), and on MAP was 0.004-0.3 mg/ml
(range IA 42-71%). The range effective dose of Alendronate on
COM was 0.001-0.625 mg/ml (range IA 8-73%), on CaP was
0.001-0.039 mg/ml (range IA 10-63%), and on MAP was 0.039-
0.625 mg/ml (range IA 39-94%). The range effective dose of
Risedronate on COM was 0.001-2.5 mg/ml (range IA 18%-
67%), on CaP was 0.001-0.625 mg/ml (range IA 37-97%), and
on MAP was 0.002-2.5 mg/ml (range IA 30-98%). The range
effective dose of Ibandronate on COM was 0.0012-1.25 mg/ml
(range IA 24-77%), on CaP was 0.0012-0.078 mg/ml (range IA
17-69%), and on MAP was 0.005-1.25 mg/ml (range IA 11-91%).
Conclusions: BP are strong inhibitors of crystallization in syn-
thetic urine, with Ibandronate being the most potent one. At
acceptable clinical doses, COM crystallization was best
prevented by Ibandronate and Alendronate, CaP crystal forma-
tion was inhibited by Risedronate and Ibandronate, while MAP
crystallization was affected by Ibandronate, Risedronate and
Alendronate. Further investigation of the use of BP in kidney
stone prevention is needed.

IPN10814-85 IDIOPATHIC INFANTILE HYPERCALCEMIA
CAUSED BYA MUTATION IN CYP24A1

A. Zampetoglou , G. Malakasioti , V. Askiti , A. Mitsioni
Department of Pediatric Nephrology,“P. and A. Kyriakou” Children
Hospital, Athens - Greece

Introduction: Idiopathic Infantile Hypercalcemia (IIH) is a rare disorder
characterized by severe unexplained hypercalcemia with standard
Vitamin D supplementation. CYP24A1 gene encodes 25-
hydroxyvitamin D-24-hydroxylase, the key enzyme responsible for
1,25(OH)2Vit.D3 degradation. Mutations in the CYP24A1 gene were
identified as one possible molecular genetic basis of IIH.
Methods: A 10-month infant was admitted with one month history of
weight loss, constipation and irritability. She was born at term and the
neonatal period was uneventful. She was fully breast-fed and received
regular Vitamin D prophylaxis (400 IU/day). On admission she was
mildly dehydrated, hypotonic and irritable. Laboratory testing showed
severe hypercalcemia (19.7 mg/dl), hypercalciuria, a suppressed parathy-
roid hormone (iPTH) of 4,6 pg/ml, an extremely high level of
25(OH)Vit.D3 (253.4 ng/ml), and an inappropriately high level of
1,25(OH)2Vi t .D3 (185 pg/ml) . Renal ul t rasound showed
nephrocalcinosis.
Results: The child was promptly treated with intensive parenteral rehy-
dration, diuretics (furosemide 2mg/kg/day) and corticosteroids (prednis-
olone 2mg/kg/day). Moreover, a single dose of zoledronic acid (0.0125
mg/kg) was administered, and the child was put to a low calcium diet.
Vitamin D supplementation was stopped. The serum level of calcium
gradually decreased and normalized on day 7. Due to the unexpectedly
high levels of 1,25(OH)2Vit.D3, in the context of hypercalcemia, the
diagnosis of IIH was suspected. The measurement of 24,25(OH)2Vit.D3

was not feasible, to serve as a reliable indicator of a potential CYP24A1
mutation, so we proceeded to molecular genetic testing, which demon-
strated an homozygous mutation at CYP24A1 gene [c.428-
430del(p.(Glu143del))].
Conclusions: Concerns over Vitamin D deficiency has led to widespread
use of Vitamin D supplementation. Identifying CYP24A1 mutation car-
riers is important to avoid hypercalcemia during routineVitaminD intake.
The presence of hypercalcemia, hypercalciuria, low PTH levels, and
higher than expected 1,25(OH)2Vit.D3 concentrations should raise the
suspicion of a CYP24A1 mutation.

IPN10815-86 ROLEOFPHARMACOGENETICS IN IMPROVING
OUTCOMES IN CHILDREN WITH STEROID RESISTANT
NEPHROTIC SYNDROME

I. Agarwal 1, S. George 1, D. Kumar 1, R. Prabha 2, B.S. Mathew 2, D.H.
Flemming 2, V. Theophilus 3, S. Varughese 3, D. Philip 4

1 Pediatric Nephrology, Christian Medical College , Vellore - India,
2 Clinical Pharmacology, Christian Medical College, Vellore - India,
3 Nephrology Department, Christian Medical College, Vellore - India,
4 Biostats Department, Christian Medical College, Vellore - India

Background:Genetic polymorphisms in drug metabolizing enzymes are
important contributors to inter-individual variability in drug response and
can lead to adverse reactions or therapeutic failure. SNPs in MDR1 genes
are associated with altered drug distribution and response to steroids,
while CYP3A5 genotypes impact Tacrolimus dose response. Their utility
in management of nephrotic syndrome is still under study.
Objective: To study the association between polymorphisms in MDR1
gene (C1236T,G2677T /A,C3435T) and lack of response to steroid and
Tacrolimus therapy and to see if inter-individual variations in Tacrolimus
response correlates with CYP3A5 genotype and bioavailability.
Methodology: Prospective study comprising 452 children between age
of 1-18 with 226 having nephrotic syndrome (Steroid resistant = 113

Pediatr Nephrol (2019) 34:1 –8 01 22 2 6 1955



(Tacrolimus AUC = 60 and Tacrolimus trough = 53) and steroid sensi-
tive=113) and 226 healthy controls. After consent, blood was collected
and stored after DNA extraction for the study of SNPs inMDR1 gene and
CYP3A5 gene. The data collected was statistically analyzed.
Results: Median age of children was 7 years (IQR 4 – 11yrs). Males
predominated (66.6%). When Tacrolimus AUC was done, 20 (33.3%)
patients were in remission, 5 (8.3%) were in Partial Remission and 35
(58.3%) were not in remission. The dose of Tacrolimus (mg/kg/day) had
better correlation with AUC levels (r= 0.307, p=<0.017) than trough
(r=0.215 p=0.1). Tacrolimus AUC had a significant correlation with
Tacrolimus trough (r=0.891p=<0.001), dose (r=0.307, p=0.0017) and
albumin level (0.295, p=0.022) while Tacrolimus trough had a significant
association with UP/UC ratio p=0.032). Molecular assays once analyzed
will showwhether the rate of metabolism due to genetic polymorphism of
CYP3A45 and MDR1 will be one of the reasons for non-response to
Tacrolimus in children receiving normal therapeutic doses.
Conclusion: Knowledge of the genotype for MDR1 and CYP3A5 will
help predict response to Steroids and Tacrolimus therapy and will form a
useful adjunct to management.

IPN10816-87 PREDICTORS OF RENAL OUTCOME IN
JUVENILE ONSET PROLIFERATIVE LUPUSNEPHRITIS

A. Suhlrie 1, I. Hennies 1, W. Rascher 2, J. Gellermann 3, A. Buescher 4, P.
Hoyer 4, S. Waldegger 5, S. Wygoda 6, R. Beetz 7, B. Lange-Sperandio 8,
M. Konrad 9, J. Oh 10, L. Pape 1, B. Toenshoff 11, D. Haffner 1
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Introduction:Children presenting with proliferative lupus nephritis (LN)
are treated with intensified immunosuppressive protocols due to poor
renal prognosis. However, the predictive value of initial clinical presen-
tation and treatment on renal outcome in these patients is largely
unknown.
Materials and methods: In this analysis of the LN registry 79 children
with proliferative LN (WHO Class IVor Class III with proteinuria >300
mg/g creatinine) from 12 centers in Germany and Austria were included.
Patient characteristics at onset of disease and outcome after 12 months
were described. Predictors of renal outcome at one year were assessed by
logistic regression. Complete remission was defined as eGFR >90 ml/
min/1.73 m2 and no proteinuria.
Results: At the time of diagnosis median age was 13.7 years (range 1.9-
17.9), the female to male ratio was 5.1:1, 86% showed WHO class IV
histology. Anti-DNA antibodies were positive in 92% of patients, ne-
phrotic range proteinuria was noted in 55%. Median eGFR amounted to
75 ml/min/1.73 m2 (range, 11-177), with 61% < 90ml/min/1.73 m2. 57%
were hypertensive (>95 pct.). Induction treatment consisted of iv cyclo-
phosphamide (CP) in 65%, mycophenolate mofetil (MMF) in 27% and
cyclosporine A (CsA) in 10% of patients, respectively. 53% received iv
methylprednisolon pulses. At 1 year, the proportion of patients in remis-
sion was 41% (partial) and 38% (complete), 6%were non-responders and

15% suffered renal flares (≥1). Nephrotic range proteinuria at the time of
diagnosis was associated with inferior outcome, i.e. no complete remis-
sion at 1 year (OR = 5.34, 95% CI 1.26-22.62, p=0.02). By contrast, all
other clinical variables and mode of immunosuppressive treatment (e.g.
CP vs MMF) were no significant correlates.
Conclusions: In this large registry of patients with proliferative LN ne-
phrotic range proteinuria at the time of diagnosis was associated with
increased risk to achieve no complete remission at 12 months.

IPN10818-89 CHITOTRIOSIDASE: A NOVEL BIOMARKER
F O R TH E TH E RA P E U T I C MON I TO R I N G O F
NEPHROPATHIC CYSTINOSIS

K. Veys 1, M. Ibrahim Abd Elmonem 2, M. Van Dyck 3, M. Janssen 4, E.
Cornelissen 5, K. Hohenfellner 6, G. Prencipe 7, F. Emma 8, L. Van Den
Heuvel 9, E. Levchenko 3
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Introduction: Nephropathic cystinosis is a rare, autosomal recessive ly-
sosomal storage multisystem disorder caused by various mutations in
CTNS, leading to lysosomal cystine accumulation in various tissues
throughout the body. The current gold standard for therapeutic monitor-
ing of the disease-modifying treatment cysteamine, is the assessment of
the WBC cystine level which is performed by HPLC or LC-MS/MS.
However, this is not an ideal nor practical monitoring tool. Since macro-
phages are among the most commonly affected cells by cystine accumu-
lation and preliminary in vivo animal and human patient data have shown
significantly elevated levels of chitotriosidase (Elmonem et al, 2014),
which suggest cystine-crystal induced inflammation via macrophage ac-
tivation might have a pathogenic role in the progression of the disease
(Prencipe et al, 2014), we hypothesized that plasma chitotriosidase en-
zyme activity could reflect clinical disease severity and response to cys-
teamine treatment.
Materials & methods: A 2-year prospective longitudinal multicen-
ter study was conducted, in which 61 nephropathic cystinosis
patients on cysteamine treatment were recruited, and plasma sam-
ples, clinical and laboratory data was collected during each
follow-up visit.
Results: Chitotriosidase was found as a significant predictor for
WBC cystine levels in a multivariate regression analysis. Using an
ROC analysis a cut-off level for chitotriosidase distinguishing good
and bad therapeutic control was determined for the whole cystinosis
population. In addition, in the population harbouring at least one
extrarenal complication, chitotriosidase significantly correlated with
the number of extra-renal complications and a cut-off level for
distinguishing and the presence of a single vs. multiple extra-renal
complications was determined.
Conclusions: Plasma chitotriosidase enzyme activity could serve as a
novel additional biomarker for the therapeutic monitoring of nephropath-
ic cystinosis.
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IPN10819-90 POST INFECTIOUS ACUTE GLOMERULAR
NEPHRITIS: PROTEINURIAASAPREDICTOROFOUTCOME

R. Ranawaka 1, U. Sandakelum 1, M. Gamage 2

1 Department Of Paediatrics, University Of Colombo - Sri Lanka,
2 Nutrition Unit, Lady Ridgeway Hospital For Children, Colombo - Sri
Lanka

Introduction: Post Infectious Acute Glomerular Nephritis (AGN) is
mostly a benign condition and only less than 5% of patients develop
Rapidly Progressive Glomerular Nephritis (RPGN). The sequelae of this
condition include hypertension and its complications and acute kidney
injury (AKI). In this study we have evaluated proteinuria as the predictor
of the course of the disease.
Method: This prospective study was conducted at the University
Paediatric Unit, Lady Ridgeway Hospital for Children from January
2018 to March 2019. All children admitted to the unit with AGN were
recruited to the study following informed written consent. Relevant data
was gathered through patients’ records which include clinical features at
presentation, serial urine protein values, blood pressure recordings, renal
function test results, biopsy reports etc. Children who had persistent pro-
teinuria ≥ 2+ and serum creatinine > 100 μmol/l for more than two weeks
were subjected to renal biopsy. Highest recorded creatinine and urine
protein values were taken for the analysis.
Results: Forty-four patients were recruited. There were 27 (61.4%) male
patients and 17 (38.6%) female patients. Thirty seven (84%) of themwere
above 5 years. Twenty (45%) patients had history of skin sepsis and 18
(41%) had history of throat infection. Patients with proteinuria≥ 2+, 53%
had serum creatinine >100 μmol/l while patients with proteinuria <2+,
7% had serum creatinine > 100 μmol/l. This difference was statistically
significant [p=0.005]. There was no significant association between pro-
teinuria and the degree of hypertension or its complications. Ten patients
underwent renal biopsy. One had RPGN, one had severe acute tubular
necrosis, five had crescents (1-5) and three had typical diffuse prolifera-
tive Glomerular Nephritis.
Conclusion: Proteinuria ≥ 2+, is significantly associated with the degree
of AKI in children with post infectious AGN. Majority of children with
persistent proteinuria and AKI beyond two weeks had atypical histolog-
ical findings in renal biopsy.

IPN10820-82 EARLYDIAGNOSTIC AND PROGNOSTICVALUE
OFACUTE KIDNEY INJURY IN CRITICALLY ILL CHILDREN

D. Dobiliene , J. Masalskiene , S. Rudaitis , R. Kevalas
Department of Children Diseases, Medical Academy, Lithuanian
University of Health Sciences, Kaunas - Lithuania

Introduction: Identifying early biomarkers of acute kidney injury (AKI)
is of crucial importance in current clinical practice. Urinary neutrophil
gelatinase-associated lipocalin (uNGAL) and interleukin 18 (uIL-18)
levels have been reported to peak specifically at the early stages of
AKI. The aim of our study was to determine changes in uNGAL and
uIL-18 levels among critically ill children.
Material and methods: This study included 107 critically ill children
aged from 1 month to 18 years, who were treated in the Pediatric
Intensive Care Unit (PICU) of Lithuanian University of Health Sciences
Hospital KaunoKlinikos fromDecember 1, 2013, to November 30, 2016.
The patients were divided into two groups: those who did not develop
AKI (group 1) and those who developed AKI (group 2).
Results:A total of 32 (29.9%) children developed AKI. Of them, 29
(90.6%) cases of AKI were documented within the first 3 days from
admission to hospital. In all cases, AKI was caused by diseases of
non-renal origin. There was a significant association between the
uNGAL level and AKI between the groups 1 and 2 both on day 1
(P=0.04) and day 3 (P =0.018). Differences in uNGAL/uCr between

the groups on days 1 and 3 were also statistically significant (P
=0.007 and P =0.015, respectively). No significant associations be-
tween uIL-18 or uIL-18/uCr and development of AKI were found.
However, the uIL-18 level of >69.24 pg/mL during the first 24 h
was associated with an 8-fold greater risk of developing AKI
(OR=8.33, 95% CI=1.39-49.87, P=0.023).
Conclusions: On admission to PICU, uNGAL should be measured with-
in the first 3 days in patients at the risk of developing AKI. The uIL-18
level on the first day was found to be as a biomarker predicting the
progression of AKI.

IPN10821-83 THE ASSESMENT OF PROTHROMBOTIC
POTENTIAL USING THROMBIN GENERATION ASSAY IN
PEDIATRIC PATIENTS WITH NEPHROTIC SYNDROME

E. Soyaltin 1, Y. Ay 2, E. Serdaroglu 3, C. Vergin 4

1 University of Health Sciences Izmir Tepecik Training and Research
Hospital, Department of Pediatrics, Division of Pediatric Nephrology -
Turkey, 2 Pamukkale University Department of Pediatrics, Division of
Pediatric Hematology - Turkey, 3 University of Health Sciences Izmir
Dr. Behcet Uz Children Hospital, Department of Pediatrics, Division of
Pediatric Nephrology - Turkey, 4 University of Health Sciences Izmir Dr.
Behcet Uz Children Hospital, Department of Pediatrics, Division of
Pediatric Hematology - Turkey

Introduction: Nephrotic syndrome (NS) is a common kidney disease
associated with a significantly increased risk of thrombotic events. The
aim of this study is to assess prothrombotic potential of patients with NS
using thrombin generation assay (TGA).
Material and Methods: The study population comprised 35 pediatric
patients (20 male, 15 female, with mean age of 128 ± 53 months) diag-
nosed with NS. Patients were primarily classified by their response to
corticosteroid therapy. The control group consisted of 34 healthy volun-
teers with similar gender and age distribution. Blood urine nitrogen, cre-
atinine, albumin, triglyceride, cholesterol, 24-hour quantitative protein-
uria, platelets, erythrocyte sedimentation rate, C-reactive protein and
thrombin generation values were compared during activation and remis-
sion periods of the patients. Moreover, remission values were compared
with the control group.
Results: Endogenous thrombin potential (ETP) and peak thrombin levels
of the patients during activation were observed to be significantly higher
than remission. Additionally; although the patients achieved remission,
ETP was still detected to be higher compared to the control group. Both
ETH and peak thrombin of patients are observed to be inversely correlat-
ed with serum albumin, whereas a significant positive correlation was
detected with platelets of the patients. Thromboembolic event was not
observed in any of the patients during follow-up.
Conclusion: This is the first pediatric study which shows prothrombotic
state using TGA in patients diagnosed with NS. TGA indicated hyperco-
agulable conditions and tendency of patients to develop thrombosis, even
though it did not lead to thromboembolic events.
Keywords: Thrombin, thrombosis, nephrotic syndrome, proteinuria, hy-
poalbuminemia

IPN10822-84CLINICALCOURSEOFACOHORTOFPATIENTS
WITH BARTTER'S SYNDROME

F.C. Carvalho Mrad , L.A.W. Menezes Silva , S.B. Morais Soares , R.R.
Olivia Cruz , A.C. Simoes E Silva
Department of Pediatrics,Interdisciplinary Laboratory of Medical
Investigation, UFMG - Brazil

Introduction:Bartter’s Syndrome (BS) is a salt losing tubulopathy due to
the impairment of transport mechanisms at the thick ascending limb of the
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Henle’s loop. The aim of this study was to report the clinical course of a
cohort of patients with BS.
Patients andMethods: Patients were followed up from 1996 to 2019 and
submitted to a systematic protocol to confirm primary BS and to evaluate
metabolic disarrangements, nephrolithiasis and nephrocalcinosis.
Treatment was based on standard guidelines. Statistical analysis was per-
formed using SPSS 22.0 (IBM Corp, Armonk, NY). Comparisons were
made between data at baseline versus at last visit.
Results: A total of 13 patients (7 females) with primary BS were ana-
lyzed. Two patients had mutation of the KCNJ1 gene. Age at diagnosis
was 4.5±4.5 years and the follow up time was 10.7±0.07 years.
Polydramnium was reported in 38.5% of patients. Metabolic alkalosis
was detected in 53.8% and hypochloremia in 61.5% of cases at baseline,
but remained in only 23% and 12.5% after treatment, respectively
(p<0.05). Hypokalemia was present in 61.5% of patients at baseline,
but only in 12.5% at last visit (p<0.05). Calciuria was of 11.9±9.9 mg/
Kg/day at first visit, being significantly reduced to 2.9±2.2 mg/Kg/day at
last visit (p<0.05). Nephrocalcinosis was observed at first renal ultraso-
nography in 53.8% of patients, but improved in 14.3% and did not prog-
ress in 42.8%. Most patients remained with preserved renal function with
glomerular filtration rate at last visit of 120.5±28.7 ml/min/1.73m2.
Growth was completely recovered in 57.1% and partially improved in
14.3% of patients after treatment. All patients received indomethacin (1.0
±0,4 mg/kg/day) and potassium chloride (2.2±1.7 mEq/kg/day).
Electrolyte requirements decreased with increasing age.
Conclusion: Long-term follow up of this cohort of BS showed favorable
outcome with treatment, which results in metabolic normalization and
growth catch-up in the majority of patients.

IPN10823-85 PREVALENCE AND FACTORS ASSOCIATED
WITH CHILDHOOD ENURESIS

J. Sengupta
Amri Hospitals, Kolkata - India

Introduction: Enuresis in children is a distressing symptom associated
with a variety of underlying disorders , which need correct recognition for
initiation of correct treatment modalities to prevent long term complica-
tions and associated emotional disturbances.
Methods: A prospective observational study was conducted to note
the prevalence of and factors associated with enuresis and voiding
disorders in children between the age group of 5 to 18 years attend-
ing a general pediatric out patient clinic with a structured
questionarre given to all parents. Children with a positive history
of enuresis were further evaluated clinically,with voiding diary and
further investigations if required.
Results: Out of 158 children who participated, 23(14.5%) suffered
from enuresis of which 56%(13) were boys. 18(78%) had primary
enuresis and 5 secondary onset. 56% were between age5-7, 26%
between 7+to 9, 13% between 9+to 11, and only 4.3% above 11
years age group. 13% had underlying structural renal abnormalities,
21% had history of UTI. 56% were primary nocturnal enuresis,
while 43% also had daytime frequency and urgency. 52% wetted
more than 4 times a week, and 56% had high drenching volumes
suggestive of nocturnal polyuria. Associated systemic disturbances
included 65% having respiratory obstructive symptoms, 39% had
constipation,and only 8.6% suffered from psychiatric disorders.
Emotional disturbances included anxiety and extra work load in
60.8%parents, though 91% felt it did not affect their child’s perfor-
mance in school, 21.8% felt childs self esteem,confidence and be-
haviour was affected. Among children with diurnal symptoms
voiding diary identified 1 with lazy bladder,36%with overactive
bladder,18% with dysfunctional voiding. All patients with primary
nocturnal eneuresis preffered alarm therapy over medication.
36%improved with constipation management.

Conclusions: Enuresis significantly improve with age. Respiratory ob-
structive symptoms and nocturnal polyuria are most associations.
Bedwetting in children contributes significantly to parental stress and
anxiety. Identification of underlying cause is important for correct man-
agement.

IPN10824-86RESPONSETOGLUCOCORTICOIDSREMAINSA
VALIDAPPROACHTO INITIALEVALUATIONOFCHILDREN
WITH INS

D. Narla 1, A. Swiatecka-Urban 2

1 Akron Children's Hospital, Pediatric Nephrology, Akron, Ohio - United
States, 2 UPMC Children's Hospital of Pittsburgh, University of
Pittsburgh School of Medicine, Pittsburgh, Pennsylvania - United States

The therapeutic approach to childhood Idiopathic Nephrotic Syndrome
(INS) is based on the ISKDC and APN studies from the 1960’s and
1970’s. Because most patients had minimal change disease (MCD) sen-
sitive to glucocorticoids, the therapeutic response to the medication was
recommended for initial evaluation and therapy. Since the 1990’s, several
single-center studies have reported greater frequency of resistance to glu-
cocorticoids and Focal Segmental Glomerulosclerosis (FSGS). The trend
is concerning, causes are unknown, and data are limited. Our objective
was to determine whether response to glucocorticoids remains a valid
approach to initial evaluation of INS children. A retrospective review
identified 110 patients with INS treated at our center. Glucocorticoid
doses and definitions of steroid sensitive (SS) and steroid resistance
(SR) INS were according to ISKDC. Statistical analysis was performed
by fisher exact test. The mean age was 5.9 years with equal number of
males and females. Caucasians (80%) andAfrican Americans (15%)were
the predominant ethnicities. The proportion of SRINS in our study was
higher, compared to ISKDC (33% vs. 20%). However, it has not been
increasing with time (35% during 2003-2007 compared to 30% during
2008-2012). MCD was almost 3 times as common among the SRINS
patients in our study, compared to ISKDC (52% vs. 18%). FSGS was
similar among SRINS patients, compared to ISKDC (39% vs. 36%).
Among patients with kidney biopsy, SSINS characterized 77% of MCD
and 42% of FSGS, compared to 93-98% and 17-30% in the ISKDC
studies. In summary, despite the changing characteristics and different
study populations, the therapeutic response to glucocorticoids is a valid
approach for the initial evaluation and therapy for INS children at our
center. An international study would help to monitor the changing char-
acteristics and elucidate the role of patient demographics, ethnicity, and
environmental factors that cannot be assessed by smaller studies.

IPN10825-87 SERUM CREATININE MONITORING AFTER
ACUTE KIDNEY INJURY (AKI) IN THE PEDIATRIC
INTENSIVE CARE UNIT (PICU)

C. Robinson 1, C. Morgan 2, K. Benisty 3, V. Cockovski 4, A. Joffe 5, D.
Garros 5, R. Chanchlani 1, M. Zappitelli 4
1 Department of Pediatrics, Division of Nephrology, McMaster Children’s
Hospital, Hamilton, ON - Canada, 2 Faculty of Medicine, University of
Alberta, Edmonton, AB - Canada, 3 Faculty of Medicine, McGill
University, Montreal, QC - Canada, 4 Department of Pediatrics,
Division of Nephrology, Hospital for Sick Children, Toronto, ON -
Canada, 5 Department of Pediatrics, Division of Cardiology, Montreal
Children’s Hospital, Montreal, QC - Canada

Introduction: KDIGO AKI guidelines recommend 3-month follow-up
evaluation. The extent of serum creatinine (SCr) monitoring post-AKI in
children for chronic kidney disease (CKD) detection is unknown. This
information can help identify knowledge-practice gaps which must be
addressed to enhance post-AKI care. Aims: 1) Describe SCr monitoring
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of children following PICU-AKI; 2) Determine factors associated with
SCr monitoring following PICU-AKI.
Methods: Prospective, longitudinal cohort study in Montreal and
Edmonton (PICU admission ≥ 2 days from 2005-2011; children 0-18
years old surviving hospitalization; non-cardiac surgery; no baseline kid-
ney disease). Exposure: AKI (KDIGO SCr definitions, determined retro-
spectively). Primary outcome: Post-discharge SCr measurement by 90
days, 1 yr and 5-7 yr follow-up (mean 5.7 yr). Analysis: Descriptive
statistics of post-discharge SCr measurement; univariable comparisons
of AKI vs. non-AKI SCr measurement and factors associated with having
SCr measurement by 1 yr post-discharge.
Results: Of n=277, 69 (25%) had AKI. Amongst AKI stage 1, 12/42
(29%), 13 (31%) and 27 (64%) had SCr measured by 90 days, 1 yr and
5-7 yr post-discharge. For AKI stage 2-3, 17/27 (63%), 21 (78%) and 24
(89%) had SCr measured during the same periods. AKI patients were
significantly more likely to have post-discharge SCr measurement vs.
non-AKI (p=0.002). Factors associated with SCr measurement by 1 yr
were inpatient nephrology consultation (100%), AKI stage 2-3 (78%) and
pre-existing comorbidity (65%) (all p≤0.02). Of 24 children diagnosed
with CKD [eGFR<90 ml/min/1.73m2 or ACR>3mg/mmol] or hyperten-
sion [AAP 2017 guidelines] at 5-7 year follow-up, 16 (67%) had SCr
measurement and 3 (13%) had nephrology follow-up at any time post-
discharge.
Conclusions: Half of PICU-AKI survivors have SCr measured within
1 yr of discharge and follow-up is suboptimal for children that develop
long-term renal sequelae. Post-AKI follow-up guidelines and knowledge
translation strategies should emphasize the importance of SCr monitoring
following severe AKI in children.

IPN10827-89 SELECTIVE ARTERIAL EMBOLIZATION FOR
THE TREATMENT OF ANGIOMYOLIPOMA IN A PATIENT
WITH TUBEROUS SCLEROSIS COMPLEX

E. Soyaltin 1, S. Arslansoyu Camlar 1, D. Alaygut 1, F. Mutlubas 1, B.
Kasap Demir 2, C. Alparslan 3, A.E. Capar 4, U. Belet 4, O. Yavascan 5

1 University of Health Sciences Izmir Tepecik Training and Research
Hospital,Department of Pediatrics, Division of Pediatric Nephrology -
Turkey, 2 Izmir Katip Celebi University, Department of Pediatrics,
Division of Pediatric Nephrology and Rheumatology - Turkey,
3 Diyarbakır Women's and Children's Hospital, Pediatric Nephrology
Clinic - Turkey, 4 University of Health Sciences Izmir Tepecik Training
and Research Hospital,Department of Invasive Radiology - Turkey,
5 Istanbul Medipol University, Department of Pediatrics, Division of
Pediatric Nephrology - Turkey

Introduction: Renal angiomyolipomas are benign renal tumors of the
perivascular epithelioid cell tumors and nearly 20% of them appear as a
part of the tuberous sclerosis complex (TSC) They are mostly detected
incidentally and asymptomatic tumors, while others may cause spontane-
ous perforation and life-threatening retroperitoneal bleeding. The main
approach is nearly follow-up and conservative treatment, rarely it may be
necessary to perform a definitive diagnosis for suspicious masses that are
risk-bearing for perforation or differentiate renal cell carcinoma with low
fat content. We report a case diagnosed with tuberous sclerosis complex
and angiomyolipoma, treated with embolization.
Case: A 17-year-old male patient, who was diagnosed with TSC, was
followed with multiple angiomyolipomas and impairment renal function
tests since four years in our clinic. It was learned that acute kidney injury
developed during the infection period. Physical examination revealed
multiple adenoma sebaceum. The patient had a glomerular filtration rate
of 75.2 ml/min/1.73m2 and a proteinuria of 8 mg/m2/h. Tubular tests were
within normal limits and there were no pathological findings in other
laboratory parameters. Renal USG revealed a 27x25 mm in the right
kidney parenchyma and a large number of angiomyolipomas (62x60
mm) in the left kidney parenchyma. Because of the malignancy potential

of the existing lesions, abdominal MR was performed and the lesions
were evaluated as bening angiomyolipoma. Due to the risk of spontane-
ous perforation of the 62x60 mm sized angiomyolipoma in the left renal
parenchyma, selective arterial embolization was performed by interven-
tional radiology under the guidance of angiography. The embolized
angiomyolipoma was observed to regress in control USG and multiple
angiomyolipomas with a diameter of 17 mm were observed.
Discussion: Patients diagnosed with TSC and diagnosed as
angiomyolipoma in their investigations; chronic renal disease, spontane-
ous perforation and malignancy risks should be closely monitored.

IPN10828-90 SINGLE CENTRE EXPERIENCE (1996-2019) OF A
LARGE COHORT OF CYSTINURIA CHILDREN

S.C. Lopez-Garcia 1, W. Hayes 1, N. Smeulders 2, A. Cho 2, M. Easty 3,
A. Barnacle 3, T. Watson 3, W.G. Vant' Hoff 1
1 Nephrology Unit, Great Ormond Street Hospital, London - United
Kingdom, 2 Urology Unit, Great Ormond Street Hospital, London -
United Kingdom, 3 Radiology Unit, Great Ormond Street Hospital,
London - United Kingdom

Introduction: Cystinuria is a rare monogenic disorder accounting for 7-
8% of all paediatric urolithiasis cases. This study reviews epidemiologic,
clinical and management data of a large, single centre cohort of cystinuria
children.
Material and Methods: Data were collected retrospectively from pa-
tients diagnosed with cystinuria between June 1996 (start of Stone clinic)
to April 2019 in our centre.
Results: A total of 52 (54% female) patients were identified with a me-
dian (IQR: interquartile range) age at presentation of 6.1 (1.8-10.3) years.
24/51(47%) had affected family members. Common presenting symp-
toms were abdominal pain 21/51(41%), UTI (39%), haematuria 18%;
14/51 (28%) cases were diagnosed by family screening or incidentally.
9/52(17%) had urine cystine concentrations within the affected range but
did not form a stone. At presentation stone location was upper tract in 30/
43(70%), bladder stones were found in 10/43(23%). Estimated GFR was
< 90ml/min/1.73m2 in 14/52(27%) at diagnosis. Hyperhydration (>1.5L/
m2/day) was achieved by 67%, 76% were regularly on alkali treatment
with median (IQR) dose of 0.5 (0.3-0.7) mEq/kg/day and median urine
pH 7.0(7.0-8.0). 24/52(46%) patients had 26 treatment periods with
cystine-binding thiol drugs (CBTD) for a median (IQR) duration of 34
(18-65) months; 7/24(29%) patients on CBTD developed adverse effects
and 3(13%) required discontinuation. Urine cystine mean(±SD) was low-
er (p=0.006) after CBTD was started compared to diagnosis 0.67(±0.31)
mmol/L vs 1.69(±1.40) mmol/L. Stone removal procedure was per-
formed in 37/43(86%) cases, those treated with CBTD had a higher
median (IQR) of 4(2-8) vs not treated 1(0-2), p<0.001. Median (IQR)
stone removal procedure yearly rate was 0.2(0.1-0.4). At the end of fol-
low up eGFR < 90ml/min/1.73m2 was present in 12/35(34%).
Conclusions: Bladder stones are particularly frequent in paediatric cys-
tinuria and the median stone removal procedure rates was 0.2/year. Alkali
dose is being increased following this review.

IPN10829-91 IS THEBIOIMPEDANCE- BASEDGLOMERULAR
FILTRATION RATE GOOD RENAL FUNCTION ESTIMATION
IN NEUROGENIC BLADDER PATIENTS?

A. Korzeniecka-Kozerska , J. Baginska , A. Blahuszewska , A. Liszewska ,
A. Wasilewska
Department of Pediatrics and NEphrology Medical University of
Bialystok - Poland

Introduction: Neurogenic bladder (NB) is considered as important risk
factor for chronic renal failure. It is well established that the glomerular
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filtration rate (GFR) calculated from serum creatinine is burdened with a
mistake because of abnormalities in skeletal muscle system in NB pa-
tients. The aim of this study was to evaluate the GFR calculated by
electrical bioimpedance (EBI) and compare with serum creatinine-based
(sCr) calculation in NB in order to suggest treatment modifications.
Material &Methods:We enrolled 65 NB patients aged 5-18 years. SCr,
24-hour proteinuria, body mass index (BMI), muscle mass (MM), esti-
mated Cr-based GFR (Schwartz and Counahan-Barrat Formula), 24 hour
collection of urine and EBI based GFR were estimated in all children.
Statistical analysis were performed using non parametric tests and p
values <0.05 were considered significant. All parameters were analysed
according to physical activity of NB patients based on Hoffer’s scale
(HS).
Results: We did not detect differences between boys and girls in all
analysed parameters. The patients were well matched in the age and
BMI according Hoffer’ scale. Serum creatinine and muscle mass were
lowest in 1HS patients (wheelchair dependent) compare to 4HS (commu-
nity walkers) (p<0.05). Cr-based GFR showed an increase in the 1HS
group (low muscle mass and lack of mobility) while 24 hour collection
GFR and EBI GFR were not differ (p>0.05) and were lower compared to
Cr-based GFR ( p<0.05). We found statistically significant correlations
betweenmuscle mass andGFR. Proteinuria was observed in patients with
highest Cr-based measurements GFR
Conclusion: EBI based GFR could be considered as a useful objective
test to evaluate renal function in NB patients.
Keywords: neurogenic bladder, GFR, renal function , electrical
bioimpedance, proteinuria.

IPN10831-84 ALANYLGLUTAMINE DECREASES CELLULAR
INJURY AND ENHANCES CYTOPROTECTIVE RESPONSES
IN ENDOTHELIAL CELLS DURING PD-FLUID EXPOSURE

K. Kratochwill 1, R. Herzog 1, M. Bartosova 2, C.P. Schmitt 2, C. Aufricht 1
1 Medical University of Vienna, Vienna - Austria, 2 University of
Heidelberg, Heidelberg - Germany

Vasculopathy, hypervascularization, and diabetes-like damage of vessels
are important factors limiting peritoneal dialysis (PD). The composition
of all currently available PD fluids (PDF) leads to morphological and
functional changes in the peritoneal membrane in adults and infants.
During PDF exposure, relevant cellular pathomechanisms might be sim-
ilar to those in hyperglycaemic diabetic conditions. This study focuses on
omics-based characterization of endothelial cell injury and stress re-
sponses with or without addition of alanyl-glutamine (AlaGln). Protein
profiles of primary human umbilical vein endothelial cells (HUVEC)
exposed to medium-diluted conventional PDF with or without 8mM
AlaGln were analysed by gel-based proteomics. Cell damage was
assessed by quantification of lactate-dehydrogenase (LDH) release.
Microdissected omental arterioles of children treated with conventional
PDFs and healthy controls were analysed with quantitative multiplex
mass spectrometry. In-vitro findings were related to PD-induced arteriolar
changes based on abundance profiles of proteins identified in both prote-
omic analyses. Marked cellular injury of HUVEC after PDF exposure
was associated with a molecular landscape of the enriched biological
process clusters ‘glucose catabolic process’, ‘cell redox homeostasis’,
‘RNA metabolic process’, ‘protein folding’, ‘regulation of cell death’,
and ‘actin cytoskeleton reorganization’ that characterize PDF cytotoxicity
and counteracting cellular repair process respectively. Addition of AlaGln
to PDF preserved endothelial cell integrity shown by significantly de-
creased LDH-release and by restored control levels of proteins in PDF
perturbed processes, especially enhancing protein folding capacity and
response to stress. Comparison to human arterioles confirmed overlap-
ping protein regulation between endothelial cells in-vitro and in-vivo,
proving harmful effects of PDFs on endothelial cells leading to drastic
changes of the cellular process landscape. Cellular damage and proteome

changes in HUVEC were counteracted by AlaGln in-vitro. In summary,
this study elucidates potential mechanisms by which AlaGln exerts
cytoprotective effects in PD-induced endothelial cell damage, offering
therapeutic targets to reduce side effects of PD.

IPN10832-85 SYSTEMS BIOLOGY ANALYSIS OF LITHIUM-
MEDIATED CYTOPROTECTION IN PERITONEAL DIALYSIS

R. Herzog 1, G. Gonzalez-Mateo 2, M. Bartosova 3, M. Lopez-Cabrera 2,
C.P. Schmitt 3, C. Aufricht 1, K. Kratochwill 1
1 Medical University of Vienna, Vienna - Austria, 2 Molecular Biology
Centre Severo Ochoa, Madrid - Spain, 3 University of Heidelberg,
Heidelberg - Germany

PD-fluids (PDF) harm peritoneal cells, leading to transdifferentiation and
cell death. Lithium chloride (LiCl), a clinically applicable kinase
inhibitor, improved survival of immortalized mesothelial cells and
could be a promising local cytoprotective additive to PDF. The
pleiotropic effects of LiCl on mesothelial cells, have not yet been
investigated. Here, we analyzed the protective potential of LiCl
added to PDF in a systems biology approach which combined
transcriptomics and proteomics analyses followed by validation
in human samples and a chronic mouse model. PDF with LiCl
caused significantly lower cell injury of primary human mesothe-
lial cells in a dose dependent manner. PD-induced cell injury was
associated with significantly differential expression of 478 genes
and 92 proteins compared to control, LiCl in PDF altered 749
genes and 102 proteins. Pathway over-representation and
molecular-process-enrichment tests showed a strong regulation of
angiogenesis related pathways in response to PDF. Analysis of
transcripts and proteins that were counter-regulated in PDF with
LiCl compared to PDF alone, yielded candidates associated with
the LiCl effect, with the small heat shock protein αB-crystallin as
most strongly regulated candidate. αB-crystallin was significantly
upregulated by PDF but close to control level with LiCl in the
omics and targeted analyses. Modulated expression of αB-
crystallin, which has been described as regulator of VEGF-
mediated angiogenesis, confirmed its regulatory involvement in
PD-induced pathomechanisms. Uremic as well as non-uremic mice
showed significantly reduced peritoneal membrane thickening and
transdifferentiation with LiCl. PDF-induced increased VEGF and
αB-crystallin levels in peritoneal membranes were reduced with
LiCl. The relevance was confirmed in significantly upregulated
abundances of mesothelial αB-crystallin in biopsies from children
treated with PD, compared to age-matched healthy controls or
with CKD5. The beneficial effects of LiCl in PDF may be ex-
plained by counter-regulation of the PD-induced angiogenesis, re-
duction of cell damage and fibrosis and suggest therapeutic po-
tential of this intervention.

IPN10834-87 FACTORS AFFECTING EGFR TRAJECTORY:
GFR TENDS TO BE PRESERVED IN CKD CAUSED BY
NEONATAL AKI

N. Fujita , S. Hibino , K. Tanaka , T. Nishimura , R. Kitagata , S. Yuzawa ,
T. Kasagi
Aichi Children’s Health and Medical Center, Aichi - Japan

Introduction: Only a few factors are known to affect renal func-
tion in children with chronic kidney disease (CKD), and the rate
of decline in glomerular filtration rate (GFR) varies from case to
case. The aim of this study is to investigate the estimate GFR
(eGFR) trajectory in children with CKD and to identify the fac-
tors that affect the renal function.
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Material & methods: We retrospectively investigated 41 cases with
small kidney under the age of 18 who were followed up for over 1 year.
The trend of eGFR trajectory (ΔeGFR) was determined by an approxi-
mate straight line using Microsoft Excel, and the following factors were
evaluated: “age, creatinine-based eGFR(Cr-eGFR), urinary protein, uri-
nary β2 microglobulin at the time of initial evaluation; presence or ab-
sence of vesicoureteral reflux, posterior urethral valve, urethral stenosis,
history of neonatal acute kidney injury (AKI), recurrent urinary tract
infection, hypertension, and renoprotective drug therapy.”
Results: The mean observation period was 7.71 years (SD 3.44). At the
time of the initial evaluation, the mean age was 3.01 years (SD 2.58), Cr-
eGFR was 47.78 mL/min/1.73m2 (SD 19.28). Of all 41 cases, 16 had a
"positive" inΔeGFR, that is, the renal function tended to be maintained.
Even in 4 cases out of 10 cases with the initial eGFR <30 mL/min/
1.73m2, theΔeGFR was “positive”. None of the factors were significant-
ly correlated with ΔeGFR. However, in 3 patients with CKD due to
neonatal AKI with initial eGFR 27.58 mL/min/1.73m2 (SD 3.92),
ΔeGFR was +0.67 mL/min/1.73m2/year (SD 0.81) and ΔeGFR was
slightly higher compared to -1.06 mL/min/1.73m2/year (SD 3.20) in pa-
tients without neonatal AKI.
Conclusions: In the children with CKD caused by neonatal AKI, renal
function tends to be preserved even if eGFR at the initial evaluation is low.

IPN10835-88 THE CALCIMIMETIC KP2326 INHIBITS
OSTEOCLASTOGENESIS AND BONE RESORPTION IN
PEDIATRIC PATIENTS WITH CHRONIC KIDNEY DISEASE

J. Bernardor 1, S. Flammier 2, B. Ranchin 2, S. Gaillard 2, D. Platel 2, O.
Peyruchaud 2, I. Machuca-Gayet 2, J. Bacchetta 2

1 Faculté de Médecine, Université de Nice Sophia Antipolis, Nice -
France, 2 Reference Center for Rare Renal Diseases, Reference Center
for Rare Diseases of Calcium and Phosphate, INSERM Research Unit
1033, Lyon, - France

Background: Active vitamin D analogs and calcimimetics are corner-
stones for managing secondary hyperparathyroidism (SHPT) in chronic
kidney disease (CKD). Their direct effects on bone cells remain to be
determined.
Methods: Peripheral blood mononuclear cells (PBMCs) of 19 pediatric
CKD patients and 6 healthy donors (HD) were differentiated into osteo-
clasts in presence of M-CSF and RANKL. Effect of combined or single
treatment with active vitaminD (1.25-D) and/or the calcimimetic KP2326
were evaluated onto osteoclast differentiation and osteoclast mediated
bone resorption.
Results: 1.25-D inhibited osteoclastic differentiation, a significant resis-
tance to 1.25-D was observed when CKD worsens. A significant albeit
less important inhibitory effect of KP2326 on osteoclastic differentiation
was also found both in cells derived from HD and CKD patients, through
an activation of the Erk pathway. This inhibitory effect was not modified
by CKD stage. Combinatorial treatment with 1.25-D and KP2326 did not
result in synergistic effects. Last, KP2326 significantly inhibited human
osteoclast-mediated bone resorption.
Conclusion: Both 1.25-D and KP2326 inhibit osteoclastic differentiation,
however to a different extent. Whilst 1.25-D has no significant effect on
bone resorption, KP2326 inhibits bone resorption. Recent data showed that
calcimimetics also have a direct anabolic effect on bone, through the stim-
ulation of osteoblastic differentiation and mineralization in human mesen-
chymal stem cells in vitro. All these results provide a strong rationale for a
global positive effect of calcimimetics on bone remodeling. Calcimimetics
also significantly decrease FGF23 levels. In the setting of global systematic
deleterious effects of high FGF23 levels in CKD, and keeping in mind that
active vitamin D analogs stimulate FGF 23 production, all these data could
favor the use of decreased doses of 1.25-D with low-doses of calcimimetics
in SHPT in dialysis, the combination of these two therapies already being
proposed in the 2017 K-DIGO guidelines.

IPN10836-89 ASSOCIATION OF FGF23 LEVELS WITH
INFLAMMATION AND IRON METABOLISM IN CHILDREN
WITH CHRONIC KIDNEY DISEASE

N. Yamamura-Miyazaki 1, Y. Hasuike 2, T. Michigami 1, S. Nakano 1, K.
Fujiwara 1, K. Yamamoto 1

1 Osaka Women's and Children's Hospital - Japan 2 Hyogo medical
college - Japan

Introduction: FGF23 is a protein that regulates phosphorus metabolism
and has been shown to affect renal prognosis and mortality in chronic
kidney disease (CKD) patients. In adult patients with CKD, chronic in-
flammation and iron deficiency as well as decreased glomerular filtration
rate (GFR) have been suggested to be involved in increased levels of
fibroblast growth factor 23 (FGF23). On the other hand, the association
between FGF23 levels and inflammation or iron metabolism in pediatric
CKD patients has hardly been examined.
Material &methods: Eighty children with CKD (Stage 2 to 5 D, 1 to 16
years old) were included in the study. Informed consents were obtained
from legal representatives of all subjects. Serum levels of intact FGF23
(iFGF23), CRP, tumor necrosis factor alpha(TNF-α) and interleukin-6
(IL-6) as inflammatory cytokines, transferrin saturation (TSAT) and fer-
ritin were measured, and their relationship was analyzed.
Results: The median age of the 80 subjects (45 boys and 35 girls) was 11
years (interquartile range 6-14), and estimated GFR(eGFR) based on serum
creatinine levels was 59.2 ml/min/1.73 m2 (41.6-70.4). The primary dis-
eases included congenital anomalies of the kidney and urinary tract, ische-
mic kidney, polycystic kidney, and so on. The median iFGF23 level was
67.5 pg/ml (49.0-95.9), and a significant negative correlation with eGFR
was observed (r=-0.384, p˂0.001). Regarding iron metabolism, a positive
correlation was found between iFGF23 and ferritin levels (r=0.260,
p=0.02), but no correlation was found between iFGF23 and TSAT. The
TNF-α values showed a significant positive correlation with the iFGF23
values (r=0.303, p=0.007), while CRP levels and IL-6 levels did not show
association with iFGF23 levels. However, multivariate regression analysis
showed eGFR was the only independent predictor of high iFGF23.
Conclusion: Estimated GFR is the major predictor for elevated iFGF23
in pediatric CKD patients.

IPN10838-91 PERSISTENTLY HIGH VIRAL LOAD AND
SYMPTOMS OF MONONUCLEOSIS PREDICT RISK OF
LYMPHOMA IN TRANSPLANT RECIPIENTS

V. Said-Conti 1, C. Smith 2, J. Vigneswaran 1, S. Marks 1, R. Shroff 1, J.
Breuer 2
1 Department of Paediatric Nephrology, Great Ormond Street Hospital
for Children NHS Foundation Trust. London - United Kingdom,
2 University College London, Great Ormond Street Institute of Child
Health. London - United Kingdom

Introduction: Symptomatic seroconversion to Epstein-Barr virus (EBV)
has been linked to increased risk for lymphoma. We hypothesised that
paediatric renal transplant recipients (pRTR) who develop post-transplant
lymphoproliferative disorder (PTLD) have more infectious mononucleo-
sis (IM) symptoms and higher viral loads (VL).
Materials andMethods:We examined a cohort of pRTRwho developed
PTLD to determine the most common IM symptoms, and performed a
prospective two year study to examine the relationship between symp-
toms, VL and outcomes in 48 consecutive pRTR.
Results: Seven children developed histologically-confirmed PTLD at
median of nine months post-transplantation over eight years. All had
IM, the majority presenting symptoms one week prior to the diagnosis
of PTLD. In the prospective cohort, IM symptoms were more frequent at
the time of a detectable VL. Children with symptomatic EBV infection
had faster VL doubling times and higher peak VL. Using Cox
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Proportional Hazards models, the strongest predictors for developing
symptoms were ever having had a VL> 100 copies/ml or a VL twoweeks
previously of > 10,000 copies/ml.
Conclusions: Children who developed PTLD had more symptoms and
higher peak VL than pRTR with viraemia who did not develop PTLD.
This data may help clinicians in monitoring patients, and in deciding
when heightened vigilance for EBV-driven PTLD and reduction of im-
munosuppression is required.
Keywords: Epstein-Barr virus, post-transplant lymphoproliferative dis-
order, viral loads, renal transplant, infectious mononucleosis

IPN10839-92 EFFECT OF LACTOBACILLUS PLANTARUM IS-
1 0 5 0 6 O N D E L AY I N G R E N A L F I B R O S I S I N
PYELONEPHRITIC RATS

R.V. Prasetyo 1, I. Surono 2, S.M. Sudarmo 1

1 Department Of Child Helath, Faculty Of Medicine, Universitas
Airlangga, Surabaya - Indonesia, 2 Food Technology Department,
Faculty of Engineering, Bina Nusantara University, Jakarta - Indonesia

Introduction: Renal fibrosis remains as the inevitable consequence of
pyelonephritis, a progressive process that ultimately leads to end-stage
renal failure. Probiotics are clinically proven in accelerating recovery after
urinary tract infection. The objective of this study was to find out the
effect of Lactobacillus plantarum IS-10506 on delaying renal fibrosis in
pyelonephritic rats.
Material and Methods: Pyelonephritic rats were randomized into con-
trol and treatment groups. Lipopolysaccharide (LPS) of Escherichia coli
ATCC® 25922™ was given via a urethral catheter on the first experi-
mental day to both groups to induce pyelonephritis. Microencapsulated
L. plantarum IS-10506 was orally administered for 14 days to the treat-
ment group. On days 3, 5, 7, 10, and 14, five rats were sacrificed and their
kidneys were immunohistochemically analyzed for renal fibrosis. Renal
fibrosis score was assessed by percentage of tissue occupied by fibrous
tissue in the cortex, corticomedullary junction, and medulla regions in the
kidney. Statistical analysis of independent t test was used and values were
considered significantly different at P<0.05.
Results:A total of 47 rats were included in the study, 25 in control and 22
in treatment groups. The renal fibrosis scores in the cortex and medulla
regions did not differ significantly in day 3 and 5, but the scores were
significantly lower in the treatment group on day 7, 10, and 14 (P=0.029,
0.001, and <0.001 in cortex; and <0.001, <0.001, and 0.008 in medulla,
respectively). Likewise, in the corticomedullary junction, the renal fibro-
sis scores were significantly lower in the treatment group starting on day
5, 7, 10, and 14 (P<0.001, 0.001, <0.001, and <0.001, respectively).
Conclusion: L. plantarum IS-10506 significantly delayed renal fibrosis
in pyelonephritic rats.
Keywords: Probiotic L. plantarum IS-10506, pyelonephritis, renal fibro-
sis, rodent model

IPN10841 - 85 HOW IDENTICAL IS YOUR TWIN?
DISCORDANT BILATERAL RENAL HYPOPLASIA IN A
MONOCHORIONIC MONOAMNIOTIC TWIN

F. Sakhinia 1, D. Seshadri 2, S. Sundaram 2

1 St Helens and Knowsley Deanery, Manchester - United Kingdom -
United Kingdom, 2 Royal Bolton Hospital, Bolton - United Kingdom -
United Kingdom

A 33+5 week gestation monochorionic monoamniotic twin weighing
1.971kg was born in a tertiary neonatal unit following an uneventful
antenatal period and delivery. Alongside pre-axial polydactyly of the left
hand, she was noted to be oliguric by day one with metabolic acidosis,
fluid overload and a peak creatinine of 280μmol/L compared to her

admission of 70μmol/L. This graded her as stage 3 on the KDIGO AKI
classification. Renal ultrasound identified bilateral renal hypoplasia with
the right kidney measuring 1.4cm and the left 1.7cm in length. She was
transferred to a renal specialist unit for the management of her acute on
chronic renal failure. At threemonths of age, she is currently on peritoneal
dialysis awaiting a renal transplant. No genetic mutations have been iden-
tified thus far. Her twin is unaffected and was discharged after establish-
ing feeds. To the best of our knowledge, isolated non-VACTERL related
bilateral renal hypoplasia in monochorionic monoamniotic twins has nev-
er been published before and is an uncommon finding in the neonatal
setting. To date, only one case of discordant monoamniotic renal agenesis
with lack of accompanying structural defects has been reported. Absence
of pulmonary hypoplasia in our patient is likely due to the sharing of
amniotic fluid predominantly produced by the unaffected twin. This case
is an important reminder that despite genetic similarities, structural abnor-
malities should always be considered in monoamniotic twins.

IPN10842-86 DECREASED INCIDENCE OF PERITONEAL
DIALYSIS ASSOCIATED PERITONITIS IN YOUNG
CHILDREN

P.G. Park 1, J.H. Kim 1, M.H. Cho 1, Y.H. Ahn 2, H.G. Kang 1, H.I.
Cheong 1, I. Ha 1

1 Department of Pediatrics, Seoul National University Children’s
Hospital, Seoul - Republic of Korea 2 Department of Pediatrics, Seoul
National University Bundang Hospital, Gyeonggi-do - Republic of Korea

Purpose: Peritonitis is the most common complication of peritoneal di-
alysis (PD). We asked if there are changes in PD-associated peritonitis
during the past 17 years.
Methods: The children who started chronic PD in Seoul National
University Children’s Hospital from 2000 to 2017 were divided into
two groups, those who commenced PD from 2000 to 2008 (Group 1,
n = 97) and those who began PD from 2009 to 2017 (Group 2, n = 87),
and the incidence and characteristics of the peritonitis were compared
between the groups.
Results:Among the 184 patients (M:F 107:77) with a median age of 10.2
years, 199 episodes of peritonitis occurred in 90 patients. Automated PD
(APD) has become the dominant PD modality in the later era. The inci-
dence of peritonitis decreased from 0.36 to 0.23 episodes per year during
the study periods. The proportion of causative organisms has not changed
during the period. In a subgroup analysis, the two year-peritonitis free rate
increased from 35.0% to 93.8% in children less than two years of age.
Since 2009, the two year-peritonitis free rate was not different between
the age groups.
Conclusion: Incidence of PD-associated peritonitis has decreased, and
the reduced incidence was evident in children less than two years of age.
Younger age is not a risk factor of PD-associated peritonitis anymore.

IPN10843-87 CLINICAL FEATURES AND ANTIMICROBIAL
RESISTANCE OF RECURRENT URINARY TRACT
INFECTION IN CHILDREN WITH VESICOURETERAL
REFLUX

J. Kim , J.G. Ahn
Department of Pediatrics, Yonsei University, College of Medicine, Seoul -
Korea, Republic of

Background: Vesicoureteral reflux(VUR) is risk factor of recurrent uri-
nary tract infection(UTI) in children. When recurrent UTI occurs in VUR
children, empirical antibiotic selection tends to be based on previous
results. However, there is little evidence and research on this. The aim
of this study is to investigate the clinical features and drug resistance of
recurrent UTI in VUR patients and to establish therapeutic strategies.
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Methods: We retrospectively reviewed the medical records of children
with VUR who had recurrent UTI from 2005 to 2018 at Severance
Children’s Hospital. We compared the clinical features between first
and second UTI episodes. Relapse is defined when cultured pathogen is
the same as the first episode. Reinfection is defined when cultured organ-
ism is different from the previous episode.
Results: Among 78 VUR with UTI, 61(78.2%) had recurrent UTI (re-
lapse 24, reinfection 37). The mean age at first UTI of the recurrent UTI
group (12.1±21.4 months) was lower than that of the non-recurrent UTI
group (21.5±28.2 months) (P = 0.039). Among recurrent UTI cases, the
reinfection group had more bilateral VUR and prophylactic antibiotics
used than relapse group(P = 0.046 and P = 0.027). In case of relapse, E.
coli was most commonly isolated uropathogen(n = 13, 54.1%) followed
by K. pneumoniae (n = 7, 29.2%). In E. coli relapse cases, antibiotics
resistance increased during the 2nd episode in ampicillin, piperacillin/
tazobactam, and cotrimoxazole (P < 0.001, P < 0.001, and P = 0.029).
Conculusion: In VUR patients with recurrent UTI, reinfectionweremore
frequent than relapse. In relapse cases, antibiotic susceptibility results of
the 1st and 2nd episodes may be different. Antibiotics should be carefully
selected, based on clinical presentation rather than previous culture re-
sults.

IPN10845-89 INTELLIGENCE QUOTIENT IN ESKD
CHILDREN: COMPARISON BETWEEN PRE-EMPTIVE
KIDNEY TRANSPLANTATION AND TRANSPLANTATION
AFTER DIALYSIS

K. Kikunaga 1, R. Hamada 2, T. Inoguchi 2, C. Terano 2, R. Harada 2, Y.
Hamasaki 3, K. Ishikura 4, H. Hataya 2, T. Matsuyama 1, M. Honda 2

1 Department of Pediatrics, Fussa hospital, Tokyo - Japan, 2 Department
of Nephrology, Tokyo Metropolitan Children’s Medical Center, Tokyo -
Japan, 3 Department of Nephrology, Toho University Faculty of
Medicine, Tokyo - Japan, 4 Department of Pediatrics, Kitasato
University School of Medicine, Tokyo - Japan

Introduction: Little is known about the relationship between pre-
emptive kidney transplantation (PEKT) and intelligence quotient
(IQ). This study compared neurocognitive function at the time of
kidney transplantation between children who received PEKT (PEKT
group) and those who received transplantation after dialysis initia-
tion (dialysis group).
Material and Methods: This retrospective study involved children aged
5–20 years with end stage kidney disease. Children who received kidney
transplantation between 2010 and 2019 and had completed intelligence
tests were eligible. Cognitive function was evaluated using theWISC and
WAIS. Patients evaluated using other tests (younger than 5 years) and
children with organic brain disease (e.g., syndromic congenital anomalies
of kidney and urinary tract [CAKUT], neonatal shock) were excluded.
Comparisons were performed using student’s t-tests. Multivariate linear
regression analysis was used to identify variables that may affect cogni-
tive ability in intellectual delay.
Results: In total, 27 patients were eligible to participate. Nine patients
were in the PEKT group (median age at cognitive evaluation: 16.2 years;
eight males, six with CAKUT) and 18 in the dialysis group (median age:
10.8 years; 11males, three with CAKUT). The median IQwas 100 (range
80–120) in the PEKT group and 86 (range 68–112) in the dialysis group
(student’s t-test, P < 0.01). After controlling for age, sex, and presence of
CAKUT, there was a significant association with lower IQ in the dialysis
group (ß-value −23.02, P < 0.01). Age (per 1 year older) and female
(relative to male) were also significantly associated with lower IQ (ß-
values −1.11 [P = 0.03], and 11.32 [P = 0.02], respectively).
Conclusions: In children who received kidney transplantation, patients
with a history of dialysis had a lower IQ at kidney transplantation. Further
studies are warranted to clarify long-term development after kidney
transplantation.

IPN10846-90 ABATACEPTAMELIORATE PROTEINURIA NOT
BY TARGATING PODOCYTE CD80 BUT BY REGULATING
TREG/IL-17

L. Shuai , Q. Chen , T. Shen , Z. Yi , X. Wu
Department of Pediatrics, the Second Xiangya Hospital of Central South
University, Changsha, Hunan 410011 - China

Introduction: The present study aimed to investigate the efficacy of
Abatacept in normalizing protenuria and its possible mechanism in ex-
perimental nephrotic syndrome rats model.
Material & Methods: SD rats were randomly divided into four groups,
control group, model group, Abatacept group and prednisone group.
Adriamycin (6.5mg/kg) was injected once via the tail vein of SD rats to
induce nephrotic syndrome model. After adriamycin treatment,
Abatacept group rats were given Abatacept (0.5mg/kg) once by intraper-
itoneal injection on day 14, and prednisone group rats were given pred-
nisone (12.5mg/kg) daily consecutively by gavage from day 14 to day 21.
Blood, urine and kidney tissue specimens were collected when sacrificed
on day 21. 24-hour urinary protein, serum albumin, cholesterol, creati-
nine, urea nitrogen were detected. ELISAwas used to determine the level
of urine CD80 and serum IL-17. Flow cytometry was used for investiga-
tion of blood Treg cells. HE staining and electron microscopy were used
for renal histological study. Immunofluorescence staining was performed
to confirm CD80 expression of renal tissue.
Results: 24-hour urinary protein of Abatacept group was significantly
lower than that of prednisone group and model group, respectively. The
level of urine CD80 of Abatacept group was significantly lower than that
of model group. But renal CD80 expression was not found in each
groups. Renal morphology was maintained of Abatacept group with less
kidney mesangial proliferation. Compared with model group and predni-
sone group, circulating Treg prevalence and Treg/IL-17 of Abatacept
group were obviously higher, while the level of serum IL-17 was lower.
24-hour urinary protein had negatively correlation with circulating Treg
prevalence, Treg/IL-17, respectively, and positively correlation with urine
CD80 and serum IL-17, respectively.
Conclusions: CTLA4-Ig Abatacept can reduce proteinuria of
adriamycin-induced nephropathy rats, possibly by regulating circulating
Treg/IL-17 but not by targating podocyte CD80. CTLA4-Ig Abatacept
would be a promising regimens in primary nephrotic syndrome.
Keywords: primary nephrotic syndrome, proteinuria, Abatacept, CD80,
Treg/IL-17

IPN10847-91 PREVALENCE AND OUTCOME OF CAKUT
CASES AT UPTH, PORT HARCOURT, NIGERIA

E. Okorie 1, T. Uchenwa 1, I. Anochie 1, F. Eke 2

1 Dept Of Paediatrics, University of Port Harcour Teaching Hospital,
Port Harcourt - Nigeria, 2 Department of Paediatrics, Rivers State
University Teaching Hospital, Port Harcourt - Nigeria

Introduction: Congenital anomalies of the kidneys and urinary tract
(CAKUT) are one of the commonmalformations diagnosed in newborns.
Pathogenesis is multifactorial; genetic and environmental factors have
been implicated. CAKUT contributes to about 30 to 50% of paediatric
end stage renal disease (ESRD). Early identification of CAKUT is essen-
tial to prevent or slow progression to ESRD by initiating early interven-
tion in these children. The aim of this review is to highlight the pattern and
outcome of cases of CAKUT seen over one-year period at the University
of Port Harcourt Teaching Hospital.
Methods: All children with CAKUT seen from April 2018 to
May 2019 at the University of Port Harcourt Teaching Hospital, Rivers
State, Nigeria were reviewed.
Results: Out of 60 renal cases seen, 13(21.7%) had CAKUT. The age
range was 1 day to 13 years. There were 12males and 1 female. Of the 13
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cases of CAKUT, 10 had posterior urethral valves (PUV) and 3 had pelvi-
ureteric junction obstruction (PUJO). Prenatal diagnosis was made in 2
(15.3%) and both presented in the neonatal period while most (62%)
presented after 2 years of age. All the cases of PUJO had normal renal
function while 6(60%) PUV had ESRD. One of the cases of PUJO had
pyeloplasty while the other two are on conservative management. Three
(30%) PUV cases had valve resection. Mortality rate was 30.8%, and
15.4% lost to follow up.
Conclusion: CAKUT is a significant cause of ESRD, with delayed pre-
sentation and high mortality especially from PUV.

IPN10848-92 BENIGN RENAL GLYCOSURIA

V. Sharma 1, S. Nath 2, M. Cheeradinne 1, S. Veera G 1

1 Tata Motors Hospital, Jamshedpur - India, 2 Tata Motors Hospital,
Jamshedpur. - India

Case report
Background: Benign renal glycosuria also known as non diabetic gly-
cosuria is a rare inherited condition in which glucose is excreted in urine
despite normal blood glucose concentrations. The condition is asymp-
tomatic and self limiting and is usually discovered incidentally.
Case characteristics: We present a 3 year old male child otherwise
healthy and developmentally normal incidentally found to have 3+ urine
glucose on dipstick. His blood sugar and HbA1c was normal. There was
no other evidence of any tubulopathy as well.
Outcome: This condition is benign and self limiting. It does not warrants
any treatment or dietary restrictions. Prognosis being excellent.
Message: Urine glucose is always of great concern. This is an unusual
cause of glycosuria, commonest cause of which is uncontrolled diabetes
mellitus. Renal tubular abnormalities also needs to be ruled out before
making a diagnosis of benign renal glycosuria.

I P N 1 0 8 4 9 - 9 3 S L E BOY COMPL I CATED W I TH
HYPERTRIGLYCERIDEMIA-CAUSED PANCREATITIS AND
INFECTED INTRA-ABDOMINAL CYSTS

P. Vachvanichsanong , P. Dissaneewate , S. Kritsaneepaiboon
Prince of Songkla University - Thailand

Introduction: Systemic lupus erythematosus (SLE, predominate in
girls), hypertriglyceridemia and pancreatitis are uncommon in
children
Case Report: A 13-year-old boy with convulsions and a diagnosis
of nephrotic syndrome and abnormally high creatinine was re-
ferred to our institute. His weight was 59.8 kg, he had no rash
or fever but had hypertension, hepatosplenomegaly, autoimmune
hemolytic anemia, heavy proteinuria, and serology compatible
with SLE. His serum creatinine spontaneously returned to normal
but he was diagnosed with SLE and started on prednisolone. Next
day he developed fever and severe epigastric pain. Serum triglyc-
eride was 1,753 mg%, cholesterol 489 mg%, amylase 212 U/L
and lipase 503 U/L. An abdominal ultrasound showed an edema-
tous pancreas with ascites. He was given gemfibrozil and treated
as pancreatitis and abdominal paracentesis was performed. The
ascites fluid profile showedWBC count 510 cells/mm3 with 99%
PMN, and amylase 5,567 U/L. He was given meropenem. On day
3 he developed delirium and a brain MRI showed diffuse atrophy
with slightly dilated ventricles. He was given methylprednisolone.
Subsequent renal histopathology revealed lupus nephritis class III,
so intravenous cyclophosphamide was prescribed. He was
discharged 24 days later with improvement. The boywas re-
admitted 20 days later with fever, severe abdominal pain, hyper-
tension and confusion. His serum amylase and lipase were still

high. Computer tomography of the abdomen showed a diffused
edematous pancreas without necrosis, moderate ascites and three
large fluid-collection cysts, in the peripancreatic area, paracolic
gutter and left subhepatic area. Percutaneous drainage of the cysts
was performed, and they were found to be infected with multiple
bacteria and Candida albicans requiring six weeks of antibiotics
and antifungal therapy. Ultimately his SLE and hypertension were
controlled, although he still had mild proteinuria.
Conclusion: We report a 13-year-old boy with neuropsychiatric SLE
associated with nephrotic syndrome, acute kidney injury, severe
hypertriglyceridemia-caused pancreatitis, complicated with infected
intra-abdominal cysts.

IPN10850-85 THEETIOLOGYOFCHILDRENWITHCHRONIC
KIDNEY DISEASE STAGE 2-5: A 15-YEAR ANALYSIS

Q.Miao , H. Xu , Q. Shen , X. Tang , J. Zhang , Y. Zhang , J. Rao , J. Chen ,
X. Fang
Department of Nephrology, Children’s Hospital of Fudan University,
Shanghai Kidney Development and Pediatric Kidney Disease Research
Center, Shanghai - China

Introduction: The objective of this study is to analysis the etiology of
children patients with chronic kidney disease(CKD) stage 2 to 5 in our
hospital in last 15 years.
Methods:By complyingwith the NKF-K/DOQI guidelines, we collected
792 cases of patients with CKD stage 2-5 from Jan 2004 to Dec 2018 in
themedical record system of Children’s Hospital of Fudan University.We
retrospectively analyzed their age and CKD stage at first diagnosis, pri-
mary diseases, etc.
Results: In the collected 792 cases, 160 cases (20.2%) of patients were
diagnosed at stage 2, 202 cases (25.5%) at stage 3, 152 cases (19.2%) at
stage 4 and 278 cases (35.1%) at stage 5. For the etiology of the primary
disease, 337 cases (42.6%) were caused by congenital anomalies of the
kidney and urinary tract (CAKUT), 109 cases (13.8%) by steroid-
resistant nephrotic syndrome (SRNS), 97 cases (12.2%) by chronic glo-
merulonephritis, 60 cases (7.6%) by renal cystic ciliopathies, 17 cases
(2.1%) by urinary stone disease (USD), 31 cases (3.9%) by other diseases
and 141 cases (17.8%) by unknown causes. The percentage of CAKUT
was much higher among children less than 6 years old (56.8%) compared
with children above 12 years old (31.1%). 98 (12.4%) cases have been
definitely diagnosed by genetic analysis since 2014. Although the number
of cases of CKD stage 2-5 was increasing, cases with unknown causes
decreased significantly from 31.5% (Jan 2004 to Dec 2008) to 14.2%
(Jan 2014 to Dec 2018).
Conclusion: The major cause of CKD stage 2-5 in children in our hos-
pital during the last 15 years was CAKUT (42.6%). The primary diseases
of CKDwere significantly different in each age group. CAKUTwasmore
common in infants and preschool children. More monogenic causes of
CKD have been identified in recent years.

IPN10851-86 NOSOLOGICAL STRUCTURE OF CHRONIC
KIDNEY DISEASE IN CHILDREN OF ORENBURG REGION,
RUSSIA

S. Plotnikova 1, A. Vyalkova 1, I. Zorin 1, S. Tchesnokova 1, E. Gunkova 1,
L. Kutsenko 1, O. Ustinova 1, L. Gajkova 2

1 Orenburg medical university, Dpt. of Paediatrics - Russian Federation,
2 Paediatric hospital No 6 of Orenburg medical university, Dpt. of
Paediatric nephrology - Russian Federation

The aim of the study was to establish nosological structure of chronic
kidney disease in children of Orenburg region, Russia. We carried out
retrospective analysis of 6392 case histories of children who were treated
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in Dpt. of nephrology of pediatric clinic No. 6 of Orenburg Medical
University in period 2007-2017 years. We verified CKD in 92 children.
We carried out a retrospective analysis of the nosological structure of
CKD. We established prevalence of tubulointerstitial kidney diseases
(TIBP) (n = 84, 91.3%) in nosological structure of CKD. We have
established nosological structure of TIBP in CKD: reflux nephropathy
and CAKUT (63.04%, n=58), nephrosclerosis in the outcome of HUS
(11.95%, n=11), polycystic kidney disease (10.86%, n=10),
nephrosclerosis in the outcome of nephrolithiasis and UTI (5.43%,
n=5). Nosological structure of CKD in children with glomerular pa-
thology (n=8, 8.7%) is presented by steroid-resistant nephrotic syn-
drome with FSGS (6.52%, n=6), membrane-proliferative glomerulo-
nephritis (2.19%, n = 2).
Conclusions: tubulointerstitial kidney diseases prevail in the structure of
CKD in children of Orenburg region (n = 84, 91.3%). Formation of
nephrosclerosis in 2/3 of children with tubulointerstitial kidney diseases
is associated with reflux nephropathy and CAKUT.

IPN10852-87 DOWNREGULATION OF REGULATORY T-
CELLS IN MINIMAL CHANGE NEPHROTIC SYNDROME
PREDICTS EARLY RELAPSE FOLLOWING RITUXIMAB

S. Teo 1, C. Chan 2, L. Lu 1, I.D. Liu 1, Y. Chan 3, P.Y. Lau 1, M. Than 2, K.
Lam 1, K. Ng 1, H. Yap 1

1 Khoo Teck Puat-National University Children's Medical Institute,
National University Health System, - Singapore, 2 Department of
Paediatrics, Yong Loo Ling School of Medicine, National University of
Singapore, - Singapore, 3 Biostatistic Unit, National University of
Singapore, - Singapore

Introduction: Rituximab given as a single dose has been used in
children with difficult minimal change nephrotic syndrome
(MCNS) to reduce the long-term immunosuppressive load. This
study aimed to characterize the immunological profile in MCNS
patients in order to predict early relapse within the first year
following rituximab therapy.
Material & methods: Twenty MCNS patients with steroid-
dependent or steroid-resistant nephrotic syndrome (median age
16.4 years, range 4.0-33.0 years) who received rituximab at a
dose of 375 mg/m2 were included in the study. Immunological
subsets were monitored at baseline, and six months post-rituxi-
mab. This was compared with 25 FSGS patients and 61 healthy
controls. Statistical analyses was done using Mann-Whitney U test
with Bonferroni correction; and Wilcoxon signed rank test for
paired analysis prior and 6-months post-rituximab. Receiver-
operating characteristic (ROC) curve analysis was used to deter-
mine predictive utility of the subset for early relapse.
Results: 8/20 (40%) of patients had no relapses within the first
year post-rituximab (Group I), while 12/20 (60.0%) patients re-
lapsed (Group II). Group II had lower age of presentation (2.7
±0.5 years vs 4.5±0.7 years, P=0.03). Median B-cell recovery was
6 months in both groups. Group II had significantly lower percent
regulatory T-cells (Treg, CD4+CD25+FoxP3+) (3.2±0.4%) com-
pared to Group I (6.1±0.3%) (P=0.001), FSGS patients (4.4
±0.3%) (P<0.05) and healthy controls (6.6±0.3%) (P<0.001).
ROC analysis showed that Treg (AUC 0.94, 95% CI 0.84-1.00)
fared well as a predictor for relapse (sensitivity 83.3%, specificity
100%, PPV 100%, NPV 80%, with discriminatory threshold
<4.2%). Treg expression in Group II was significantly upregulated
6-months post-rituximab treatment (5.0±0.6%), (P=0.01).
Conclusion: We identified a distinct immunological subset of
MCNS patients with decreased Treg expression at baseline, who
are likely to relapse within a year post-rituximab therapy. Whether
this group would benefit from multiple doses of rituximab at
initiation should be further investigated in clinical trials.

IPN10853-88 TRANSCRIPTOME PROFILING OF PODOCYTE
INJURY CAUSED BY EXPOSURE TO NEPHROTIC PLASMA

V. Pardeshi 1, S. Panigrahi 2, H. Ps 3, H. Reddy 4, A. Vasudevan 5

1 Division of Molecular Medicine St. John’s Research Institute
Koramangala Bengaluru - India, 2 Division of Molecular Medicine St.
John’s Research Institute Koramangala Bengaluru - India, 3 Division of
Molecular Medicine St. John’s Research Institute Koramangala
Bengaluru - India, 4 Department of Pediatric Nephrology St. John’s
Medical College Hospital Surjapur road Bengaluru - India, 5 St. John's
Medical College Hospital Surjapur road And Division of Molecular
Medicine St. John’s Research Institute Bengaluru - India

Introduction:Nephrotic syndrome (NS) is a therapeutic challenge as the
treatment is largely empirical. Children with same diagnosis have mark-
edly different treatment responses and outcome suggesting existence of
an unrecognised molecular subtypes. Podocyte injury caused by un-
known “circulating factors”, has been identified as the culprit, yet the
molecular pathways remain unknown. Therefore we performed tran-
scriptome profiling to investigate underlying molecular etiology and to
identify molecular signatures to stratify patients based on molecular
subtype.
Materials and method: Immortalized human podocyte cell line was
exposed to plasma from healthy adults (control) and clinical groups of
NS (n=8 in each group): infrequent relapser (IFR), frequent relapser/
steroid dependent (FR-SD) and steroid resistant NS (SR). Total RNA
extracted after exposure of 1 hour was pooled from 4 individuals in
equimolar concentration to generate 2 biological replicates per group.
RNAseq was performed on Illumina platform and the data was analysed
to identify the differentially expressed genes (DEGs) between the NS
subgroups.
Results:Unsupervised clustering of gene expression revealed three
molecular subgroups correlating with the clinical subgroups of
NS. Pathway analysis of significant DEGs revealed that the TGF
β signalling and infection related pathway genes were up-
regulated in SRNS treated podocytes while TNF signalling path-
way genes were down regulated in IFR and FR-SD. We also
identified 4 (IFR), 6 (FR-SD) and 18 (SR) genes specifically
expressed in the clinical subgroup respectively.
Conclusions: This report is the first study to examine tran-
scriptome of podocyte injury due to exposure to clinical sub-
groups of nephrotic plasma with various glomerular diseases.
Our results show that podocyte transcriptome reveals the intrinsic
molecular subtypes specific to the clinical phenotype. The TGF β
and TNF pathway plays pivotal role in podocyte injury. We also
identified genes specific for NS subgroups which could be used
as the potential stratification markers.

IPN10854-89 CLINICAL, LABORATORY CHARACTERISTICS
AND CAUSES OF NEPHROCALCINOSIS IN VIETNAMESE
CHILDREN

N. Thi Ngoc , N. Thu Huong
Nephrology and Dialysis Department, National Children's Hospital - Viet
Nam

Abstract
Background:Nephrocalcinosis (NC) is a rare disease. The clinical symp-
toms of this disease are heterogeneous and this condition may be
misdiagnosed. Many complications arise from this disease, such as acute
kidney injury or chronic kidney disease, or growth retardation.
Aims: Describe the experience of a single Pediatric Nephrology center at
Vietnam National Children’s Hospital.
Methods: 34 patients were evaluated from 01.07.2013 to 30.06.2018.
Ultrasound examinations were evaluated according to Hoyer’s Grading.
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Results: 58.8% were males. Median age at presentation was 32
months. Signs and symptoms at onset included: Vomiting
(44.1%), low weight (29.4%), abdominal pain (5.9%), polyuria
(2.9%). NC was detected incidentally in 41% of cases. Most
common symptoms were short status in 64.7% and low body
weight in 73.5%. Ultrasound examinations showed revealed a
higher degree of stage 2B and 3; 88.2% of patients showed a
stage 2B and 11.8% a stage 3. GFR at diagnosis was normal in
85.3% of children. Hypercalciuria was detected in 35.3% of pa-
tients. Sterile pyuria was present in 38.2% of cases. Most com-
mon diagnosis was renal tubular acidosis in 50%, followed by
primary hypercalciuria in 14.7%. Other causes for NC included
excess levels of vitamin D, Batter’s syndrome, hypomagnesaemia
– hypercalciuria – nephrocalcinosis, hypophosphatemic rickets.
Causes for NC remained undiagnosed in 14.7% of children.
Conclusions: NC is an uncommon disease and it is often
misdiagnosed. It is often a secondary symptom during the course
of other diseases. Diagnosis of the underlying disease is the ut-
most importance. In this series, the most common primary renal
disease was renal tubular acidosis.
Keywords: Nephrocalcinosis, renal tubular acidosis.

IPN10855-90 HYPERMANGANESEMIA AY CONTRIBUTE
NEUROLOGIC INVOLVEMENT IN HEMOLYTIC UREMIC
SYNDROME

A.G. Ciftcibasi 1, S. Arslansoyu Camlar 2, K. Akbulut Cakiroglu 3, E.
Bahat Ozdogan 2

1 Department of Pediatrics, Faculty of Medicine, Karadeniz Technical
University, Trabzon, - Turkey, 2 Department of Pediatric Nephrology,
Faculty of Medicine, Karadeniz Technical University, Trabzon, -
Turkey, 3 Department of Medical Biochemistry, Faculty of Medicine,
Karadeniz Technical University, Trabzon, - Turkey

Introduction: Shiga toxin (Stx) producing Escherichia coli (STEC) is
most common microbial factor for hemolytic uremic syndrome (HUS).
Manganese (Mn) has been reported to affects the Stx activity both in vitro
and in vivo. We aimed to investigate the serum manganese levels of
children with STEC HUS.
Material Methods: The STEC-HUS patients under 18 years old who
admitted to Karadeniz Techical University Pediatric Nephrology
Department between 2012 and 2016 were enrolled to this study. Blood
samples were taken for serum Mn levels before any treatment including
dialysis. The control group consisted of age-matched healthy children.
Results: Fourteen STEC-HUS patients enrolled this study. Mean age was
58.21±56.70 (6-150) months and 7 (50%) of them were boy. Serum
creatinine levels were 2.24±2.04 (0.5-8.43) mg/dL and Glomerular
Filtration Rates(GFR) were 39.61±22.18 (10-90) ml/min/1.73m2 at ad-
mission. Twenty eight healthy children were enrolled to this study as
control group. Mean age was 70.67±48.83 (6-168) months and 13
(46%) of them were boy. All of them had normal serum creatinine and
GFR. Serum Mn levels were higher in the STEC-HUS group vs control
group (0.96±1.51 vs 0.21±0.35 μg/dL) (p<0.05). Serum Mn levels were
correlated with increased plasma creatinine levels. Five of the STEC-
HUS patients had neurological involvement and serum Mn levels were
10 times higher in these group vs control group (2.28±1.99 vs 0.21±0.35
μg/dL) (p<0.05). The neuroradiological findings of these patients were
increased signal in the basal ganglia and periventricular white matter.
Conclusion: Slightly increase of Mn in renal failure is expected
but Mn levels of our patients is extremely high. High Mn levels
is known to be neurotoxic. Neurological involvement of STEC-
HUS could be associated with high manganese levels. Factors
affecting neurological involvement in HUS patients may be relat-
ed with hypermanganesemia due to hemolysis and cell
destruction.

IPN10856-91 CARDIAC-SPECIFIC OVEREXPRESSION OF
FGF23 DOES NOT LEAD TO A PATHOLOGICAL CARDIAC
PHENOTYPE IN MICE

M. Leifheit-Nestler 1, M.A.Wagner 1, B. Richter 2, I. Boeckmann 1, I. Vogt
1, A. Foinquinos 3, T. Thum 3, M. Meier 4, O.J. Mueller 5, D. Haffner 1
1 Department of Pediatric Kidney, Liver and Metabolic Diseases,
Pediatric Research Center, Hannover Medical School, Hannover -
Germany, 2 Division of Nephrology, Department of Medicine,
University of Alabama at Birmingham, Birmingham - United States,
3 Institute of Molecular and Translational Therapeutic Strategies,
Hannover Medical School, Hannover - Germany, 4 Institute for
Laboratory Animal Sciences, Small Animal Imaging Center, Hannover
Medical School, Hannover - Germany, 5 Department of Internal
Medicine III, German Center for Cardiovascular Research, University
Hospital Kiel, Kiel - Germany

Introduction: LVH is a major complication in patients with CKD asso-
ciated with elevated FGF23. FGF23 was shown to induce pathological
cardiac remodeling by activation of calcineurin/NFAT signaling via
FGFR4 in various disease models in vivo. These models display a variety
of systemic alterations, which may contribute to heart injury. Whether
elevated FGF23 per se causes cardiac hypertrophy is controversially
discussed.
Material and methods: By generating a mouse model in the C57BL/6
background with cardiac-specific overexpression of FGF23 using an
adeno-associated virus (AAV) expressing full-length wild-type FGF23
(AAV-FGF23) under the control of the cardiac troponin T promotor, we
investigated heart function via echocardiography and MRI, and the pro-
hypertrophic and pro-fibrotic properties of cardiac FGF23 on molecular
level using qPCR, Western blot and histology. In addition, we evaluated
whether cardiac FGF23 is secreted into the circulation and targets the
phosphate and vitamin D metabolism in the kidney.
Results: AAV-FGF23 mice presented with markedly increased cardiac
Fgf23mRNA expression and synthesis of full-length intact Fgf23 protein
in the heart, whilst the Fgf23 posttranslational modifying enzymes
remained unchanged. AAV-FGF23 mice lacked LVH, cardiac fibrosis
or altered cardiac function. Cardiac FGF23 overexpression induced
Fgfr4 mRNA expression but did not result in increased expression of
pro-hypertrophic NFAT target genes in the heart. In addition, circulating
total Fgf23 levels were increased 15-fold in AAV-FGF23 mice compared
to controls, with no significant difference in bone Fgf23 expression, sug-
gesting a cardiac origin. Renal ERK1/2 signaling via Fgfr1/klotho was
activated and sodium-dependent phosphate transporters were reduced in
AAV-FGF23 mice compared to controls. However, mice were
normophosphatemic and showed unaltered vitamin D metabolism.
Conclusions: Chronic exposure of intact cardiac FGF23 in unchallenged
mice does not induce a cardiac phenotype, suggesting that FGF23 per se
does not affect the heart.

IPN10857-92 SCREENING OF FABRY DISEASE IN CHILDREN
WITH FAMILIAL MEDITERRANEAN FEVER

S. Arslansoyu Camlar 1, Y. Ozturk 2, A. Soylu 3, C. Ozturk 4, S. Kavukcu 3

1 Department of Pediatrics, Division of Nephrology, Dokuz Eylul
University, Faculty of Medicine, Izmir - Turkey, 2 Department of
Pediatrics, Division of Gastroenterology, Dokuz Eylul University,
Faculty of Medicine, Izmir - Turkey, 3 Department of Pediatrics,
Division of Nephrology, Dokuz Eylul University, Faculty of Medicine,
Izmir - Turkey, 4 University of Health Science, Izmir Tepecik Training
and Research Hospital, Izmir - Turkey

Introduction: Anderson Fabry disease is a progressive disorder of
glycosphingolipid metabolism. It is thought that this disease is
underdiagnosed due to its vague symptoms that are overlapping with
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systemic/rheumatologic disorders during childhood. These patients are
frequently followed up with a diagnosis of familial Mediterranean fever
(FMF) due to the presence of febrile attacks, abdominal pain, arthralgia
and renal impairment. There are few studies in the literature searching for
the presence of Fabry disease in adults with FMF, and there is no study in
childhood age group. In the present study, we screened the presence of
Fabry disease in children with a diagnosis of FMF.
Patients and Methods: This was cross sectional study of children with
FMF diagnosed during 2014 and 2015. The pateints were evaluated for
gender, present age, age at diagnosis of FMF, nature of febrile attacks,
abdominal pain, recurrent headache, hypohydrosis, tinnitus, parental con-
sanguinity, skin lesions, including angiokeratoma, MEFV mutations,
treatment for FMF (no treatment, colchicine, canakinumab) and response
to treatment. Whole gene sequence analysis for GLAwas performed in all
patients. Results: 156 patients (92 girls) were included in the study. Mean
age and age at diagnosis of FMF were 10.2±3.7 and 8.6±4.5 respectively.
Heterozygous GLA mutation [p.D313Y(c.937G>T)] was found in a
9yearold girl. She presented at 5 years of age with recurrent abdominal
pains and heterozygous A744S mutation was found in MEFV gene. Her
symptoms improved upon colchicine treatment. Enzyme replacement
treatment was started for Fabry disease. Family screening showed hemi-
zygous p.D313Y(c.937G>T) mutation in the father.
Conclusion: Clinical features of Fabry disease are vague and overlap
with FMF during childhood. Thus, patients with clinical features of
FMF should also be evaluated for the symptoms and signs of Fabry
disease.

IPN10858-93 FGF23 INDUCES CARDIAC HYPERTROPHYAND
FIBROSIS VIA ACTIVATION OF RAAS

I. Boeckmann 1, J. Lischka 1, B. Richter 2, L. Hermann 1, J. Deppe 1, J.
Heineke 3, D. Fischer 4, D. Haffner 1, M. Leifheit-Nestler 1
1 Department of Pediatric Kidney, Liver and Metabolic Diseases,
Pediatric Research Center, Hannover Medical School, Hannover -
Germany, 2 Division of Nephrology, Department of Medicine,
University of Alabama at Birmingham, Birmingham - United States,
3 Department of Cardiology and Angiology, Experimental Cardiology,
Hannover Medical School, Hannover - Germany, 4 Department of
Pediatrics, Rostock University Medical Center, Rostock - Germany

Introduction: Patients with CKD develop LVH accompanied with LV
fibrosis. One of the main causes are the increased FGF23 serum levels,
which were shown to induce the calcineurin/NFAT pathway in
cardiomyocytes. Additionally, CKD patients show a systemic activation
of RAAS and FGF23 is discussed to stimulate RAAS activation, which
could be an alternative mechanism for the progression of FGF23-
mediated cardiac pathologies. However, underlying molecular mecha-
nisms are unknown.
Material and methods: We evaluated LVH and fibrosis in association
with cardiac FGF23 and the local activation of RAAS in heart tissue of
5/6 nephrectomized (5/6Nx) rats compared to sham-operated animals. In
order to distinguish between FGF23-mediated LVH and fibrosis via
calcineurin/NFAT or RAAS, we stimulated isolated neonatal rat ventric-
ular myocytes (NRVM) and fibroblast (NRCF) with FGF23 in the pres-
ence and absence of cyclosporine A, losartan and spironolactone, and
investigated hypertrophic and fibrotic pathways by qPCR, Western blot
and functional analysis.
Results: Uremic rats showed increased relative heart weight accompa-
nied with enhanced cardiomyocyte size and LV fibrosis compared with
sham. The cardiac expression of Fgf23 and RAAS genes were signifi-
cantly increased in 5/6Nx rats and correlated with the degree of LV
fibrosis.
FGF23 stimulated the expression of RAAS genes in cardiac cells in vitro
and induced NGAL indicating mineralocorticoid receptor activation. The
FGF23-induced hypertrophic growth of NRVM was attenuated by pre-

treatment with cyclosporine A, losartan and spironolactone. In addition,
the FGF23-mediated induction of pro-hypertrophic NFAT target genes
was blocked by inhibition of calcineurin, AT1R and mineralocorticoid
receptor. In NRCF, FGF23 phosphorylated Smad2/3 and induced Tgf-b
and Ctgf, which were only suppressed by pre-stimulation with losartan
and spironolactone but not with cyclosporine A. Interestingly, FGF23
increased the proliferation of NRCF independent of calcineurin/NFAT
and RAAS activation.
Conclusions: The FGF23-induced cardiac hypertrophy is mediated by
both the activation of RAAS and calcineurin/NFAT. Moreover, FGF23
impact on cardiac fibrosis primarily via RAAS-mediated activation of
Tgf-b/Smad pathway.

IPN10859-94 GLYCOGEN STORAGE DISEASE TYPE 1
NEPHROPATHY: TEN-YEAR RETROSPECTIVE REVIEW IN
ATERTIARY CARE CENTER

B. Aoun 1, P.E. Karam 2

1 Head of Division of Pediatric Nephrology, American University of
Beirut Medical Center - Lebanon, 2 Head of Inherited Metabolic
Diseases Program, American University of Beirut Medical Center -
Lebanon

Introduction: Glycogen storage disease type I (GSD- I) is a rare autoso-
mal recessive disorder of glycogen and fat metabolism. Two types are
recognized: GSD Ia secondary to glucose 6-phosphatase deficiency and
GSD Ib caused by glucose 6-phosphate transporter deficiency. Clinical
presentation is variable according to age at presentation and organ in-
volvement. The appearance of microalbuminuria in patients with GSD
type I has been described, however, several studies demonstrated that
improved metabolic control may delay the development of GSD
nephropathy.
Patients and Methods: A retrospective chart review of 32 GSD I pa-
tients, 26 GSD Ia and 6 GSD Ib, diagnosed and followed at the American
University of Beirut Medical Center, between 2008 and 2018 was con-
ducted. Diagnosis was suspected upon clinical presentation and con-
firmed by enzymatic and/or genetic study. All patients were evaluated
formicroalbuminuria, creatinine Clearance, andmetabolic workup (blood
lactate, triglycerides, uric acid and alanine).
Results:One third of the patients developed microalbuminuria (31.25%),
which was detected below 7 months of age in 30 % of case, requiring the
early introduction of Ace-inhibitors. kidney stones were present in 6
patients (19%), and was mainly due to hyper calciuria, and/or
hypocitraturia. Poor metabolic control reflected by hypertriglyceridemia
and hyperalaninemia was noted and correlated with the early appearance
of microalbuminura.
Conclusion:Hyperfiltration leading to microalbuminuria may appear
at an early age and should be identified to avoid worse outcome and
progression to proteinuria leading to glomerulosclerosis. Adequate
metabolic control may improve outcome in GSD I patients: In par-
ticular, plasma alanine seems to be a promising marker to reflect
metabolic control.

IPN10860-86 RENAL FUNCTION STATUS AT SIX MONTHS IN
TERM SICK NEWBORNS DEVELOPING ACUTE KIDNEY
INJURY

A. Sen 1, S. Sharma 1, C. Kaur 2, H.K. Chellani 1
1 VMMC and safdarjung Hospital,Department of Pediatrics, NewDelhi -
India , 2 VMMC and safdar jung Hospi ta l ,Department of
Biochemistry,New Delhi - India

Introduction: Assumption that resolution of Acute Kidney Injury(AKI)
results in complete renal recovery has been challenged by recent studies
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in adults, children as well as very low birth weight and premature new-
borns. However there is paucity of data in term newborns with AKI. This
study was done to see risk of chronic kidney disease(CKD) at six months
of age in term newborns developing AKI.
Materials and methods: Observational cohort study in term newborns
developing AKI in a tertiary care center in North India. During study
period, 79 newborns developed AKI (nRIFLE) and 61 babies completed
the study. Follow-up was done at six months of age for risk factors of
CKD like hypertension, proteinuria, growth failure, decreased eGFR,
hyperfilteration , low bicarbonate levels or structural changes in
kidneys(ultrasound kidneys). Statistical analysis was done using
Statistical Package for Social Sciences (SPSS) version 21.0.
Results: The median gestational age, birth weight and length was
38 weeks, 2.8 kg and 48cms respectively. Sepsis was commonest
etiological factor accounting for 54% cases of AKI followed by
birth asphyxia (34%). The median age and serum creatinine at
diagnosis was 4 days and 2.7mg/dl respectively. Among 61 cases
of AKI, 77% (n=47) were oliguric and median value of FENA
was 0.87(0.688 - 1.335). One (1.64%) neonate was in risk stage,
8 (13.11%) in injury and 52 (85.246%) in failure stage. At six
months of follow-up41% (n=25) had decreased serum bicarbonate
values. The median eGFR was 133.25 ml/min/1.73m2 with four
out of 61 subjects (6.56%) having reduced eGFR and 15
(24.59%) having hyperfiltration. Overall 63.93% (n=39) cases
had one or more renal parameters deranged at six months of
evaluation.
Conclusion: Term newborns with AKI have significant risk factors for
CKD at six months. However, there is need for longer follow-up to know
the burden.

IPN10861-87 ASSESSMENT OF MALNUTRITION AND
PROTEIN ENERGY WASTING IN INDIAN CHILDREN WITH
CHRONIC KIDNEY DISEASE

A. Iyengar , R. Paul , A. Vasudevan
St John's Medical College Hospital, Department of Pediatric
Nephrology, Bangalore - India

Back ground: Malnutrition and Protein energy wasting(PEW) are spe-
cific nutritional comorbidities seen in chronic kidney disease (CKD) that
are under reported in children.
Aim: To determine the burden and identify associated factors of malnu-
trition and PEW in children with CKD
Methods: Children between 2-18 years of age with CKD stages 2-5
recruited. Malnutrition diagnosed using a pediatric subjective global nu-
tritional assessment score (SGNA) and mid arm circumference(MAC) <
5th centile for age and gender. Pediatric PEW defined based on- BMI for
height, MAC, height for age, appetite, serum albumin, cholesterol, trans-
ferrin and C reactive protein (CRP) and severity classified as mild, stan-
dard and modified PEW.
Results: One hundred children(78% boys) aged 113.5 months (IQR
81.5,150.5) with 28.5 months (IQR 7.5,60.5) duration of CKD were
recruited. Malnutrition was seen in 61% by MAC and in 56% by
SGNA. Comparing children with and without malnutrition, longer
duration of CKD[42.5months (12,77.5 vs18 (6,41) p 0.009] associ-
ated with malnutrition. In children CKD 2-4, those with malnutri-
tion had significant association with CRP mg/dl compared those
without malnutr i t ion defined by MAC [0.95(0.2,2.3) vs
0.23(0.08,0.3) p0.003] and by SGNA[1 (0.3,2.3) vs 0.2(0.1,0.4)
p0.002] respectively. SGNA showed 75% sensitivity and 92% spec-
ificity to detect low MAC. PEW observed in 61% children(mild,
standard and modified PEW in 17%,19% and 64% respectively).
Comparing children with and without PEW, longer duration of
CKD associated with PEW [40 months (12,73) vs 18 (6,38.5) p
0.02]. BMI and MAC most useful parameters, while apetite, C

reactive protein, serum cholesterol and serum transferrin not useful
to differentiate children with and without PEW.
Conclusion: Malnutrition and PEW highly prevalent in children
with CKD2-5 and associated with longer duration of CKD.
Malnutrition is associated with inflammation in children CKD2-
4. SGNA is a reliable diagnostic tool to detect malnutrition.
Anthropometry more useful than biochemical markers in defining
PEW.

IPN10862 - 8 8 HEREDITARY NEPHROLITHIAS IS /
NEPHROCALCINOSIS IN CHINESE CHILDREN

J. Xiaolu 1, X. Hong 1, W. Xiang 2, L. Xiaorong 3, H. Ling 4, G. Yanyan 5,
Z. Lengyue 6, H. Yunkun 7, H. Mei 8, L. Rui 9, W. Yulong 10
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Hospital, Shenzhen - China, 10 Department of Pediatrics, The Second
Hospital of Shandong University, Jinan - China

Abstract
Introduction: The incidence and prevalence of pediatric
nephrolithiasis and nephrocalcinosis (NL/NC) has increased over
the past decades. Furthermore, the etiology composition has
changed significantly, more and more attention has been paid to
hereditary NL/NC. Some multi-center studies showed that the NL/
NC explained by single gene mutation is as high as 16.7-20.8%
in children under 18 years of age, but there is a lack of relevant
data from China.
Materials and Methods: With the support from “Internet Plus –
Nephrology Allice of National Center for Children’s Care” and
“Chinese Children Genetic Kidney Disease Database”, we
reviewed a national cohort of 56 18-and-Under individuals with
NL or isolated NC, and all the individuals have been
diagnosticated with high-throughput exon sequencing analysis
(Figure 1). Then the clinical and gene detection data were ana-
lyzed by SPSS.
Results: There are 39 cases of NL and 17 cases of NC (Figure 2).
We detected likely causative mutations in 12 of 30 genes
(Figure 3): AGXT, GRHPR, HOGA1, ATP6V0A4, ATP6V1B1,
CLCN5, OCRL, KCNJ1, SLC12A1, SLC7A9, SLC3A1 and
HPRT, leading to a molecular diagnosis in 57.1% (32 of 56),
and the causative mutations in recessive more than dominant
monogenic genes in our cohort. The molecular diagnosis positive
rate has not significant difference between NL and NC, but it is
different between different ages (Figure 4). Selection bias may
explain the molecular diagnosis rate is much higher than previ-
ously reported in our cohort.
Conclusions: We present the first exclusively pediatric cohort ex-
amined for monogenic causes of NL/NC in Chinese children, and
the results show that genetic etiology play an important role in
NL/NC of children. Furthermore, there are many factors may in-
fluence the molecular rate, and clinicians should pay more atten-
tion to these factors to improve the molecular diagnostic rate
effectively.
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IPN10863-89 THE IPNA GLOBAL RENAL REPLACEMENT
THERAPY REGISTRY

S. Ploos VanAmstel 1, M. Noordzij 1, B.Warady 2, K. Jager 1, F. Schaefer 3
1 Department of Medical Informatics, Amsterdam UMC, Amsterdam
Public Health research institute, Amsterdam - Netherlands, 2 Division
of Nephrology, Dialysis and Transplantation Children’s Mercy,
University of Missouri-Kansas City School of Medicine, Kansas City -
United States, 3 Division of Pediatric Nephrology, Heidelberg University
Center for Pediatrics and Adolescent Medicine, Heidelberg - Germany

Introduction: In order to gain knowledge about the global burden of
pediatric end-stage renal disease, the International Pediatric
Nephrology Association (IPNA) established the IPNA Global
Renal Replacement Therapy (RRT) Registry in 2016. This registry
systematically monitors the incidence, prevalence and outcomes of
pediatric RRT worldwide.
Materials and methods: Each country is invited annually to submit a
core dataset containing data on age, sex, renal disease, RRT modality,
date and cause of death. For countries with an (inter)national registry, it is
possible to upload a dataset. However, national databases are unavailable
in many low- and middle-income countries. These countries can enter
patient-level data directly using an online data entry tool.
Results: The IPNA Global RRT Registry includes data from over 60
countries, comprising almost 80% of the world’s childhood population.
This registry is the first to combine center-based patient-level data with
datasets from large international registries like the ESPN/ERA-EDTA
Registry, IPDN and the USRDS. Even the world’s most populous nations,
India and China, have submitted data on most of their patients, in the
absence of a national registry. This has allowed a comprehensive global
overview of pediatric RRT demographics. In the recent Annual Registry
Report, the prevalence of RRT in children aged <14 years ranged from 0.1
pmarp (Burkina Faso) to 80.4 pmarp (Finland). In some countries, most
of them located in Africa, there was no RRT available. There was also a
wide global variation in access to transplantation, ranging from 0.0 to
74.5 pmarp (Finland).
Conclusion: The rapid growth of the IPNA Global RRT Registry reflects
the demand for demographic information in pediatric RRT and demon-
strates the efficacy of our mixed approach combining existing registries
with online patient-level data entry in countries without national data-
bases. The registry data demonstrate great variation in the prevalence of
RRT between countries and regions.

IPN10864-90 MORTALITY IN CHILDREN TREATED WITH
CHRONIC PERITONEAL DIALYSIS WORLDWIDE –
RESULTS FROM THE IPPN DATABASE

M.Noordzij 1, S. Ploos Van Amstel 1, K. Jager 1, B.Warady 2, F. Schaefer 3
1 IPNA Global RRT Registry, Department of Medical Informatics,
Amsterdam UMC, Amsterdam Public Health research institute,
Amsterdam - Netherlands, 2 Division of Nephrology, Dialysis and
Transplantation Children’s Mercy, University of Missouri-Kansas City
School of Medicine, Kansas City - United States, 3 Division of Pediatric
Nephrology, Heidelberg University Center for Pediatrics and Adolescent
Medicine, Heidelberg - Germany

Introduction: To date, research on outcomes of pediatric renal replace-
ment therapy have primarily focused on Europe and North America. In
this study, we evaluated the mortality risk of children treated with chronic
PD (CPD) in different parts of the world. We also studied the influence of
demographic and macro-economic factors on mortality risk in these
patients.
Material & methods: We included all patients aged <19 years at inclu-
sion in the International Pediatric Peritoneal Dialysis Network (IPPN)
registry, who initiated CPD between 1996-2017 and followed them for

five years. Six regions (Asia, Western Europe, Eastern Europe, Latin
America, North America, Oceania) and four income groups based on
per-capita Gross National Income (GNI) were defined. Adjusted hazard
ratios (aHR) with 95% confidence interval (CI) for mortality risk were
calculated using Cox regression analysis.
Results: A total of 2,956 patients with a median age of 7.8 years at the
start of RRT were included. After five years, the overall probability of
death was 8% and more than half of the children had received a kidney
transplant (58%). Very young children (0-4 years) had a higher mortality
risk (aHR 3.19, 95%CI 2.09-4.89) than those aged 15-19 years. Also,
girls had a higher mortality risk than boys (aHR 1.49, 95%CI 1.11-
2.01). When compared to North America (reference), the mortality risk
was higher in all other regions, ranging from an aHR of 2.41 (95%CI
1.09-5.32) in Western Europe, to an aHR of 4.42 (95%CI 2.02-9.67) in
Eastern Europe. Mortality risk was also higher in patients from countries
with the lowest GNI (aHR 2.63, 95%CI 1.24-5.59) when compared to
those from the highest income group.
Conclusion: This study shows that the five-year patient survival of CPD
patients is high, but that pronounced differences exist between regions
and income groups. Further research based on population-based registries
is warranted.

PN10865-91OMEGA-3 FATTYACIDSANDCARDIOVASCULAR
R I S K FA C TOR S A F T E R P E D I AT R I C R E N A L
TRANSPLANTATION

H. Thorsteinsdottir 1, J.J. Christensen 2, K. Holven 2, A. Lie 3, M.
Tveiteraas 4, A. Aasberg 5, A. Bjerre 6

1 Division of Paediatric and Adolescent medicine, Oslo University
Hospital, Oslo - Norway, 2 5Department of nutrition, Institute for basic
medical Sciences , University of Oslo, Oslo - Norway, 3 Institute of
Clinical Medicine, University of Oslo, Oslo - Norway, 4 Division of
Radiology and Nuclear Medicine, Oslo University Hospital, Oslo -
Norway, 5 Department of Pharmacy, University of Oslo, Oslo - Norway,
6 Division of Paediatric and Adolescent Medicine, Oslo University
Hospital, Oslo - Norway

Background: Cardiovascular disease (CVD) is a major cause of
death following pediatric renal transplantation (pRtx). Based on data
from adult renal transplant recipients, both pre-emptive transplanta-
t ion and high plasma levels of the omega-3 fatty acids
eicosapentaenoic acid (EPA) and docosahentaenoic acid (DHA)
show positive effect on long-term outcome. The aim of this study
was to examine the associations between plasma fatty acids and
CVD risk factors in a pRtx cohort with a high proportion of pre-
emptive transplantations.
Methods: In this cross-sectional study comprising 53 children (aged 2.3-
18, 32 boys) with a renal transplant, we assessed the prevalence of CVD
risk factors, including carotid intima media thickness (cIMT) and left
ventricular mass index (LVMi). The associations between plasma
omega-3 fatty acids and the risk factors for CVD were investigated with
linear regression analyses.
Results: Twenty-five (47%) were pre-emptively transplanted. Total cho-
lesterol, LDL-C and triglycerides were elevated in 17%, 9% and 62%,
respectively. Hypertension (office blood pressure above 95 percentile or
on antihypertensive medication) was present in 51%. Mean LVMi was
40.4 +/- 14.3 g/m2.7 and 48% had left ventricular hypertrophy using a cut-
off value of 38.6 g/m2.7. Mean cIMT was 0.41 ± 0.04 mm and height-
adjusted mean cIMT-SDS value was 0.69 ± 0.97. In a multivariate linear
regression, EPA levels were inversely associated to blood pressure (beta
coeff. = -3.84, p = 0.008), triglycerides (beta coeff. = -3.80, p = 0.011) and
HDL (beta coeff. = -3.95, p = 0.010).
Conclusion: Eicosapentaenoic acid levels are inversely associated with
components of the metabolic syndrome, which may provide support for
specific dietary advice or supplementation in this patient population.
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cIMT is less pronounced in our cohort than in comparable cohorts with
lower rate of pre-emptive transplantations. Our results need replication in
prospective cohorts.

IPN10866 -92 A SUCCESSFUL TREATMENT WITH
ABATACEPT IN STEROID RESISTANT FOCAL SEGMENTAL
GLOMERULOSCLEROSIS

E. Soyaltin 1, B. Kasap Demir 2, C. Alparslan 3, S. Arslansoyu Camlar 1,
D. Alaygut 1, O. Yavascan 4, F. Mutlubas 5

1 University of Health Sciences Izmir Tepecik Training and Research
Hospital, Department of Pediatrics, Division of Pediatric Nephrology -
Turkey, 2 Izmir Katip Celebi University, Department of Pediatrics,
Division of Pediatric Nephrology and Rheumatology - Turkey,
3 Diyarbakır Women's and Children's Hospital, Pediatric Nephrology
Clinic - Turkey, 4 Istanbul Medipol University Department of Pediatrics,
Division of Pediatric Nephrology - Turkey, 5 University of Health Sciences
Izmir Tepecik Training and Research Hospital,Department of Pediatrics,
Division of Pediatric Nephrology - Turkey

Introduction: Idiopathic nephrotic syndrome (NS) is the most common
glomerular disease in childhood. Although most children are diagnosed
with steroid sensitive NS, 10-20% of patients have steroid-resistant NS.
Second-line immunosuppressive agents and new biological agents such
as adalimumab, fresolimumab and abatasept are initiated for treatment.
Herein we present our experience with abatacept, a cytotoxic T-
lymphocyte-associated antigen 4-immunoglobulin fusion protein
(CTLA-4-Ig), in a patient diagnosed with primary FSGS and resistant
to steroid, cyclosporine A (CsA), Mycofenolat mophetinile (MMF) and
rituximab.
Case: A 17-year-old girl, diagnosed with INS at the age of 8 years had a
kidney biopsy performed when not responded to 6-week steroid therapy
and additional steroid pulses. The biopsy confirmed FSGS as the under-
lying pathology. The genetic analysis revealed G34G/A318A compound
homozygous synonym amino acid mutation, which was accepted as a
genetic polymorphism. Cyclophosphamide was added to steroid treat-
ment but the patient had no response and was followed with supportive
treatment for 2 years. After recurrence of NS, oral steroid treatment was
resumed following 6 doses of pulse steroid, and CsA was added to the
treatment regimen. However, she experienced repeated relapses in the
first year of CsA treatment. At this time, rituximab was added to her
therapy but she did not respond well. Afterwards, steroid and CsA ther-
apies were stopped, MMF was initiated. However, there was no response
to MMF treatment as well. Finally, abatacept was initiated in the patient.
After administration of abatacept, proteinuria level decreased below 1
gram/day and serum albumin levels increased to 3 mg/dL.
Discussion: This case indicates that abatacept can be at least partially
effective in FSGS with resistance to other immunsupressive therapies
such as CsA, cyclophosphamide, MMF and rituximab.

IPN10867-93MECHANISMOF TERTIARYLYMPHOIDTISSUE
FORMATION IN CHILDRENWITH NEPHROTIC SYNDROME

R. Tanaka 1, Y. Inaguma 1, H. Kaito 1, Y. Sato 2, M. Yanagita 2, K. Iijima 3

1 Pediatric Nephrology, Hyogo Prefectural Kobe Children’s Hospital,
Kobe - Japan, 2 Nephrology, Graduate school of Medicine, Kyoto
University, Kyoto - Japan, 3 Pediatrics, Graduate school of Medicine,
Kobe University, Kobe - Japan

Introduction: Reportedly, tertiary lymphoid tissue (TLT) formation oc-
curs in the kidney after kidney transplantation and is also associated with
immunoglobulin A nephropathy and aging in adults. However, the
pathomechanism and the clinical significance of TLT formation remain
unclear. We report a case of TLT formation that was confirmed by

sequential renal biopsy in a child with nephrotic syndrome (NS) who
received long-term cyclosporin (CyA) therapy. To date, no reports have
described this condition in children, and it is an important finding in
considering the formation mechanism of TLT.
Case:An 11-year-old girl developed steroid-resistant NS when she was a
year old and was successfully treated with CyA/methylprednisolone ther-
apy. Subsequently, she received long-term CyA+mizoribine/mycopheno-
late mofetil and rituximab therapy for frequent recurrence. Renal biopsy
performed thrice after CyA administration did not reveal any interstitial
abnormalities. A fourth biopsy performed when she was 11 years old
showed minor glomerular abnormality without any vascular lesions sus-
picious for CyA nephrotoxicity. However, marked interstitial mononucle-
ar cell aggregates (containing primarily B and T cells) were observed on
histopathological examination of biopsy specimens. These aggregates
showed proliferation, and she was diagnosedwith TLT formation because
CD21+ follicular dendritic cells showing CXCL13 expression were ob-
served to form areas of B cells
Discussion: TLT participates in acquired immune response and supports
lymphocytic proliferation and activation. Reportedly, calcineurin A-α
hetero knockout mice showing overexpression of transforming growth
factor beta show TLT formation in the kidney. However, the long-term
administration of CyAwas not associated with lymphatic follicle forma-
tion in the 133 patients reported in our previous study. We speculate that
TLT formation may occur when some immune or environmental factors
act concomitantly with CyA administered over prolonged periods.
Further studies are needed to determine the clinical significance of TLT
formation in patients with NS receiving long-term immunosuppressants.

IPN10868-94 EVALUATION OF PAEDIATRIC NEPHROLOGY
SERVICE IN NORTHERN TERRITORY OF AUSTRALIA:
CARERS AND PROVIDERS PERSPECTIVE

S. Chaturvedi 1, J. Hughes 2, C. Sajiv 2, M. Peter 1
1 1Department of Paediatrics, Royal Darwin Hospital, Darwin, Northern
Territory - Australia, 2 Department of Renal Medicine, Royal Darwin
Hospital, Darwin, Northern Territory - Australia

Introduction: There is a very high burden of kidney disease in the
Northern Territory of Australia. Unlike other Australian jurisdictions
there was no paediatric nephrology service prior to March 2017.
Recognising the need for early identification and prevention, a part-time
on-site paediatric nephrologist led service was commenced. This study
was undertaken at 12months after initiation of service (March 2018) with
aim to receive feedback and suggestions for improvement from con-
sumers and stakeholders.
Methods: A 9 question survey was designed to test 3 areas of: general
demographics, service accessibility and service quality. The survey took
2-3 minutes to complete. Health care service providers completed an
online survey and the carer’s completed the survey at the time of clinic
appointments.
Results: 102 carers and 61 Health providers completed the survey.
Nighty one (89.2%) carers were child’s parents with rest 11 being related
or unrelated primary carer. Forty-six (45.1%) carers were Caucasian and
37 (36.3%) were Aboriginal. All the carers strongly agreed that interac-
tions with a paediatric nephrologist led service significantly improved the
care of their child and helped gain a better understanding of treatment
options. Specific feedback from carers included positive comments on
improved teamwork and better communication among key stake-holders.
Among health providers completing the survey, 20 (32.8%) were paedi-
atricians and the remaining were nephrologists, nurses and paediatric
surgeons. 93.4% of the responders expressed a high degree of satisfaction
with availability and provision of on-site paediatric nephrology service.
Specific feedback from healthcare providers acknowledged the need for
augmenting and sustaining a dedicated and integrated paediatric nephrol-
ogy service for the territory.
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Conclusions: The results of this survey indicate a high degree of satis-
faction with the recently established paediatric nephrology service. There
was strong support of a sustained comprehensive and integrated service
for the whole of the Northern Territory.

IPN10869-95 THE ROLE OF MICROPEPTIDE SPRF IN ACUTE
RENAL INJURY INDUCED BY ISCHEMIA-REPERFUSION

F. Yang , Z. Lin , S. Wen , X. Jiang
The First Affiliated Hospital of Sun Yat-sen University - China

Objective: New evidence suggests that several RNA molecules are in-
correctly annotated as non-coding, which contain a short open reading
frame (sORF) encoding a functional peptide named micropeptide. So far
some of them have been proved to play an important role in basic bio-
logical processes and cell homeostasis. In our early research, sPRF was
found to have coding potential and has some correlation with acute kid-
ney injury. By exploring the role of sPRF in AKI induced by ischemia-
reperfusion, it lays a foundation for further mechanism research.
Methods: The C57BL/6 knockout male sPRF-/- was constructed and
stably propagated, and 80 wild-type males were purchased. The experi-
mental group used a modified IR-induced AKI model, which was to
remove the right kidney of the mouse, and the left kidney suspension
for 40 minutes. In the control group, the right kidney was also removed
and the left renal pedicle was not suspended. Changes in blood and
kidney parameters of the mice were administered for 10 minutes, 24
hours, 72 hours, 1 week and 1 month.
Results: The sPRF-/- group had a lighter degree of IR-induced AKI than
the wild-type mice. After semi-quantitative analysis of mitochondrial mor-
phology (long/width path) for 10 minutes after reperfusion, the difference
was statistically significant; The serum creatinine value and urea nitrogen
value were lower at 24 hours, and the scores of HE-stained renal tubular
injury were lower. The difference was statistically significant; There was no
significant difference in serum creatinine and BUN between the 4th week
after surgery. The semi-quantitative analysis of Masson staining showed a
mild degree of fibrosis, and the difference was significant.
Conclusion: sPRF can affect the development of acute kidney injury
induced by I-R.in a certain way. Knock out sPRF can alleviate and im-
prove the prognosis of AKI induced by I-R. The specific mechanism
needs further exploration.
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Introduction: ERKNet is one of 24 European Reference Networks
(ERNs) recently established by the EU to improve medical care for

patients with rare and complex diseases. Its mission is to promote top
multidisciplinary healthcare for patients with rare kidney disorders.
ERKNet provides expertise and support to clinicians with challenging
cases, helps to generate and disseminate knowledge about rare kidney
diseases among patients and physicians, harmonizes clinical management
and monitors treatment performance and patient outcomes, and facilitates
clinical and translational research.
Methods: ERKNet comprises 38 expert pediatric and adult nephrology
services in 12 European countries who obtained accreditation as
European Reference Centers. The consortium oversees more than
40,000 patients with rare renal disorders. The Network is organized in
10 thematic workgroups and 6 expert taskforces and partners with patient
organizations, related ERNs, the learned renal societies, research infra-
structures, pharmaceutical industry, national healthcare systems, and the
EU authorities.
Results: The Network has successfully implemented an EU-wide virtual
consultation service to promote cross-border expert healthcare. Existing
clinical practice recommendations were evaluated and 40 guidance doc-
uments endorsed and implemented throughout the Network. Following a
gap analysis, the development of guidance documents for uncovered
disease areas using EBM technology was initiated. A set of key perfor-
mance and outcome indicators identified in a Delphi consensus process is
monitored in an ERN-wide registry (ERKReg). A comprehensive educa-
tional program has been launched with a bi-weekly Webinar curriculum,
international workshops, and production of multilingual patient-oriented
disease information. All educational contents are made accessible online
(www.erknet.org). The program will be complemented by a case-based
eLearning module and clinical and research exchange training programs.
Joint research initiatives have recently been launched by several ERKNet
workgroups.
Conclusions: ERKNet brings together specialists to advance clinical
care, disseminate expert knowledge, and foster research in the field of
rare kidney disease in Europe and beyond.

IPN10875-92 CONGENITAL SEMINAL VESICLE CYST AND
IPSILATERAL RENAL AGENESIA: TWO CASES WITH
ZINNER’S SYNDROME

M. Torun Bayram 1, E. Turk 2, G. Yildiz 1, I. Karaca 2, H. Guleryuz 3, A.
Soylu 1, S. Kavukcu 1

1 Dokuz Eylul University, Medical Faculty, Department of Pediatric
Nephrology,Izmir - Turkey, 2 Ethic Pediatric Surgery and Pediatric
Urology Clinic, Izmir - Turkey, 3 Dokuz Eylul University, Medical
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Introduction: Congenital seminal vesicle malformations are rare and
most of them form cystic malformations. In two third of cases with con-
genital seminal vesicle cyst (CSVC), ipsilateral renal agenesia or dyspla-
sia can be seen in combination with ejaculator channel atresia and this
condition is named as Zinner Syndrome. Two adolescent cases diagnosed
with Zinner Syndrome were presented in this study.
Case reports:
Case 1: A 13-year-old male case was brought with perineum pain. Since
there was a pain in perineum, avascular formation putting pressure to
bladder and left renal agenesia (RA) were identified in abdomen and
pelvic USG. In abdominal magnetic resonance imaging (MRI),
hypoechoic avascular formation as 33x20x28 mm in the bladder posteri-
or, and left RAwere determined. Laparoscopy was applied for the eval-
uation and treatment of formation. Cystic lesion and atrophic kidney were
removed. The pathological examination became in accordance with
CSVC and cystic renal dysplasia.
Case 2:A 15-year-old male patient was admitted because of a cyst in the
bladder neighboring. It was found out that right RA was randomly
established at the age of seven and thereafter his annual controls were
carried out, however there was a cystic lesion in the vicinity of bladder in
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the latest USG. In the abdominal MRI carried out for this lesion. MRI had
6x3.5x2.5 cm cystic lesion related to right vesicula seminalis in the blad-
der dorsal and right RA. Due to the association of right CSVC and ipsi-
lateral RA, zinner syndrome was thought. The follow-up of patient has
been continued with intermittent imagings.
Conclusion: CSVC’s together with ipsilateral RA or renal dysplasia are
rarely seen. These patients may be asymptomatic or may present with
symptoms associated with bladder obstruction or perineum and scrotal
pain. In these cases, treatment consists of excision of the seminal vesicular
cyst.

IPN10877-94 THE VALUE OF CONTRAST-ENHANCED
VOIDING UROSONOGRAPHY IN DIAGNOSIS AND
FOLLOW-UP IN VESICOURETERAL REFLUX

Z. Zhang , Q. Shen , L. He , Y. Sun , H. Xu
Children’s Hospital of Fudan university, Shanghai Kidney Development
& Pediatric Kidney Disease Research Center, Shanghai - China

Introduction: The application of contrast-enhanced voiding
urosonography depends on the development of ultrasound contrast
agentsand higher-resolution ultrasound instruments. Compared with the
first generation of contrast agents,the second generation one (sulfur
hexafluoride microbubbles, SonoVue) requires a smaller dose and has a
longer duration of contrast. CeVUS has been accepted as a reliable, sen-
sitive, safe and radiation-free method compared with MCU,so it has been
widely used in diagnosis and follow-up of VUR in Europe. But it hasn't
been widely used in Asia because of its price. This paper mainly
discussed the feasibility and value of CeVUS in VUR diagnosis and
follow-up.
Material and Methods: Children with high risk of VUR were admitted
to the Children’s hospital of Fudan university between September 2018
and May 2019.The Sulphur Hexafluoride Microbubbles(Sonovue) were
given through the bladder for CeVUS. The results of CeVUS examination
combined with the clinical characteristics of children were analyzed.
Results: 1) Among the 26 children who had not receivedMCU before, 15/
26 (57.7%) ware diagnosed VUR.Of the 50 PUUs,21 were diagnosed with
VUR, middle and high level (III ~ V) reflux account for 14/21 (66.67%).
2) 24 caseswho hadMCU records before examined byCeVUS this time. In
these children , 18/24 (75.0%) still exist VUR CeVUS documented a lower
grade in 8/24 (33.3%) compared to MCU,while 7/24 (29.2%) were
higher,and 9/24 (37.5%) were diagnosed as the previous level, The time
interval between CeVUS andMCUwas significantly longer in the previous
group than the latter two.that of children without improvement or deterio-
ration (19.1 months vs. 12.2 months, P 0.02 < 0.5)..
Conclusion: Since CeVUS has no radiation, it can be used for diagnosis
and follow-up of VUR. For follow-up patients, the frequency of exami-
nations can be appropriately prolonged.
Keywords: contrast enhanced voiding urosonography; children;
vesicoureteral reflux
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Introduction: Type1 plasminogen deficieny (PD) is a rare, inherited
disease displaying autosomal recessive transmission characterized by
low plasminogen level. Pseudomembranous lesions in many systems
and following organ damage can be seen particularly in PD owing to

failure in the cleaning of extracellular fibrine. Here, a case thought to
have renal stone disease depending on type1 PD was presented.
Case Report: A 4-year-old male case followed-up due to type1 PD was
brought our attention since he had an abdominal pain and renal stone was
determined in abdominal USG. From background, we learned that
ventriculoperitoneal shunt was placed when 20 days old, ligneous con-
junctivitis was diagnosed when 3 months old, also plasminogen activity
was identified low (17%; ref: 55-145%). In family history, the older
brother was lost due to type1 PD and mother-father are first degree rela-
tive. Mucoid secretion and blepharoadenoma were present in both eyes in
physical examination. All laboratory findings for renal calculi were nor-
mal. Abdominal USG has a great number of stones including the largest
one as 7 mm in bilateral kidneys. Renal stones were considered to be
related to his PD since the stones had no features in the surveys carried
out. No treatment was given for the stones other than nutrition and hy-
dration. His follow-up has been continued for 4 years.
Conclusion:When there is a PD or its activity is impaired, thick and stiff
pseudomembranes form. These pseudomembranes can lead to obstruc-
tions and nucleus in the stone in the urinary system. It is necessary to
evaluate patients with PD in terms of urinary system disease and
pseudomembrane accumulation. On the other hand, surgical treatment
should be avoided in the removal of urinary system stone and membranes
whenever possible since it can stimulate membrane formation following
the process and more pseudomembrane formation.

IPN10886-94 RECENT BENEFIT FROMANANCIENT FRIEND:
ALPHA- METHYLDOPA
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Introduction: Hypertension is a very common clinical condition in pa-
tients with end-stage renal disease. Although sodium and volume over-
load are the leading causes of hypertension, volume-independent path-
ways, such as activation of the renin–angiotensin–aldosterone pathway,
inflammation, endothelial dysfunction and use of recombinant-
erythropoietin-stimulating agents, are also reported to play an important
role in the pathogenesis. Herein we want to share a case with severe
hypertension responding well to alpha-methyldopa, while unresponsive
to the optimal hemodialysis, ultrafiltration and intravenous antihyperten-
sive agents.
Case: A 17-year-old female patient diagnosed with cystinosis, was on
chronic hemodialysis program for the last one-year period due to end
stage renal disease. She was admitted to hospital with headache, dyspnea,
tachycardia and constantly very high values of arterial blood pressure
(210/142 mm/Hg). She was receiving calcium channel blocker
(1mg/kg/day) regularly for hypertension. She underwent hemodialysis
and ultrafiltration. Intravenous esmolol (200mcg/kg/min) was initiated
and intravenous nitroglycerin(5mcg/kg/min) was added to therapy upon
the absence of decrease in blood pressure . Meanwhi le ,
enalapril(0,4mg/kg/day) and doxazosine (1mg/kg/day) was prescribed
orally, in addition to the calcium channel blocker. Her respiratory findings
and tachycardia were regressed; however hypertension was not under
control. At this stage, alpha-methyldopa was prescribed as 10mg/kg/day
in two divided dosages. In the clinical follow-up, the blood pressure was
below the 95th percentile.
Discussion: Alpha-methyldopa is an antihypertensive drug that stimu-
lates central inhibitory effects of alpha-adrenergic receptors. The ancient
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studies showed that methyldopa is an effective long-term in antihyperten-
sive and recently its use is mostly restricted to hypertensive disorders in
pregnancy. To the best of our knowledge, our patient is the first case with
severe HT responding well to alpha-methyldopa, while unresponsive to
the intravenous agents. Although its use is usually limited to preeclamp-
sia, alpha-methyldopa should be kept in mind in the treatment of resistant
hypertension in patients with chronic renal failure.

IPN10887-95 A CASE OF BILATERAL URETERAL
O B S T R U C T I O N R E L A T E D T O P E L V I C
RHABDOMYOSARCOMA PRESENTING WITH ACUTE
KIDNEY INJURY

H. Lee 1, S. Han 2, K.H. Han 2

1 Jeju National University Hospital - Korea, Republic of Korea, 2 Jeju
National University School of Medicine - Korea, Republic of Korea

Abstract: Bilateral renal obstruction is a rare critical condition, which is
requiring prompt diagnostic approach and treatment to restore the renal
function. The most common obstructive uropathy in children is congen-
ital malformations such as posterior urethral valves and bilateral
ureteropelvic junction obstruction. Malignant pelvic mass obstructing
the ureter are widely reported in adults but are rarely seen in children.
The treatment of ureteral obstruction related to pelvic malignancy is a
therapeutic challenge with a median survival of 3 to 7 months in adults.
But, pediatric patients with pelvic malignancy causing ureteral obstruc-
tion had a better outcome of 20% 5-year mortality rate than adult patients.
Therefore, in children with a malignant pelvic tumor obstructing urinary
tract, urgent ureteral decompression such as nephrostomies, ureterostomy,
or double J stent should be started immediately as a treatment for acute
kidney injury, as much as emergency hemodialysis. Here, we report a rare
case of ureteral diversion restoring good renal function for bilateral ure-
teral obstruction associated with pelvic rhabdomyosarcoma presenting
with acute kidney injury.
Keywords: hydronephrosis, bilateral; obstructive uropathy; acute kidney
injury; child; malignant pelvic tumors; rhabdomyosarcoma; prognosis

IPN10892-91 A CASE WITH NPHP3 MUTATION CAUSING
RENAL HEPATIC PANCRETIC DYPLASIA
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Ozyilmaz 5, F. Mutlubas 1
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Turkey, 2 IstanbulMedipol University, Department of Pediatrics, Division
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Introduction: Renal Hepatic Pancreatic dysplasia (RHPD) is one of the
clinical syndromes, seen as a result of NPHP3 gene mutation. It is a fatal
disease, characterized by pancreatic fibrosis, in addition renal and hepatic
dysgenesis. We reported our case because of its rarity in the literature.
Case: A female infant was born at 39-weeks gestational age with a birth
weight of 3700gr. She was admitted to the hospital with jaundice at 1st
month and higher transaminase level and hepatomegaly were determined
at the age of 2 months. The patient had consanguineous parents and her
sister was diagnosed with congenital hepatic fibrosis and died due to renal
failure at 2,5 years old. In the laboratory examinations; serum urea:14mg/

dL, creatinine:0.4 mg/dL, AST:186U/L, ALT:177 U/L, total bilirubin:6.5
mg/dL, direct bilirubin:3.8 mg/dL, GGT:509 U/L, albumine:4 g/dL.
Abdominal ultrasonography revealed hepatomegaly and increased bilat-
eral renal parenchymal echogenicity. Portal doppler USG was normal. In
the next generation sequence analysis, a variant of c.2975C> T
(p.Ala992Val) was detected in the NPHP3 gene in homozygous form.
The patient was diagnosed with RHPD. At the age of 11 months, end-
stage-renal disease was developed after a severe episode of sepsis and she
was admitted to hemodialysis (HD) programme. At 14-months of age, the
patient was still under the HD program for 3 days a week. The final
laboratory values were: serum urea:85mg/dL, kr:2.5mg/dL, AST:147U/
L, ALT:178U/L, total bil:9.4mg/dL, direct bil:5.2mg/dL, GGT: 373 U/L,
alb:3.4 g/dL, amylase:46 U/L, lipase:8 U/L. Since there is no living do-
nor, the close follow-up of the patient who is on the cadaveric donor list,
is continued.
Conclusions: In patients with congenital hepatic fibrosis, renal patholo-
gies, and abnormalities of amylase and lipase levels, RHPD should be
considered, and close follow-up and transplantation planning should be
done for liver and renal insufficiency due to high mortality risk.

IPN10893-92 FAMILIAR RENAL HYPOURICEMIA: CLINICAL
FEATURES AND GENETIC MUTATIONS OF A NUMBER OF
CASES

M. Herrero Goni 1, A. Vinuesa Jaca 2, N. Garcia Perez 3, F. Claverie-
Martin 4, A. Zugazabeitia Irazabal 1, M. Ortega Del Rio 2, L. Gondra
Sangroniz 1, L. Madariaga Dominguez 1, M. Aguirre Menica 1, R.G.
Renaltube Group 5

1 Pediatric Nephrology. Biocruces Bizkaia. Cruces University Hospital.
Barakaldo, Vizcaya - Spain, 2 Pediatric Nephrology. Cruces University
Hospital. Barakaldo, Vizcaya - Spain, 3 Pediatric Nephrology. Biocruces
Bizkaia. Basurto University Hospital. Bilbao, Vizcaya - Spain, 4 Research
Unit, Nuestra Señora de Candelaria Hospital, Santa Cruz de Tenerife -
Spain, 5 Cruces University Hospital. Barakaldo, Vizcaya - Spain

Introduction: Familiar renal hypouricemia (RHUC) is a rare inherited
disorder characterized by impaired uric acid (UA) reabsorption in the
proximal tubule and is caused by mutations in SLC22A12 or SLC2A9.
It occurs asymptomatically or with nephrolithiasis in most cases, but
complications such as acute kidney injury (AKI) are described. The ob-
jective of this study is to describe the clinical characteristics and genetic
mutations of RHUC in a referral hospital.
Methods: We review the clinical histories of RHUC with genetic diag-
nosis between 2013-2018. Clinical and biochemical parameters are
analyzed.
Results: Six patients (belonging to three different families) with RHUC
were investigated. 66.6% (4/6) were Caucasian males; the median age at
diagnosis was 9.8 years (range 3-14). Five patients were asymptomatic
and one debuted with AKI in the context of anaerobic exercise and diar-
rhea (estimated glomerular filtrate: 59 ml/min/1.73m2). During the
follow-up only one of them presented complications related to poor ther-
apeutic adherence, with several episodes of AKI secondary to physical
exercise. All patients received indications of abundant water intake with
exercise. Four of the cases were treated with potassium citrate. Molecular
analysis revealed mutations in SLC2A9 (p.T125M) in homozygosis in 4
patients (from two families). The relatives presented the samemutation in
heterozygosis. One of the patient´s mother, who also had a lithiasis his-
tory, had an homozygosis mutation. In the other two patients, who were
siblings of the remaining family, the p.T467M mutation was identified in
homozygosis in SLC22A12 (present in heterozygosis in relatives).
Conclusions: In our series of patients, the most frequently identified
mutation (p.T125M in SLC2A9) is reported in a minority of cases
(<10%) in the published works. Despite the fact that most cases are
asymptomatic, it is necessary to confirm the diagnosis in order to establish
preventive care and early treatment to avoid further complications.
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IPN10894-93 EFFICACYAND SAFETY OF RITUXIMAB IN CNI
RESISTANT STEROID RESISTANT NEPHROTIC SYNDROME

B. Deepthi 1, A. Saha 1, R.S. Dhull 1, R. Prakash 1, S. Goyal 1, V. Batra 2

1 Division of Paediatric Nephrology, Department of Paediatrics, Lady
Hardinge Medical College & associated Kalawati Saran Children’s
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Introduction: Treatment of children with steroid resistant nephrotic
syndrome(SRNS) refractory to standard therapy remains a therapeutic
dilemma in paediatric nephrology.
Objective: To examine the efficacy and safety of rituximab in patients
with Calcineurin inhibitors(CNI) resistant SRNS.
Material and Methods: This retrospective case series included pa-
tients with SRNS not responding to calcineurin inhibitors(CNI) or
showing its toxicity, treated with intravenous rituximab. Spot Up/
Uc, CD19 counts and eGFR were calculated before, at 3 months
and 6 months after rituximab therapy. Remission was defined as
complete(CR; Up/Uc < 0.2), partial(PR; Up/Uc 0.2 to 2.0) and
non remission(NR; Up/Uc of > 2.0). Rituximab therapy compli-
cations were noted.
Results: 14 patients with SRNS(6 initial, 8 late resistance) were included.
Mean age at diagnosis of SRNS was 5.9±3.6 years, and at rituximab
therapy was 9.4±4.2 years. On renal biopsy, 5 patients showed features
of FSGS and 9 showed MCD. Baseline eGFR and CD19 count were
136.1±71.4 ml/min/1.73m2 and 12.9% ±8.4% respectively. In each
course, patient received either 1 or 2 doses of injection rituximab at a
dose of 375mg/m2(maximum 500 mg) targeting CD19 depletion(<1 %).
Six patients received 1 course, seven received 2 courses and one received
3 courses. 12 patients were in NR and 2 in PR before starting rituximab
therapy. Mean spot Up/Uc before therapy was 3.4±1.96 which decreased
to 0.5±0.88 and 0.37±0.42 at 3 and 6 months respectively. Mean duration
after which 2nd course was given was 9.25±2.87 months. Before the
second course, 5 of 7 patients were in NR, 1 each in PR and CR.
Currently 11 patients are in CR, 2 in NR and 1 in PR. All patients received
trimethoprim-sulphamethoxazole prophylaxis. No significant adverse ef-
fects were noted during drug administration.
Conclusion: Rituximab was safe and effective treatment modality for
induction and maitainence of remission in patients with difficult to treat
SRNS, refractory to Calcineurin inhibitors.

IPN10895-94 FREE VITAMIN D LEVELS IN STEROID
SENSITIVE NEPHROTIC SYNDROME AND HEALTHY
CONTROLS.

S. Banerjee , S. Basu , S. Akhtar , R. Sinha , J. Sengupta
Institute of Child Health, Kolkata - India

Introduction: Body stores of vitamin D are commonly measured
as ‘total’ serum 25-hydroxy vitamin D (25(OH)D). Its largest
component is bound to vitamin D binding protein and biologically
inactive. A very small fraction circulates in the free state. Protein
bound fractions are lost in urine in Nephrotic Syndrome (NS)
leading to low levels of total 25(OH)D in these patients. Our
study investigates levels of free and total 25(OH)D to assess
which better reflects bone health and need for vitamin D supple-
mentation in patients with steroid sensitive NS.
Methods:A cross-sectional study was performed in children with steroid
sensitive NS and healthy controls, who had not received calcium or vita-
min D supplements in the last 6 months. Blood was tested for albumin,
creatinine, calcium, phosphate, alkaline phosphatase, total and free (by
direct ELISA) 25(OH)D, iPTH; and urine for protein creatinine ratio.
Results: Seventy nine patients with NS (48 in Relapse and 31 in
Remission) and 60 healthy controls were included. Age and sex

distribution was similar in all groups. The levels of total
25(OH)D were significantly different (lowest in NS Relapse and
highest in Controls) (p<0.001). Corrected calcium and phosphate
levels were normal and there were no differences in free
25(OH)D, alkaline phosphatase or iPTH levels between groups.
Only total and not free 25(OH)D correlated significantly and neg-
atively with urinary protein creatinine ratios (rs=-0.42 vs. 0.04),
while total 25(OH)D had a significantly stronger correlation with
serum albumin levels than free 25(OH)D (rs=0.64 vs. 0.21).
Conclusion: These results confirm that total 25(OH)D levels are low in
NS, and related to degree of proteinuria. However levels of biologically
active free 25(OH)D do not change in relapse or remission in comparison
to healthy controls. This further suggests that in proteinuric renal diseases,
free 25(OH)D rather than total 25(OH)D levels should be used to guide
therapy.
Keywords: nephrotic syndrome, vitamin D, PTH
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Introduction: We firstly found Angiopoietin-like 3 (ANGPTL3) is in-
creased in podocytes of nephrotic syndrome. Our previous research
showed ANGPTL3 plays an important role in proteinuria. This study
aims to compare the effect of specific Angptl3 knockout on adriamycin
nephropathy mice.
Material &methods:We constructed mice with hepatocyte-specific
or podocyte-specific Angptl3 knockout (namely Alb-Cre; Angptl3fl/
fl and Nphs2-Cre; Angptl3fl/fl mice). Forty male mice were ran-
domly divided into 4 groups of 10 mice each. WT mice were the
control group. WT+ADR, Nphs2-Cre; Angptl3fl/fl +ADR and Alb-
Cre; Angptl3fl/fl +ADR group mice were given adriamycin 25
mg/kg by tail vein injection. Urinary protein was detected weekly.
Biochemical indicators were detected. Kidney pathology and
podocyte ultrastructure were respectively observed by light micro-
scope and electron microscope.
Results: The construction of hepatocyte or podocyte Angptl3 knockout
mice was demonstrated successfully. WT, Alb-Cre; Angptl3fl/fl and
Nphs2-Cre; Angptl3fl/fl mice have normal renal pathology. After model-
ing, urinary protein inNphs2-Cre; Angptl3fl/fl +ADR, Alb-Cre; Angptl3fl/fl

+ADR and WT+ADR group mice reached the highest value in the third
week. The urinary protein of WT+ADR group was significantly higher
than the other groups. There was no significant difference between
Nphs2-Cre; Angptl3fl/fl +ADR and Alb-Cre; Angptl3fl/fl+ADR group
(Fig. 1). Compared with theWT group,WT+ADR group had significant-
ly higher TG, T-CHO, HDL-C, and LDL-C. While those of Alb-Cre;
Angptl3fl/fl +ADR group were not significantly increased. In Nphs2-
Cre; Angptl3fl/fl+ADR group, only TG and HDL-C were significantly
increased (Table 1). Under the light microscopy, tubular proteins in
WT+ADR group were more than in the other groups. Electron microsco-
py showed WT+ADR group mice had the extensive fusion of podocyte
foot process. Some basement membranes were bare without foot-process
wrapped. The other group's mice were characterized by local foot process
fusion.
Conclusions: Podocyte-specific Angptl3 knockout is better than
hepatocyte-specific in proteinuria remission of mice with adriamycin-
induced nephropathy.
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MONITORING PARAMETERS ON LEFT VENTRICULAR
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1 University of Health Sciences Izmir Tepecik Training and Research
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Turkey, 2 Izmir Katip Celebi University, Department of Pediatrics,
Division of Pediatric Nephrology - Turkey

Introduction: Hypertension is an increasing health problem in children
and adolescents, whereas left ventricular hypertrophy is the most com-
mon end organ damage secondary to hypertension. We aimed to evaluate
the effects of blood pressure (BP) values obtained by 24-hour ambulatory
blood pressure monitoring (ABPM) of hypertensive children and adoles-
cents on left ventricular mass index (LVMI).
Material and Methods: Patients diagnosed with stage-2 hypertension
with BP measurements performed in Izmir Tepecik Training and
Research Hospital Pediatric Nephrology Department and confirmed with
ABPM and evaluated with echocardiography for LVKI were included.
The patients were divided into two groups according to their body mass
index above and below 2 SDS as obese and non-obese. SDS levels of
ABPM parameters were calculated and compared between the groups. In
addition, the most important parameter influencing LVKI was determined
by regression analysis.
Results: 158 cases with hypertension were included into the study. 90 of
these patients were obese. In obese and non-obese cases, mean SDS
levels were similar in ABPM parameters, whereas LVMI was significant-
ly higher in obese patients. There was a significant correlation between
LVMI and SBP-24-hour-SDS, SBP-daytime-SDS, MABP-24-hour-SDS,
24-hour-SBP-load and day-time-BP-load. In obese cases, there was a
statistically significant correlation between LVMI and 24-hour SBP-
SDS, day-time SBP-SDS, 24-hour MABP-SDS, 24-hour SBP-load,
day-time SBP-load as well as night-time SKB-SDS and night-time
SBP-load. There was no significant correlation between LVMI values
and any of the ABPM parameters in non-obese cases. When the whole
group was evaluated, 24-hour SBP-SDSwas the most effective parameter
influencing LVMI. In obese patients, 24-hour SBP-SDS was the most
effective value on LVMI.
Conclusion: A significantly higher rate of LVMI in obese patients sug-
gests that obesity itself is an effective factor on LVMI. In addition, sys-
tolic hypertension is more effective on cardiac functions compared to
DBP measurements and systolic-diastolic BP dipping ratios.

IPN10899-98 GALACTORRHEA IN A 12-YEAR-OLD MALE
WITH CHRONIC KIDNEY DISEASE

E. Soyaltin 1, S. Arslansoyu Camlar 1, B. Eroglu Filibeli 2, D. Alaygut 1,
F. Mutlubas 1, H. Manyas 2, G. Catli 3, B. Kasap Demir 4, B.N. Dundar 3
1 University of Health Sciences Izmir Tepecik Training and Research
Hospital, Department of Pediatrics, Division of Pediatric Nephrology -
Turkey, 2 University of Health Sciences Izmir Tepecik Training and
Research Hospital,Department of Pediatrics, Division of Pediatric
Endocrinology - Turkey, 3 Izmir Katip Celebi University, Department of
Pediatrics, Division of Pediatric Endocrinology - Turkey, 4 Izmir Katip
Celebi University, Department of Pediatrics, Division of Pediatric
Nephrology and Rheumatology - Turkey

Introduction: Chronic kidney disease (CKD) may lead to increase
in serum levels of peptide hormones as a result of changes in
peripheral metabolism. Although the pathogenesis of uremic
hyperprolactinemia is not fully understood, it is thought to be
other causes of dysfunction of vitamin D deficiency, anemia and
pituitary regulation of prolactin release. We aimed to discuss

hyperprolactinemia and galactorrhea in a 12-year-old male with
CKD.
Case: A twelve-year-old male patient was on follow-up at Pediatric
Nephrology Department until two years-old due to chronic kidney dis-
ease. On physical examination, his weight was - 0.59 SDS, length was
128.6 cm -2.82 SDS, Blood pressure was 115 / 72 (75p), stretched penis
length was 6 cm, testicular volume was 3mL / 3mL, pubic hair was
Tanner Stage 1, breast examination did not reveal plaque on bilateral
breast. Other system examinations were normal. Glomerular filtration rate
was 23 ml / min / 1.73 m2. Labaratory investigations reveal; LH 1 mIU /
mL (N, 200 -13g / L (N, 2,64-13,1), TSH 3,2 mU / L (N, 0,34-5,6), free
T4 0,82 ng / dL (N, 0,54-1,24), Somatomedin-C (IGF-1) 168 -g / L (N,
68-316). Bone age was 10 years according to the Greulich Pyle atlas. The
pituitary adenoma was excluded with pituitary and cranial magnetic res-
onance imaging (gadolinium). Cabergoline, dopamine receptor agonist,
was started 0.5 mg / 2 days a week. In the second week of treatment,
serum prolactin level was suppressed and the dose of cabergoline was
reduced. Galactorrhea was completely resolved.
Conclusion: Although uremic hyperprolactinemia is very rarely seen in
childhood, it is important to start appropriate treatment since it is associ-
ated with delayed puberty in many cases.

IPN10900-81 CARDIAC BIOMARKERS AND ASSOCIATIONS
WITH LEFT VENTRICULAR STRUCTURE AND FUNCTION
IN PEDIATRIC CHRONIC KIDNEY DISEASE
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Introduction: The N-terminal pro-B-type natriuretic peptide (NT-
proBNP) and cardiac troponin T are associated with cardiac structural
and functional abnormalities as well as increased risk of cardiovascular
death in adult patients with chronic kidney disease (CKD). There is lim-
ited knowledge about the levels and effects of cardiac peptides in pediat-
ric CKD patients.
Materials andMethods:We set out to test longitudinal levels of NT-
proBNP, as well as high-sensitivity cardiac Troponin T (hs-cTnT) in
48 pediatric patients; 22 with CKD (age range 0.8-14.5 years, GFR
range 8.8-68 ml/min/1,73m2) and 26 transplanted patients (CKD-T;
age range 3.3-16.8 years, GFR range 30-99 ml/min/1,73m2). The
follow-up was scheduled after one and three years. Using linear
mixed-effects modeling, we assessed associations to known cardio-
vascular risk markers as well as cardiac remodeling and function
using echocardiographic measures.
Results: The prevalence of high NT-pro-BNP (>97.5th percentile) was
27% in CKD and 11% in CKD-T patients, while elevated hs-cTNT
(>97.5th percentile) was present in 32% CKD and 8% CKD-T patients. In
multivariate analyses, elevated log NT-proBNP longitudinally was associ-
ated with increased left ventricular mass index (LVMI; β=0.02, p=0.04)
and low GFR (β=-0.01, p=0.03). Indeed, patients with left ventricular hy-
pertrophy (LVH) at baseline had higher NT-proBNP (235 [146-301] ng/L)
compared with patients without LVH (86 [11-477] ng/L), p=0.02. High log
hs-cTNT over-time was also associated with low GFR (β=-0.007,
p=0.004), but not with any measured marker of cardiac morbidity.
Conclusions: Cardiac peptides are elevated in pediatric CKD patients,
with the highest levels in CKD compared to CKD-T patients. This might
be explained by the varying GFR between groups, but subclinical fluid
retention in CKD may also have an important role. However, even after
correcting for GFR, NT-proBNP was associated with longitudinal levels
of elevated LVMI suggesting that this might be a possible marker for
early subclinical myocardial damage.
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I P N 1 0 9 0 1 - 8 2 P R O LONGED IM PA I RMENT O F
IMMUNOLOGICAL MEMORY AFTER ANTI -CD20
TREATMENT IN PEDIATRIC IDIOPATHIC NEPHROTIC
SYNDROME
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Gargiulo , A. Lo Russo , C. Capponi , N. Cotugno , O. Porzio , A.
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Ospedale Pediatrico Bambino Gesù - IRCCS - Italy

Introduction: Anti-CD20 therapy is effective in idiopathic nephrotic syn-
drome (INS). However, transient or sustained hypogammaglobulinemia
predisposing to an increased risk of infectious diseases can follow treatment
in some patients.
Material & methods: We analyzed the long-term effects of anti-
CD20 therapy on immunological memory in 27 frequently-relaps-
ing/steroid-dependent INS pediatric patients after more than 4
years from the first and at least 2 years from the last anti-CD20
infusion. Levels of circulating B-cell subpopulations, total
serum immunoglobulins and IgG and memory B cells directed
against hepatitis B virus (HBV) and tetanus were determined
and correlated with clinical characteristics and concomitant
immunosuppression.
Results:Nine patients never relapsed after more than 2 years from
the last anti-CD20 administration (5 after the first, 3 after the
second and 1 after the fifth infusion). At last follow-up, most
patients showed a complete recovery and normalization of total
(27/27), transitional (27/27) and mature-naïve B cells (25/27).
However, a sustained reduction of total memory (20/27) and
switched memory (21/27) B cells was found in most patients.
Eleven out of 27 patients showed hypogammaglobulinemia at last
follow-up and, among these, 4 presented with a severe
hypogammaglobulinemia (IgG<160 mg/dl). Age at the time of
first anti-CD20 administration was positively associated with IgG
levels at last follow-up (p=0.008); younger patients had an in-
creased risk of hypogammaglobulinemia (p=0.006). Reduced
protective IgG titers against HBV and tetanus were observed at
baseline and further declined at last follow-up. Antigen-specific
memory B-cells were induced by re-immunization, but specific
IgG titers remained low.
Conclusions: Anti-CD20 therapy can be disease-modifying in
some INS patients. However, a prolonged impairment of immu-
nological memory occurs frequently, independently from the
number of anti-CD20 infusions, particularly in younger patients.
Re-immunization may be necessary in these patients.
Keywords: immunologic memory, hypogammaglobulinaemia, B cells,
idiopathic nephrotic syndrome
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Introduction: The use of donation after circulatory death (DCD)
kidney transplant (type Maastricht III) may be a valid alternative
in pediatric patients with end-stage chronic kidney disease
(ESRD).

Methods: We show a cohort of 8 pediatric patients receiving a DCD
kidney transplant. Clinical and biochemical outcomes of the first post-
transplant year are analyzed.
Results:We include 8 patients who received a DCD kidney trans-
plant (7 donors) between 2013-2018. The median age of the re-
ceptors was 10.3 years (range 2.4-17.7), 87.5% of them were
Caucasian males. The predominant cause of ESRD was glomeru-
lar pathology (62.5%). In 37.5%, transplantation was done pre-
emptively. The median waiting list time was 162 days (range 8-
430). The median age of the donors was 36.5 years (range 6-58),
57.1%(4/7) of them were male. The mean predeath creatinine was
0.69±0.29mg/dl. 75%(6/8) had an HLA-DR match and 12.5%(1/8)
had two matches. The mode of mismatches was 3 per patient
(range 2-5). The mean time of cold ischemia was 18.6±2.36
hours. In 87.5%(7/8) of the cases it was a first transplant. In
87.5% of the cases the graft functioned normally since the first
hours (one patient had delayed graft function). No patient required
an extrarenal depuration therapy. The average estimated glomeru-
lar filtrate was 95.09±31.6ml/min/1.73m2 at 15 days, 101.54
±23.6ml/min/1.73m2 at 6 months and 105.4±51.5ml/min/1.73m2

a t one yea r. 37 .5%(3 /8 ) o f t he recep to r s were an t i -
cytomegalovirus (CMV) IgG positive and 66.6%(2/3) presented
a reactivation during the first year post-transplant. Of the remain-
ing 62.5%(5/8), 40%(2/5) contracted a primoinfection. 71.4%(5/7)
of the donors were CMV-IgG positive. All receptors received
primary prophylaxis with valganciclovir.
Conclusions: Despite the limitations of this descriptive study with
a sample of only 8 patients, the use of this type of graft shows
favorable short-term outcomes. Taking advantage of these donors
may help to reduce the waiting time for a transplant.

IPN10903-84 CHANGES OF RENIN IN ADOLESCENTS WITH
TYPE 1 DIABETES

K. Skobeleva , L. Tyrtova , A. Olenev , D. Tyrtova
Saint-Petersburg State Pediatric Medical University - Russian
Federation

Introduction: Diabetes mellitus type 1 (DMt1) are associated with the
development of microvascular complications in children. Components of
the RAAS have an important role in the development of kidney damage
in adolescents with DMt1.
Materials and methods: Conducted a study of RAAS components for
30 adolescents with DMt1 aged 12-17 years (46.7% girls and 53.3%
boys). The duration of the disease ranged from 1 to 12 years. All patients
had HbA1c above 7.5% (mean 9.1%). All patients underwent a study of
the level of components RAAS, biochemical blood and urine, ultrasound
study of the kidneys.
Results: Microalbuminuria (MAU) (more than 30 mg/l) was ob-
served in only one teenager with a disease duration of 12 years
and HbA1c level of 8,8%; increased (10-29 mg/l) in 4 adolescents
with a disease duration of 2,5-13 years (median 6 years) and
HbA1c level of 8,4-12,7%. The ARP level was increased at
MAU 10-27 mg/l and below the reference values at MAU more
than 28 mg/l. 7 adolescents without clinical signs of DN had a
significant increase in the level of ARP (33.7-145.6 PG/ml, me-
dian 84.6) with a normal indicator of aldosterone. One teenager
had proteinuria without MAU. Only one of 9 had an increase in
glomerular filtration rate. All adolescents with high ARP had
HbA1c above 8.5%.
Conclusion: Activation of the RAAS in DMt1 can be observed long
before the onset of clinical manifestations DMt1; it doesn't depend on
duration of the disease, but has a direct correlation with the degree of
compensation of diabetes (HbA1с). We believe that the study of RAAS
components can help in the diagnosis of preclinical stages of DN.
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IPN10907-88 FULL RESPONSE WITH CALCINEURIN
INHIBITORS IN NEPHROTIC SYNDROME SECONDARY TO
DIGENIC INHERITANCE OF NPHS1 MUTATION

F. Mutlubas 1, E. Soyaltin 1, G. Erfidan 1, S. Arslansoyu Camlar 1, D.
Alaygut 1, A. Berdeli 2, B. Kasap Demir 3
1 University of Health Sciences Izmir Tepecik Training and Research
Hospital, Department of Pediatrics, Division of Pediatric Nephrology -
Turkey, 2 Izmir Ege University, Department of Pediatrics,Division of
Molecular Biology - Turkey, 3 Izmir Katip Celebi University,
Department of Pediatrics, Division of Pediatric Nephrology and
Rheumatology - Turkey

Introduction: Approximately 30% of childhood nephrotic syndrome
(NS) develops secondary to the genetic mutations and usually these pa-
tients do not respond to all treatments and require renal replacement
therapy. Herein we reported a case with full response to calcineurin in-
hibitors (CNI) to the steroid resistance NS due to digenic inheritance of
NPHS1 mutation in the second decade.
Case: A 12-year-old female patient was followed with steroid-response
NS for one year and steroid treatment was stopped six months ago. She
was hospitalized with NS relapse after six months of drug withdrawal.
Methyl- prednisolone treatment was initiated due to no response was
obtained. Renal biopsy was performed due to steroid-resistance and low
C3 levels. 21 glomeruli were observed in light microscopy and all glo-
meruli were normal. Immunofluorescence examination revealed
mesangial moderate C3 deposition. Electron microscopic examination
showed that the glomerular basement membrane was thick and curved
in some places. Increased mesangial matrix, mesangial interposition and
electron dense areas were seen in mesangium. Significant obliteration in
the pedicel of epithelial cells and vacuoles were detected in the cytoplasm.
C3 levels were normalized in one week. In addition to the prednisolone
treatment, cyclosporine (CYS)(5mg/kg/day) was initiated and she had
full response to CYS. Genetic examination of the NPHS1 gene was re-
vealed p.Met477Leu (c.1429A> T) heterozygous and PTPRO gene
p.Pro804Ser (c.2410 C> T) heterozygous mutations in two different
genes as digenic mutation. No mutation was detected in other NPHS2,
NPHS3, WT1, LAMB2, DGKE, ARHGDIA, ADCK4, EMP2, COQ2,
COQ6, CD2AP, ACTN4, CRB2, INF2, PAX2, MYO1E, APOL1 and
TRPC6 genes.
Conclusion:The digenic mutation in the patient is thought to be the cause
of SDNS. Our case, who could contribute to the limited patient experi-
ence in the literature, is presented because of its presentation with SDNS
clinic and its exact response to CNI.

IPN10913-85 GANGRENE: AN UNUSUAL COMPLICATION OF
SHIGA TOXIN MEDIATED UREMIC HEMOLYTIC
SYNDROME

L. Meni Battaglia , A. Balestracci , S.M. Martin , I. Toledo , M. Capone ,
G. Bambic , I. Puyol , M.L. Beaudoin , G. Cao
Hospital General de Niños Pedro de Elizalde, Buenos Aires - Argentina

Introduction: Extra-renal manifestations in hemolytic uremic syndrome
caused by enterohemorrhagic Escherichia coli producing shiga toxin
(STEC-HUS) occur in up to 20-30% of patients; however, peripheral
vascular thrombotic microangiopathy (TMA)manifestations are extreme-
ly uncommon. We report a patient with gangrenous lesions.
Material and methods: Case report.
Results: A 3-year-old boy with a history of 5 days of gastroen-
teritis and diminished urine output was admitted due to seizures.
He had pallor, peripheral edema and stuporous coma. Blood test
revealed: creatinine 2.46 mg/dL, urea 170 mg/dL, platelets 93000
mm3, hemoglobin 7.8 g/dL (schistocytes+++) and lactate dehy-
drogenase 6026 U/l leading to diagnosis of HUS. Complement

C3 (76mg/dL) and C4 (7mg/dL) levels were decreased. He re-
quired mechanical ventilation for 13 days because of ischemic
stroke and peritoneal dialysis during 21 days. Other complications
were arterial hypertension, optic ischemic neuropathy, mobiliza-
tion of hepatic enzymes and moderate systolic dysfunction.
Remarkably, on day 7 developed acute distal ischemic lesions in
a toe and in one finger tip, the later progressed to gangrenous.
Skin biopsy showed TMA. STEC-HUS was confirmed with lipo-
polysaccharides antibodies against O157 STEC serotype.
ADAMTS 13 activity was normal (75%) and antibodies against
ADAMTS 13 and CFH negatives. Screening genes encoding com-
plement regulatory proteins (CFH, CFI, CFB, C3, MCP, CFHR 1–
5, DGKE, and THBD) detected a heterozygous variant in C3 and
CFHR5 genes (no pathogenic variants, unrelated with aHUS).
Complement levels normalized after 15 days. He finally loss a
fingertip and after 2 years has residual hemiparesis and chronic
kidney disease stage 1.
Conclusions:Gangrene has been previously described anecdotally in
children likely to have had STEC-HUS; however, neither genetic
test was performed nor was STEC infection proven. To our knowl-
edge, this is the first case of gangrene in a child with STEC-SUH
with microbiological confirmation and negative genetic results for
atypical SUH

IPN10914-86 EARLY OUTPATIENT MANAGEMENT OF
CONGENITAL NEPHROTIC SYNDROME IN NORTHERN
IRELAND: OUR TWENTY-YEAR EXPERIENCE.

M. Scott , M. Convery
Department of Paediatric Nephrology, Royal Belfast Hospital for Sick
Children, 180 Falls Road, Belfast BT12 6BE - United Kingdom

Introduction: Northern Ireland has a high incidence of Congenital
Nephrotic Syndrome (CNS). Our parental training programme enables
patients to receive home albumin administration greatly reducing time in
hospital.
Materials and Methods: We conducted a nationwide, retrospective
study on patients treated for non-infectious CNS born between 1998
and 2018 to determine incidence, changes in practice and overall
outcome.
Results: The estimated cumulative incidence of CNS in Northern
Ireland was 8/100 000 live births. Seven patients were identified;
five underwent transplantation, one awaits transplantation. One pa-
tient died aged 22 months on dialysis awaiting transplant. The me-
dian age at diagnosis was 34 days (2-67) with oedema the most
common presenting feature. All patients received daily albumin in-
fusions following diagnosis. Median length of admission was 76
days (45-159). Five patients underwent genetic testing revealing a
NPHS1 gene defect. Four patients had bilateral nephrectomies
(mean age 34 months). Two patients underwent unilateral nephrec-
tomy at ages 27 & 42 months for failure to thrive. One patient did
not require nephrectomy. The median age at dialysis initiation was
32 months (17-67). Of the six patients requiring dialysis, five re-
ceived peritoneal dialysis. One patient had a short period of
haemodialysis prior to transplantation. Median age at renal trans-
plant was 68 months (61-74). Patients’ native renal survival rate
was 100% at 1 year and 71% at 2 years. Overall mortality rate in
20 years was 14% compared to UK figure of 36%.
Conclusions: This study highlights a higher incidence of congenital ne-
phrotic syndrome in Northern Ireland than the estimated world incidence
of 3/100 000 (Finnish incidence 12.5/100 000). In many centres, patients
remain in hospital until nephrectomy. We have demonstrated that CNS
patients can be managed in the home setting without increased risk of
infection or mortality. Undoubtedly, this has cost-saving and quality of
life benefits.
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IPN10915-87 DO MEFV GENE MUTATIONS IMPACT
CLINICAL, LABORATORY FINDINGS AND THE COURSE OF
HENOCH-SCHONLEIN PURPURA?

C. Acari 1, M. Torun Bayram 2, S. Kavukcu 3, A. Soylu 3

1 Dokuz Eylul University, Medical Faculty, Department of Pediatric
Rheumatology,Izmir - Turkey, 2 Dokuz Eylul University, Medical
Faculty, Department of Pediatric Nephrology,Izmir - Turkey, 3 Dokuz
Eylul University, Medical Faculty, Department of Pediatric Nephrology
and Rheumatology,Izmir - Turkey

Introduction: The Mediterranean Fever (MEFV) gene mutations cause
changes of pyrin protein, and this play a significant role in the pathophys-
iology of Familial Mediterranean fever (FMF). Mutated pyrin is associ-
ated with prolonged inflammation. This increased inflammation might
lead to susceptibility to vasculitis in FMF patients. In this study, we aimed
to investigate the frequency of MEFV gene mutation and the effects of
MEFV mutations on clinical, laboratory findings and clinical course in
Henoch-Schonlein Purpura (HSP) patients.
Patients and Method: This study included patients who were
followed-up with HSP diagnosis and examined MEFV mutations.
Patients were divided into two groups as Group 1 (without muta-
tion) and 2 (with mutation) according to the presence of MEFV
mutations in at least one allele. In addition, to further evaluate the
effects of M694V mutation on HSP, all patients were also divided
into two different groups, as Group 3 and 4, which included patients
without and with M694V mutation, respectively.
Results: This study included a total of 47 (23 female, 24 male) HSP
patients. Comparisons of Group1 and 2 revealed no significant differ-
ences in terms of age, sex, prevalence of gastrointestinal system, joint,
renal and scrotal involvement, frequency of steroid therapy, and durations
of gastrointestinal and renal involvement. However, mean body weight
percentile and prevalence of relapse were significantly higher, and mean
thrombocyte count was significantly lower in Group 2 (50.62±29.85 vs
71.40±21.92, p=0.041; 27.2% vs 48.0%, p=0.029; 424.045±161.212 vs
317.720±100.640, p=0.009; respectively). There were same findings be-
tween Group 3 and 4. As different, prevalence of scalp edema was also
higher in Group 4 than Group 3 (p>0.05). Furthermore, there was no renal
involvement in patients with homozygous M694V mutations.
Conclusion: The prevalence of HSP is higher in patients with MEFV
mutations. Although, those mutations can affect certain clinical and lab-
oratory findings of HSP, we believe that it has no effect on long-term
prognosis.

IPN10916-88 NEONATAL KIDNEY STEM/PROGENITOR
CELLS AS SOURCE FOR RENAL IMMUNOMODULATORY
AND REGENERATIVE THERAPY

F. Oliveira Arcolino 1, J. Herman 2, A. Reda 1, L. Van Den Heuvel 1, E.
Levtchenko 1

1 Department of Development and Regeneration, KU Leuven - Belgium,
2 Molecular Immunology, KU Leuven - Belgium

Introduction and aim:Mesenchymal stromal cells (MSC) are promising
candidates for immunomodulatory cell therapy; however, MSCs have no
capacity of regenerating nephron structures. Human kidney
stem/progenitor cells (nKSPC) isolated from urine of preterm neonates
born before complete nephrogenesis have regenerative paracrine effects
and can differentiate into functional kidney epithelial cells. We aimed to
investigate whether nKSPCs convey impactful immunomodulatory ef-
fects to serve as novel source for cell therapy.
Methods:Mixed lymphocyte reactions (MLR) were performed to inves-
tigate whether nKSPCs can supress T-cells proliferation. MLR was per-
formed using 40’000 lymphocytes (RPMI 1788) and 100’000 Peripheral
blood mononuclear cells (PBMCs) from buffy coat. nKSPCs or bone

marrow MSCs were added to the MLR for 5 days in different ratios to
develop a dose-dependent response curve. The release of immunomodu-
latory cytokines in the supernatant was measured using a MSD U-plex,
and indoleamine 2,3-dioxygenase (IDO) and prostaglandin E2 (PGE2) by
ELISA.
Results: Likewise MSCs, nKSPCs were very efficient in suppress-
ing T-cells proliferation and the result was dose-dependent.
Importantly, the analysis of factors released showed differential
mechanism of action between the cell types. IFN-γ was only
present in supernatants of nKSPCs, which also released increasing
amounts of IDO, while these factors were not detected in MLRs
with MSCs. On the other hand, PGE2 was only present in super-
natants of MSCs and proliferation of T-cells was restored when
NS-398, a selective COX-2 inhibitor was added. Of note, nKSPCs
but not MSC expressed high levels of endogenous IL-6, which is
known to confer an important role in tissue regeneration.
Conclusions: Better understanding of the immunomodulatory mecha-
nism of action of cells for cell therapy is fundamental. Neonatal kidney
stem/progenitor cells have potential to differentiate into functional kidney
cells, have regenerative paracrine effects and present immunosuppressive
properties, suggestive to represent the novel source of cells for kidney-
targeted regenerative medicine.

IPN10917-89 OCULAR INVOLVEMENT IN HEMOLYTIC
UREMIC SYNDROME

A.P. Spizzirri 1, C. Cobenas 1, L. Alconcher 2, E. De Rose 1, M.J. Gogorza
1, L. Lucarelli 2, N. Murray 3, O. Amoreo 1, L. Lombardi 1, S. Lujan
Ferradas 1, J. Ruscasso 1, P. Pereyra 1, A. Suarez 1, J. Zalba 1, P. Risso 4

1 Nephrology department, Hospital de Niños "Sup. Sor María Ludovica",
La Plata - Argentina, 2 Nephrology Unit, Hospital Dr Jose Penna, Bahia
Blanca - Argentina, 3 Ophtalmology department, Hospital de Niños "Sup.
Sor María Ludovica", La Plata - Argentina, 4 Catedra de Bioestadistica
Bayesiana, Facultad de Veterinaria - Argentina

Introduction: Ocular involvement has been reported in 4 % of patients
with STEC-HUS.
Objectives: 1) to determine the prevalence of ocular involvement;
2) to evaluate the relationship between ocular involvement and severity of
the disease.
Material and Methods: We performed a prospective, longitudinal, ob-
servational study of patients with STEC- HUS patients assisted between
9/2014-1/2019. Funduscopic examination (FE) was performed in all pa-
tients within 48 hours of admission. The relationship between ocular
involvement and the severity of the disease was evaluated by a Severity
Score (SS):1) renal involvement (0 points: no dialysis, 1 point: 1-9 days
of dialysis; 2 points: ≥ 10 days of dialysis; 2) CNS involvement (CNS-i)
(0 points, absence or mild: somnolence; 1 point, moderate: 1-2 seizures; 2
points, severe: ≥ 3 seizures, stupor, coma) and 3) hemorrhagic colitis: 0
points, absence; 2 points: presence). Patients were classified in 3 groups:
mild (0-1), moderate (2-3) and severe disease (4-6 points). Statistical
analysis was performed using Chi-square test, p<0.05 was considered
statistically significant.
Results: We included 99 patients (52 girls). Mean age: 39.4 months.
Thirteen patients (13.1 %) had abnormal FE (hemorrhagic exudates, tor-
tuous vascularity, cotton wool spots and transient retinal edema).
Analyzing SS, 52 patients had mild disease (0-1), 27 moderate (2-3)
and 20 severe (4-6). Abnormal FE was found in 7/20 (35%) patients with
SS 4-6 vs. 6/79 (7,6%) with SS 0-3 (p: 0.0012) CNS-i was present in 54/
99 (38mild, 4 moderate and 12 severe). Abnormal FEwas present in 5/12
(41%) patients with severe CNS-i vs 4/42 (9%) with moderate and mild
CNS-i (p:0.008415).
Conclusions: FE abnormalities were present in 13% of HUS patients. FE
was significantly associated with more severe forms of the disease, in-
cluding severe CNS-i. We suggest that FE should be performed in all
patients with HUS, especially in severe cases.
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IPN10918-90 ERYTHROPOIETIN, HYPOXIA INDUCIBLE
FACTOR-1Α IN CHILDREN WITH ANEMIA IN C1-5
CHRONIC KIDNEY DISEASE

E. Leonteva , N. Savenkova
Saint- Petersburg State Pediatric Medical University - Russian
Federation

Introduction: Anemia in chronic kidney disease (CKD) occurs due to a
decrease in the synthesis of erythropoietin (EPO) in the kidneys. The
hypoxia inducible factor-1α (HIF-1α) pathway acts as a central regulator
of erythropoiesis in the kidney.
Material and Methods: We analyzed levels of EPO and HIF-1α in 80
patients with anemia in CKD: 39 boys (48,75 %) and 41 girls (51,25%).
Three groups of patients were identified: I - 32 patients with anemia in
CKD stages 1-5 before dialysis who didn’t receive therapy, II-18 patients
with anemia in CKD stage 3-5 before dialysis who received iron therapy
and erythropoietin stimulating agents (ESA), III - 30 dialysis patients with
anemia in CKD stages 3-5, who received intravenous iron therapy and
ESA.
Results:We found in the Group I significantly high level of EPO
as compared to the normal values (p = 0,004) and a high level of
HIF-1α as compared to normal values (p = 0,005). The group II
had an increased level of EPO in comparison with normal values
(p=0, 0088); an increase in the level of HIF-1α was found in
comparison with normal values (p = 0, 005), glomerular filtration
rate (GFR) varied significantly with HIF-1α (r=0,684) (p=0,0017),
with Er (r=0,632) (p=0,004), with Fe (r=-0,479) (p=0,043). In the
group III showed a higher level of HIF-1α as compared to the
normal value (p = 0,005). No differences were established be-
tween the level of EPO and average normal values.
Conclusion: The study indicates the increase of level of HIF-1α in chil-
dren with anemia in CKD stages 1-5, received and did not receive ther-
apy. The level of EPO in dialysis patients decreased, despite the therapy.
GFR varied significantly with HIF-1α in CKD stage 3-5 before dialysis,
received iron therapy and ESA.

IPN10919-91 CLINICAL ANALYSIS OF TEN CHILDREN WITH
KIDNEY RETRANSPLANTATION

L.Miao 1, Q. Shen 2, H. Xu 2, Y. Zhai 2, L. Zeng 3, L. Zhang 3, J. Rao 2, J.
Chen 2, X. Fang 2, J. Liu 2

1 IPNA fellow in Children’s Hospital of Fudan University,
Shanghai;Department of Pediatric Nephrology,The First People’s
Hospital of Lianyungang,Lianyungang - China, 2 Department of
Nephrology, Children’s Hospital of Fudan University, Shanghai -
China, 3 Department of Transplantation, Changhai Hospital, Shanghai
- China

Abstract
Introduction:We aimed to analyze the causes and prognosis of children
with kidney retransplantation.
Methods: We retrospectively analyzed the clinical data of 10 children
who underwent kidney retransplantation from January 2011 to December
2018 and explored the associated factors.
Results
1. General information 14 cases of graft failure have occurred from
167 cases with kidney transplantation. 10 cases received secondary
transplantation. Primary diseases included 4 cases of nephrotic syn-
drome (gene test: 1 with NPHS1 mutation, others negative), 2 cases
of CAKUT (1 PAX2 mutation, another negative), 1 with renal
ciliopathies (NPHP1 mutation), Alport syndrome and ANCA associ-
ated vasculitis and unknown etiology respectively. PD was performed
in 8 patients and HD in 1 patient before transplantation. The average
duration of dialysis was 20.0 months.

2. 1st transplantation Recipient age ranged from 4.6 to 15.2 years
old. 9 cases received infant DCD donor and 1 case with living
related donor. Tacrolimus and mycophenolate were used and glu-
cocorticoid was stopped after 2 weeks post-transplantation. 9 graft
failure occurred within 1 month and 1 case occurred at the 5th

month after transplantation. Causes included vascular factors
(9/10) and chronic rejection (1/10).
3. 2nd transplantation All the 10 children received dialysis (6 PD and 4
HD) and successfully completed the second transplantation. The median
time between the two transplants was 11.3 months. Donors were all DCD
donors (5 donors aged 3 to 6 years old, 3 donors aged 7 to 15, and 2 adult
donors). The mean follow-up was 25.1 months. The kidney and patient
survival rate were 100%.
Conclusions: Graft dysfunction mainly occurred in the early stage after
transplantation and in infant donors. After dialysis transition and technical
improvement, all the children successfully received the second transplan-
tation. DCD donor from 3 years of age or older can effectively guarantee
the success.

IPN10920-83 THE IMPACT OF DIETARY FIBER INTAKE ON
GUT-DERIVED URAEMIC TOXINS IN PAEDIATRIC CKD

A. El Amouri 1, E. Snauwaert 1, A. Desloovere 1, A. Foulon 1, C. Vande
Moortel 1, G. Glorieux 2, W. Van Biesen 2, J. VandeWalle 1, S. Eloot 2, A.
Raes 1

1 Paediatric Nephrology and Rheumatology Section, Department of
Paediatrics, Ghent University Hospital, Ghent - Belgium, 2 Nephrology
Section, Department of Internal Medicine and Paediatrics, Ghent
University Hospital, Ghent - Belgium

Introduction: Chronic kidney disease (CKD) in children, is a
pro-inflammatory and invalidating systemic condition that leads
to an unacceptably high morbidity and mortality. Central is the
accumulation of organic metabolic waste products, coined as
uraemic toxins (UTs). Several of these UTs are gut-derived.
Accruing adult evidence points out distinctly dysbiotic gut mi-
crobiota in CKD, resulting in a state of increased proteolytic
fermentation, that might be counteracted by dietary fiber.
Several attempts to alter UT generation with pre-, pro- and
synbiotics yielded contradictory results. This is unexplored in
the paediatric population. Therefore, we aimed to define the
relationship between dietary fiber intake and protein-fiber ratio
(PFR) versus UT concentrations.
Methods: In this 2-year prospective observational longitudinal
study, we included 262 visits of 47 predialysis CKD 2-5 or trans-
plant patients [9.1 (1.0-17.0) years)]. Total and free levels of 6
protein-bound UTs (indoxyl sulfate (IxS), p-cresyl sulfate (pCS),
p-cresylglucuronide (pCG), hippuric acid (HA), indole-acetic acid
(IAA) and 3-carboxy-4-methyl-5-propyl-furanpropionic acid
(CMPF), coupled to in-depth diet histories were collected.
Linear mixed models were used to assess the relationship between
the UTs versus dietary fiber and PFR, considering eGFR.
Results: Total dietary fiber intake was low, especially in advanced
CKD: 13.3 g/day/BSA (7.9-19.8) in CKD1-3 versus 8.8 (1.7-11.6)
in CKD 4-5 (p = 0.018). While no association between fiber
intake and UT concentrations was found, a significant association
between PFR with total serum IxS [e= 0.039 (0.0014 – 0.076)
p = 0.042] was seen.
Conclusion: Our data show that fiber intake in paediatric CKD is
low, and that a higher PFR is associated with higher levels of IxS.
The neglect of current CKD nutrition guidelines for dietary fiber
intake thus seems unjustified. They further illustrate the complexity
in restoring eubiosis and suggest a multifactorial approach, in which
the interaction between fiber and protein intake might be a piece of
the puzzle.
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IPN10921-84 APPLICATION COMPLAINTS, ETIOLOGY AND
CLINICALCOURSEOFCHILDRENWITHNEPHROCALCINOSIS

G. Yildiz , A. Soylu , M. Torun Bayram , S. Kavukcu
Dokuz Eylul University, Medical Faculty, Department of Pediatric
Nephrology,Izmir - Turkey

Introduction: Nephrocalcinosis (NC) is mostly asymptomatic in partic-
ularly early childhood and is usually determined with imaging methods
conducted owing to symptoms such as polyuria- polydypsia or randomly
seen in ultrasonography performed for other reasons. Underlying pathol-
ogy is not apparent all the time and it requires detailed research. Here, the
characteristics of our cases diagnosed with NC at our clinic are presented.
Methods: The hospital records of patients followed-up due to medullar
NC between 2000-2018 at our clinic were examined. The demographic
data, application complaints, metabolic and genetic workup results and
their courses were evaluated.
Results: The average diagnosis age of 27 patients (18 male) diagnosed
with NC was 31.9±43.8 months and follow-up duration was 36.6±39.9
months. Consanguineous marriage was defined in 10 (37%) cases. The
most common complaint causing NC to be diagnosed in patients were
growth retardation. Themost causes of nephrocalcinosis were monogenic
(37%), idiopathic hypercalciuria (24%), medullary sponge kidney (19%).
In patients with consanguineous marriage, monogenic reason rate was
significantly high (7/11 vs 4/16, p=0.034, OR 5.7). In monogenic NK
cases, sex and diagnosis age were not different from those of other cases.
NC disappeared at the end of follow-up period in 4 patients (hypervita-
minosis D, hypophosphatemic rickets and familial hypouricemia). The
last creatinine clearance of medical visit was lower than 90 ml/min/1.73
m2 in 7 patients: cases with FHNN, 2 cases with medullary sponge kid-
ney, familial hypouricemia, glycogen storage disease and one of prema-
tures. The patient with FHNN was lost due to cardiac anomaly.
Conclusion: Since risk factors are formed according to treatment ap-
proach in nephrocalcinosis, carrying out immediate and accurate diagnos-
tic evaluation is substantial. The etiology can be elucidated in 96% of our
cases and structural and/or metabolic impairment rate was identified as
78%. In the presence of consanguineous marriage, monogenic disease
rate increases approximately six times more.

IPN10922-85 COQ MUTATIONS IN 4 CHILDREN WITH
STEROID RESISTANT NEPRHOTIC SYMDROME

W. Qu
1 Department of Nephrology and Rheumatology, Shanghai Children’s
Hospital, Shanghai Jiao Tong University, Shanghai

CorrespondingAuthor:WenyangHuangEmail:huangwenyan@sjtu.edu.cn

Abstract
Objective: To summarize the clinical characteristics, molecular biologi-
cal characteristics and therapeutic efficacy of children with nephrotic
syndrome caused by COQ gene mutation.
Methods: The characteristics of medical history, laboratory examination
and family history of 4 cases with coenzyme Q nephropathy hospitalized
in our department since 2017 were analyzed. Among them, 3 cases were
COQ8 and 1 case was COQ6. The clinical efficacy of high dose coen-
zyme Q10 30 mg/(kg·d) or cyclosporine treatment was evaluated.
Results: Four patients with coenzyme Q10 deficiency had a typical family
history (two of them were siblings), and all of them were confirmed by renal
biopsy. The pathological type was FSGS and was accompanied by steroid
resistance. Two of them had COQ8 heterozygous mutations. One case of
COQ8 homozygousmutation and one case of COQ6 heterozygousmutation,
the age of homozygousmutationwas small, and the symptomswere obvious.
However, two cases of COQ8 heterozygous mutations had severe tubular
lesions and early renal failure; 4 cases of mutations were site mutations.

Conclusion:Most of patients with COQmutations presented with steroid-
resistant FSGS. However, the co-enzyme Q nephropathy caused by differ-
ent gene mutations has its clinical phenotype, and the disease progression is
accompanied by different symptoms. The early coenzymeQ10 supplemen-
tation therapy is effective. However, if severe kidney damage exists, coen-
zyme Q10 has little effect on recovery, while traditional cyclosporine/
tacrolimus treatment could retard the progression of the disease.

IPN10923-86 LOW VERSUS CONVENTIONAL DOSE
PREDNISOLONE FOR NEPHROTIC SYNDROME RELAPSES :
RANDOMISED-CONTROLLED, NON-INFERIORITY-TRIAL

S. Sheikh 1, K. Mishra 2, M. Kumar 3
1 Chacha Nehru Bal Chikitsalaya,under Government of Delhi, Delhi -
India - India, 2 Chacha Nehru Bal Chikitsalaya, under Government of
Delhi, Delhi - India - India, 3 Chacha Nehru Bal Chikitsalaya, under
Government of Delhi,Delhi - India - India

Introduction: Conventional therapy for steroid sensitive nephrotic syn-
drome (SSNS) relapses is empirical and involves considerable exposure
to glucocorticoids. We compared the efficacy and safety of a low-dose
regimen versus conventional therapy with prednisone for SSNS relapses.
Methods: Patients, 1-12 years-old with relapse of SSNS, excluding those
with infections, co-morbidities or alternative immunosuppression, were
randomized 1:1 to receive therapywith prednisolone at 1mg/kg/day (group
A: low dose) or 2 mg/kg/day (Group B, conventional therapy) until disease
remission or day-15, whichever was earlier. Therapy was switched to 2
mg/kg/day in patients in Group A not in remission by day-15.The primary
outcome was days to remission, participants being followed for 1-yr (last
follow-up in September2019) for time to and frequency of subsequent
relapse(s). Taking estimated time to remission of 8±2.5 days with conven-
tional therapy, non-inferiority margin of 2 days, 90% power andα-0.05, 60
patients were randomized to allow 10% loss.
Results: Of 73 patients screened, 30 children were randomized to each
group. Four patients (one in group A) failed remission by day-15.Time to
remission was comparable between groups A and B [9.0±2.2 versus 8.6
±2.2 days; mean difference (95%-CI) 0.4 (0.7-1.6) days; P=0.49], thus
establishing non-inferiority of low dose. Median (interquartile range) cu-
mulative prednisolone administered was lower for Group A than B [12.5
(9-18) versus 17 (14-21) mg/kg; P=0.002]. At 6 months of study, number
of relapses were similar in the groups [1.3 versus 0.8 (P=0.18)], as also
themedian cumulative prednisolone (P=0.08). Final 12month outcome is
awaited in September 2019.
Conclusions: Prednisolone given at half the conventional dose when
treating SSNS relapse is not inferior to standard therapy in terms of time
to remission, requiring significantly lower prednisolone for remission.
The 6month frequency of relapses and cumulative prednisolone exposure
is similar in both groups.

IPN10926-89 URINE EXTRACELLULAR VESICLES (EVS)
REVEAL PATHOGENIC PATHWAYS IN IMMUNOGLOBULIN
A NEPHROPATHY

I.D. Liu 1, Z.R. Tan 2, C. Swa 3, H.L.A. Loh 4, E.S. Tai 5, H.W. Choi 5, J.
Gunaratne 3, H.K. Yap 2

1 KTP-National University Children's Medical Institute, National
University Hospital - Singapore, 2 Department of Paediatrics, National
University of Singapore - Singapore, 3 Translational Biomedical
Proteomics, Institute of Molecular and Cellular Biology - Singapore,
4 Department of Pathology, Singapore General Hospital - Singapore,
5 Department of Medicine, National University of Singapore - Singapore

Introduction: Hematuria with proteinuria is a frequent clinical dilemma
which often necessitates a kidney biopsy to reveal the underlying
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histological diagnosis, which may include immune-mediated diseases
like Immunoglobulin A nephropathy (IgAN)/Henoch Schonlein purpura
nephritis (HSPN), or structural defects like thin basement membrane dis-
ease (TBMD)/Alport syndrome. This study explored if non-invasive uri-
nary extracellular vesicles (EVs) proteomic analysis could aid in diagnos-
tic classification and reveal pathogenic pathways.
Material and Methods: From April 2017 to April 2018, 23 consecutive
patients age 3 to 30 who underwent a kidney biopsy at the National
University Hospital Singapore, were recruited. All patients had hematuria
(>5 red blood cells/high power field) together with proteinuria > 0.5
g/day/1.73m2. We excluded patients with secondary glomerulonephritis,
e.g. lupus nephritis. 100 ml of second early morning mid-stream urine
was collected from each patient; EVs were isolated by ultracentrifugation,
lysed and the contents subjected to TMT-labelled LC-MS proteomic anal-
ysis. Bioinformatic analysis was performed using R. Differential expres-
sion analysis was performed using linear regression, with eGFR as a
covariate and categorical variable indicating the three diagnostic groups
(with HSPN as the reference group), taking local FDR 25% as threshold.
We used a hypergeometric test-based pathway enrichment analysis for
functional annotation of the selected protein signature.
Results: 23 patients (12 male) of South-East Asian ethnicity were recruit-
ed. Subjects had median age 11.7 years, interquartile range 8.3 years.
Median eGFR was 117.5 ml/min/1.73m2 (range 13.6-176.4 ml/min/
1.73m2). The main driver of protein enrichment was found to be estimat-
ed glomerular filtration rate (eGFR). Using linear regression accounting
for eGFR, notably upregulated pathways in the IgAN group were TGF-β,
integrin signaling, and epithelial mesenchymal transition and carbohy-
drate metabolism such as glycogen biosynthesis, galactose catabolism
and glycogen catabolism, consistent with established literature.
Conclusions: Urine EV data can be a non-invasive aid in diagnostic classi-
fication of glomerular disease, and identify potential pathogenic pathways.

IPN10929-92 MID-REGION PRO-ADRENOMEDULLIN AND
DIASTOLIC DYSFUNCTION IN PAEDIATRIC CHRONIC
KIDNEY DISEASE

C.T. Koh , T.H. Heng , C.X. Chan , Y.H. Chan , S. Teo , M. Than , P.Y.
Lau , Q.Z. Chee , S.C. Quek , L.H. Ling , L. Gong , C.K. Chen , K.H. Ng ,
I.D. Liu , H.K. Yap
Department of Paediatrics, KTP-National University Children’s Medical
Institute, National University Hospital - Singapore

Abstract
Introduction: Cardiac dysfunction causes increased mortality in paedi-
atric patients with chronic kidney disease (CKD). This study aims to
determine the association between diastolic dysfunction with mid-
region pro-adrenomedullin (MR-proADM), a circulating biomarker, in
paediatric CKD.
Material and Methods: Cross-sectional analysis of baseline parameters
was performed in 63 (36 male, median age 13.6 [IQR 10.5] years) CKD
patients. Diastolic dysfunction was evaluated using the peak of early
diastolic flow velocities (E), the peak of late diastolic flow velocities
(A) of mitral inflow on M-mode, the ratio E to A (E/A), tissue Doppler
imaging (TDI) E’, TDI E’/A’ and Mitral E/ Septal E’. MR-proADM was
measured by Sandwich-TRACEmethod. Univariate and multivariate lin-
ear regression was performed to investigate the association between ab-
normal echocardiographic parameters and MR-proADM, and receiver
operating characteristic analysis was used to determine discriminatory
performance of MR-proADM for diastolic dysfunction.
Results: Overall prevalence of diastolic dysfunction was 15.9% (10 pa-
tients). On univariate regression analysis, we observed a significant inverse
association between MR-proADM and M-mode mitral inflow (B = -0.36,
95%CI -0.50 to -0.22; p<0.001), TDI septal E’/A’ (B = -0.22, 95%CI -0.34
to -0.10; p<0.001) and TDI lateral E’/A’ (B = -0.40, 95%CI -0.56 to -0.23;
p<0.001) respectively. Moreover, we also observed baseline MR-proADM

was predictive of abnormal diastolic function parameters at 1 year’s follow
up. Using multivariate linear regression adjusting for age, gender, hyper-
tension, dyslipidemia, eGFR and disease duration, MR-proADM remained
independently associated with M-mode mitral inflow (B = -0.33, 95%CI -
0.56 to -0.11; p=0.004) and TDI septal E’/A’ (B = -0.20, 95%CI -0.36 to -
0.04; p=0.016) respectively. MR-proADM > 2.84 nmol/L (AUC 85.4%;
p=0.019) had a sensitivity of 75% and a specificity of 93.3% for diastolic
dysfunction defined as mitral inflow E/A ratio <1.
Conclusions: MR-proADM may be useful for predicting early diastolic
cardiac dysfunction in paediatric CKD.

IPN10930-84 NEUTROPHIL-TO-LYMPHOCYTE RATIO AND
HOSPITALIZATION AMONG PEDIATRIC DIALYSIS
PATIENTS

Y. Tang 1, Y. Okuda 2, C. Park 2, J. Hsiung 2, E. Streja 2, Y. Wu 1, K.
Kalantar-Zadeh 2

1 Department of Pediatric Nephrology, Shengjing Hospital of China
Medical University, Shenyang - China, 2 Harold Simmons Center for
Kidney Disease Research and Epidemiology, Division of Nephrology
and Hypertension, University of California Irvine, School of Medicine,
Orange, CA - United States

Introduction: Neutrophil-to-lymphocyte ratio(NLR)is a cost-effective
biomarker of malnutrition and inflammation that has been shown to be
associated with all cause mortality in ESRD adult patients. We therefore
sought to examine if NLR was associated with hospitalization among
pediatric dialysis patients.
Material & methods: We retrospectively examined a cohort of 323 inci-
dent pediatric dialysis patients aged <18 years old who initiated dialysis
therapy from 2007 to 2011 in a large dialysis care organization in theUnited
States. The averaged NLR value in the first 91days after dialysis were
considered as baseline NLR and treated as a continuous variable in restrict-
ed cubic spline. Using negative binomial regression models, we explored
the association of NLR with incidence rate ratios (IRRs) for hospital ad-
mission frequency and number of hospital days with adjustments for case-
mix variables and laboratory markers of malnutrition and inflammation.
Results: Among 323 pediatric patients, the median (interquartile range
[IQR]) baseline NLR level was 2.40 (1.58-3.74). The median (IQR) age
of the cohort was 15 (11–17) years old. 62% of them were HD
patients,while 38% of them were PD patients . The total hospital admis-
sion rate (95% CI) was 1.98 (1.73-2.23) per patient-year. Higher NLR
was associated with higher hospitalization frequency: the IRRs (95% CI)
for hospital admission frequency were 1.08 (1.02-1.14), 1.24 (1.05-1.47),
1.38 (1.08-1.77) and 1.54 (1.12-2.12), at NLR levels of 3.00, 4.00, 5.00
and 6.50, respectively (reference: 2.50), in the case-mix adjusted model.
A similar upward trend was found in IRRs for total hospital days across
NLR groups. These associations remained robust after further adjustment
for malnutrition and inflammation markers.
Conclusions: Higher NLR was associated with higher rates of hospital-
ization and hospital days among pediatric dialysis patients.

IPN10932-86 CLINICAL VALUE OF COMBINATION WITH
MICRO-PROTEINURIA AND ULTRASOUND FOR LRV IN
DIAGNOSING ORTHOSTATIC PROTEINURIA

X.Niu , Y.Wu , S. Hao , P.Wang , Y. Kang , X. Kuang , G. Zhu ,W. Huang
Shanghai Children’s Hospital, Shanghai Jiao Tong University, Shanghai -
China

Abstract
Objective: To evaluate the clinical value of combination with micro-
proteinuria and ultrasound for left renal vein(LRV) in diagnosing ortho-
static proteinuria(OP).
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Methods: The suspected patients with OP were performed West test,
upright lordotic position test, Robinson test, ultrasound for LRV, morning
urine micro-proteinuria and micro-proteinuria after activity.
Results: From 2013.1 to 2018.1, there were 75 suspected patients
with OP(M/F:38/37). 60 patients were diagnosed as OP (M/F:29/
31); The morning urine micro-proteinuria (Alb/Cr, IgG/Cr, NAG/
Cr, α1-Mu/Cr) of them was normal, and that after activity was
obviously higher, the difference was significant(Z=-6.67、-6.68、-
6.42、-2.00, P<0.05); 58 of them had LRV entrapment. 15 patients
were diagnosed as non-OP (M/F:9/6); The morning urine micro-
proteinuria (Alb/Cr, IgG/Cr, NAG/Cr, α1-Mu/Cr) of them was nor-
mal, and that after activity was slightly higher, Alb/Cr, IgG/Cr had
little difference(Z=-3.29, -3.35, P<0.05), but there was no difference
in NAG/Cr, α1-Mu/Cr (Z=-0.31、-0.34, P>0.05); 10 of them had
LRV entrapment. The difference of patients with LRV entrapment,
urine Alb/Cr, IgG/Cr, NAG/Cr after activity between OP group and
non-OP group were significant (Z=-3.55, -4.10, -4.01, -3.04,
P<0.05). The AUC of urine Alb/Cr, IgG/Cr, NAG/Cr, max/min in-
ner diameter of LRV(a/b) was 0.84, 0.84, 0.76, 0.56, the best cut-off
for them were 13.2mg/mmol, 2.52mg/mmol, 0.64U/mmol and 4.06.
Combining the micro-proteinuria and ultrasound for LRV in diag-
nosing OP, the Se, Sp, PPV, NPV, PLR, NLR and YI were 93.3%,
66.7%, 91.8%, 71.4%, 2.8, 0.10 and 60% respectively.
Conclusion: To date, there was no standard diagnostic criteria for OP.We
recommend ultrasound for LRV combining with morning urine micro-
proteinuria before and after activity for prelimimary screening the
suspected patients with OP.
Keywords:Orthostatic proteinuria, Children, Left renal vein entrapment,
Micro-proteinuria

IPN10933 - 87 RITUXIMAB IS EFFECTIVE WHEN
ADMINISTERED IN A RELAPSE OF NEPHROTIC
SYNDROME

E. Gole , F. Beal , N. Solomon , D. Milford , M. Muorah
1 Nephrology Department, Birmingham Children's Hospital - United
Kingdom - United Kingdom - United Kingdom

Introduction: Rituximab (RTX), a humanized monoclonal antibody
against CD20+ B cells, has been widely used as an effective steroid
sparing treatment in patients with nephrotic syndrome (NS). Previous
studies have suggested that RTX might be less effective if administered
during a relapse of the disease as significant amounts are lost in urine in a
state of significant proteinuria. The aim of this study was to assess wheth-
er there is a difference in the effectiveness of RTX given during relapse or
remission of NS.
Materials and methods: We retrospectively analysed the medical
records of patients with steroid sensitive NS who were treated
with RTX (750 mg/m2 per infusion) during either relapse or re-
mission of the disease. The patients were followed up for at least
6 months following RTX administration and the date of the re-
lapse post treatment as well as the time to B cell reconstitution
was recorded.
Results: A total of 74 courses of RTX were administered in 37
patients (27 males/10 females), 24 courses were given during re-
lapse (relapse group) and 50 during remission (remission group).
67% (16/24) of relapse group patients remained in remission for
more than 6 months post RTX administration compared with 80%
(40/50) of remission group patients (p=0.25, NS). In the survival
plot analysis, there was no significant difference in the relapse free
period between the 2 groups (p=0.15, NS). The time to B cell re-
constitution was recorded in 43 of the cases. There was no signifi-
cant difference in the number of cases that had depleted B cells for
more than 6 months post RTX course, between the relapse and
remission group (13/17 vs 12/26, p=0.064, NS).

Conclusion: Treatment of NS with RTX at a dose of 750 mg/m2 is effec-
tive during a state of relapse allowing for earlier steroid weaning and re-
duced steroid toxicity.

IPN10934-88 WHAT ARE THE OUTCOMES OF DUPLEX
KIDNEYS? – A 12-YEAR REVIEW

C.I. Kuok , W.K.Y. Chan
Queen Elizabeth Hospital - Hong Kong

Introduction: Duplex kidney, a kidney with two pelvicalyceal systems,
is the second commonest CAKUT following hydronephrosis. While most
patients remained asymptomatic, some had recurrent urinary tract infec-
tions (UTI), or associated renal anomalies requiring surgical interven-
tions. There is no local data regarding the characteristics and outcome
of duplex kidneys. Research on local epidemiology is mandatory for
counselling and formulating management plans.
Material & Methods: We conducted a retrospective review on patients
younger than 18 years old with duplex kidneys diagnosed in Queen
Elizabeth Hospital, Hong Kong between 2006–2017. Demographic data,
features of duplex kidneys, and outcomes including UTI and necessity for
surgical repair were collected. Complicated duplex kidneys were defined
as presence of ectopic ureter or ureterocele.
Results: 62 patients were included in the study. 5 patients (8.1%) had
bilateral duplex kidneys. Ureterocele or ectopic ureter were present in
17.9% of duplex kidneys. Hydronephrosis (APD >/= 5mm) was the
commonest associated anomalies (52.2%), followed by vesicoureteric
reflux (VUR) (20.1%) and urinary tract obstruction (8.8%). 13 patients
(21.0%) received surgical interventions, with 7 requiring partial nephrec-
tomy. Significant predictors for surgery included presence of ectopic ure-
ter (p<0.001), ureterocele (p<0.001), hydronephrosis in either moieties
(p=0.005), VUR (p=0.045), urinary tract obstruction (p=0.006) and his-
tory of UTI (p=0.001). 20 patients (32.3%) had history of UTI, with
median age of first episode at 6 months old. Presence of bilateral duplex
kidneys did not increase risk of UTI. Univariate analysis showed that
complicated duplex kidneys and upper moiety hydronephrosis were as-
sociated with UTI in unilateral duplex patients.
Conclusions: Duplex kidneys were commonly associated with other
structural anomalies. These anomalies and UTI increased need for surgi-
cal interventions. UTI occurred in one-third of duplex patients, in partic-
ular complicated duplex kidneys and upper moiety hydronephrosis.
Further research is needed to investigate the role of antibiotic prophylaxis
to prevent renal damage.
Keywords: Duplex, CAKUT, Ureterocele, Ectopic ureter

IPN10935-89 INFLUENCE OF OBESITY ON COURSE OF
CHRONIC KIDNEY DISEASE IN CHILDREN.

T. Nastausheva , E. Kulakova , N. Nastausheva , T. Chubarov , E.
Stenshinskaya , E. Boeva
Voronezh State Medical University, Voronezh - Russian Federation

Introduction: Obesity is one of the factors of kidney injury. It is well –
known fact in adult population. But there are only few data about influ-
ence of obesity on kidney injury in children. Purpose of our study was to
compare clinical and laboratory characteristics in children with chronic
kidney disease (CKD) 1-2 stages with and without obesity.
Material and methods: We investigated 60 patients with CKD 1-2 stages
from3 to 17 years old: 30 patientswith obesity and 30 patientswithout obesity.
Etiology of CKD was CACUT (vesicoureteral reflux, obstructive uropathy)
and/ or bladder bowel dysfunction. All children had minimum 2 relapses of
pyelonephritis. We evaluated length, weight, body mass index according to
WHOmethod (2006). Obesitywas noticedwhenBMIwas > 2 SDS (Z score),
urinary KIM -1 and NGAL also were measured by ELISA methods.
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Results: There was found correlation between weight, body mass
index and systolic blood pressure (r = 0.68 and r= 0.52, p<0.05);
between weight, body mass index and diastolic blood pressure
(r=0.47 and r= 0.3, p<0.05) in children with CKD. Dispersion
analysis showed that the weight was connected with arterial hy-
pertension and decreased concentration ability of tubules. We
found that in patients with obesity serum creatinine was higher
(0.71±0.14 mg/dl, p=0.01), estimated GFR (Schwartz formulae)
was lower (122.4±19.0 ml/min/1.73m2), than in the children with-
out obesity: 0.59±0.12mg/dl, p=0.01 and137.6±23.7 ml/min/
1.73m2, p<0.006 correspondently. Two and more relapses of py-
elonephritis per year had 40.7% of patients with obesity and
32.1% of patients without obesity. Urinary KIM -1 was 3627.7±
742.3 pg/ml in patients with obesity and 1240.2± 682.1, p<0.0006
in patient without obesity. Urinary NGAl was not differ in two
groups of children.
Conclusions: Obesity influences on course of CKD nonglomerulae
ethiology in children. Urinary KIM-1 may be a marker of obesity related
kidney injury in these patients.

IPN10936-90 HYPERGLYCEMIA IS ASSOCIATEDWITH EGFR
IN NON-DIABETIC, INSULIN RESISTANT CHILDREN WITH
OVERWEIGHTAND OBESITY

M. Van Dam , J. Rijks , W. Gerver , A. Vreugdenhil
Centre for Overweight Adolescent and Children’s Healthcare (COACH),
Department of Paediatrics, School of NUTRIM, Maastricht University
Medical Centre, Maastricht, The Netherlands - Netherlands

Introduction: Obesity is an independent risk factor for the develop-
ment of chronic kidney disease. Although the pathophysiology of
obesity-related glomerulopathy is not fully understood, hyperglyce-
mia is known to play an important role in the development of glo-
merular hyperfiltration. The aim of this study was to examine the
relationship between the glycemic profile and estimated glomerular
filtration rate (eGFR) in non-diabetic children with overweight and
obesity.
Materials and methods: This cross-sectional study included 110
non-diabetic children with overweight and obesity (70 females,
age 12.5 ± 3.0 years, BMI z-score 3.4 ± 0.7). Anthropometric
measurements and venous blood sampling were performed in all
children in fasting state after which an oral glucose tolerance test
was performed. All children underwent 48 hour continuous glu-
cose monitoring in free-living conditions. GFR was estimated
using the Schwartz and FAS equation.
Results: Glomerular hyperfiltration was present in 12.7-20.9% of
the children, depending on the eGFR equation used. Insulin resis-
tance (HOMA-IR >2.5) was present in 56.4% of the children.
According to the American Diabetes Association criteria, 3.6%
of the children demonstrated an impaired glucose tolerance and
22.7% had prediabetes. Hyperfiltrating children had a higher sen-
sor glucose area under the curve and higher average daytime
sensor glucose concentration compared to non-hyperfiltrating chil-
dren (1.5x105 versus 1.4x104, p=0.02; and 5.3 versus 5.2 mmol/L,
p=0.04 respectively). In children with insulin resistance, eGFR
Schwartz was correlated with time spent in hyperglycemic state
(r=0.74, p=0.002) and multiple regression analysis demonstrated
log time spent in hyperglycemic state as an independent variable
for eGFR.
Conclusion: Hyperglycemic glucose excursions are common in non-
diabetic children with overweight and obesity. The amount of time in
hyperglycemic state is independently associated with eGFR in non-dia-
betic, insulin resistant children with overweight and obesity. This finding
suggests that hyperglycemia might play a role in hyperfiltration in non-
diabetic children with overweight and obesity.

IPN10937-91 REDUCED CD40L+TFH CELLS ARE ASSOCIATED
WITH LOW LEVELS OF IMMUNOGLOBULING IN PRIMARY
NEPHROTIC SYNDROME

X. Yang , H. Yang , M. Wang , Q. Li
Chlidren`s Hospital of Chongqing Medical University - China
Reduced CD40L+Tfh cells are associated with low levels of immuno-
globulin G in primary nephrotic syndrome

Abstract: Clinically, most patients with primary nephrotic syndrome
(PNS) have low serum IgG levels, which is an important factor in infec-
tion and in PNS relapse. To some extent, the mechanisms involved re-
main largely unknown. Here, we aimed to investigate the pathogenesis of
the decreased IgG levels in PNS. Peripheral blood was collected from 80
patients with PNS and 78 age- and sex-matched healthy individuals in
Children’s Hospital of Chongqing Medical University(Chongqing,
China). The frequency, phenotype and molecular function of different
circulating B cell and T follicular helper cell (TFH) subsets were exam-
ined by flow cytometry. The function of the CD40/CD40L interaction in
immunoglobulin class-switch recombination (CSR) was evaluated by
assessing the induction of activation-induced deaminase (AID) expres-
sion with CD40L stimulation. We revealed an increase in the levels of
circulating total plasmablasts, plasma cells and mature-naive B cells and a
decrease in the levels of germinal centre-like B cells and CD19+IgG+B
cells in PNS. In addition, although the expression of CD86 on the surface
of B cells and the expression of the inducible costimulator (ICOS) on the
surface of TFH cells both were increased, the expression of CD40L on the
surface of TFH cells was decreased. Moreover, upon stimulation with
CD40L in vitro, the mRNA expression of AID in peripheral blood mono-
nuclear cells (PBMCs) was decreased in patients with PNS compared
with that in healthy controls. Our results indicate that the immunoglobulin
CSR of B cells was partly dysfunctional and provide insights into the
potential involvement of impaired TFH cell-dependent B cell responses
in the pathogenesis of low IgG levels through downregulating CD40L
expression on TFH cells in PNS.
Keywords: primary nephrotic syndrome, low IgG, follicular helper T
cells, CD40 ligand

IPN10938-92 EFFICACY OF LEFLUNOMIDE IN THE
TREATMENT OF CHILDREN WITH STEROID-DEPENDENT
NEPHROTIC SYNDROME

Y. Du , Y. Tang , X. Du
Department of Pediatric Nephrology, Shengjing Hospital of China
Medical University, Shenyang - China

Introduction: The immunosuppressants we usually combined with
prednisone to treat sterord-dependent nephritic dyndmne( SDNS)
such as tacrolimus, mycophenolate mofetil and cyclosporine are
either expensive or have significant side effects. Leflunomide(
LEF) has been reported in recent years as a treatment for
hormone-dependent nephrotic syndrome in adults, but study in chil-
dren is rare.
Material & methods: Analyze the prednisone use and relapse of ne-
phrotic syndrome of children patients with SDNS in Shengjing Hospital
from Jan,2011 to Dec.2016 retrospectively. Compare the frequency of
relapse and the frequency of infection,height,weight,BMI changes in
the mono-prednisone period(mPred) with the combined LEF
period(Pred+LEF).
Results: Totally 10 patients were analyzed. Compared with mPred peri-
od, the frequency of recurrence reduced from 5.6(3.4-6.7) times·
patient-1year-1 to 0 times·patient-1year-1 in Pred+LEF period(P<0.05),
and the frequency of infection decreased from 2.5(1.7-3.2) times·
patient-1year-1 to 0 times·patient-1year-1. The height increase and weight
,BMI decrease were statistically significant compare with mPred period
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and 12months after the combined LEF period(Pred+LEF),the result were
122.3(104.5-133.7) cm vs 136.3(117.3-153.8) cm, 51.4(43.2-69.3)kg vs
42.3(36.3-62.0)kg, 34.5(29.5-39.1)kg/m-2, 28.6(25.0-32.0)kg/m-2,re-
spectively. Meanwhile, leflunomide had no significant side effect on ei-
ther the blood system or liver and kidney function .Severe adverse events
were not reported during follow-up.
Conclution: LEF can significantly decrease the relapse of SDNS and the
frequency of infection,and good for the children’s growth and
development.
Keywords: leflunomide; steroid-dependent; nephrotic syndrome

IPN10939-93 INTERLEUKIN-13 STAINING IN RENAL BIOPSY
TISSUE SPECIMENS OF PATIENTS WITH IDIOPATHIC
NEPHROTIC SYNDROME

S. Yuksel 1, H. Turkmen 1, N. Yalcin 2, I. Girisgen 1, N. Yilmaz 1

1 Pamukkale University, Pediatric Nephrology - Turkey, 2 Pamukkale
University, Pathology - Turkey

Introduction: Interleukin-13 (IL-13), a cytokine that play a key role in
allergic diseases, has gained importance in the pathogenesis of idiopathic
nephrotic syndrome (INS) in recent years. IL-13 induces inflammation
control and development of fibrosis by alternatively macrophage activa-
tion. In this study, we aimed to investigate the presence of IL-13 in renal
tissue and changes in staining intensity with anti-IL-13 in patients with
INS (Steroid-sensitive nephrotic syndrome [SSNS] and steroid-resistant
nephrotic syndrome [SRNS]).
Material and Methods: Renal biopsy tissues were stained with anti-IL-
13 of 42 patients with INS. Immunohistochemical staining was compared
with the visual grading system (0=no, 1=mild, 2=moderate, 3=strong).
Anti-IL-13 staining intensity was comparedINS(SSNS and SRNS) and
the controls. Biopsy indications of SSNS group were persistent micro-
scopic hematuria in 4, older age in 4, steroid-dependent in 4, frequent
relapses in 3, impaired renal function tests in one patient. The controls
(renal specimens) consisted of patients with isolated proteinuria (7 pa-
tients) and normal human renal tissues (20 specimens) obtained from
nephrectomized for renal carcinoma.
Results: Nineteen patients were SRNS and 16 patients were in the SSNS
group. Nineteen (45.2%) patients were ‘0’, 15 (35.7%) patients were ‘1+’,
8 (19%) patients were stained ‘2+’. All of ‘2+’ stained patients were in the
SRNS group. In addition, ‘2+’ stained patients did not respond to other
immunosuppressive agents.
Conclusions: We found that anti-IL-13 staining was more intense in
patients with SRNS, especially those resistant to other immunosuppres-
sive therapies. However, previous studies showed that the level of IL-13
in serum and urine of the patients with SSNS increased during relapse.
Intense staining of tissue level in SRNS may be related to onset of fibro-
sis. Understanding of tissue-level changes in IL-13 may provide addition-
al contributions to pathogenesis and management in patients with INS.

IPN10941-86 AN OBSERVATIONAL REGISTRY TO EVALUATE
USE AND SAFETY OF CINACALCET AMONG PAEDIATRIC
PATIENTS WITH SHPT

K. Louie 1, S. Cheng 2, B. Fouqueray 3, F. Schaefer 4, J. Bacchetta 5

1 Amgen Ltd, Uxbridge - United Kingdom, 2 Amgen Inc, Thousand Oaks -
United States, 3 Amgen GmBH, Rotkreuz - Switzerland, 4 Center for
Pediatrics and Adolescent Medicine, Heidelberg University Hospital,
Heidelberg - Germany, 5 Pediatric Nephrology, Rheumatology and
Dermatology Department, Femme Mère Enfant Hospital, Bron Cedex -
France

Introduction: In the European Union (EU), cinacalcet was approved for
the paediatric population on August 28th 2017 and is indicated for the

treatment of secondary hyperparathyroidism (sHPT) in children aged ≥3
years with end-stage renal disease on maintenance dialysis therapy in
whom sHPT is not adequately controlled with standard of care therapy.
In agreement with the European Medicines Agency, an observational
registry will be conducted to describe real-world utilization and safety
of cinacalcet in the paediatric population.
Materials & Methods: An observational registry of paediatric patients
receiving maintenance dialysis with sHPT is planned. This abstract out-
lines the study design and methods. Eligible patients aged ≥3 to <18 years
on maintenance dialysis and prescribed cinacalcet as per EU marketing
authorisation will be recruited. The registry will record data extracted
from patient medical charts. Data collected will include demographics,
medical history, physical measurements, dialysis treatment, cinacalcet use
(e.g., dose and duration), concomitant medication (e.g., vitamin D, oral
calcium (Ca) supplementation, Ca nutritional intake, phosphate binders),
laboratory parameters (e.g., parathyroid hormone (PTH), corrected Ca,
phosphorous (P), albumin), incidence of hypocalcaemia, and medical
events (parathyroidectomy and kidney transplant). The observation peri-
od spans from date of cinacalcet prescription following EU marketing
authorisation to 31 December 2023. Target enrolment for the registry is
70 paediatric patients.
Results: Results will summarise characteristics of patients who develop
and do not develop hypocalcaemia, cinacalcet use, laboratory values over
time, and hypocalcemia incidence, risk factors and therapeutic responses.
Conclusions: This registry study will address the gaps in knowledge
about the incidence, treatment and management of hypocalcaemia among
children treated with cinacalcet in routine clinical practice. The study is
actively recruiting sites that treat sHPT children with cinacalcet in the EU
and are interested in participating in this registry to further our under-
standing of treatment of sHPT in children.

IPN10944-89 INFLUENCE OF PREDNISOLONE THERAPY ON
PHYSICAL DEVELOPMENT OF CHILDREN WITH
NEPHROTIC SYNDROME

L. Stahurlova , T. Zvyagina , E. Boeva , E.K. Kulakova , A. Nastausheva ,
G. Volosovets
Voronezh State Medical University, Voronezh - Russian Federation

Introduction: The purpose of study was to compare physical develop-
ment (PD) of children with idiopathic nephrotic syndrome (INS) accord-
ing to prednisolone therapy.
Material and methods: The parameters of PD were analyzed in 60 chil-
dren from 2 to 17 years old with INS. They were divided into 2 groups: 30
children without treatment of prednisolone during last 6 months before
examination (1stgroup) and 30 patients with prednisolone therapy for last
6months (2ndgroup).We compared height, weight, bodymass index (BMI)
in both groups of children. We calculated cumulative dose of prednisolone
in mg, mg/kg, mg/kg/day. There were no differences between groups ac-
cording to age, sex, place of residence. The age of onset of NS in both
groupswas identical: 60.9± 44.4months in the 1st and 59.0± 41.9months in
the 2nd group. Duration of disease was respectively 49.6±9.0 months and
36.4±44.6 months in the 1st and 2nd groups. There were differences in
duration of the last remission: in the 1stgroup it was 21.8±41.4 months, in
the 2nd group - 4,1± 6.1 months (p<0.02). Most of children were steroid-
sensitive: 28 children in 1st group and 25 children in 2nd group.
Results: Z- score of weight in the 1st group was 0.37± 0.73; in the 2nd

group was 1.47± 1.36, p<0.04. Z -score of BMI in 1st group was 0.04±
1.24, in 2nd group- 1.86 ± 1.55 (p<0.0001). Obesity (Z score >2) had 3
children (10%) from the 1st group and 12 children (40%) from the 2nd

group.
It was revealed connection Z- score of BMI with cumulative dosage of
prednisolone for last 6 months before examination: r = 0.49, p<0.05.We
did not found such correlation if the children received prednisolone be-
fore 6 months of examination.
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Conclusions: We found that the dosage of prednisolone influences on
BMI of children with INS if they receive the treatment for last 6 months.

IPN10945-90 HYPOPHOSPHATEMIC RICKETS TREATED
WITH BUROSUMAB AND RECOMBINANT GROWTH
HORMONE. PRELIMINARY DATA FROM A SPANISH
PATIENT

P. Tejera Carreno 1, M.I. Luis Yanes 1, A. Portela Liste 2, C. Ontoria
Betancort 2, T. Moraleda Mesa 1, M. Monge Zamorano 3, V.M. Garcia
Nieto 1

1 Sección de Nefrología Pediátrica, Hospital Universitario Nuestra
Señora de Candelaria, Santa Cruz de Tenerife, España - Spain,
2 Sección de Endocrinologia Pediatrica, Hospital Universitario Nuestra
Señora de Candelaria, Santa Cruz de Tenerife, España - Spain, 3 Centro de
Salud de Tacoronte, Santa Cruz de Tenerife, España - Spain

Intoduction: Hypophosphatemic rickets is the most common form of
hereditary rickets. It causes bone deformities and low height. In the three
varieties described (linked to X, AD and AR) there is an increase in the
levels of fibroblastic growth factor 23 (FGF23), with the consequent
reduction of tubular reabsorption of phosphate (TRP) and
hypophosphatemia. Burosumab is a recombinant monoclonal antibody
(IgG1) that binds to FGF-23 and inhibits its activity. This normalizes
phosphatemia levels and improves bone mineralization. We present the
first case in the literature in which treatment with burosumab and recom-
binant growth hormone (HGHr) has been used together.
Material & methods: We present a 12-year-old male diagnosed with
hypophosphatemic rickets at 15 months of age due to growth retardation
(-1.8 DE), bilateral genu varus, radiographic signs of rickets,
hypophosphatemia (2mg/dl), decrease TRP (66 ml/100 mlFGR), eleva-
tion of alkaline phosphatase (585 IU/L) and FGF-23 (224 pg/ml). There is
no family history of the disease and no mutation has been detected in the
PHEX gene. He was treated with phosphate and calcitriol and underwent
several surgical procedures to correct deformities. In 2012, treatment with
HGHr was initiated, resulting in a discrete improvement in growth rate
(growth velocity: 3.8-5 cm/year, p2-p8, -1.6 DE). Treatment with subcu-
taneous Burosumab was initiated in August 2018.
Results: The values of phosphatemia (3.7-4.3 mg/dl), TRP (88-95 ml/
100 mlFGR) and TmP/FGR (3 mg/dl) were normalized and after 8
months of treatment an increase in height of 4 cm and an improvement
in leg x-rays were observed.
Conclusions: We present this patient because of the increase in growth
rate and the important improvement. No analytical markers have been
described to help us assess the efficacy of hormonal treatment in these
cases. In the long-term follow-up will assess the need to continue or not
with the use of HGHr.

IPN10946-91 ECULIZUMAB IN VTEC HEMOLYTIC UREMIC
SYNDROME (HUS) WITH NEUROLOGICAL INVOLVEMENT-
SINGLE CENTRE EXPERIENCE (2012-2018)

T. Raftery , M. Riordan ,M.Waldron , J. Keogh , E. Ludusan , D.Morely ,
R. Kakar , F. Mchugh , M.Mcnicolas , N. Dolan , M. Bates , M. Kinlough ,
C. Sweeney , M. Stack , A. Awan
Dept. of Nephrology, Children’s Health Ireland, Dublin - Ireland

Background and Aims: Eculizumab is a licenced treatment for atypical
HUS. We detail our experience in VTEC-HUS patients.
Methods: A retrospective review of VTEC-HUS patients (2012-2018)
administered Eculizumab was performed.Mutation screening for atypical
HUS was performed in all except one patient.
Results: Eight children aged 5.5 (2-9) years where treated with
Eculizumab for VTEC-HUS (1-2 x 600mg infusion). Creatinine on

admission was 372 (305-448)umol/L with maximum creatinine values
of 735.5 (343.8-918.0) umol/L.
Five patients (5/8) presented with anuria and 3/8 were oliguric. Half (4/8)
had bloody diarrhoea and 7/8 required dialysis for 11.5 (9-17) days,
mainly PD (n=6). Six patients were admitted to ICU for deteriorating
neurological status. Three patients had generalised tonic clonic seizures
and encephalopathy, 3 patients had seizures alone and 2 had encephalop-
athy alone. Eculizumab was administered after plasma exchange (PLEX)
in two patients with seizures and encephalopathy and one patient with
seizures alone. Eculizumab was used in 2 patients with seizure activity
alone, two patients with encephalopathy. Fourteen additional patients
received PLEX alone in this time period.
Abnormal acute neuro-imaging findings occurred in 6 patients. Three
patients had adverse outcomes. One patient required aggressive PLEX
and dialysis, and was also given Eculizumab but died shortly
after. Once patient received PLEX and two Eculizumab infusions and
continued to experienced neurological activity. One patient has mild renal
impairment.
Conclusion:Neurological function returned to normal in all but one child
who has significant neuro-disability. One child is left with mild renal
impairment. Eculizumab was used after PLEX in a group of patients
who had persistent seizures after PLEX was discontinued. Eculizumab
did not shorten the dialysis duration. Further studies are awaited to iden-
tify the benefit of Eculizumab in this cohort.

IPN10948 - 93 PHASE1 /2 STUDY OF LUMASIRAN,
INVESTIGATIONAL RNAI THERAPEUTIC, IN PATIENTS
WITH PRIMARY HYPEROXALURIATYPE 1

Y. Frishberg 1, D. Georges 2, G. Jaap 3, S. Hulton 4, D. Magen 5, J.
Harambat 6, B. Hoppe 7, W. Van't Hoff 8, D. Milliner 9, J. Lieske 9, P.
Haslett 10, S. Talamdupula 11, D. Erbe 11, T. Mcgregor 11, P. Cochat 12
1 Shaare Zedek Medical Center,Jerusalem - Israel, 2 Hospital Robert
Debre, Paris - France, 3 Amsterdam UMC, Amsterdam - Netherlands,
4 Birmingham Childrens' Hospital, Birmingham - United Kingdom,
5 Rambam Health Care Campus, Haifa - Israel, 6 Bordeaux University
Hospital, Bordeaux - France, 7 University Hospital Bonn, Bonn -
Germany, 8 Great Ormond Street Hospital, London - United Kingdom,
9 Mayo Clinic, Rochester - United States, 10 Alnylam Pharmaceuticals,
Cambridge - United States, 11 Alnylam Pharmaceuticals - United States,
12 Université Claude Bernard, Lyon - France

Introduction: Primary Hyperoxaluria Type 1 (PH1) is a rare recessive
disorder characterized by persistent hepatic overproduction of oxalate.
Oxalate crystalizes with calcium and leads to recurrent urolithiasis,
nephrocalcinosis, progressive renal failure, and multiorgan damage from
systemic oxalosis. Lumasiran is an investigational RNAi therapeutic spe-
cifically designed to decrease oxalate production. The objective is to
present final results from the Phase 1/2 study of lumasiran.
Methods: This is a Phase 1/2 randomized, placebo-controlled, single-
blind, multicenter trial, evaluating subcutaneously administered
lumasiran, in patients with PH1 ≥6 years old, urinary oxalate (UOx)
≥0.7mmol/1.73m2/day, and eGFR >45mL/min/1.73m2. Patients received
either 3 doses of 1mg/kg or 3mg/kgmonthly or 2 doses of 3mg/kg every 3
months. One patient in each cohort was randomized to placebo and re-
ceived lumasiran following unblinding. Endpoints include safety and
change in 24-hour UOx.
Results: Patients (N=20) had mean age 14.9 years (range: 6–43); mean
baseline UOx 1.69mmol/1.73m2/day (range 0.83–2.97). Interim results
showed lumasiran was well tolerated, with no discontinuations or drug-
related serious adverse events. Adverse events (AEs) were reported in 3/3
patients on placebo, 19/20 patients after lumasiran. The majority of AEs
were mild or moderate in severity and unrelated to study drug. Mean max-
imal reduction in UOx was 75% (range: 43-87%); mean reduction 28 days
post last dose of lumasiran was 66%. All patients achieved a UOx level
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≤1.5x upper limit of normal (0.69) and 13/20 patients achieved a UOx level
within normal limits (≤0.46). Among patients receiving 3mg/kg doses of
lumasiran, 10/12 achieved a UOx level within normal limits. All patients
enrolled in an open-label extension study for long-term dosing.
Conclusions: In this Phase 1/2 study, lumasiran demonstrated an accept-
able safety profile and clinically significant UOx reduction in patients
with PH1. A Phase 3 program evaluating efficacy and safety of lumasiran
in patients with PH1 is ongoing.

IPN10949-94 PANCREAS INVOLVMENT IN STEC-HUS

P. Giordano 1, A. Piscitelli 1, V. Carbone 1, D. Torres 1, L. Santangelo 1, G.
Piscopo 1, M. Chironna 2, D. Loconsole 2, M. Giordano 1

1 Pediatric Nephrology and dialyis Unit, Pediatric Hospital Giovanni
XXIII, Bari - Italy 2 Department of Biomedical Sciences and Human
Oncology-Hygiene Section, University of Bari - Italy

Introduction: The clinical course of STEC-HUS in children is often
severe because many complications. Pancreas involvement (PI) is not
usually evaluated despite the presence of severe abdominal pain (AbP).
This is a retrospective study to evaluate the evidence of classical acute
pancreatitis (AcPan) or minor pancreatic disorders (mPD).
Material & methods: Between July 2012 and December 2018, 66 chil-
dren (29 males, 37 females) with mean age 34 months, min 8–max 197)
were admitted in our Center with a diagnosis of STEC-HUS. Three chil-
dren, died in the first days, were excluded from further analysis. In the
remaining 63 patients, we searched signs of PI with a retrospective eval-
uation of clinical, laboratory and instrumental data. Diagnosis of AcPan
has been made with at least 2/3 criteria of “Atlanta Symposium” (1): (a)
AbP suggestive of pancreatitis, (b) serum amylase or lipase level > three
times the upper normal value (NV), (c) characteristic imaging findings.
When serum pancreatic enzyme values were < three times NV, isolated or
associated with AbP or echographic anomalies, suggested the diagnosis
of mPD.
Results: PI was detected in 21/63 children (33%), nine males and twelve
females (mean age 43 months, range 10 - 197). 7/21 presented criteria
compatible with AcPan (lipasi mean value 1484 mg/dl, range 786-3015),
while 14 have been classified as mPD. The most frequent STEC serotype
was O26, present in 11/21.
Conclusions: PI during STECHUS is not rare. Its pathogenesis is unclear
but the role of TMA is suggestive. Actually, there is no therapy but, in
case of AcPan, use of Gabexate or octeotride could reduce the clinical
impact of this complication.
Reference: Bradley EL A clinically based classification system for acute
pancreatitis. Summary of the International Symposium on Acute
Pancreatitis, Atlanta, Ga, September 11 through 13, 1992. Arch Surg.
1993 May;128(5):586-90

I PN1 0 9 5 0 - 8 6 WHICH IS THE PREVALENCE OF
NEPHROLITHIASIS IN IDIOPATHIC HYPERCALCIURIA
AFTER TWO DECADES OF FOLLOW-UP?

M.I. Luis Yanes 1, G. Perez Suarez 2, P. Tejera Carreno 1, T. Moraleda
Mesa 1, F. Gentile 3, A. Seoane Cea 1, V.M. Garcia Nieto 1

1 Sección de Nefrología Pediátrica, Hospital Universitario Nuestra
Señora de Candelaria, Santa Cruz de Tenerife, - Spain, 2 Hospital
Universitario Insular de Gran Canaria - Spain, 3 Hospital Pediatrico
Giovanni XXIII, Bari - Italy

Introduction: Idiopathic hypercalciuria is the most common metabolic
abnormality producing kidney stones. However, not all patients with
idiopathic hypercalciuria (IH) are stone formers. This study analyzes
the prevalence of lithiasis in adulthood in a group of patients diagnosed
with idiopathic hypercalciuria in pediatric age.

Material & methods: Prevalence of renal lithiasis was evaluated in 35
patients (12 men, 23 women) diagnosed with IH in childhood as having a
calciuria superior to 4 mg/Kg/day. The age at diagnosis was 7.7 ± 3 years.
They were followed until adulthood (28.2 ± 3.1 years). In addition to
renal ultrasound, clinical, demographic and analytical data were collected
in both periods, including urinary calcium/creatinine, calcium/citrate and
citrate/creatinine ratios in first morning urine isolated sample.
Results:Ultrasound showed nephrolithiasis in eight patients of paediatric
age (26%) and in 14 patients of adult age (43.8%); six of these had
suffered from nephritic colic. A decrease in urinary calcium excretion
(calcium/creatinine in childhood: 0.28 ± 0.1 vs. adult: 0.16 ± 0.9 mg/
mg; p <0.001) and a reduction in citraturia (citrate/creatinine in child-
hood: 887 ± 349 vs. adult:357.7 ± 363mg/g; p<0.001) has been observed.
Consequently, the value of the calcium/citrate ratio has increased (0.29 ±
0.15 in infancy vs. 0.65 ± 0.5 mg/mg in adulthood; p= 0.001). Only four
patients presented nephrolithiasis in both ages. The presence of
nephrolithiasis in adulthood was associated with a decrease in the
citrate/creatinine ratio (p <0.007).
Conclusions: The results of this study show that hypercalciuria tends to
be corrected in some cases in adulthood. Despite this, the prevalence of
nephrolithiasis increases with age, a fact that seems to be related to
hypocytraturia. The origin of this change in the composition of urine is
unknown, although it could be related to the recovery of bone mass that
occurs in these patients after adolescence.

IPN10951-87 DISTAL RENALTUBULAR ACIDOSIS – LESSONS
LEARNED FROM THE POLISH REGISTRY OF INHERITED
TUBULOPATHIES

P. Sobolska 1, M. Kolbuc 2, A. Moczulska 3, M. Mizerska-Wasiak 4, A.
Pukajlo-Marczyk 5, K. Narebska 6, M. Szczepanska 7, J. Zawadzki 8, P.
Sikora 9, H.I. Cheong 10, M. Zaniew 1

1 University of Zielona Gora, Department of Pediatrics, Zielona Gora -
Poland, 2 Children's Hospital, Poznan - Poland, 3 Jagiellonian
University Medical College, Department of Pediatric Nephrology and
Hypertension, Krakow - Poland, 4 Medical University of Warsaw,
Department of Pediatrics and Nephrology, Warsaw - Poland,
5 Wrocław Medical University, Department of Pediatric Nephrology,
Wroclaw - Poland, 6 Children’s Hospital, Department of Pediatrics and
Nephrology, Torun - Poland, 7 Medical University of Silesia in Katowice,
Department of Pediatrics, Zabrze - Poland, 8 Children’s Memorial Health
Institute, Department of Nephrology, Kidney Transplantation and
Arterial Hypertension, Warsaw - Poland, 9 Medical University of
Lublin, Department of Pediatric Nephrology, Lublin - Poland, 10 Seoul
National University Children’s Hospital, Department of Pediatrics, Seoul
- Korea, Republic of Korea

Introduction: Distal renal tubular acidosis (dRTA) belongs to rare,
inherited tubulopathies. Little is known about epidemiology, clinical pre-
sentation, phenotype and treatment of dRTA in Poland.
Aim: To characterize polish patients with dRTA.
Material and methods: The clinical and biochemical features of twenty-
six patients (17 females) with dRTA collected in genetic registry of
inherited renal tubular disorders (POLtube) were analyzed. Underlying
genetic defects were found as follows: SLC4A1 (13 cases), ATP6V0A4 (8
cases; 3 heterozygous mutations) and ATP6V1B1 (5 cases; all heterozy-
gous mutations). Six mutations were novel.
Results: The clinical diagnosis was made at median age of 11 months,
significantly later in patients harboring mutations in SLC4A1 gene
(p<0.001). The most frequent presenting symptom was failure to thrive.
At diagnosis following features were found: metabolic acidosis (90%),
hypokaliemia (77%), hypercalciuria (HC, 54%), hypocitraturia (100%),
nephrocalcinosis (NC, 91%), urolithiasis (27%). Noticeably, one patient
with SLC4A1 presented with hyperkalemia. Genetic screening performed
on two patients w/o overt systemic acidosis, but with NC, HC and
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hypocitraturia, revealed heterozygous mutations in ATP6V1B1 and
ATP6V0A4 genes. In all patients alkali formulations were a mainstay of
therapy. Due to hypokalemia oral potassium supplements were pre-
scribed. Additionally, 4 patients received potassium sparing diuretic.
Despite the treatment, acidosis (HCO3 < 22 mmol/l) and HC were seen
in 61% and 33% of patients respectively. During the follow-up period
(age at last follow-up was 17.7±10.4 yrs) hearing loss was documented in
27% of patients (only in cases with H-ATPase gene mutations). Chronic
kidney disease stage 2 was seen in 35% of patients and stage 3 in 9%.
Mean SDS for height was -0.63, growth retardation was observed in 9%
of subjects.
Conclusions: A subset of patients with dRTA may present with incom-
plete phenotype. The general prognosis in terms of renal function and
growth is good. Patients require more adequate metabolic control.
Keywords: distal renal tubular acidosis, mutations, nephrocalcinosis,
treatment

IPN10953-89 AN UNUSUAL PRESENTATION OF TAKAYASU
ARTERITIS: BILATERAL RENAL ARTERYANEURYSM.

A.M. Bungardi 1, M. Sparchez 2, B. Bulata 3, D.I. Delean 3, C. Aldea 3,
S.S. Cainap 2

1 Second Department of Pediatrics, Clinical Emergency Hospital for
Children, Cluj-Napoca - Romania, 2 Second Department of Pediatrics,
“Iuliu Hatieganu” University of Medicine and Pharmacy, Cluj-Napoca -
Romania, 3 Nephrology and Dialysis Department, Clinical Emergency
Hospital for Children, Cluj-Napoca - Romania

Introduction: Takayasu arteritis (TA) is a rare large-vessel vascu-
litis of unknown etiology, affecting mainly young women. The
onset of symptoms is mostly subacute, leading to a possible delay
in diagnosis.
Case presentation: We describe a case of TA in a 14 years old
Caucasian female with negative past medical history complicated
by the rupture of a right renal artery aneurysm and leading to
impaired kidney function.
At admission, she presented acute severe abdominal pain and
hypovolemic shock. The blood tests indicated severe anemia,
mildly elevated inflammation markers and acute kidney injury.
Abdominal imaging studies confirmed the active bleeding from
the ruptured aneurysm, requiring surgical hemostasis and right
nephrectomy. A second aneurysm with thrombotic signs affecting
the left renal artery was revealed. The histological findings of
the removed tissue were consistent with an older aneurysm,
with thrombi and dystrophic changes in the elastic lamina.
Subsequently a prothrombotic state was discovered, requiring
combined anticoagulation and antiplatelet treatment. While receiv-
ing hemodialysis a CT Angiography was performed, showing
multiple arterial aneurysms affecting the left internal carotid ar-
tery, the abdominal aorta, and the mesenteric arteries. Correlating
the data, late-stage TA was the favoured diagnosis. The renal
involvement led to the development of stage 3 chronic kidney
disease, severe hypertension and hypertrophic cardiomyopathy.
Eight months after diagnosis, there were findings consistent with
a reactivation of TA, with remission after an immunosuppressive
treatment was initiated. The main challenge lay in preserving the
kidney function, thus hindering the usage of contrast-enhanced
imaging techniques in follow-ups.
Discussion: There is little evidence regarding therapy in late-phase
TA. The presence of complications such as aneurysms and hyper-
tension may lead to a poorer outcome. The additional renal damage
and thrombophilic disorder had important consequences in terms of
management, requiring a multidisciplinary approach and close fol-
low-up.
Keywords: Takayasu arteritis, chronic kidney disease

IPN10954 -90 RECENT REVERSAL OF DROPPING
MALIGNANCY RATES AFTER PEDIATRIC KIDNEY
TRANSPLANTATION: A REPORT OF THE NAPRTCS
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Blydt-Hansen 6, J. Smith 7

1 Washington University School of Medicine, St Louis - United States,
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Introduction: In general, malignancies are very rare in children, com-
pared to older adults. The NAPRTCS registry has collected data on chil-
dren receiving kidney transplants in North America since 1987. The reg-
istry has served to document and influence practice patterns, clinical
outcomes, and changing trends in several outcomes, including
malignancy.
Methods: Data are submitted voluntarily by centers on patients
transplanted before their 21st birthday, at the time of transplant, one and
six months post-transplant, and every six months thereafter. Collected
data include peri-transplant information, donor and recipient characteris-
tics, immunosuppression, acute rejection (AR), malignancy, height, graft
and patient survival. Donor and recipient EBV serostatus is not tracked.
This analysis reports on the outcomes up to the end of December 2017.
Results: Malignancies have been reported in 320 patients to the
NAPRTCS registry since 1987. The type of malignancy was post-
transplant lymphoproliferative disorders in 268/320 (84%). The 1-year,
3-year and 5-year rates of malignancy started at 0.66, 1.08, 1.86 %,
respectively. After peak rates in 1997-2001, up to 2.08, 3017, and
3.91% respectively, rates dropped in subsequent eras. However, the 1-
year, 3-year and 5-year rates have all reversed, now at 1.09, 2.41 and
2.97% respectively, each higher in the most recent era (2012-2017)
than the prior era 2007-2011. Compared to 2007-2011, the 2012-2017
overall cohort had more 2-5 year old children (p<0.003), more use
of alemtuzumab, tacrolimus, mycophenolate (all p <0.001), but no
differences in 1-year acute rejection, recipient race or gender, or donor
source.
Conclusions: The sudden reversal in malignancy rates is concerning. The
most recent era has a relatively lower rate of enrolled patients and the 5-
year results in this cohort are limited, so must be interpreted with caution.
Further vigilance and analysis to clarify the transplant risk factors is
required.

IPN10955-91 HYPOMAGNESEMIA IS UNDERESTIMATED IN
CHILDREN WITH HNF1Β MUTATIONS

M. Kolbuc 1, J. Becker 2, D. Salamon-Slowinska 1, I. Malecka 1, K.
Pawlaczyk 3, J. Walkowiak 4, J. Wysocki 1, B. Beck 2, M. Zaniew 5

1 Children's Hospital, Poznan - Poland, 2 Institute of Human Genetics,
University of Cologne, Cologne - Germany - Germany, 3 Poznan
University of Medical Sciences, Department of Nephrology,
Transplantology and Internal Medicine, Poznan - Poland, 4 Poznan
Univers i ty of Medical Science , Department of Pediatr ic
Gastroenterology and Metabolic Diseases, Poznan - Poland,
5 University of Zielona Gora, Department of Pediatrics, Zielona Gora -
Poland

Introduction: Hypomagnesemia associates with HNF1β mutations
and is highly suggestive of this defect in CAKUT. Intriguingly, a
low serum magnesium (sMg) level is recognized only in a pro-
portion of HNF1β patients, which could be due to application of
one cut-off value (0.65-0.75 mmol/l) independently of age. Hence,
we hypothesized that hypomagnesemia may be underestimated in
children with CAKUT.
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Aim: To test this hypothesis we aimed to assess sMg in this group in
comparison to controls.
Material and methods: Fourteen patients with HNF1β mutations were
included. Age of molecular diagnosis ranged 0.2-17.7 yrs. All were w/o
Mg supplements. Parameters were analyzed cross-sectionally at the time
of molecular diagnosis and longitudinally, which gave a number of sMg
measurements (n=69) for comparison. The control group (CG, aged 8.7
±5.2 yrs) comprised 110 subjects, and allowed a generation of 5th per-
centile values for sMg.
Results: In CG none had hypomagnesemia (sMg < 0.7 mmol/l). Mean
sMg was higher in girls than in boys (0.91±0.06 vs. 0.89±0.05 mmol/l,
p<0.05), and 5th percentiles were set at 0.84 and 0.79 mmol/l respective-
ly. In HNF1β+, GFR ranged 80-154 ml/min/1.73 m2, and was stable
throughout an observat ion period (range 13-92 months) .
Hypomagnesemia was found in 3 patients (21.4%) at diagnosis and in 4
(28.6%) at last visit. As expected, in HNF1β+ median sMg was lower
(0.74±0.08 vs 0.90±0.05 mmol/l; p<0.0001) in comparison with CG. In
both groups, sMg strongly correlated with age but not with GFR in
both CG and HNF1β+. Assuming the age-appropriate 5th percentile as
lower limit of normal sMg, the percentage of HNF1β+ with hypomag-
nesemia would be 79% and 50% at diagnosis and at last observation
respectively.
Conclusions: Hypomagnesemia is underestimated in children with
CAKUT with underlying HNF1β defect. Serum Mg level is age-depen-
dent, thus using appropriate lower limit is crucial when considering hy-
pomagnesemia in children.
Keywords: CAKUT, diagnosis, hypomagnesemia, HNF1β

IPN10956-92 GENETIC SPECTRUM OF BRAZILIAN
SUSPECTED BARTTER SYNDROME PATIENTS

M.H. Vaisibich , A.C. Messa , F. Kok , F. Fonseca
Instituto da Criança - HCFMUSP - Sao Paulo - Brazil

Introduction: Bartter syndrome (BS) encompasses a group of
tubulopathies that cause metabolic and electrolyte abnormalities with
severe clinical repercussions. The objective was to verify the different
mutations involved in Brazilian patients with clinical and laboratory di-
agnosis of BS.
Material and Methods: Single center study in patients <21 years of age
of both sexes. DNA extracted was submitted to panel sequencing (NGS)
of the involved genes. Analysis of demographic, clinical and laboratory
data sought to relate genotype-phenotype.
Results: 20 patients with a diagnosis of BS: - 2 patients with neonatal
presentation closed as a Gitelman syndrome; - 1 patient without mutation
detected, performed exoma and was diagnosed with chloridorrhea - 17
cases were BS: - 1 patient with sensorineural deafness (ND) presented
mutation in BSND gene (SB type 4a); - 16 cases with mutations in
CLCNKB (SB type 3), the 1-20 deletion being the most frequent [homo-
zygous (5/16 cases) or composite heterozygosis (6/16)]. Of the 16 cases
with mutation in CLCNKB, one patient has ND and is suspected to have
mutation in contiguous genes (CLCNKA / CLCNKB, SB type 4b)
[awaits MLPA]. All the mutations detected were definitely pathogenic.
There was no definitive genotype-phenotype relationship, but the pres-
ence of ND was a differential.
Discussion: Diseases grouped as BS are clinically overlapping. To dif-
ferentiate them, this study proposes the following strategy, in order to
facilitate research and reduce costs: 1 - exclude extra-natural causes with
adequate methodology; 2-genetic analysis: to screen for CLCNKB, espe-
cially 1-20 because of its high allelic frequency in this population. In the
presence of ND investigate BS type 4a and 4b. Limitations of the study:
small casuistry and without family analysis.
Conclusion: The results contribute to a pathway of diagnostic investiga-
tion and future specific treatments, as proposed by the modern approach
to genetic diseases.

IPN10957-93 EXPRESSION OF RENAL VITAMIN D
RECEPTORS AND METABOLIZING ENZYMES IN IGA
NEPHROPATHY

A. Arapovic 1, I. Solic 2, A. Racetin 2, M. Juric 2, T. Cujic 2, I. Kosovic 2,
D. Boric 3, D. Ljutic 3, M. Saraga-Babic 2, K. Vukojevic 2, M. Glavina
Durdov 4, S. Prgomet 1, A. Simicic Majce 1, M. Saraga 1, N. Filipovic 2

1 Department of Paediatrics, University Hospital Centre Split, Split -
Croatia, 2 Department of Anatomy, Histology and Embryology,
University of Split, School of Medicine, Split - Croatia, 3 Department of
Nephrology, University Hospital Centre Split, Split - Croatia,
4 Department of Pathology, University Hospital Centre Split, Split -
Croatia

Introduction: IgA nephropathy (IgAN) is principal cause of ESRD
worldwide and the most common form of glomerulonephritis. Since
kidney is a key player in vitamin D metabolism, disturbances of
vitamin D metabolism are consequence of renal damage of different
causality. There is no study investigating the expression pattern of
renal vitamin D receptors (VDR) and metabolizing enzymes in IgA
nephropathy.
Material & methods: Immunoflurescent staining was used to determine
the expression of VDR, 25-Hydroxyvitamin D3 1-alpha-hydroxylase
(1α-OHase) and vitamin D3 24-hydroxylase (CYP24A1). There were 5
renal biopsies from adult patients and 10 from paediatric patients, as well
as 6 control samples.
Results: The expression of VDR was prominent in distal tubular
cells (DTCs), while immunoreactivity of VDR in proximal tubular
cells (PTCs) was weak. There was no difference between expression
of VDR in tissues from control group and both, bioptate from IgA-
nephritis patients (IgAN-P) from paediatric or adult populations.
The expression of 1α-OHase, calcitriol synthesizing enzyme, was
significantly lower in both paediatric and adult IgAN-P, in compar-
ison with control renal tissues (p<0.05). In opposite, the expression
of CYP24A1, vitamin D degrading enzyme, was significantly higher
in both paediatric and adult IgAN-P, in comparison with control
renal tissues (p<0.05). However, we did not find difference between
bioptates from paediatric and adult IgAN-P in expression of both,
1α-OHase or CYP24A1.
Conclusions: Our result indicate substantially decreased renal calcitriol
production and increased vitamin D degradation in kidneys of both, pae-
diatric and adult IgAN-P. These changes do not differ between paediatric
and adult population of patients.

IPN10958-94 EPIDEMIOLOGY AND MEDICAL RESULTS OF
ACUTE GLOMERULONEPHRITIS IN UNIVERSITY
HOSPITAL CENTER MOTHER THERESA, ALBANIA

S. Enkelejda 1, S. Diamant 2, B. Maksim 2, S. Blerina 2

1 University of Medicine - Albania, 2 University hospital Center Mother
Theresa - Albania

Background:Acute glomerulonephritis (AGN) is a main source of
morbidity in developing countries like Albania. AGN comprises
both contagious and non infectious sources guiding to immuno-
logical offense to the kidney. This survey is a challenge to ap-
praise the clinical features, problems and outcome of acute
glomerulonephritis.
Methods: This descriptive survey was accomplished at a tertiary care
hospital in Tirana, Albania.: 50 children with AGN were engaged and
analyzed over a time of a year. Meticulous medical examination and
appropriate laboratory explorations were done. Children were recorded
for up to 6 months. Data analysis was completed using SPSS and the
results acquired are shown in the form of frequencies along with percent-
ages. Enroll
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Results: 35 patients joined the study with male to female ratio of 1.67:1.
Pharyngitis was the most frequent condition (68.2%). 18(51.4%) of pa-
tients had built up complications. Acute kidney injury with important
pulmonary edema was noticed in 6 patients and 4 patients had encepha-
lopathy with convulsions. One patient had to be supervised with hemo-
dialysis. 15 patients had positive CRP (>10). At 6 months' mainstream of
patients had absolute clinical recuperation with microscopic hematuria
present only in 5 patients, constant hypertension in 1 patients, 2 patients
had proteinuria. These kids are being still followed up.
Conclusions: Barriers and morbidity is considerably high during the
acute phase in AGN. Non transmittable causes should also be considered.
This study emphasizes the complications involving intensive care and
requirement for lasting follow up.
Keywords: Child; Albania; epidemiology; glomerulonephritis; hospital;

IPN10959-95 CHRONIC RENAL FAILURE IN ALBANIA

S. Diamant 1, S. Enkelejda 2, X. Ornela 1, N.S. Valbona 3, P. Irena 4

1 University Hospital Center Mother Theresa - Albania, 2 University Of
Medicine - Albania, 3 Pediatric Nephrology Unit in Prishtina Hospital -
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Background: Chronic renal failure is a really global public health issue.
The epidemiology of CKD in children is frequently derived from renal
replacement therapy (RRT) recordswhich indicates that a substantial amount
of children in previous stages of CDK are neglected as they will attain end
stage renal disease (ESRD) in maturity. The aim of the study was to inves-
tigate the gender and age characteristics regarding CKD cases, to evaluate
the average days of stay in hospital according to gender, the appraisal of
follow up of the patients with CKD according to the effects of therapy.
Methods: In this retrospective study were involved 100 children hospi-
talized in pediatric nephrology unit of University Hospital center Mother
Theresa, in Tirana, Albania in January 20007-April 2018. Data collection
was performed on anamnesis and clinical, imaging, laboratory examina-
tions from the electronic records and from the registries of this unit.
Results: From 283 cases hospitalized in 2007-2018 were evident 100
cases. From them 60 (60%)were malesand 40(40%) females. According
to age, it is noticed an extent 0-2 years old=14%,3-6 years old=15%, 7-10
years old=24%,dhe 11-17 years old=47%. Average days of stay in hos-
pital was 38.07 days. 56% of the patients were hospitalised for the the first
time int Pediatric Nehrology unit. Average days of stay in hospital were
17.9 days. 31% of the patients from the beginning of the disease had 1-2
years of follow up of CKD ,8% of the patients had 3-5 years of follow up
and 5% had 6-10 years of CKD.
Conclusions: As records of patients are diminutive, more research is re-
quired to develop the understanding of the dissimilarities in incidence
among countries, sources and evolution of CKD in order to avoid renal
failure, in addition to enhanced quality of care among patients with ESRD.
Keywords: CKD,Albania ,Children

IPN10960-87 BUROSUMAB MAINTAINS NORMAL FASTING
AND POSTPRANDIAL PHOSPHOROUS AND CALCIUM
LEVELS IN PEDIATRIC XLH

A.A. Portale 1, C. Munns 2, P. Pitukcheewanont 3, M. Mao 4, M.S.
Roberts 4, T. Chang 4, J. San Martin 4, E.A. Imel 5
1 University of California, San Francisco - United States, 2 The Children’s
Hospital at Westmead, Westmead - Australia, 3 Children's Hospital of Los
Angeles, Los Angeles - United States, 4 Ultragenyx Pharmaceutical Inc.,
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Indianapolis - United States

Background: In children with X-linked hypophosphatemia (XLH), ex-
cess FGF23 causes hypophosphatemia leading to musculoskeletal

impairments. In a Phase 3 trial (NCT02915705) in 61 children with
XLH, subcutaneous burosumab, 0.8 mg/kg every 2 weeks, significantly
improved fasting serum phosphorus, rickets, lower limb deformity,
growth, and mobility compared to conventional therapy with oral phos-
phate and active vitamin D. We evaluated the effect of burosumab on
postprandial serum phosphorus and calcium in a sub-set of trial subjects
≥3 years-old.
Methods: Postprandial assessments were made in 13 children 10-14 days
after the prior dose of burosumab. Serum samples were obtained in the
morning after an overnight fast. Subjects then consumed a breakfast meal
containing 200-500 mg phosphorus, representative of a typical Western
diet for children. Serum samples were obtained 1 and 2 hours after
breakfast.
Results: Subjects (mean [SD] age 6 [3] years, 77% female, 92% white)
had been receiving burosumab for a mean of 15 months (range 2-22
months). Before any doses of burosumab, the mean (SD) fasting serum
phosphorus level, 2.31 (0.27) mg/dL, was below the normal range (3.2-
6.1 mg/dL). With burosumab, mean morning fasting phosphorus level
was significantly higher, 3.30 (0.48) mg/dL. Serum phosphorus levels
determined 1 and 2 hours after breakfast increased slightly though not
significantly, 3.33 (0.57) mg/dL and 3.47 (0.53) mg/dL, respectively,
remaining within the normal range. Importantly, no subject had postpran-
dial hyperphosphatemia. Before initiation of burosumab, serum calcium,
9.6 (0.4) mg/dL, was within the normal range; with burosumab, fasting
and 1 and 2 hour postprandial calcium levels were little changed: 9.5 (0.5)
mg/dL; 9.5 (0.5) mg/dL, respectively.
Conclusions: In children with XLH receiving burosumab for 2-22
months, morning fasting and postprandial serum phosphorus and calcium
concentrations are maintained within the normal range.

IPN10961-88 CULTURE NEGATIVE PERITONITIS ACROSS
THE SCOPE COLLABORATIVE

K. Davis 1, J. Rodean 2, T. Richardson 2, A. Neu 3, B. Warady 4

1 University of Saskatchewan - Canada, 2 Children's Hospital
Association - United States, 3 Johns Hopkins University School of
Medicine - United States, 4 University of Missouri-Kansas City School
of Medicine - United States

Introduction: Peritonitis is a significant complication of chronic peritoneal
dialysis (PD) in children. Culture negative peritonitis (CNP), or clinical
peritonitis without identification of a causative organism, should ideally
not account for more than 15% of peritonitis episodes. International guide-
lines include recommendations for PD fluid collection and culture methods
to minimize CNP. The Standardizing Care to Improve Outcomes in
Pediatric End stage Renal Disease (SCOPE) collaborative is a multicenter
quality transformative effort of 49 pediatric dialysis centers across the
United States. The collaborative collects information pertaining to risk fac-
tors, bacteriology, and frequency of peritonitis. In response to a high rate of
CNP within SCOPE, we sought to characterize PD fluid collection and
culture methods among participating centers.
Methods: Thirty-two pediatric dialysis centers participating in SCOPE
between October 2011- March 2016 were included. Culture negative
rates were calculated for each center and a culture negative rate of ≤
20% was used to define a low rate center. PD effluent culture practices
were queried by survey, with 1 survey per center.
Results: 1,113 patients with 1,301 PD catheters placed, provided 19,025
patient months of observation during the study period. The aggregate
CNP rate was 26.6% (range 15-36%). Twenty-nine centers (91%) report-
ed at least one episode of CNP. Twelve centers qualified as low rate
centers and provided a comparison of practice techniques against the
remaining 20 centers. While there was variation in culture methods and
PD fluid collection processes across the collaborative, no specific prac-
tices in culture methodology differentiated centers with low versus high
culture negative rates.

Pediatr Nephrol (2019) 34:1 –8 01 22 2 6 1989



Conclusion: Culture negative peritonitis remains unacceptably common
in pediatric dialysis centers. The establishment and implementation of
standard practices in PD fluid collection and culture technique within
SCOPE will help determine whether attention to these issues can result
in a decrease in the frequency of CNP.

IPN10962-89 DEVELOPMENT OF ANTI-RITUXIMAB
ANTIBODIES (ARA) IN CHILDREN WITH SSNS: A
PROSPECTIVE COHORT STUDY.

Q. Bertrand , A. Couderc , C. Alexandra , K. Theresa , B. Veronique , M.
Anne , D. Claire
Hopital Robert Debre Paris - France

Rituximab is a chimeric anti-CD20 monoclonal antibody, that in-
duces sustained remission in children with steroid dependent ne-
phrotic syndrome (SDNS). However, there is no consensus on the
optimal regimen and monitoring of rituximab. In other autoim-
mune diseases, Anti-Rituximab Antibodies (ARA) have been re-
ported in 10-40% of patients, but their clinical relevance remains
unclear. In Nephrotic Syndrome, data are scarce and ARA have
been reported in a few patients resistant or allergic to rituximab.
We conducted a prospective immuno- and pharmacological mon-
itoring of rituximab treatment in children with SSNS. 24 children
with FR/SDNS, receiving a single dose of rituximab (375 mg/m2)
between December 2017 and April 2018 at the Pediatric
Nephrology Department of Robert-Debré hospital, Paris, were en-
rolled with a monthly monitoring until one month after B cell
repletion and at M12. ARA were detected in 7/24 patients
(29%). ARA were present at baseline in 2 patients, previously
treated with rituximab, both displayed no B-cell depletion. ARA
were also reported in 5/22 patients during follow-up, with anti-
bodies first detected in the month following B cell repletion. An
incomplete CD19+CD20- B cell depletion at M1 (6-25/mm3) was
predictive of developing ARA, whereas oral immunosuppressors
or IV Ig were not. ARA were not associated to a shorter B-cell
depletion or to relapse. This study shows that Anti-Rituximab
Antibodies are frequent in children with FR/SDNS. Antibodies
can appear after first rituximab and induce further treatment fail-
ure. Our results suggest that incomplete CD19+/CD20- B cell
depletion within the first month should lead to ARA screening
after B cell recovery, in the perspective of reinfusions and long
term B-cell depletion strategies.

IPN10963-90 THE POOR OUTCOME OF CHRONIC KIDNEY
DISEASE IN UNIVERSITY OF PORT HARCOURT TEACHING
HOSPITAL

T. Uchenwa 1, D. Ndefo 2, I. Anochie 3

1 Department of Paediatrics,University of Port Harcourt Teaching
Hospital, Port Harcourt - Nigeria, 2 Department of Paediatrics,
University of Port Harcourt Teaching Hospital, Port Harcourt -
Nigeria, 3 Department of Paediatrics, University of Port Harcourt
Teaching Hospital/ University Of Port Harcourt, Port Harcourt - Nigeria

Introduction: The burden of Chronic Kidney Disease (CKD) is
enormous, with increasing prevalence rate. In most developing
countries like Nigeria, the prevalence is underestimated as some
cases do not present to the health facilities. The aim of this
review is to highlight the burden and challenges in management
of patients with CKD.
Methods: This was a single center review of paediatric cases of CKD
seen from June 2016 to April 2019 at the University of Port Harcourt
Teaching Hospital, Rivers State, Nigeria.

Results: A total 169 cases of renal diseases were seen over the study
period with CKD accounting for 26.6 % (45 cases). There were 27 males
(60%) ,18(40%) females and they aged from 1month to 17years. The
causes of CKD was obstructive uropathy from posterior urethral valves
in 13 (28.9%), 7(15.6%) had chronic glomerulonephritis, 6(13.3%) had
nephrotic syndrome, 10 had HIV Associated Nephropathy (HIVAN)
while 4(8.9%) had Sickle Cell Nephropathy. Thirty four (75.6%) present-
ed with End Stage Renal Disease (ESRD) and dialysis could only be
assessed in 10(29.4%) of them. None of the patients had adequate
haemodialysis due to financial constraints and none could afford renal
transplant. Only one patient has been on haemodialysis once weekly for
the past 1year due to financial constraints. The overall outcome showed
that 26(57.8%) died, 8 (17.8%) left against medical advice due to finan-
cial constraints, 5(15.6%) lost to follow up and 6(13.3%) are still on
follow up.
Conclusion: The prevalence of CKD is high among Nigerian children,
with PUVand chronic glomerulonephritis as the commonest cause. Renal
replacement therapy is unavailable to majority of the children due to
financial constraints.

IPN10964-91 STEROID RESISTANT NEPHROTIC SYNDROME
IN NORTH INDIAN CHILDREN

A. Saha 1, S. Kezo 1, V. Batra 2, M. Faruq 3, A. Joshi 3, A. Mathur 3, U.
Shamim 3, P. Sharma 3, R.S. Dhull 1, R. Prakash 1

1 Division of Paediatric Nephrology, Department of Paediatrics, Lady
Hardinge Medical College & associated Kalawati Saran Children’s
Hospital, New Delhi - India, 2 Department of Pathology, GBPIMER,
New Delhi - India, 3 CSIR Institute of Genomics and Integrative
Biology, Delhi, India - India

Introduction: There is paucity of data on clinical, histopathological and
genetic analysis in north Indian children with steroid resistant nephrotic
syndrome (SRNS).
Objective: The primary objective of the study was to investigate clinical
characteristics, histological subtypes and genetic mutations in children
presenting with SRNS at a tertiary care teaching hospital in New Delhi,
India.
Material & Methods: Study Design
Prospective observational study
Inclusion criteria All children aged between 1-18 years diagnosed with
SRNS were included in the study.
Methodology: All the patients were managed as per the ISPN guidelines
and subjected to histopathological examination for LM, IF and EM.
Genetic analysis to detect mutation in NPHS1, NPHS2 and WT1 gene
was done in all the cases using Global Screening Array platform provided
by Illumina. Ethical clearance was taken by the Institutional Review
Board.
Results: The study period was one year (January 2018 to December
2018) and a total of 60 patients presenting with SRNS were screened
(53 idiopathic, 6 C3G, 1 Alport Syndrome). Fifty-three cases with idio-
pathic SRNS were enrolled in the study. Mean age of the patients was
7.19±3.83 years with 39 males. 60% of the patients were hypertensive.
Initial steroid resistance was seen in 17 (32%) patients. There were 36
patients (68 %) with MCD, 17 (32 %) FSGS and 8% patients had mod-
erate to severe tubulointerstitial fibrosis. No mutations were detected in
the NPHS1, NPHS2 and WT1 genes. CNI (Tacrolimus or Cyclosporin)
were used for treatment in 51(96.22 %) patients, 6(11.3%) additionally
received rituximab. Complete remission was achieved in 25 (69.0%) of
MCD and 5 (29.0%) of FSGS patients. There was no mortality in the
study patients.
Conclusions: MCD is the most common histopathological subtype,
followed by FSGS in north Indian children with SRNS. Electron micros-
copy should be done in all the cases as it is helpful in making definitive
diagnosis.
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IPN10966-93 DEPRESSION TENDENCIES AND RELEVANT
FA C T O R S I N C H I L D R E N W I T H P R I M A R Y
MONOSYMPTOMATIC NOCTURNAL ENURESIS AND
THEIR MOTHERS

M.Yaradilmis 1, B. Buyukkaragoz 2, A. Caltik Yilmaz 2, A. Celebi Tayfur 2
1 Pediatrics/Ankara - Turkey, 2 Pediatric Nephrology/Ankara - Turkey

Abstract
Objective: Nocturnal enuresis (NE) is the most common
nephrologic/urological problem of the childhood. This may nega-
tively affect the social and emotional life as well as the mood in
both children and their mothers. The aim of this study is to evaluate
depression tendencies and determine the influencing factors in chil-
dren with primary monosymptomatic nocturnal enuresis (MNE) and
their mothers by using depression inventories.
Methods: 120 children aged 6-17 years with the diagnosis of primary
MNE and their mothers were enrolled in the study (patient group).
Children Depression Inventory (CDI) for children and Beck Depression
Inventory (BDI) for mothers were administered to all. The children and
mothers in the patient and control groups were compared according to the
scores of the depression inventories. The impact of the various
sociodemographic factors on those scores were also investigated.
Results: BDI scores of the mothers of the children with primary MNE
were compatible with minor depression and significantly higher than the
mothers in the control group (13.77 vs 9.87, p=0.002). Moreover, al-
though being in normal ranges, CDI scores of the children with primary
MNE were also significantly higher than the controls (p=0.031).
Educational level of both the mothers and the children and the monthly
income of the family were the main factors influencing depression scores
in the patient group.
Discussion: In our study, primary MNE was found to negatively affect
the mood in the patient group, especially in the mothers. Other factors
contributing to depression development were the low socioeconomic in-
come and educational level. As wrong parental attitudes resulting from
low socioeconomic and sociocultural levels affect family dynamics ad-
versely, we believe that maternal education, a changeable factor, and
increased awareness of the mothers are vital in the management of chil-
dren with MNE.
Keywords: Enuresis, depression, child.
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Introduction: Alport syndrome (AS) is a progressive hereditary ne-
phropathy leading to end-stage renal disease. AS is caused by pathogenic
variants in COL4A3 and COL4A4 (both autosomal recessive, 14% of
cases; autosomal dominant, very rare) as well as in COL4A5 (X-linked,
85% of cases). Due to the more frequent X-linked inheritance AS mostly
occurs in men. Women with heterozygous pathogenic variants in
COL4A5 show a broad spectrum of clinical symptoms ranging from
microhematuria to the typical manifestation of AS. One possible expla-
nation for this phenomenon might be skewed X-inactivation.

Material & methods:A cohort of families with AS was examined using
Sanger sequencing or exome sequencing. In women with a heterozygous
variant in COL4A5 the X-inactivation pattern in peripheral blood was
measured.
Results: 96 families including 274 individuals were recruited. 79/274
(29%) individuals were healthy, 195/274 (71%) showed AS. 58/96
(60%) families have already been analyzed, in 42/58 (72%) of the fami-
lies pathogenic variants were identified (19% in COL4A3, 10% in
COL4A4, 71% in COL4A5).
In 23 women (28 families) with a pathogenic variant in COL4A5 the X-
inactivation pattern was measured. 48% of the women showed a random,
39% a mildly skewed, and 13% a skewed X-inactivation pattern.
Furthermore, there was an age-dependent development of proteinuria
(p=0.03). A significant difference between the X-inactivation pattern
and proteinuria was not observed (p=0.64). There was no significant
difference concerning X-inactivation between the patient cohort and a
control group of 56 healthy women (p=0.37).
Discussion: Significant differences in female AS patients compared to
healthy controls regarding the X-inactivation or the extent of proteinuria
could not be identified. However, female patients showed an age-
dependent development of proteinuria, which is consistent with a pro-
gressive renal failure over time. Due to the limited number of samples, the
examination of further patients is required.

IPN10968 -95 REGISTRY OF PAEDIATRIC RENAL
TRANSPLANTATION IN LATIN AMERICA. REPORT 2018

N. Orta 1, C. Garcia 2, M. Medeiros 3, N. Dejesus Gonzalez 4

1 ALANEPE - Venezuela, 2 ALANEPE - Brazil, 3 ALANEPE - Mexico,
4 ALANEPE - Puerto Rico

Introduction: The Latin American Registry of Pediatric Renal
Transplantation (RELATREP) of ALANEPE initiated in 2004.
Objective: To analyse demographic, epidemiological, clinical data and
global results of renal transplantation in children and adolescents
Material and Methods: Information of the period 2004 - 2017 was
collected electronically, every two years, by using a format coded for
demography, age, gender, primary renal disease, donor source, immuno-
suppression, grafts lost, morbimortality and actuarial survival for both,
patients and grafts.
Results: 18 countries have sent information (Brazil, Mexico, Argentina,
Chile, Venezuela, Colombia, Peru, Guatemala, El Salvador, Puerto Rico,
Nicaragua, Paraguay, Honduras, Cuba, Costa Rica, Ecuador, Panama and
Bolivia), corresponding to 4753 paediatric renal transplants in 4578 pa-
tients. Age: 11,5 ± 7,5 years (> 13 years 45%, 5-13 years 43%, <5 years
12%).Males 54%. Aetiology: Uropathies 31°%, Glomerulopathies 24% -
of this 44% focal segmental glomerulosclerosis-, unknown diseases 14%,
Heredofamilial diseases 13%, Renal Hypoplasia/Dysplasia 6%. Vascular
Diseases 4%, Others 9%. Type of transplant: 60% deceased donors and
40% live donors. Immunosuppression: Tacrolimus 76%,Mycophenolates
74, Steroids 91%. Induction with IL2Rab (72%). Actuarial Survival
(Kaplan Meier): Grafts up to 12 months 90% and 93% for cadaveric
and live donor`s kidneys respectively. Grafts lost: 1226/4753 (27%):
Chronic Rejection 20%, Vascular thrombosis 17%, dead with functioning
graft 18%, Acute Rejection 14%, Recurrence of renal diseases 10%, No
adherence to treatment 9%, Others 15%. Mortality 633/4578 (13.8%):
Infectious and/or haematological disturbances 63%, Cardiovascular or
hemodynamic alterations 25%, Neoplasias 4%, Others 12%. Actuarial
Survival patients at 1,2,3,4 years: 95,94,92 and 91% respectively,
Grafts: 92, 90, 87 y 83% respectively.
Conclusions: RELATREP is a consolidated Registry of Pediatric Renal
Transplanta t ion. Main causes of ESRD: Uropathies and
Glomerulopathies, high index of FSGS. Transplants predominantly ca-
daveric donors. Actuarial Survival is similar to others international
reports.
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I PN109 6 9 - 9 6 PSYCHOLOGICAL DISTRESS AND
SIGNIFICANT CARE BURDEN OF CAREGIVERS OF
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Background: Childhood nephrotic syndrome (NS) follows a chronic
course in most children. However, unlike other common chronic child-
hood illnesses, the effect of caring for a child with NS on the caregiver has
received little attention in the literature, despite evidence that beneficial
interventions exist.
Objectives: To determine the general wellbeing and care burden of care-
givers of children with idiopathic NS, and identify predictors of these
outcomes.
Methods:We included caregivers of childrenwith idiopathicNS for at least 6
months, and without other chronic diseases. We assessed the caregivers for
psychological distress and significant care burden using the 12-item General
HealthQuestionnaire (GHQ) and 6-itemZarit Burden Interview (ZBI), respec-
tively. GHQ and ZBI scores of ≥3 and ≥6 indicate the presence of psycholog-
ical distress and significant care burden, respectively. In addition, we identified
predictors of caregiver’s psychological distress and significant care burden.
Results: We studied 172 caregivers (77.9% mothers; 92.4% married) .
The children (n=172), mostly males (65.1%) had a median (interquartile)
age of 7.3 (4.6-10.0) years, and had NS for a duration of 13.9 (9.2-31.1)
months. The majority (n=152; 88.4%) had steroid-sensitive NS including
24 children with frequent relapses or steroid dependence; 20 (11.6%) had
steroid-resistant NS. Fifty-three (30.8%) and 30 (17.4%) caregivers re-
ported psychological distress and significant care burden, respectively.
Caregivers of male children had odds of 3.86 (1.19-12.54) of significant
care burden than those of female children. Similarly, caregivers who
needed help paying for the child’s healthcare were 2.91 (1.02-8.29) times
more likely to report significant caregiver burden than those who didn’t
need help. In contrast, none of the child’s, caregiver’s or disease-related
characteristics predicted psychological distress.
Conclusion: Caregivers of children with idiopathic NS suffer significant
psychological distress and care burden, and should be provided with
support in performing their caregiving role.

I P N 1 0 9 7 0 - 8 8 S U C C E S S O F I N T E N S I V E
IMMUNOSUPPRESSION TO PREVENT POST-TRANSPLANT
RECURRENCE OF C3 GLOMERULONEPHRITIS IN 3
CHILDREN

E. Colliou 1, A.Maisin 1, M.Macher 1, T. Kwon 1, C. Dossier 1, I. Vrillon 2,
V. Fremeaux-Bacchi 3, G. Deschenes 1
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IdF Ouest – HEGP-APHP - PARIS - France

Introduction: C3 glomérulonephritis (C3GN) is characterized by the
dysregulation of complement alternative pathway. It starts at pediatric
age in one third of cases and is frequently associated to C3 or C5
convertase autoantibodies. There is no specific treatment and the renal
prognosis is poor. Moreover, post-transplant recurrence may occur early,
leading to graft loss > 50% of cases, despite the use of Eculizumab.
Patients: Three children were diagnosed for C3GN at 4, 6 and 10 years
old. Renal biopsies showed typical MPGN with C3 deposits. Genetic
testing was negative and C3Nef antibodies positive in 2. Median delay
to ESRD was 2, 16 and 42 months and duration prior to the renal graft
was 15, 22 and 104 months. C3 was low in all patients at transplantation.
Results: Two patients received a living donor transplant and one a de-
ceased donor. Bi-nephrectomy was performed before transplant. Steroids
(60mg/m2/d) and MMF (1500mg/m2/d) were started at least 1 month

before transplant. Eculizumab was started 14 days before in the 2 patients
and 6h before the graft in the 3rd patient. For all, one immunoadsorption
was performed 8h prior the graft. Post graft therapy included
thymoglobulin or Basiliximab, then Tacrolimus [T0 : 8-10 ng/ml], asso-
ciated to MMF [AUC 50-60 μg.h.ml], steroids and Eculizumab. No early
recurrence occurred. Renal biopsies at M3 showed no recurrence of
MPGN but C3 deposits in one. After a median follow-up of 3, 6 and 15
months, patients were still under Eculizumab, none had proteinuria nor
hematuria. One patient developed replication of BK virus (4.8 log) at M4
following by acute cellular rejection secondary to the decrease of immu-
nosuppression. The eGFR at last follow-up was 55 ml/min/1,73m2 and
80-86 ml/min/1,73m in the two other patients.
Conclusion: Intensive immunosuppression may prevent the post-
transplant recurrence of C3GN and offer a new therapeutic hope.

IPN10971-89 A PULMONARY DISEASE COMPLICATING A
LUPUS NEPHROPATHY : A COMPLICATED AFFAIR.

N. Biebuyck 1, G. Dorval 1, A. Hadchouel-Duverger 2, B. Bader-Meunier 3,
O. Gillion-Boyer 1
1 Pediatric Nephrology Department, MARHEA – Necker Hospital -
APHP, 149 rue de Sèvres – 75015 Paris - France, 2 Pediatric
Pneumology Department – Necker Hospital- 149 rue de Sèvres –
75015 Paris - France, 3 Immuno-Hematology Pediatric Rheumatology
Department- 149 rue de Sèvres – 75015 Paris - France

Familial systemic lupus erythematosus is rare in children. The disease is
regularly associated to many organs dysfunction including kidney and
lungs. We describe herein an atypical observation involving a 17-years
old patient with lupus nephritis associated to lung dysfunction. Our patient
was diagnosed at 12 years in the setting of chronic arthralgia, purpura
lesions of the lower limbs and some skin erythematous papules and ne-
phrotic syndrome. Kidney biopsy revealed a class IV nephropathy. He was
initially successfully treated methylprednisolone pulses, followed by oral
prednisone, mycophenolate mofetil and hydroxychloroquine but experi-
enced recurrence of nephrotic syndrome with acute kidney injury.
Remission was obtained with methylprednisolone pulses associated to six
cyclophosphamide infusions according to the euro-lupus protocol. Thirty-
six months after diagnosis, he progressively developed asthenia associated
with shortness of breath during deep inspiration. Clinical examination re-
vealed dyspnea with thoracic oppression on exertion with hypoventilation
at auscultation. Lung CTscan showed normal pulmonary parenchyma with
thickening of the caesuras and elevated diaphragmatic cupola while thorac-
ic US revealed immobile diaphragm with normal cardiac function.
Pulmonary function tests revealed a restrictive syndrome with normal dif-
fusion capacity (DLCO). Immunologic testing was unchanged. Proteinuria
was negative. He was diagnosed with a very rare but typical shrinking lung
syndrome, and was treated by a single injection of Rituximab (375mg/m2).
Shrinking lung syndrome is an uncommon complication of SLE in children
with less than 10 reported cases to date. We described herein a typical case
of shrinking lung syndromewith amild response to treatment by rituximab.

IPN10972-90 A RARE COMPLICATION OF PERITONEAL
DIALYSIS

M. Guardino 1, C. Corrado 2, R. Cusumano 2, M.M. D'alessandro 2, G.
Pavone 2, M.C. Sapia 2, U. Rotolo 2

1 Department of Sciences for Health Promotion andMother and Child Care
"G. D'Alessandro", University of Palermo - Italy, 2 Pediatric Nephrology
and Dialysis Unit, Children's Hospital G. Di Cristina, Palermo - Italy

Encapsulating peritoneal sclerosis (EPS) is a rare complication of perito-
neal dialysis (PD) characterized by intraperitoneal inflammation and fi-
brosis. The reported incidence varies between 0.7 and 13.6/1.000 patient-
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years. The duration of time on PD is the major risk factor. EPS causes
ultrafiltration failure, bowel obstruction and is associated with significant
morbidity and a high mortality. EPS should not be confused with the
generally benign and subclinical peritoneal fibrosis that occurs in most
patients on PD. The major risk factors for EPS are duration of time on
peritoneal dialysis and recurrent peritonitis. M. is a girl with an history of
congenital heart disease and chronic renal failure. At four years old she
started PD, stopped at age of nine, for recurrent peritonitis. He switched to
hemodialysis for 3 days/week. At 12 years old she performed a renal
transplantation. Six months later, she developed gastrointestinal symp-
toms, including anorexia, nausea, constipation, vomiting and intermittent
abdominal pain. CT showed massive peritoneal calcification, intestinal
thickening and dilatation. Due to the high risk of acute obstruction, she
performed enterolysis surgery. After a week she died of sepsis. We report
the story of M. to evidence the risk of EPS as long term complication of
PD. The risk of EPS is documented be higher among transplant recipients
who used to be on peritoneal dialysis compared with patients who are still
on peritoneal dialysis and have not received a transplant. The increased
risk may be related to the cessation of dialysis for the protective effect of
peritoneal solution that limit fibrin accumulation and for the use of cal-
cineurin inhibitors for theirs profibrotic effects. For this reasons, ideally,
patients with end stage renal disease should be transplanted within 3-4
years of the onset of PD.
Keywords: peritoneal dialysis, peritoneal sclerosis, EPS, renal transplantation,

IPN10973-91 HEALTH LITERACY AND EFFECTS ON
OUTCOMES IN PEDIATRIC ONSET LUPUS PATIENTS

C. Park 1, A. Wilkerson 2, C. Kang 2, A. Ghallab 2, M. Kamel 2, K.
Rouster Stevens 1, R. George 1

1 Emory University/Children's Healthcare of Atlanta, Atlanta, GA -
United States, 2 Emory University, Atlanta, GA - United States

Introduction: Systemic Lupus Erythematosus (SLE) affects people of all
ages and races, but minority and ethnic groups are disproportionately
affected3. An adequate functional health literacy level (HLL) is crucial
to comprehend information and develop lifelong behaviors ultimately
needed for favorable long-term outcomes1-2,5. In SLE, health literacy
may be an important underlying factor in further widening the gap in
healthcare disparities4. To date, there are no studies looking at health
literacy in pediatric onset SLE (p-SLE) and its effect on both clinical
and patient perceived outcomes.
Method:We enrolled 22 SLE patients (8-19 years old) over 3 months at
Children’s Healthcare of Atlanta in Atlanta, GA. Demographic informa-
tion and medical history were collected at clinic visits and/or hospitaliza-
tions. Health and numeracy literacy were assessed using the validated
short test of functional health literacy (S-TOFHLA) and Newest Vital
Signs (NVS). Validated Peds Quality of Life survey (PedsQL) and
Simple Measure of Impact of Lupus Erythematosus in Youngsters
(SMILEY) were used to assess quality of life. Fisher’s exact and
Wilcoxon rank sum were used to analyze data.
Results: 86% were female. 45% were African American and 32%
identified as Hispanic-White. Median age at diagnosis was 13.5
years. 100% scored adequate on S-TOFHLA while 64% scored in
the limited/inadequate range on NVS. There was a significant
difference in hospital utilization rates between adequate and
limited/inadequate groups.
Discussion: Although 100% scored adequate on S-TOFHLA, the
majority scored in the limited/inadequate range for numeracy
skills. This could be problematic given that SLE patients are
responsible for taking multiple prescriptions and comprehending
food labels. There is a need for a visual aide that would allow
for easier identification of pills and use of non-standard methods,
such as videos or resources available on various social media
avenues, to educate patients based on their HLLs.

IPN10974-92 CONTINUOUS FLOW PERITONEAL DIALYSIS IS
AN ALTERNATIVE DIALYSIS MODALITY FOR SMALL
INFANTS

E.H. Ulrich 1, D. Noone 1, E. Harvey 1, S. Ackerman 1, S. Lin 1, V. Riss 2,
K. Walsh 2, C. Tomlinson 3, J. Amaral 4, A. Lorenzo 5, C. Licht 1
1 Division of Nephrology, University of Toronto, Toronto - Canada,
2 Division of Pharmacy, University of Toronto, Toronto - Canada,
3 Division of Neonatology, University of Toronto, Toronto - Canada,
4 Division of Diagnostic Imaging, University of Toronto, Toronto -
Canada, 5 Division of Urology, University of Toronto, Toronto - Canada

Introduction: Renal replacement therapy (RRT) is challenging in infants
weighing <2.5kg. Recent publications suggest that continuous flow peri-
toneal dialysis (CFPD) is safe and efficient. After an initial fill, dialysate is
continuously infused in one catheter and drained from a second catheter.
We report the successful use of CFPD in two infants where vascular
access for hemodialysis (HD) could not be established and PD had failed
due to catheter leak.
Material and methods: Patient 1: one-month old, ex-35 week premature
female (weight 1.8kg) with anuric renal failure due to dysplasia, severe
fluid overload, and recurrent PD catheter leakage. Patient 2: five-month
old male (weight 5.5kg) with oliguric renal failure due to dysplasia and
recurrent catheter leakage.
Results: A second PD catheter was inserted in both infants. Physioneal®
dialysate was transferred to intravenous (IV) bags using aseptic technique
and infused into the peritoneum through the new catheter, using an IV
pump. Initial dialysate reservoir of 5-10mL/kg was established, then con-
tinuously infused at 5mL/kg/hr. Dialysate was drained by gravity via the
original PD catheter through a buretrol and then down into the effluent
bag. Outflow rate equalled the infusate rate plus the desired ultrafiltration
rate, which was controlled manually by adjusting buretrol height. The
system was reset twice daily and the reservoir reset. Both infants received
CFPD for 1-5 weeks. Dialysate flow rate was 5-15mL/kg/hr and average
UF 5-15mL/hr. Both patients had resolution of leak and resumed PD.
Complications included coagulase-negative staphylococcus peritonitis
and hyponatremia in one patient.
Conclusions: CFPD was successfully used in two infants with catheter
leaks – in one case as a life-saving modality due to unavailability of RRT
alternatives such as the CARPEDIEM® machine. CFPD represents an
alternative dialysis modality in low-resource settings for very small in-
fants and/or infants with recurrent catheter leakage.
Keywords: Newborn, peritoneal dialysis, catheter leak

I PN 1 0 9 7 5 - 9 3 INFECT IOUS AND THROMBOT IC
COMPLICATIONS ASSOCIATED WITH CENTRAL VENOUS
CATHETERS IN A PEDIATRIC HEMODIALYSIS CENTRE

H. Giniès 1, S. Krid 1, O. Boyer 1
(1) Hôpital Necker-Enfants Malades - France

Introduction: International paediatric guidelines recommend the arterio-
venous fistula (AVF) as the preferred vascular approach for intermittent
hemodialysis (IHD). But the use of central venous catheters (CVC) is the
most widely used approach in children. CVC-related complications are
mostly infections and thromboses. The objective of this study was to
analyze the indications of CVC and their associated complications in a
pediatric IHD center over a 10-year retrospective period.
Population and method: All consecutive pediatric patients exclusively
followed at our center for IHD on CVC were included over a 10-year
retrospective period from January 2009. Data were extracted from the
computerized medical records.
Results: 47 patients with 93 CVCs, aged 8 months to 16.9 years were
included. The incidence of infections was 1.8 episodes/1000 CVC days
with a median duration of 17 days of antibiotic therapy and seven days of
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hospitalization per episode. In univariate analysis, indeterminate ne-
phropathy (31.3% vs. 9.1%, p=0.01) and methylmalonic acidemia
(18.8% vs. 1.3%, p=0.001) were associated with the risk of CVC-
related infection. The incidence of thrombosis, most often diagnosed by
doppler ultrasound following dialysis dysfunction, was 1.9 episodes/1000
CVC days with a median hospitalization of six days per episode. The
most frequent cause of CVC removal was the switch to IHD on AVF
(31% of cases) and in half of the cases, catheter was removed in emer-
gency. Finally, infectious and thrombotic complications were responsible
for a shorter duration of CVC use (p=0.0002).
Conclusion: This study is in accordance with the current literature and
highlights risk factors for infection. The relay of HDI on FAV was the
most common cause of catheter ablation. The comparative study of chil-
dren with a CVC or FAV in our center is currently in progress.

IPN10976-94 OUTCOMEOFLUPUSNEPHRITIS INCHILDREN
WITH ONSET OF NEPHROTIC SYNDROME

B.Huang 1, D. Feng 1, Y. Dong 1, S. Hao 1, X. Niu 1, X. Kuang 1, Y. Kang 1,
P. Wang 1, Y. Wu 1, G. Zhu 1, W. Huang 1

(1) Department of Nephrology and Rheumatology, Shanghai Children’s
Hospital, Shanghai Jiao Tong University, Shanghai - China

Introduction: Lupus nephritis(LN) is a severe complication of systemic
lupus erythematosus (SLE). Proteinuria is a risk factor for the progression
of renal dysfunction. The study was conducted to understand the prog-
nosis of pediatric patients diagnosed as LN with onset manifestation of
nephrotic syndrome(NS).
Material & methods: Thirty-six patients were analyzed retrospectively
in this study. They were diagnosed as LN with proteinuria at onset in our
hospital from April 2008 to May 2018 and followed up for at least 6
months. Patients were divided into NS group (24-hour proteinuria
>50mg/kg, albumin<30g/L) and control group (24-hour proteinuria
<50mg/kg, but >150mg/d). Clinical and laboratory data were analyzed
by using SPSS23 software.
Results: (1) There were 18 patients in NS group and 18 in the control
group. The SLEDAI score at the beginning of the disease between the two
groups showed no statistical difference(P=0.728), but the prevalence of
AKI in the NS group is higher(6/18 versus 0/18, p=0.019).
(2) At 6 months the complete remission rate, the partial remission rate and
no remission rate was 33.3%( 6/18), 55.6%( 10/18), 11.1%( 2/18) in the
NS group and 72.2%( 13/18), 22.2%( 4/18), 5.6%( 1/18) in the control
group. The control group had a better outcome(p=0.028).
(3) At the end of 2 years of follow up, 2 patients progressed to ESRD ,1
patient died of infection and 2 suffered renal flare during following-up in
the NS group. No patient progressed to ESRD or died and 2 suffered renal
flare in the control group. However, the patient and renal survival rate
didn’t differ between two groups (80% versus 100%, P=0.224).
Conclusions: In the short term pediatric patients with NS had adverse
outcome. However, in the long term more patients with NS progressed to
ESRD or died but the difference wasn’t statistically significant.

IPN10977-95 FEMORAL VEIN AS THE CATHETERIZATION
SITE IN NEONATAL CONTINUOUS RENAL REPLACEMENT
THERAPY

K. Ishikawa 1, S. Nishimi 1, C. Onodera 1, H. Furukawa 1, A. Takada 1, Y.
Toya 1, A. Matumoto 1, K. Oyama 1

(1) Department of pediatrics, Iwate medical university, Morioka - Japan

Background: The use of internal jugular vein is recommended for con-
tinuous renal replacement therapy (CRRT) in neonate as well as pediatric
patients, because the CRRT circuit survival using this site is longer than
using subclavian or femoral access. In terms of safety and ease,

cannulation of the femoral vein is preferable to cannulation of the internal
jugular or subclavian veins, particularly in neonates. Here, we investigat-
ed the CRRT circuit survival time using the femoral access site in
neonates.
Material & Methods:We reviewed clinical neonatal records of patients
who received CRRT and were admitted to our NICU between 2012 and
2019.
Results: In total, 8 patients (males, 3; females, 5; median gestational
age, 37 weeks (range, 33-41 weeks); median birth weight 2,333 g
(range, 1,482-3,288 g) who received CRRT due to inborn errors of
metabolism (IEM) or acute kidney injury (AKI) were included. fem-
oral, internal jugular, and umbilical veins were used as vascular access
sites in 6, 1, and 1 patient, respectively. 6Fr double lumen catheters
were applied in all, except when the umbilical vein was used. The
blood flow rate ranged from 8 to 30 mL/minutes (3.5-13.7 mL/kg/
minute). Among 73 CRRT sessions, the median (range) duration of
CRRT was 1,285 (174-4,967), 1,035 (480-7,275), and 1,200 (420-
2,351) minutes in the femoral, internal jugular, and umbilical veins,
respectively. No severe complication at cannulation in any vascular
access site or during CRRT was noted.
Conclusion: In neonatal CRRT, using the femoral vein as the vascular
access site, with a 6Fr double-lumen catheter was optimal to obtain
enough blood flow and continue CRRT longer. Cannulation of the fem-
oral vein was safe and easy in neonates. Except for quick solute removing
like ammonia in IEM, the femoral vein would be considered as the vas-
cular access site for neonatal CRRT.

IPN10978-96 CLINICAL PROFILE AND OUTCOMES OF
CHILDREN WITH CAKUT

T. Bose 1, S. Kalra 2

(1) Command Hospital, Lucknow - India, (2) Army Hospital (R&R), New
Delhi - India

Introduction: Congenital anomalies of kidney and urinary tract
(CAKUT) form the most common reason for chronic kidney disease
(CKD) in children. Most children with CAKUT may remain asymptom-
atic but a small percentage deteriorate rapidly and may require early
surgery. This study was aimed to study the clinical profile of children
with CAKUT, any associated anomalies and their outcomes and factors
associated with poor outcome.
Methods:Records of all children, 1-14 years with CAKUTat two tertiary
care centres of our country,referred hereafter as centre A &B respectively
from Jan 2018-June 2018,were reviewed. Antenatal findings,clinical fea-
tures, course after birth,history of recurrent infections, need for surgery,
serum creatinine and its increase, presence of acidosis, bone mineral
disease(BMD) and growth parameters were recorded. All patients were
evaluated and managed as per standard guidelines.
Results: 60 children of CAKUT in centre A and 50 in centre B were seen
during study period with lesions ranging from unilateral hydronephrosis
to posterior urethral valves with severe oligohydroamnios were studied.
Unilateral hydronephrosis with mild to moderate pelviureteric junction
obstruction was the commonest lesion(n=35). Children with antenatally
detected bilateral hydronephrosis (APD diameter of >15mm) with
oligohydroamnios had the worst course. This was seen most commonly
in boys (n=17) with PUVand despite early cystoscopy showed progres-
sion of CKD and worsening BMD and acidosis. Girls with bilateral high-
grade reflux(n=13) also had multiple UTIs despite antibiotic prophylaxis
and required surgical management within first 3 years of life. Their final
outcome was variable and dependent on scarring as visualised onDMSA.
Cloacal abnormality including anorectal malformationwas themost com-
mon associated anomaly
Conclusions: CAKUT encompasses a wide spectrum of disorders with
variable severity. Early detection and optimal management is imperative
to prevent long term morbidity.
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IPN10979-97 WHOLE-EXOME SEQUENCING IDENTIFIES
CAUSATIVE MUTATIONS IN 62% INDIVIDUALS WITH END-
STAGE RENAL DISEASES

J. Chen 1, F. Lin 1, Q. Shen 1, X. Tang 1, Q. Miao 1, Y. Zhai 1, J. Rao 1, X.
Fang 1, H. Xu 1

(1) Department of Nephrology, Children’s Hospital of Fudan University,
Shanghai Kidney Development and Pediatric Kidney Disease Research
Center, Shanghai - China

Background: Chronic kidney disease (CKD) is an important cause of
morbidity and mortality, which often terminates in end-stage renal dis-
eases (ESRD) and requires dialysis or renal transplantation. There is an
alarming trend in the incidence of ESRD in China. Although provision of
a molecular diagnosis could have important implications for clinical man-
agement, evidence is lacking on the diagnostic yield of whole-exome
sequencing (WES) in pediatric ESRD patients or on the utility of WES
in guiding the clinical management of these ESRD patients.
Methods: To determine the diagnostic impact ofWES in pediatric ESRD
patients, we recruited 210 patients who had diagnosed with ESRD at
Children’s Hospital of Fudan University from January 2014 to
December 2018. Based on economic situation and possible significance
of clinical decisions, 92 patients were performed WES, and analyzed the
WES data for likely deleterious variants in known mendelian disease-
associated genes.
Results: In 57 out of 92 (62%) ESRD patients, we detected a genetic
cause of CKD by WES. Diagnostic variants were detected across all
clinically defined categories, including nephrolithiasis/nephrocalcinosis
(2 out of 2 individuals), renal cystic ciliopathies (15 out of 17 individuals),
steroid-resistant nephrotic syndrome (15 out of 24 individuals), chronic
GN (12 out of 20 individuals), congenital anomalies of the kidney and
urinary tract (6 out of 17 individuals), and unknown etiology (6 out of 12
individuals). The WES-related molecular genetic diagnosis also had pro-
vided a therapeutic option for 7 patients.
Conclusion: Nearly two third of pediatric ESRD patients had a genetic
cause of their kidney disease identified byWES. Theremight being selection
bias. Knowledge of this genetic information can help establish a better pre-
cision diagnosis and guide clinical management of younger ESRD patients.

IPN10980-89 A CASE OF DIABETIC KETOACIDOSIS IN TYPE
1 DIABETES MELLITUS CAUSING TRANSIENT FANCONI
SYNDROME

D. Suzuki 1, N. Kumagai 1, T. Kondo 1, Y. Matsumoto 1, K. Yokoi 1, Y.
Nakajima 1, T. Ito 1, Y. Ikezumi 1
(1) Department of Pediatrics, Fujita Health University School of Medicine -
Japan

Introduction:Diabetic ketoacidosis (DKA) is a frequent and serious com-
plication of diabetes mellitus, characterized by severe hyperglycemia, ac-
cumulation of ketone bodies, and metabolic acidosis. Metabolic acidosis
during DKA consists of both anion- and normal-gap acidosis. In addition,
during DKA of type 1 diabetes, transient increase in urinary β2- micro-
globulin (β2-MG) levels and aminoaciduria occur. Although renal tubular
dysfunction has been suggested, it has not been described in detail.
Case report: A 5-year-old boy consulted a previous doctor for polydip-
sia, polyuria, and viciousness, and was admitted to the Department of
Pediatrics at Fujita Health University Hospital. The patient showed hy-
perglycemia, high HbA1c levels, ketosis, metabolic acidosis, and anti-
glutamic acid decarboxylase antibody and was diagnosed with DKA and
onset of type 1A diabetes. After physiological saline loading, continuous
intravenous injection of insulin was started, and 24 hours after admission,
DKA was resolved. Laboratory findings at admission revealed elevated
urinary β2-MG levels, metabolic acidosis, hypophosphatemia with low
percentage of tubular reabsorption of phosphate (%TRP), and

aminoaciduria, which were alleviated with DKA treatment. Metabolic
acidosis was considered to be a combination of both anion- and normal-
gap acidosis. Metabolic acidosis improved with DKA treatment, but
normal-gap metabolic acidosis persisted. One month after the onset, uri-
nary β2-MG levels and %TRP normalized and aminoaciduria improved.
Discussion: The patient had transient Fanconi syndrome with DKA.
During DKA, it is assumed that lack of insulin reduces glucose uptake
in the tubular cells, which lowers adenosine triphosphate (ATP) produc-
tion and causes energy deficiency, resulting in tubular dysfunction. With
insulin administration, tubular cells uptake glucose, and ATP production
is normalized, resulting in restored tubular function. In addition, ketone
bodies have deleterious effects on renal tubular cells.
Conclusion Transient Fanconi syndrome occurs during DKA and is
thought to be involved in hypophosphatemia and metabolic acidosis.

IPN10981-90 BENEFITS, ADVERSE EVENTS AND OUTCOME
OF CONTINUOUS PERITONEAL DIALYSIS IN CHILDREN
FROM SOCIOECONOMICALLY DISADVANTAGED
BACKGROUND.

J. Dave 1, U. Ali 2, A. Ohri 1
(1) Bai jerbai Wadia Hospital for Children, Mumbai - India, (2) SRCC-
NH Children’s Hospital, Mumbai - India

Introduction:With limited availability of pediatric hemodialysis, contin-
uous ambulatory peritoneal dialysis (CAPD) remains the lifeline for chil-
dren with ESRD awaiting renal transplant in developing countries. This
study was undertaken to assess the benefits, adverse events and outcome
of CAPD in children from socioeconomically disadvantaged background
Methodology: We retrospectively analyzed data of CAPD patients seen
during the last ten years at our hospital. Clinical details, adverse events
and outcome at last follow up were retrieved from the medical records.
Trends and chi square tests were used as analytic methods.
Results:: Twenty-seven children, (15 boys) aged 11 months - 16 years
(median 7 years), received a total of 657 months of CAPD. 25 received
PD manually and two by cycler. Duration of PD ranged from 5 months to
60months. Parameters that improved on therapywere z scores inweight and
height in 15 (55%), anemia in 24 (88%) and blood pressure control in
17(63%). Most adverse events were catheter related with 37 episodes of
catheter related infections (CRI) and 5 mechanical complications. CRIs seen
were 24-peritonitis;9 exitsite infection and 4-tunnel infections; Peritonitis
rate was 0.4 episode per patient year. Catheter removal was required in
8/42(19%) catheter complications. Non-catheter related adverse events were
hypoalbuminemia in 13 (48%) and non-CRI infections requiring hospitali-
zation in 2 (7.5%). Five patients(18%) died and two (7.5%) were shifted to
HD due to PD failure. Five (18%) underwent renal transplantation and 15
continue to be on PD. There was no significant association between the
outcome and factors such as gender, age at initiation of CAPD, catheter type,
initial albumin level, mother’s literacy or distance from facility.
Conclusion: CAPD is a viable option in developing countries. The peri-
tonitis rate is comparable to those published in literature. Beneficial ef-
fects were seen in 20/27 (74%) of patients

IPN10982-91 LONG-TERM OUTCOME IN PATIENTS WITH
IDIOPATHIC INFANTILE HYPERCALCEMIA

M. Litwin 1, L. Obrycki 1, A. Janiec 2, E. Pronicka 2

(1) Department of Nephrology, Kidney Transplantation and
Hypertension, Children`s Memorial Health Institute, Warsaw - Poland,
(2) Department of Pediatrics, Children`s Memorial Health Institute,
Warsaw - Poland

Introduction: Idiopathic infantile hypercalcemia (IIH) is a disorder of
vitamin D3 metabolism due to disability of enzymatic breakdown of
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active vitamin D3 metabolites or over-synthesis of 1,25(OH)2D3. The
molecular basis of IIH are biallelic mutations in the CYP24A1 or
SLC34A1 gene. These changes lead to catabolism disturbances
(CYP24A1 mutations) or excessive generation of 1,25(OH)2D3

(SLC34A1 mutations). The incidence of IIH in children and the risk of
developing end stage renal disease (ESRD) are still unknown. The aim of
the study was analysis of long-term outcome of adolescents and young
adults who survived IIH in infancy.
Material and methods: 42 children (23 girls; mean age 10.7 ± 6.3
years) and 26 adults (14 women; mean age 24.2 ± 4.4 years) with
history of hypercalcemia with elevated 1,25(OH)2D3 values were
included to the study. In all patients genetic analysis of possible
IIH mutations were done, as well as clinical evaluations including
serum creatinine and cystatin C level and GFR value (calculated
with Schwartz formula).
Results: IIH was confirmed in 20 analyzed patients (10 girls). CYP24A1
mutations were found in 16 (8 girls), SLC34A1 in 4 patients (2 girls).
Mean GFR was 71,2±16,5 ml/min/1,73m2. 2 patients with CYP24A1
mutation developed ESRD and were transplanted. GFR <90 ml/min/
1,73m2 was found in 12 patients (60%) including 1 adult and 1 child with
GFR <60ml/min/1,73m2 . In 7 of 20 (35%) patients nephrocalcinosis was
detected.
Conclusions: We found that long term prognosis of survivors of IIH is
poor with high prevalence of chronic kidney disease and
nephrocalcinosis. It indicates, that all survivors of IIH should be closely
monitored with early introduction of preventive measures including inhi-
bition of 1,25(OH)2D3 synthesis.

IPN10983-92 CARDIOVASCULAR DISEASE IN CHILDREN
WITH CHRONIC KIDNEY DISEASE AT DR. SOETOMO
HOSPITAL SURABAYA

M.R. Kurniawan , R.V. Prasetyo , N.A. Soemyarso , M.S. Noer
Department of Child Health, Universitas Airlangga - Dr Soetomo
General Academic Hospital Surabaya - Indonesia

Abstract
Background:One of the common factors for premature death in children
is chronic kidney disease (CKD). Most often cardiovascular disease
(CVD) is the reason for mortality. The presence of CKD worsens out-
comes of CVD. Heart failure with cardiomegaly due to left ventricular
hypertrophy is among cardiovascular abnormalities in children with
CKD.
Objective: To compare the cardiovascular status of children with differ-
ent stages of CKD at Dr. Soetomo Hospital.
Methods: A Cross sectional study was conducted to all CKD children at
Pediatric Nephrology Division of Dr. SoetomoHospital from February 1st

to April 30th 2019. Clinical and laboratory data comprised of age, gender,
and cardiovascular status (hypertension, cardiomegaly, ejection fraction
<50%, episodes of heart failure) were compared between different stages
of CKD by using Chi square test (P<0.05). Patients with incomplete data
were excluded.
Results: Of 31 children included, 1(3.2%) were CKD stage I, 1(3.2%)
CKD stage II, 4(12.9%) CKD stage III, 5(16.1%) CKD stage IV, and
20(64.5%) CKD stage V. We found 1(1.8%) heart failure in CKD stage
I, 1 in CKD stage II and 7(25.9%) in CKD stage V, while the other had no
heart failure (P=0.003). We found low ejection fraction significantly dif-
ferent in all CKD stages 0(0%) CKD I, 1(3%) in CKD stage II, 2(6%) in
CKD stage III, 3(9%) in CKD stage IV, and 11(35%) in CKD stage V
(P=0.001). Cardiovascular disease was found different in all CKD stages I
to V as follows 0(0%), 0(0%), 2(6%), 4(9%) and 13(41%), respectively
(P=0.0035).
Conclusion: More advance stages of CKD significantly worsened the
cardiovascular disease in children.
Keywords: cardiovascular disease, CKD, children.

IPN10984 - 93 TOWARDS CLINICAL ASSAYS FOR
EVALUATING CIRCULATING PERMEABILITY FACTORS IN
NEPHROTIC SYNDROME

S. Veissi 1, B. Smeets 2, J. Van Wijk 3, A. Jeronimus-Klaasen 1, L. Van
Den Heuvel 1, M. Schreuder 1
1 Department of Pediatric Nephrology, Radboud university medical cen-
ter, Radboud Institute for Molecular Life Sciences, Amalia Children's
Hospital, Nijmegen - Netherlands, 2 Department of Pathology,
Radboud university medical center, Radboud Institute for Molecular
Life Sciences, Nijmegen - Netherlands, 3 Department of Pediatrics,
Vrije Universiteit University Hospital Amsterdam, Amsterdam -
Netherlands

Introduction: Circulating permeability factors (CPFs) have been impli-
cated as one of the causes of nephrotic syndrome (NS). Evidence for
CPFs comes mainly from clinical observations and animal studies, since
reliable in vitro assays are lacking. Therefore, we aim to study the pres-
ence and pathogenic relevance of CPFs in plasma of NS patients during
active disease and remission using conditionally immortalized human
podocytes (ciHPOD) in vitro.
Materials & methods: Podocytes (ciHPOD) and primary endothelial
cells (GMVECs) were incubated with plasma from NS patients in relapse
and remission and from a non-renal control patient. Cell viability,
podocyte motility, podocyte actin cytoskeleton architecture, and reactive
oxygen species (ROS) formation at the presence or absence of ROS
scavenger, dimethylthiourea, were investigated by CCK-8 assay,
scratch-assay, immunofluorescence stainings, and CM-H2DCFDA prob-
ing, respectively.
Results: Plasma from active NS patients, but not from remission or con-
trol patients, caused excessive ROS formation in podocytes, but not in
endothelial cells. Immunofluorescence microscopy revealed severe de-
rangement of the podocyte’s actin cystoskeleton in response to active
NS plasma. Moreover, the motility of podocytes seemed to be reduced
in the presence of active NS plasma, but not in the presence of remission
or control plasma. Prolonged incubation of podocytes, but not endothelial
cells, led to cell death only when active NS plasma was present.
Furthermore, the ROS scavenger dimethylthiourea abolished the ROS
formation and the podocyte’s actin cytoskeleton dearangement and cell
death in response to active NS plasma, suggesting that ROS plays an
important role in podocyte injury in NS.
Conclusions: We provide a high-throughput and sensitive assay to mea-
sure ROS in response to NS plasma, providing a new framework for
monitoring in vivo CPF activity that could be used for diagnostics or
disease monitoring. Moreover, our findings suggest that the inhibition
of ROS formation or facilitating rapid ROS scavenging might exert ben-
eficial effects in patients with NS.

IPN10985-94 CLINICAL PROFILE OF CHILDREN WITH
BEDWETTING

S. Badgujar , K. Sathe , P. Joshi , K. Giri , M. Mahalle , L. Tiwari , S.
Fernandes , K. Shrivastava , A. Sanghvi , M. Joshirao , A. Pandey , H.
Kale , A. Barthwal , R. Verma , P. Parekh
Sir H N Reliance Foundation Hospital & Research Centre, Mumbai - India

Introduction: Bedwetting is common but underestimated & lesser un-
derstood problem in children. It has psychosocial implications & causes
significant stress in the child and family.
Aim: To evaluate clinical profile of children presenting with bedwetting
Materials
Study design: Coss sectional observational study
Subjects: Successive children beyond 5 y age presentingwith bedwetting
to paediatric nephrology clinic in last one year. Cases with urological
defects, endocrine and other medical diseases excluded.
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Methods: History taken about primary /secondary enuresis, day-
time voiding pattern, bladder bowel dysfunction (BBD) (urine
stream, urgency, frequency, holding manoeuvres, abdominal pain,
constipation, faecal soiling, daytime wetting), UTI, sleep disor-
ders, obstructive sleep apnoea (OSA), behavioural issues, family
history of bedwetting. Type of enuresis, associated comorbidities
studied based on questionnaire.
Results: 32 children (17 girls, 15 boys), mean age at presentation 8.4
years (age range 5y-16y). Primary and secondary enuresis reported in
25/32(78%) & 07/32(22%) respectively. Children presenting with day
time symptoms of BBD plus night time wetting 25/32(78%) while
those presenting only with night time wetting 07/32(22%). Daytime
symptoms were frequency (> 8 voids/ day) 25/32(78%); holding ma-
noeuvres 24/32 (75%); urgency 23/32 (72%); abdominal pain 14/
32(44%); past UTI 03/32 (9.3%); low voiding frequency (<3 voids/
day) 02/32 (6%). Symptoms of OSA seen in 06/32(18.75%); deep
sleep and difficult arousal in 18/32(56%); behavioural and psychoso-
cial issues in 18/32(56%) {Hyperactivity 07/32 (21%); temper 05/
32(15.6%); anxiety 03/32 (9%); frightfulness 03/32(9.3%)};
Constipation in 12/32(37.5%); encopresis 04/32(12.5%); perineal red-
ness 03/32 (9.3%); Family history of bedwetting 12/32(37.55).
Monosymptomatic enuresis in 07/32(22%); non-monosymptomatic
enuresis in 25/32(78%). Commonest pattern of functional daytime
incontinence was overactive bladder in 21/32(65%).
Conclusion: Abnormal daytime voiding symptoms (78%), holding ma-
noeuvres (75%), psychosocial issues (56%) and constipation (37.5%)
were commonly reported as also reported in literature. Addressing these
issues is crucial to successful management of bedwetting & sleep
disorders.
Keywords: enuresis, holding manoeuvres, overactive bladder, hyperac-
tivity

IPN10986-95 MIF AND SDF1 PROMOTE CD44-MEDIATED
GLOMERULAR PARIETAL EPITHELIAL CELL MIGRATION
IN FOCAL SEGMENTAL GLOMERULOSCLEROSIS

N. Ito , K. Sakamoto , M. Nagata
Kidney and Vascular Pathology, Faculty of Medicine, University of
Tsukuba, Tsukuba - Japan

Introduction: Focal segmental glomerulosclerosis (FSGS) is com-
menced with local synechiae by glomerular parietal epithelial cell
(PEC) activation, including its migration and adhesion to glomerular tuft
with podocyte detachment. However, the molecular signaling that medi-
ates podocyte injury and PEC activation remains unknown. In FSGS, de
novo CD44 expression in PEC has been known as a marker of PEC
activation, and it may be involved in progression of segmental sclerosis.
In the present study, we focused on the roles of CD44 and two
chemokines, migration inhibitory factor (MIF) and stromal cell-derived
factor 1 (SDF1), during podocyte injury-driven PEC activation.
Material and Methods: NEP25/LMB2 mice, the toxin-induced
podocyte injury model, were used (n=5). The glomerular expression of
MIF, SDF1, CXCR4 and CD44 was assessed by immunostaining sequen-
tially on day 0, 4, 8 and 12. Using immortalized mouse PEC (mPEC),
in vitro study was conducted by real-time PCR, western blotting, and
migration assay under MIF and SDF1 stimulation.
Results: In the early stage of podocyte injury, podocytes expressed MIF
and SDF1. As podocytes were detached, PECs expressed CD44 with
MIF, SDF1 and CXCR4. In vitro, MIF and SDF1 individually induced
CD44 and CXCR4 on mPECs and promoted their migration which was
inhibited by CD44 knockdown.
Conclusions: Biphasic expression of MIF and SDF1 in podocytes and
PECs, and roles of these chemokines in PEC activation in vitro suggested
that CD44-mediated PEC migration might be initiated by MIF and SDF1
and sustained through their paracrine and autocrine effect.

IPN10988-97 CLINICAL SIGNIFICANCE OF COLLAPSING
VARIANT IN CHILDHOOD FOCAL SEGMENTAL
GLOMERULOSCLEROSIS

M.Okutsu 1, K. Kamei 1,M. Sato 1, S. Ishiwa 1, T. Kanamori 1, K. Nishi 1,
M. Ogura 1, M. Sako 1, S. Ito 2, T. Yoshioka 3, K. Ogata 4, K. Ishikura 5

1 Division of Nephrology and Rheumatology, National Center for Child
Health and Development, Tokyo - Japan, 2 Department of Pediatrics,
Graduate School of Medicine, Yokohama City University, Kanagawa -
Japan, 3 Department of Pathology, National Center for Child Health and
Development, Tokyo - Japan, 4 Department of Pathology, Federation of
National Service Personnel Mutual Aid Associations, Tachikawa
Hospital, Tokyo - Japan, 5 Department of Pediatrics, Kitasato
University School of Medicine, Kanagawa - Japan

Introduction: Focal segmental glomerulosclerosis (FSGS) is classified
into five variants by the Columbia classification. In adults, the collapsing
variant (CV) is the most refractory to treatment, and its renal prognosis is
poor; however, few reports have evaluated the prognosis of CV in chil-
dren. We retrospectively compared treatment response and renal survival
for CVand other variants, in children with FSGS.
Material and methods: We retrospectively analyzed data for 15 patients
diagnosed with FSGS based on the Columbia classification, among 65
patients with steroid-resistant nephrotic syndrome (SRNS), in our hospital.
We excluded patients with genetic FSGS.We compared clinical symptoms,
responsiveness to treatment, and outcomes between CVand other variants.
Results: Six patients were classified as having CV (three boys; median age,
5.5 years), and nine patientswere classified as having other variants (four boys;
median age, 8.0 years; cellular, seven; not-otherwise-specified (NOS), one;
perihilar, one). CVwas associatedwithmore proteinuria than the other variants
(median, 78.5 vs 20.2 g/gCr, p = 0.05). Both group showed decreased renal
function (median 42.0 vs 52.0ml/min/1.73m2 of creatinine-estimated glomer-
ular filtration rate, p = 0.22). Infection was more common in patients with CV
than other variants (4/6 vs. 0/9, p = 0.01). The median time from initiating
treatment to incomplete remission of SRNSdid not differ significantly between
CVand other variants (136 vs. 199 days, p = 0.68), and all patients achieved
remission or incomplete remission. In four patients with CV, follow-up biopsy
showedNOS. No patients had developed renal failure by the final observation
in either group (Cr-eGFR, 113.0 vs 113.3 ml/min/1.72 m2, p = 0.67).
Conclusions: Although CV reflects advanced nephrosis, the time to re-
mission was similar between CV and other variants, suggesting that CV
might be fundamentally the same disease entity as other variants.

IPN10989-98 CLINICAL UTILITY OF WHOLE EXOME
SEQUENCING IN CHILDREN WITH CLINICALLY
SUSPECTED GENETIC KIDNEY DISEASE

K. Jayasinghe 1, C. Quinlan 2

1 Monash University - Australia, 2 Royal Children's Hospital - Australia

Introduction: Genomic technologies enable rapid and cost-effective se-
quencing of DNA and have demonstrated a definitive diagnosis in several
patient groups such as childhood syndromes and oncology. We sought to
determine the diagnostic and clinical utility of WES in children with
clinically suspected genetic kidney disease who were reviewed in multi-
disciplinary renal genetics clinic (RGC).
Methods: Patients were prospectively recruited through two tertiary paedi-
atric centres in Australia. Patients were referred by their treating nephrologist
to a dedicated RGC. Following review by amultidisciplinary team consisting
of a nephrologist, clinical geneticist and genetic counsellor, patients
underwent genomic sequencingwith analysis for a pre-determined phenotype
specific list of genes of interest. We measured the diagnostic yield and the
effect on short term clinical management. Full author list at KidGen.org.au
Results: We performed WES in 82 children with kidney disease. The
median age at time of recruitment was 7.5 years (1 month-18 years).
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Preliminary results demonstrate a genetic diagnosis in 37 patients (51%).
This includes (34) pathogenic variants and (11) likely pathogenic variants.
When comparing the a priori clinical diagnosis at referral in patients with
WES diagnoses, 22 (59%) had their suspected clinical diagnosis confirmed
and 15 patients (41%) had a subsequent change in diagnosis. 21 patients
(57%) with positive diagnoses had recommended changes to clinical man-
agement. This included the avoidance of immunosuppression, avoidance of
renal biopsy, initiation of surveillance for extra-renal disease and facilitating
transplant decisions. In addition, at least 26 patients (32%) had a clinically
relevant negative result with management implications.
Conclusions: To our knowledge this is the first study to report diagnostic
and clinical utility of genomic sequencing in a pragmatic clinical setting.
Our results confirm that in a clinically selected paediatric cohort with
kidney disease, WES is valuable for establishing a specific molecular
diagnosis and demonstrates substantial quantifiable clinical utility.

IPN10994-94 RESPONSE OF TACROLIMUS IN STEROID
RESISTANT CHILDREN WITH MEMBRANOPROLIFERATIVE
GLOMERULONEPHRITIS

P.D.I. Ijaz
King Edward Medical University - Pakistan

Abstract:Membanoproliferative glomerulonephritis (MPGN) is generaliiy
difficult to treat and often posses a therapeutic challange. We have retro-
spectively 18 steroid resistant cases of MPGN treated with tacrolimus. All
cases of steroid resistant nephritic syndrome (SRNS) who underwent kid-
ney biopsy at our centre between jan 2011 to july 2018 . Cases with sec-
ondary causes were excluded . 18 children with SRNS ( 10 patients with
initial steroid resistance and 8 with late steroid resistance ) and treated with
tacrolimus. Eleven male and seven female. Median age was 9.5 years (age
range 1.5-14 years). 5 patients had gross hematurea , 9 had microscopic
hematurea, all 18 patients had nephrotic range proteinurea and 66.6 %were
hypertensive. Histologically 14 patients with MPGN type 1 and 4 patients
and MPGN type 2. Tubular atrophy was found in 61.6%,
glomerulosclerosis in 55.5% and focal mesangial sclerosis was found in
22.2%. Four patients had cellular /fibrocellular crescents. Tacrolimus was
used in dose of 0.15-0.2mg/Kg/day Complete remission was achieved in
72.2% , sustained in 61.6% , 2/18 relapsed after stopping tacrolimus. 11.1%
did not respond and progressed to end-stage renal disease(ESRD) in 47
months. Another 16.6% showed partial response. Median duration of re-
sponse was 8.5 weeks.. Mean follow-up period was 33.4 months. Mean
eGFR at start was 94.3 and 102 at end of follow-up period. Severe tubular
atrophy, glomerulosclerosis and cellular /fiibrocellular crescents were found
to be predictors of poor response with p value of <0.05. Follow-up biopsy
was done in 5 patients, tacrolimus nephrotoxicity was found in one patient.
We conclude that tacrolimus is a safe and well tolerated therapeutic option for
cases of severe MPGN. However we need close follow-up and monitoring
for progression of disea se and neprotoxicity
Keywords: dense deposit disease. MPGN. Steroid-resistant nephritic
syndromeTacrolimus

IPN10995-95 EVOLUTION OF ISOLATED SYSTOLIC
HYPERTENSION AND NORMAL CENTRAL BLOOD PRESSURE
IN ADOLESCENTSWITH PRIMARY HYPERTENSION

L. Obrycki 1, J. Feber 2, M. Litwin 1

1 Department of Nephrology, Kidney Transplantation and Hypertension,
Children`s Memorial Health Institue, Warsaw - Poland, 2 Division of
Nephrology, Department of Pediatrics, The Children's Hospital of
Eastern Ontario, Ottava - Canada

Central systolic blood pressure (cSBP) is a marker of cardiovascular risk.
It can also be a predictor of target organ damage (TOD) in adolescents

with primary hypertension (PH). cSBP analysis enables diagnosis of spu-
rious hypertension (sHT), which is a form of isolated systolic hyperten-
sion in office BP and in ABPM, with normal cSBP. The aim of the study
was to determine the cardiovascular risk associated with sHT
Material and methods: 294 patients (62 girls, 15.0 ± 2.4 years) referred
due to elevated BP, in whom secondary HTwas excluded. In all office BP,
ABPM, cSBP and hemodynamic parameters were evaluated, as well as
markers of TOD: left ventricular mass index, carotid intima-media thick-
ness and pulse wave velocity (PWV). PWVand PWAmeasurements were
performed using the oscillometric device. In 200 patients all the tests were
repeated after 12 months of observation.
Results: sHT was diagnosed in 48 adolescents, of whom 40 were
examined again after 12 months of non-pharmacological treatment.
21 patients primary with sHT (53%) normalized BP in ABPM, 10
patients (25%) mantained sHT. None of patients in this two groups
developed TOD. 9 adolescents (22%) elevated cSBP, and “true hyper-
tension” (tHT) was diagnosed. 2 of them developed TOD. Patients
who elevated cSBP did not differ in terms of anthropometrical and
hemodynamic parameters. In patients with sHT who normalized
ABPM, significantly lower cSBP change and higher primary uric acid
level were found, compared to the group that developed tHT. The
regression analysis showed that the significant predictors of cSBP
reduction were decrease of waist circumference and of serum uric acid
level.
Conclusions: Adolescents with sHT are a heterogeneous group of pa-
tients. Inmost of them this is a temporary and physiological phenomenon.
The main predictors of normalization of elevated cSBP is reduction in
visceral fat and uric acid level.

IPN10996-96 OFATUMUMAB RESCUE TREATMENT IN POST-
TRANSPLANT RECURRENCE OF FOCAL-SEGMENTAL
GLOMERULOSCLEROSIS

R. Labbadia , M. Colucci , M. Vivarelli , F. Diomedi Camassei , I. Guzzo ,
F. Emma , L. Dello Strologo
Ospedale Pediatrico Bambino Gesù - IRCCS - Italy

Introduction: Treatment of post-transplant focal-segmental
glomerulosclerosis (FSGS) recurrence is still debated. Use of the fully
human anti-CD20monoclonal antibody ofatumumab has been suggested.
Material &methods: Two boys with FSGS received a kidney transplan-
tation at the age of 15 years from a deceased and a living donor, respec-
tively. FSGS recurrence was histologically established by electron mi-
croscopy. Levels of serum creatinine, serum protein and urinary protein/
creatinine ratio as well as treatment with immunosuppressive drugs and
plasmapheresis were registered during the follow-up. The amount of total
CD19+ B cells and of switched memory B cells was determined by flow
cytometry analysis.
Results: Maintenance therapy consisting of calcineurin inhibitors, anti-
proliferative agents, and prednisone was administered. Early post-
transplant FSGS recurrence was observed after two and three days, re-
spectively. Rituximab infusion and plasmapheresis sessions were per-
formed with transient clinical improvement in the first patient and no
apparent response in the second patient. Both patients were treated with
two ofatumumab infusions, which induced in patient #1 a complete and
stable remission for more than 12 months and in patient #2 a partial
remission with a progressive reduction of proteinuria and normalization
of serum protein levels. Patient #1 has reconstituted his CD19+ B-cell
pool, but switched memory B cells remain very low, while CD19+ B cells
and switched memory B cells were both still depleted in patient #2 at last
follow-up.
Conclusions: Ofatumumab may be a therapeutic option for post-
transplant FSGS recurrence in patients who respond poorly to rituximab.
Keywords: FSGS, Ofatumumab, Children, Steroid-resistant nephrotic
syndrome, Post-transplantation
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IPN10999-99 CIRCULATING ST6GAL1 LEVELS IN
IDIOPATHIC NEPHROTIC SYNDROME

M. Ciocca , M. Colucci , F. Emma , M. Vivarelli
Ospedale Pediatrico Bambino Gesù - IRCCS - Italy

Introduction: Reduced sialylation of glomerular glycoproteins has been
linked to proteinuria in animal models. The glycosyltransferase ST6Gal-1
can add terminal sialic acid residues to complex glycans of the glycoproteins.
Usually, it resides within the ER-Golgi complex and is responsible of the
intracellular sialylation of secreted glycoproteins. However, it can be also
released into circulation, where it remodels glycans with a process termed
“extrinsic sialylation”.
Material & methods: We measured plasma levels of secreted (s)
ST6Gal-1 by a commercially available sandwich ELISA in 5 healthy
children (HC) and in 23 idiopathic nephrotic syndrome (INS) pediatric
patients with a different disease course: infrequently-relapsing patients
(IRNS, n=3), frequently-relapsing patients (FRNS; n=6), steroid-
dependent patients (SDNS, n=14). We also measured plasma levels of
sST6Gal-1 in 6 SDNS patients before and 6 months after B-cell depleting
anti-CD20 rituximab treatment.
Results: Median levels of sST6Gal1 were significantly higher in HC (21.7
[IQR 10.8-53.0] pg/ml) compared to INS patients (7,0 [IQR 2,6-16,0] pg/ ml,
p=0.04). When we subdivided patients based on their disease course, we
found that median levels of sST6Gal1 in IRNS did not differ from HC
(19,22 [IQR 2,5-24,9] pg/ml, p=0.63) but were significantly lower in FRNS
(6,340 [IQR 2,3-9,0, p=0.02) and SDNS (6,270 [IQR 2,5-17,1], p=0.049)
patients. When we analyzed the amount of sST6Gal1 in 6 SDNS patients
before and 6months after rituximab treatment we found a significant increase
in the median levels of sST6Gal1 (17,9 [IQR 10,1-41,0] pg/ml vs 9,1 [IQR
0,3-24,5] pg/ml at baseline, p=0.03).
Conclusions: If these preliminary results will be confirmed, a reduction
in the circulating levels of sST6Gal1 could represent a novel prognostic
marker of severe forms of INS.
Keywords: sialylation, glycosyltransferase, idiopathic nephrotic syndrome

IPN11001-74 COMPUTERMODEL PREDICTING TREATMENT
IN CH ILDREN WITH H IGH -GRADE PR IMARY
VESICOURETERAL REFLUX

M. Wu 1, H. Xu 2

1 Children's hospital of Fudan University;2. Shanghai Kidney
Development and Pediatric Kidney Disease Research Center, Shanghai -
China, 2 Children's hospital of Fudan University;2. Shanghai Kidney
Development and Pediatric Kidney Disease Research Center, Shanghai -
China

Abstract
Objective: To predict the best treatment for high-grade (Grade III-V
VUR) primary vesicoureteral reflux children using computer models with
multiple data.
Material and methods: Approval was obtained from the Children’s
Hospital of Fudan University (2017-56). Between January 2012 to
June 2017, children with high-grade primary VUR in whom detailed mictu-
rating cystourethrogram(MCU), Tc-99m DMSA, Tc-99m DTPA, MR urog-
raphy, DWI, Urinary Microprotein and clinical data. All of the above exam-
inations have been performed at least twice.Weused SupportVectorMachine
(SVM), Gradient Lifting Decision Tree (GBDT) and Random Forest respec-
tively to build the computer model. Part of the data was used to train the
model, and the rest of the data was used to verify the accuracy of the model.
Results: Two hundred and eleven children (136 boys and 75 girls) diag-
nosed with high-grade primary VUR at a mean age of 24.54±35.53
mouths (range 1-177 mouths) had detailed data available. Various predic-
tion models were tested. For the problem of predicting the best treatment

of high-grade primary VUR, the model that best fit the data was the
Random Forest model with an AUC area of 0.94. Thus, the model can
be accessed, and used to predict the best treatment of high-grade primary
VUR based on the clinical input variables data.
Conclusion: We build a computational model using multiple variables of
high-grade primary VUR. And this model will be a useful tool for assessing
the best treatment of the children with high-grade primary VUR.

IPN11003-76 ALBUMIN CONCENTRATION INFLUENCES
MYCOPHENOLIC ACID CONCENTRATION

T. Nishimura 1, O. Uemura 2, N. Fujita 1, S. Hibino 1, K. Tanaka 1, R.
Kitagata 1, S. Yuzawa 1, T. Kasagi 1
1 Department of Pediatric Nephrology, Aichi Children's Health and
Medical Center, Obu-city Aichi - Japan, 2 Ichinomiya Medical
Treatment & Habilitation Center, Ichinomiya-city Aichi - Japan

Introduction:Mycophenolate mofetil (MMF) is used for the treatment of
pediatric idiopathic nephrotic syndrome (INS). The dosage of MMF is
adjusted according to serum concentrations of its active metabolite, my-
cophenolic acid (MPA). Several studies have found that renal function or
cyclosporine (CsA) concentrations affect serum MPA levels. However,
few studies have focused on the association between serum concentra-
tions of MPA and albumin. The aim of this study was to evaluate the
relationship between these concentrations.
Material & methods: We identified 51 children with INS who had MPA
and CsA areas under the concentration-time curves from 0 to 12 hours
(AUCs0-12) that were measured from April 2013 to March 2019. We ob-
tained 261MPAAUCs0-12 after excludingmeasurements from patients who
received MMF inconsistently or who were older than 18 years or younger
than 3months of age.Amultiple linear regressionmodelwas calculated using
generalized estimating equations to predict values forMPAAUC0-12 divided
by MMF dose (g/m2 body surface area) based on serum albumin concentra-
tion, estimated glomerular filtration rate (eGFR), and CsA AUC0-12. A
probability (P) value < 0.05 was considered significant.
Results: The predicted values for MPA AUC0-12 divided byMMF dose
(g/m2 body surface area) were equal to 21.46 + 29.74 × serum albumin
concentration – 0.288 × eGFR – 0.004 × CsA AUC0-12. Serum albumin
concentrations (P < 0.001) and eGFR (P = 0.005) values significantly
correlated with serum MPA AUC0-12 levels.
Conclusions: When serum albumin concentrations are low, MPA serum
concentrations are also likely to be low because there is a positive corre-
lation between them. However, the levels of free, pharmacologically ac-
tive MPA are reportedly invariable or even relatively high during hypo-
albuminemia. As a result, attention should be paid to MMF dosage ad-
justments during periods of hypoalbuminemia.

IPN11004-77 PERCUTANEOUS TUNNELED INSERTION OF
UNCUFFED POLYURETHANE CATHETERS FOR SHORT-
TERM PEDIATRIC PERITONEAL DIALYSIS

F. Fadel 1, H. Bazaraa 2, F. Ateya 1, E. Fathi 1
1 Pediatric Nephrology Unit, Department of Pediatrics, Kasr Al Aini
Faculty of Medicine, Cairo University - Egypt, 2 Department of
Pediatrics (Nephrology & Critical care units), Kasr Al Aini Faculty of
Medicine, Cairo University - Egypt

Introduction: Cuffed tunneled peritoneal dialysis (PD) catheters represent
the standard access for long-term PD and are used for short-term PD as well.
However, these cathetersmay not always be readily available in required sizes
in all countries and patients frequently require PD for a relatively short period.
Acute PD catheters are severely limited in duration and repeated insertion/
changemay not be optimal. The option for hemodialysis (HD)may be limited
by patient size, critical illness, vascular access failure or systemic infection.

Pediatr Nephrol (2019) 34:1 –8 01 22 2 6 1999



This study aims to determine the utility of percutaneously-inserted tunneled
uncuffed polyurethane catheters (used for vascular access) as PD access de-
vices in these patients.
Methods: We report 8 cases in whom appropriate-sized polyurethane cath-
eters were inserted intraperitoneally at the bedside through a left
hypochondrial approach, a modified Seldinger technique and a 3-4 cm tunnel
using the vessel dilator as the tunneling device.
Results: Four patients had been on regular HD (interrupted for sepsis
with hemodynamic intolerance, vascular access failure and 2 cases with
intracardiac vegetations), one with dysplastic kidneys and 3 with acute
kidney injury associated with cardiac surgery, sepsis and hemolytic-
uremic syndrome. Patients ranged between 12 days and 13 years in age
(weight 3-35 Kg). Other than one case of early catheter failure and an-
other of exit-site infection after 3 weeks, successful PD access was
achieved for up to two months with no significant complications. Both
intermittent (in-center) and continuous PD were used. Two patients died
from unrelated causes with functioning catheters, one recovered with no
further need for dialysis and 5 were successfully converted to other forms
of dialysis after improvement and establishment of a new/ definitive
access.
Conclusion: percutaneous tunneled insertion of uncuffed polyurethane
catheters can provide an option for short-term PD when required.

IPN11005-78 IS LOW SERUM RENALASE ASSOCIATEDWITH
HYPERTENSIVE CARDIAC CHANGES IN CHILDREN WITH
ESSENTIAL HYPERTENSION

A.A. Cerkezoglu 1, H.I. Yakut 1, O.Y. Aksoy 2, I. Cetin 3, F.M. Altay 4,
U.S. Bayrakci 2
1 University of Health Sciences, Ankara Child Health and Diseases,
Hematology Oncology Training and Research Hospital, Department of
Pediatrics, Ankara - Turkey, 2 University of Health Sciences, Ankara
Child Health and Diseases, Hematology Oncology Training and
Research Hospital, Department of Pediatric Nephrology, Ankara -
Turkey, 3 University of Health Sciences, Ankara Child Health and
Diseases, Hematology Oncology Training and Research Hospital,
Department of Pediatric Cardiology, Ankara - Turkey, 4 University of
Health Sciences, Ankara Child Health and Diseases, Hematology
Oncology Training and Research Hospital, Department of Clinical
Microbiology, Ankara - Turkey

Objective: Left ventricular hypertrophy is themost commonly studied index
for hypertension related target organ damage due to the wide usage of echo-
cardiography. Renalase is a monoamine oxidase, mainly produced by the
kidneys, regulating blood pressure by reducing catecholamines and acting
on cardiovascular functions. In this study, the relationship between serum
renalase level and hypertensive cardiac changes in children with essential
hypertension was compared with the healthy control group.
Materials and Methods: A total of 60 hypertensive children (female/male
20/40) aged between 4-18 years (mean 15.1 ± 1.9 years) were included in the
study. Twenty healthy children with normal body mass index (mean14.2 ± 1.3
years) and similar gender (female/male 10/10) formed the control group. In 30
of hypertensive children (female/male: 9/21), echocardiography showed left
ventricular hypertrophy. Serum renalase level of the patients and the control
groupweremeasured. 24-hour ambulatory blood pressuremonitoring (ABPM)
was used to measure blood pressure of hypertensive groups. The cardiac eval-
uation of hypertensive groupswas performedusingM-mode echocardiography.
Results: Renalase level was significantly lower in hypertensive groups
compared to normotensive group (p <0.05). The left ventricular mass index
of the group with a low renalase level was significantly higher than the
group with normal renalase levels. Left ventricular mass index in M-mode
echocardiography, revealed 39.7 g/m2.7 in the left ventricular hypertrophic
group and 27.9 g/m2.7 in the hypertensive non-hypertrophic group (p
<0.05). A significant correlation was found between daytime systolic blood
pressure load and increased left ventricular mass index (p <0.05).

Conclusion: There is a correlation between renalase deficiency and in-
creased left ventricular mass index. We believe that utilization of low
renalase levels as an early marker may be a useful and valuable parameter
for determining the patients at risk for left ventricular hypertrophy and
long-term complications of hypertension
Keywords: children, hypertension, left ventricular mass index, renalase

IPN11006-79 MANUAL VERSUS AUTOMATED BLOOD
PRESSURE MEASUREMENT IN CHILDHOOD: INFLUENCE
OF CUFF SIZE
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Introduction: The auscultatory (manual) blood pressure (BP) measure-
ment method is regarded as the gold standard for non-invasive BP mea-
surement. However, the oscillometric (automated) method is used more
frequently in the health care system due to ease of use. This study aimed
at assessing the impact of cuff size on the accuracy of the automated
compared to the manual method.
Method: 117 children aged 5-18 years old who attended a tertiary pedi-
atric hospital were studied. BP was measured six times per patient; twice
with the recommended cuff size using the manual method, twice with the
same cuff size using the automated method and twice with a larger size
cuff using the automated method, the order of which was randomly allo-
cated. Statistical analysis was performed using paired samples T-test.
Results: 54 children were 5-11 years old, while 63 were 11-18 years old.
Mean systolic BP difference of manual and automated method with the
same cuff size was -9.31mmHg (95%CI -10.68 to -7.94) while those with
larger cuff size was -4.32mmHg (95%CI -5.54 to -3.10). Mean diastolic BP
difference between the two methods was 2.30mmHg (95%CI 0.98 to 3.61)
with same cuff size and 3.96mmHg (95%CI 2.52 to 5.40) with larger cuff
size. The difference in BP measurement was more in younger children (5-
11 years old) with a mean systolic BP difference of -10.11mmHg (95%CI -
12.12 to -8.11) with same cuff size and -4.59mmHg (95%CI -6.47 to -2.72)
with larger cuff size, while that in older children (11-18 years old) was -
8.62mmHg (95%CI -10.54 to -6.70) with same cuff size and -4.09mmHg
(95%CI -5.74 to -2.43) with larger cuff size.
Conclusion: Using a larger cuff size with the automated method gives a
closer systolic BPmeasurement reading to the auscultatorymethod compared
to using the standard recommended cuff size, especially in younger children.

IPN11007-80 CLINICOPATHOLOGIC FEATURES AND
MANAGEMENT OF ANCA-ASSOCIATED CRESCENTIC
GLOMERULONEPHR IT I S : THREE CASES AND
LITERATURE REVIEW

L. Chen 1, Y. Mo 1, W. Chen 2, X. Jiang 1

1 Department of Pediatrics, the First Affiliated Hospital Sun Yat-sen
University,Guangzhou - China, 2 Department of Pathology, the First
Affiliated Hospital Sun Yat-sen University,Guangzhou - China

Backgrounds: ANCA-associated crescentic glomerulonephritis (CGN) is the
most common cause of rapidly progressive glomerulonephritis worldwide. The
management is full of challenge and risk due to either precipitous loss of renal
function or involving important organs including lung, brain.
Case:We summarized the clinicopathologic features and management of
three cases of rapidly progressive ANCA-associated GN admitted in our
department last year. Their age were 13,7,11 years old respectively. Their
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first symptoms were hemoptysis (case 1) and anemia (case 2,3). Prior to
admission, the courses of the disease were 1, 6, 4 months respectively,
and they were all initiated hemodialysis because of uremia. Differently,
case 1 had pulmonary hemorrhage and severe anemia while case 3 in-
volved brain. Case 3 underwent a kidney biopsy prior to admission. After
admission, their urinalysis showed proteinuria with hematuria, without
casts on microscopy. All of them had anti-MPO-ANCA and anti-PR3-
ANCA antibodies positivity, and ANA, anti-dsDNA, complement levels,
hepatitis and HIV serology, ASO and anti-GBM were all negative. The
pathological diagnosis of Case 1 and 2 were all ANCA-associated cres-
centic glomerulonephritis, while according to 2010 Berden’s classifica-
tion, case 1 and 3 were both mix class while case 2 belonged to sclerotic
class. All had moderate to severe tubular atrophy and interstitial fibrosis.
They all received IVIG and induction therapy with intravenous cortico-
steroids and cyclophosphamide. Only case 1 received plasma exchange
for 7 times, and her pulmonary hemorrhage was relieved. Case 3 had no
convulsion after admission. They all remained hemodialysis-dependent
and in a stable induction therapy condition.
Conclusions:ANCA-associated glomerulonephritis is often with the fea-
ture of rapidly progressive glomerulonephritis, hemodialysis should be
initiated and kidney biopsy should be carried out as early as possible.
Induction therapy would be needed not only in patients with active le-
sions in the kidney but also with injury in lung or brain. Plasma exchange
seems helpful to AAV with pulmonary hemorrhage.

IPN11009-82 PREDICTION OF RENAL OUTCOME IN
HENOCH-SCHÖNLEIN NEPHRITIS BASED ON CLINICAL
AND BIOPSY FINDINGS

M.Koskela 1, E. Ylinen 1, H. Autio-Harmainen 2, H. Tokola 2, P. Heikkila
3, J. Lohi 3, H. Jalanko 1, M. Nuutinen 4, T. Jahnukainen 1

1 Department of Pediatric Nephrology and Transplantation, New
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3 Department of Pathology, Helsinki University Hospital, Helsinki -
Finland, 4 Department of Children and Adolescents, Oulu University
Hospital, Oulu - Finland

Abstract
Background: In Henoch-Schönlein nephritis (HSN), prolonged protein-
uria is a risk factor for unfavorable outcome, but the value of renal biop-
sies in prognosis assessment is debatable.
Material & methods: We evaluated serial renal biopsies from 26 HSN
patients. The follow-up biopsy occurred at a median of 2.1 (IQR 2.0 –
2.3) years after the diagnostic biopsy. Patients formed two groups at the
follow-up biopsy: patients without proteinuria (group I; n=11) and with
proteinuria (group II; n=15). Biopsies underwent evaluation according to
three histologic classifications: the International Study of Kidney Disease
in Children (ISKDC), the Oxford (MEST-C), and a semiquantitative clas-
sification (SQC) that includes an activity and chronicity score. The anal-
ysis also included expression of pro-fibrotic [alpha-smooth muscle actin
(α-SMA) and vimentin] and inflammatory [P-selectin glycoprotein
ligand-1 (PSGL-1)] molecules in the diagnostic biopsy specimens.
Definition of unfavorable outcome, assessed at last follow-up visit, was
active renal disease (urine protein to creatinine ratio >100 g/mol and/or
ongoing immunosuppressive treatment) or reduced renal function (esti-
mated glomerular filtration rate <60 mL/min/1.73m2).
Results: Between the diagnostic and follow-up biopsy, SQC chronicity
score increased in 22 (85%), activity score decreased in 21 (81%), and
ISKDC grade decreased in 17 (65%) patients. These changes occurred
similarly in groups I and II. NoMEST-C parameter showed a statistically
significant difference in either biopsy between groups I and II.
Tubulointerstitial α-SMA, vimentin, PSGL-1, and glomerular PSGL-1
showed no clinically significant differences between groups I and II. No

patients in group I and five (33%) in group II had unfavorable outcome
(P = 0.053).
Conclusions: Our results suggest that follow-up biopsies provide no
additional information on clinical symptoms in HSN outcome prediction.
None of the pro-fibrotic and inflammatory markers associated with
prolonged proteinuria.

IPN11011-75 LONG TERM OUTCOMES AND RESPONSE TO
TREATMENT IN A LARGE COHORT OF DGKE
NEPHROPATHY PATIENTS

V. Brocklebank , S. Johnson , D. Kavanagh , N.S. Sheerin , E.K. Wong ,
M. Malina
National Renal Complement Therapeutics Centre, Newcastle upon Tyne
Hospitals NHS Foundation Trust, Newcastle upon Tyne - United Kingdom

Introduction: Recessive mutations in diacylglycerol kinase epsilon gene
(DGKE) display genetic pleiotropy,with the phenotype comprisingpathological
features of thrombotic microangiopathy, mesangioproliferative glomerulone-
phritis (MPGN), or an overlap and clinical features of atypical haemolytic
uraemic syndrome (aHUS), nephrotic syndrome or both. The pathophysiolog-
ical mechanisms and optimalmanagement strategies have not yet been defined.
Methods: We summarize results of prospective and retrospective studies of
aHUS referred to the UK national aHUS service and prospective studies of
MPGN referred to the RaDaR MPGN study.
Results:We defined the incidence of DGKE aHUS as 0.009 per million per
year and DGKEMPGN as 0.006 per million per year. We describe a cohort
of sixteen individuals with DGKE nephropathy, 15 with aHUS and 1 with
MPGN. In the patients presentingwith aHUS 66%had concurrent substantial
proteinuria. Identified triggering events were rare however coexistent devel-
opmental disorders were seen in 30%. 66% with aHUS experienced at least
one relapse, although in only one case did a relapse of aHUSoccur after age 5
years. Persistent proteinuria is seen in themajority of cases.Only 2 individuals
have yet reached ESRD, 20 years after the initial presentation, and in one,
renal transplantation was successfully undertaken without relapse. Seven in-
dividuals in this cohort have received eculizumab. Relapses on treatment
occurred in one individual. In a further three individuals, eculizumab has been
withdrawn, with one spontaneously resolving relapse occurring.
Conclusion: Based on our experience we suggest that DGKE mediated
aHUS is eculizumab non-responsive and that in individuals who currently
receive eculizumab therapy it can be safely withdrawn. This has impor-
tant patient safety and economic implications.

IPN11017-81 ULTRASOUND SCREENING OF THE URINARY
SYSTEM IN SUPPORT OF THE EARLY DIAGNOSIS OF
ABDOMINALTUMORS
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Gaydarova 5, L. Miteva 6, A. Boueva 7
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Introduction: Abdominal tumors are 15-20% of all pediatric solid tumors.
Мost of the tumors are diagnosed in advanced stages and approximately 1/3
part of the cases affect children under the age of 1 year. Since 2013,
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ultrasonography screening for early diagnosis of congenital anomalies of the
kidney and the urinary tract was applied in Bulgaria among 6 months old
infants. The aim of our study was evaluation of the role of the ultrasound
screening of the urinary system for the early diagnosis of abdominal tumors
among infants.
Materials andMethods: The clinical and ultrasound examination of 43200
infants from 12 practices in pediatric nephrology for the period 2013-2018
was performed. The detected abdominal tumorswere confirmed by computed
tomography with contrast dye (n=8), magnetic resonance imaging (n=4). The
hematological and serological parameters, including tumor markers, were
also evaluated. The follow-up period ranged from 6 to 48 months.
Results: The abdominal tumors wеre detected in 12 infants (7 girls; 5 boys).
11 (92%) cases were diagnosed within age 6 months and one in the age of 11
months as a result of monitoring of multicystic renal dysplasia. The spectrum
of diagnosed abdominal tumors was as follows :Wilms tumor (n=9); bilateral
adrenal neuroblastoma (n=1); lumbar spinal neurinoma (n=1) and multiple
liver hemangiomas (n=1). The tumor cases were histologically confirmed.
The anemic syndrome was observed in 5 infants, an abdominal mass was
palpated in 3 cases and 7 infants were asymptomatic. Curative surgery and
chemotherapy were applied in 11 infants. The clinical follow-up have shown
favorable prognosis of all patients.
Conclusion: The ultrasonography screening of the urinary system con-
tributes to the early diagnosis of abdominal tumors among infants. Early
diagnosis is a prerequisite for successful treatment and for favorable
prognosis in infants.
Keywords: Ultrasonography screening, infants, abdominal tumors
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Abstract
Introduction:X-linked hypophosphatemia (XLH) is characterized by an
alteration in renal phosphate absorption. The paediatric form is more
severe but the adult form may also be associated with significant morbid-
ity. The main objective of our study was to determine the health-related
quality of life (HRQoL) of paediatric and adult patients.
Material and Methods: Because no specific XLH instrument was avail-
able, HRQoL was assessed with the following EuroQol-5 Dimensions
(EQ-5D) questionnaires: the EQ-5D-3L proxy (completed by caregivers
or parents of children under 12 years of age), the EQ-5D-3L (completed
by patients aged between 12 and 18 years), and the EQ-5D-5L (complet-
ed by adult patients and caregivers). The study was conducted before the
introduction of burosumab for the treatment of XLH in Spain.
Results: Children (n=21) had moderate problems in walking about (61.90%),
washing or dressing themselves (9.52%), and performing their usual activities
(33.33%). They also felt moderate pain or discomfort (61.90%) and weremod-
erately anxious or depressed (23.81%). ThemeanEQ-5D-3L/EQ-5D-3L proxy
index was 0.79 ± 0.15 and the mean VAS score was 68.33 ± 16.61. Adults
(n=29) reported lower HRQoL, with problems in walking (93%, with 3.45%
unable to walk independently), carrying out their usual activities (80%) and
washing or dressing (>50%). They also reported pain (86%, with 3.45%
experiencing extreme pain), and symptoms of anxiety and/or depression
(65%). The mean EQ-5D-5L index score was only 0.56 ± 0.30 and the mean
VAS score was 55.96 ± 20.90. For caregivers or parents, the mean EQ-5D-5L
index value was 0.82 ± 0.16 and the mean VAS score was 75.48 ± 17.24.

Conclusions: HRQoL in paediatric patients was not as low as expected.
This may be related to the difficulties in measuring HRQoL in children.
On the contrary, XLHwas associated with important HRQoL impairment
in adult patients.
Keywords: X-linked hypophosphatemia. Health-related quality of life.
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Introduction: Rapid genomic sequencing with results available in clinically
meaningful timeframes is becoming feasible. The role in diagnosis and man-
agement of patients with kidney disease is unclear.
Methods: Patients were recruited prospectively for rapid whole exome
sequencing (WES) with analysis of a pre-determined phenotype specific
list of genes of interest and results available within two weeks. This
followed review by a nephrologist, clinical geneticist and genetic coun-
sellor who considered inclusion if a result was likely to significantly
impact clinical management. Full author list online at KidGen.org.au
Results: Seven patients were recruited ranging in age from 1 month to 14
years. Indications for rapid testing were to avoid a renal biopsy in 3
patients with steroid resistant nephrotic syndrome, a patient with a clinical
diagnosis of Alport syndrome and new onset heavy proteinuria, a
syndromic child with nephrotic range proteinuria, a baby with undefined
cystic kidney disease and a 6-month old who presented with unexplained
anuric end stage kidney disease. Three patients received a definitive di-
agnosis (ADPKD, Dent disease, primary hyperoxaluria), 1 received a
diagnosis which was likely unrelated to their kidney disease (MIRAGE
syndrome) and 3 patients did not receive a diagnosis via WES. The most
significant result was an unexpected diagnosis of primary hyperoxaluria
in a 6-month old. WES results were available within 5 days informing
conversion from peritoneal dialysis to hemodialysis and planning for a
liver-kidney transplant. Thus avoiding the significant morbidity of oxa-
late deposition in extra-renal tissues leading to fractures, visual impair-
ment and heart failure and recurrence of the disease if an isolated renal
transplant had been performed.
Conclusions: Rapid genomic sequencing has high diagnostic utility in
selected patients with renal disease and can inform clinical management
within meaningful timeframes. It has the potential to transform the diag-
nostic pathway for young children, particularly where invasive renal bi-
opsies can be avoided.

IPN11032-78EVALUATIONOFSERUMRENALASELEVELS IN
CHILDREN WITH RENAL SCARS

M. Arslan 1, O.Y. Aksoy 2, F.M. Altay 3, U.S. Bayrakci 2
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Health and Diseases, Hematology Oncology Training and Research
Hospital, Department of Pediatric Nephrology, Ankara - Turkey,
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Objective: Urinary tract infections (UTI) are one of the most common
infections in childhood and associated with chronic kidney damage.
Renalase is a monoamine oxidase mainly produced by kidneys and is
shown to reduce circulating catecholamines. Renalase was shown to be
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protective against renal fibrosis by inhibiting oxidative stress in rats. The
aim of this study was to demonstrate the relationship between serum
renalase levels and presence of renal scars in pediatric patients with re-
current urinary tract infection.
Materials and Methods: Seventy-eight children followed with the diag-
nosis of recurrent UTI and 20 healthy children as control group were
enrolled for the study. The patient group was divided into two subgroups
as having renal scars or not. All patients had voiding cystourethrographies
and patients with vesicoureteral reflux were recorded. Biochemical data
and serum renalase levels were compared between patient and control
groups.
Results: The study included 78 patients with recurrent UTI (male/female:
7/91) and 20 healthy children (m/f: 3/17). The mean age of the patients in
recurrent UTI group and healthy controls were 11,71±0,91 years and
12,35±1,83 years, respectively. Forty-five patients had renal scars. Of
the 45 patients with renal scars, 32(71%) had vesicoureteral reflux.
Only 6 patients had vesicoureteral reflux in the group without renal scars
(6/33). Serum renalase level was significantly higher in the renal scar
group than in the non-scar group (p=0.005). Renalase level was not as-
sociated with the grade of reflux.
Conclusions: This study suggests that renalase may play an important
role in the formation of renal fibrosis. After clarifying the role of renalase
in renal scarring, it might come up as a new agent to prevent fibrosis and
scar tissue development in patients with recurrent urinary tract infections.
Keywords: renal scar, renalase, vesicoureteral reflux
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Introduction: In the RITURNS study we demonstrated superior efficacy
of Rituximab over Tacrolimus in children with steroid dependent nephrot-
ic syndrome (SDNS), with 88 vs. 69 % relapse-free survival during a 12-
month observation period (Basu et al. 2018). Here we present the long-
term outcomes of the patients in the Rituximab arm.
Material & methods: 59 of the 60 patients who had received a course of
Rituximab (two infusions @375mg/m2) in the RITURNS Study were avail-
able during a 2-year follow-up period after the end of the RITURNS study.
Relapsing patients received a second course of Rituximab, either with (n=44)
or without MMF co-treatment (n=15).
Results: During the extended follow-up, all patients developed
relapses, with a median time to first relapse of 63 weeks for the
entire cohort. Those patients who received co-treatment with
MMF after the second course of Rituximab showed longer remis-
sion than those who received Rituximab alone (80% relapse-free
survival 84 vs. 30 weeks), whereas the total relapse rate (1.34
±0.75 vs. 1.47±0.64) and cumulative prednisolone exposure
(41.9±35.0 vs. 45.5±28.0 mg/kg) did not differ significantly.
Both treatment protocols were equally well tolerated.
Conclusions: Disease recurrence was observed in all SDNS patients
within 6 to 24 months following the first course of Rituximab. Co-
treatment with MMF after Rituximab re-exposure substantially extended
the duration of remission, with 75% of patients remaining relapse-free
two years after the second Rituximab course.
References: Basu, B., Sander, A., Roy, B., Preussler, S., Barua, S.,
Mahapatra, T. K. S., & Schaefer, F. (2018). Efficacy of rituximab vs
tacrolimus in pediatric corticosteroid-dependent nephrotic syndrome: a
randomized clinical trial. JAMA pediatrics, 172(8), 757-764.
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Introduction: Primary hyperoxalurias (PH) are rare, AR disorders of
glyoxalate metabolism leading to oxalate overproduction and its increased
urinary excretion. Based on different etiopathogenesis, three forms of PH
have been distinguished as yet. The disorders lead to urolithiasis (UL),
nephrocalcinosis and to different extent to end stage renal disease (ESRD)
and systemic oxalosis. To date, the epidemiology of PH in Poland was not
known and Polish patients were not analyzed comprehensively.
Material & methods: The analysis of clinical and molecular data of all
known Polish patients with PH.
Results: 21 patients with PH from 15 families were identified, including 13
PH1 (62%), 2 (9%) PH2 and 6 (29%) PH3 cases. It suggests PH prevalence
in Poland < 1: 1 million population. The most common AGXT mutation in
PH1 was c.508G>A. 5 PH3 patients were compound heterozygous and 1
homozygous for the HOGA1 c.700+5G>T splice mutation. The most severe
clinical course was in the PH1 patients. 9/13 (69%) of them developed ESRD
at the median age of 13 years and 2 died from consequences of systemic
oxalosis. In 6/13 (46%), the definite diagnosis was made only after failed
isolated kidney transplantation (iKT). Combined liver- kidney transplantation
was performed in 6 patients, in 4 of them after iKT.Milder course presented 2
siblings with PH2 aged 11 and 13 years, only the former with slightly de-
creased eGFR. Despite of uniform infantile onset of UL, all PH3 patients
maintained normal renal function at the median age of 10 years
Conclusions: The incidence of PH in Poland seems to be lower than in
Western countries but with a higher proportion of PH3. The late diagnosis
of PH is still challenging. The study was performed within the project
“ERAdicatPH” and supported by the grant from ERA-Net for Research
Programmes on Rare Diseases.
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Introduction: Dent disease is a renal tubular disorder characterized by
low molecular weight proteinuria, hypercalciuria, nephrolithiasis and
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nephrocalcinosis. This disease is usually associated with inactivating mu-
tations in the CLCN5 gene, which is located on chromosome Xp11.22
and encodes the voltage-gated ClC-5 chloride/proton antiporter. ClC-5 is
expressed predominantly in the kidney and participates in the acidifica-
tion of proximal tubule endosomes. Currently, the treatment of Dent dis-
ease patients is supportive and focused in delaying the progression of the
disease, since there is not an effective therapy. Our group has generated
the first Clcn5 knock-in (KI) mouse carrying mutation p.V523del, which
has been identified in several patients. Here, we describe the phenotypic
characteristics of these mice.
Methods:We studied 14 KI mice and 14 controls. Mice were genotyped
by DNA Sanger sequencing. Calcium, phosphate and creatinine concen-
trations in urine and serum were estimated using colorimetric kits. β2-
microglobulin in urine was measured by ELISA. The amount of water
and food intake and urine excretion in 24 hours were measured, mice
body weight over 24 weeks was also recorded.
Results: We observed a significant increase in urine production, urinary
phosphate levels and β2-microglobulin levels in the KI group, compared
with the control group. Urinary calcium levels were similar in both
groups, as well as the water and food intakes.
Conclusion: The Clcn5 KI mouse developed a phenotype similar to
Dent-1 disease in humans. Therefore, our study establishes an animal
model that can be a valuable tool for testing therapeutic strategies in order
to improve Dent disease treatment. This study was supported by
ASDENT and by grant PI17/00153 co-financed by the ISCIII-
Subdirección General de Evaluación y Fomento de la Investigación and
the European Regional Development Fund “Another way to build
Europe”.

IPN11044-81 SUCCESSFUL KIDNEY TRANSPLANTATION IN
CONGEN ITAL NEPHROT IC SYNDROME WITH
UNPREDICTED IVC OBLITERATION

J. Tojiboev 1, N. Murtalibova 1, J.Y. Song 2, S.H. Kim 2

1 Department of Nephrology, National Children’s Hospital - Uzbekistan,
2 Pusan National University Yangsan Hospital - Korea, Republic of
Korea

Introduction: Children with end-stage renal disease and inferior vena
cava (IVC) obliteration are rare and their condition is complex and high
risk for renal transplantation. Such transplants can be challenging, given
the difficulty of achieving adequate renal venous outflow and the risk of
graft thrombosis. We experienced successful kidney transplantation with
IVC obliteration in a boy with congenital nephrotic syndrome, although
we could not notice IVC obliteration before surgery.
Case: A 3 year old boy with peritoneal dialysis due to congenital ne-
phrotic syndrome came to ER for kidney transplantation from deceased
donor. He was diagnosed as congenital nephrotic syndrome at age of 18
days in our hospital with massive proteinuria and severe hypoalbumin-
emia. Genetic testing forNPHS1 gene confirmed the diagnosis of Finnish
type congenital nephrotic syndrome. We treated him with supportive
therapies including frequent albumin replacement, folic acid, thyroid hor-
mone and captopril and performed unilateral nephrectomy at age of 2
months. Peritoneal dialysis started from age of 2 years. Warfarin had been
maintained as prophylaxis to thromboembolism because he had a chemo-
port for frequent albumin infusion and blood sampling. There had been
no problems related to thromboembolism. During the operation, our sur-
geon found that there was unsuspected IVC obliteration which cause was
not clear. Although he became a little embarrassed not to find suitable site
of venous anastomosis, finally he successfully done anastomosis with
renal vein to ascending lumbar vein, collateral circulation to azygous
system. After transplantation, renal function became normal within a
week and Doppler US showed good blood perfusion to transplanted
kidney. Now at 3 months after transplantation, renal function remains
normal and his activity, appetite and growth are much improved.

IPN11046-83TAKINGAMULTIDISCIPLINARYAPPROACHTO
MAINTAINING HEMODIALYSIS VASCULAR ACCESS –
LESSONS FROM THE LITERATURE

B. Cusack 1, J.Y. Kausman 2, C. Quinlan 3

1 Department of Nephrology, The Royal Children’s Hospital, Melbourne -
Australia, 2 Department of Paediatrics, University of Melbourne -
Australia, 3 Kidney Regeneration, Murdoch Children’s Research institute,
Melbourne - Australia

Introduction: Haemodialysis for infants presents multiple challenges,
chief amongst them maintaining adequate vascular access. The small
selection of suitably sized access devices as well as limited expertise in
trouble shooting device failure due to the relatively low numbers of in-
fants on haemodialysis compounds these challenges.
Case Description: Following a genetic diagnosis of primary
hyperoxaluria a 7 month, 7kg child was commenced on
haemodialysis. A medcomp 8Fr, 18cm permacath was inserted
into her right IJV. This was revised twice for kinking without
success. A 10Fr, 15cm split catheter was inserted into the right
IJV. The child complained of pain at the catheter site during
dialysis and bleeding was noted at the exit site. Tissue plasmino-
gen activator (TPA) was instilled without improvement and flush-
ing of the line continued to cause obvious pain without blood
flow. A contrast study demonstrated contrast escaping the line
into surrounding tissue. The line was removed and replaced with
an identical catheter. Again, the child exhibited signs of pain
when new line accessed and flushed. A contrast study showed
evidence of a punctured lumen with contrast escaping into sur-
rounding tissue at apex. A multidisciplinary team (nephrologists,
nurse consultants, surgeons and an interventional radiologist)
reviewed the case. A literature review noted similar images in a
published contrast study which responded to fibrin sheath strip-
ping. This was performed by an interventional radiologist and the
line functioned well post op and continues to do so 3-months
later.
Discussion: This process highlights the value of multidisciplinary
involvement, literature review and persistence in pursuing an op-
timal outcome for the child. It also highlights the challenges faced
by clinicians in providing vascular access and troubleshooting for
small patients with a limited selection of devices. Furthermore, it
underscores the importance of access to full-text medical literature
by all members of the multidisciplinary team.

IPN11047-84 SLEEP DISORDERS IN NOCTURNAL ENURESIS:
A QUESTIONNAIRE BASED STUDY

A. Kurup 1, M. Kanitkar 1, K. Datta 2, S. Kalra 3

1 Department of Pediatrics, Armed Forces Medical College, Pune - India,
2 Department of Physiology, Armed Forces Medical College, Pune -
India, 3 Department of Pediatrics, Army Hospital (Research &
Referral), Delhi - India

Introduction: Sleep disorders in children with primary nocturnal enure-
sis (PNE) are among the modifiable factors in the diverse pathophysiol-
ogy of PNE. The aim of the present study was to evaluate the sleep
disorders in children with PNE presenting to the outpatient department
of a tertiary care centre in Western India.
Materials and Methods: Eight-hundred-forty-six children were
screened from Nov-2017 to Apr-2019. Eight children were noted
to have secondary nocturnal enuresis; 74 with PNE were enrolled.
To evaluate the presence of sleep disorder, mothers of enrolled
children filled the Sleep Disturbances Scale for Children (SDSC).
The SDSC results were divided into “pathological” and “normal”
using a cut-off value according to the validation criteria of the
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test. Prevalence of sleep disorders in PNE was determined based
on number of children with pathological scores in the cohort. Chi-
square test was used to identify the risk symptoms associated with
sleep disturbance among children with PNE.
Results: Seventy-four children (40 males; mean (±SD) age= 8.2
(±2.1) years) were diagnosed to have PNE. Sleep disorders were
noted in 21 children with prevalence of 28.4 % (95% CI=18.5,
40.1). The subtypes of sleep disorders included: sleep disordered
breathing (n=10), disorders of arousal (n=3), nocturnal hyperhi-
drosis (n=3), disorders of excessive somnolence (n=2), sleep wake
transition disorders (n=2), and disorders in initiating and maintain-
ing sleep (n=1). Analysis of symptomatology suggested overactive
bladder to be associated with sleep disturbance (OR=15; 95%
CI=4.15, 54.27) while gender (OR=0.93; 95%CI=0.33, 2.63),
and dysfunctional voiding (OR=2.86; 95%CI= 0.76, 10.78) failed
to achieve statistical significance.
Conclusion: Nearly one-in-four children with PNE have a sleep disorder.
The presence of an overactive bladder increases the odds of having sleep
disturbance. Thus, sleep disorders should be actively enquired about and
treated in children with PNE to achieve comprehensivemanagement of PNE.

IPN11048-85 MICE DEVELOP A GUT MICROBIOTA-
D E P E N D E N T ME S A NG I A L P RO L I F E R AT I V E
GLOMERULONEPHRITIS BY INTESTINAL ILCS-MEDIATED
IMMUNE RESPONSE

L. He 1, Y. Zhang 1, L. Chen 1, J. Wang 2

1 Department of Pediatrics, Tongji Hospital of Huazhong University of
Science and Technology - China, 2 Wuhan - China

Objective: Henoch-Schonlein purpura nephritis (HSPN) is one of the
most common secondary glomerular diseases in children, especially in
East Asia, it is characterized by IgA-mediated mesangial proliferative
glomerulonephritis (MsPGN). Genome-wide association studies in IgA
nephropathy have identified susceptibility genes that are involved in the
gut-kidney connection. Furthermore, we previously found that children
with HSPN had intestinal mucosal inflammation, and alterations in the
structural composition of the intestinal microbiota are associated with
HSPN susceptibility. However, the role of gut microbiota in mediating
gut-kidney crosstalk is still underappreciated.
Methods: HSPN mouse model was established by continuous
intragastric administration of ginger, medlar and pepper followed by
OVA immunization. A 16S rRNA-sequencing approach was used to
evaluate the bacterial composition of the gut of mice. The deposition of
immunoglobulins in glomeruli was detected with immunohistochemical
staining. Immune cells were identified by flow cytometry.
Results: We found a marked depletion of Lactobacillales in the
gut microbiota in mice with HSPN. Faecal transplantation before
OVA immunization reduced serum IgA, ameliorated proteinuria,
improved renal lesion of these mice and prolonged their survival.
Further studies revealed that faecal transplantation reduced migra-
tion of mucosal DCs. The decrease in DCs migration may de-
crease the antigen presentation and the activation of lymphoid
cells. Consistent with this observation, the proliferation of ILC3
and ILC1 in the intestinal mucosal lamina propria and the migra-
tion of ILCs to the Peyer patch significantly decreased after faecal
transplantation. Inside the kidney, faecal transplantation before
OVA immunization reduced mesangial deposits of immunoglobu-
lins. In addition, the number of Breg cells significantly increased
in the blood.
Conclusions: Together, these results suggest that gut microbiota may
attenuate MsPGN by improving intestinal mucosal inflammation,
skewing the Breg-effector B balance towards Breg and limiting renal
deposition of immunoglobulins. This work demonstrates essential mech-
anisms on how gut microbiota regulate the development of HSPN.

IPN11049-86 IMPLICATION OF URINARY SMPDL3B
EXPRESSION IN CHILDREN WITH IDIOPATHIC
NEPHROTIC SYNDROME

S. Watanabe , K. Hirono , T. Aizawa , K. Tsugawa , E. Ito , H. Tanaka
Department of Pediatrics, Hirosaki Univercity Hospital - Japan

Introduction: Rituximab (RTX), a specific antibody to human CD20,
has been successfully used to treat intractable nephrotic syndrome (fre-
quent relapse nephrotic syndrome, FRNS, and steroid dependent nephrot-
ic syndrome, SDNS) in children. Although depletion of B cell is the major
mechanism of RTX treatment, some recent studies have suggested a
direct effect of RTX on podocytes: targeting sphingomyelin phosphodies-
terase acid-like 3b (SMPDL3b), a regulator of cytoskeleton. However, the
implications of expression status and the precise role of SMPDL3b in
pediatric-onset NS remain unclear. To cralify the role of SMPDL3b in the
pathogenesis of NS, we examined its expression in urine, sera and biopsy
specimens obtained from children with FRNS/SDNS.
Material & methods: We examined urinary excretion of SMPDL3b in 42
samples by using dot blotting (31 were in remission, 11 were in relapse).
Further, we examined the level of serum SMPDL3b in 24 patients with NS
by enzyme-linked immunosorbent assay (ELISA, 13 were in remission, 11
were in relapse or onset). We also examined immunoreactivity of SMPDL3b
in biopsy specimens of children with FRNS/SDNS (n=4), in comparisonwith
that in childrenwith geneticNS, lupus nephritis, IgAnephropathy and control.
Results:Urinary excretion of SMPDL3b in proteinuric NSwas significant-
ly decreased compared to that of in remission and controls. On the other
hand, the level of serum SMPDL3b in NSwas not differed from those of in
remission and relapse or onset. Glomerular immunoreactivity of SMPDL3b
in idiopathic NS was apparently decreased compared to that of genetic NS
(CRB2 mutation), lupus nephritis, IgA nephropathy or controls.
Conclusions: These findings suggest that the expression of SMPDL3b
on podocytes is altered in NS and urinary expression may reflect such
condition. Although the detailed mechanism remains to be elucidated,
SMPDL3b on podocytes is, at least in part, involved in the pathogenesis
of pediatric-onset NS.

IPN11050-78 CAKUT AND EVOLUTION OF CHRONIC
RENALE FAILURE

R. Greco , T. Papalia , R. Bonofiglio
Nephrology Dialysis and Transplantation Department, Annunziata
Hospital, Cosenza - Italy

Background: CAKUT are responsible for pediatric end-stage renal dis-
ease cases. The aim of this study was to determine the clinical and bio-
chemical profile of children with CAKUT and to estimate the prevalence
of hypertension and under-weight.
Methods: A prospective study was conducted in children with CAKUT
(renal dysplasia / hypoplasia / agenesis, vesico-ureteral reflux, uretra
valves) afferent at our Pediatric Nephrology clinic in the period 2010-
2018. For each, the plasma creatinine, the underlying pathology, the ac-
idosis, the PTHi, the hemoglobin and the positivity to the urinocolture
detected were evaluated during the first outpatient visit. Clinical exami-
nation including blood pressure and BMI measurement were performed.
Survival analyzes were performed with Kaplan-Meier curves and Cox
regressions to assess the risk of ESRD in pediatric age.
Results: 72 children (47/25 F/M, mean age 8.1 ± 4.3 years) with CAKUT
(40 unilateral disease, 32 bilateral disease) were studied. 30 (41.6%)
patients were underweight, 35 (48.6)% normal weight, 7 (9.7%) over-
weight. Hypertension was found in 9.5% cases. Children with bilateral
disease had a higher incidence of underweight (22/32 vs 8/40 p < 0.01,
95% CI) compared to children with unilateral disease. The study showed
that childrenwith renal hypoplasia (HR 4.83, 95%CI 1.01-23.1) and high
creatinine (1.39, 1.05-1.85) are at greater risk of ESRD, already in

Pediatr Nephrol (2019) 34:1 –8 01 22 2 6 2005



pediatric age, regardless of gender and age, while children affected by
abnormalities other than dysplasia present a slower evolution of chronic
renal failure, reaching ESRD in adulthood.
Conclusion: In our pediatric population the bilateral disease was significant-
ly associated with poor somatic growth and the prevalence of hypertension
was higher than in childhood worldwide. The different malformative
uropathy is associatedwith a different progression of CRF.Therefore a correct
pre-natal diagnosis is necessary to be able to use personal strategies of therapy
and delay the renal function loss.

IPN11051-79 ETIOLOGY, FREQUENCYAND TREATMENT OF
END STAGE KIDNEY DISEASE IN THE ABORIGINAL
CHILDREN IN AUSTRALIA

C. Swasti 1, S. Ullah 2, A. Lepage 3, J. Hughes 4

1 Paediatrics, Royal Darwin Hospital, Darwin, Northern Territory -
Australia, 2 Australia and New Zealand Dialysis and Transplant
Registry, South Australian Health and Medical Research Institute,
Adelaide, South Australia - Australia, 3 Monash Children's Hospital,
Melbourne, Victoria - Australia, 4 Nephrology, Royal Darwin Hospital,
Darwin, Northern Territory - Australia

Introduction: Details of the paediatric end stage kidney disease (ESKD)
population in Australia and New Zealand has been published previously.
We aim to describe trends in ESKD in Aboriginal children residing in
Australia over time and across different age groups.
Methods: Incident and prevalent ESKD Aboriginal children <18 year of
age in Australia during 1968-2017 were analysed using data from the
Australia and New Zealand Dialysis and Transplant (ANZDATA) regis-
try. Population data were provided by the Australian Bureau of Statistics.
The incidence data is restricted to the years 2001-2017 due to unavail-
ability of Aboriginal status specific census data prior to 2001.
Results: A total of 68 Aboriginal children (36 girls and 32 boys) received
renal replacement therapy (RRT) between 1963-2017 with median age of
13.5 years (IQR 9-16 years). Incident rates are similar for Aboriginal (IR =
7 per million population, 95% CI 4.8-9.8) versus non Aboriginal children
(IR=8.2; 95% CI 7.6-8.9; p=0.34). The commonest cause of ESKD in
Aboriginal children was glomerulonephritis (n=28; 41.2%) followed by
reflux nephropathy (n=10; 14.7%). Equal number of Aboriginal children
were commenced on haemo and peritoneal dialysis as an initial modality.
None of the Aboriginal children and 13% (n=213) non-Aboriginal children
received preemptive kidney transplant (p<0.01). Aboriginal children had a
longer dialysis duration compared to non-Aboriginal children (15.3 months
versus 10 months, p <0.001). Living related donor transplant was more
common among non-Aboriginal children (42% versus 19%, p <0.01).
Conclusions: This is the first study exploring ESKD data in the
Australian Aboriginal children. The data shows that incidence rates of
ESKD are similar in Aboriginal children however Aboriginal children
spent longer time on dialysis and are more likely to receive deceased
donor transplant. The reasons for these differences in health care provi-
sion need to be explored further.

IPN11053-81 EVALUATION OF DISEASE ACTIVITY
BIOMARKERS IN CHILDREN WITH LUPUS NEPHRITIS:
DATA FROM GOSH

C. De Mutiis 1, K. Tullus 2

1 Department of Pediatrics, S.Orsola-Malpighi Hospital, Bologna - Italy,
2 Department of Paediatric Nephrology, Great Ormond Street Hospital
for Children, London - United Kingdom

Introduction: SLE nephritis is a chronic disease characterized by flares
and remissions. We here aim to identify trends of routine laboratory
biomarkers after initial treatment in a cohort of children with SLE

nephritis. This outcome is not described in a modern cohort of children
and will give us a better understanding of response to modern therapy on
disease activity and control.
Material and methods: Children (<17 years old) with ≥class III biopsy
(ISN/RPS) diagnosed in the last 10 years at GOSH and treated at onset,
were included. Laboratory biomarkers at specific time points were retro-
spectively analyzed from diagnosis to 24-month-follow-up and reported
as medians (IQR).
Results: 39 patients (29 girls), mean age 11.4 years, were included. The
biopsy showed 56% class III, 33% class IV and 10% class V.
At 24 months 21 patients were in remission (mean time 10.6 months).
At diagnosis Hb was 96 g/L (80.5-116.75) and improved in 6 months
while ESR was 85mm/hr (29-128) and declined after 15 days. At onset
eGFR was 90.7 (27.92-118.93) and at 24 months was 107.6 (91.5-128.9)
ml/min/1.73m2. Initially Urine-Albumine/Urine-Creatinine (UA:UC)
was 78 mg/mmol (14.45-185.4) and slowly decreased but at 24 months
13.8% of children had UA:UC > 50 mg/mmol and 58.6% > 2.5 mg/
mmol. Dipstik haematuria was 2+/3+ at baseline and fluctuated over time,
at 24 months only 50% of patients had negative/trace dipstick.
At diagnosis dsDNA (81- 401) was 379 IU/ml and rapidly decreased but
never normalized. At diagnosis C3 was 0.39 g/L (0.29-0.48) and C4 0,06
g/dl (0,27-0,82) and increased in 1-2 months and 6-9 months,
respectively.
Conclusion: In our cohort C3, ESR, dsDNA had the earliest improve-
ment after initiation of treatment often within the first month. Other pa-
rameters like Hb, C4 and proteinuria took longer to improve and some
like haematuria showed very slow improvement.

IPN11054-82 OCCURRENCE OF CYCLOSPORINE A
ASSOCIATED GINGIVAL HYPERPLASIA - A SRI LANKAN
EXPERIENCE

K. Gunasekara 1, U.I. Karunadasa 2, A.S. Abeyagunawardena 2, C.
Herath 3, I. Abeyagunawardena 2, A.H.H.M. Jayaweera 2

1 Sirimavo Bandaranayake specialized children hospital, Peradeniya -
Sri Lanka, 2 Faculty of Medicine, University of Peradeniya, Peradeniya -
Sri Lanka, 3 Faculty of Dental Sciences, University of Peradeniya,
Peradeniya - Sri Lanka

Abstract
Background: Cylosporine A is a potent immunosuppressive agent
used widely in childhood nephrotic syndrome and following kidney
transplantation (Saeed et al., 2006, Colombo & Ammirati, 2011).
Though most of the side effects are well known and are monitored
during therapy, the cosmetic side effects such as gingival hyperplasia
are often ignored (Boltchi et al., 1999). As the occurrence of gingival
hyperplasia is associated with poor oral hygiene (Reali et al., 2009), it
is possible that the incidence could be much higher in developing
countries.
Objectives: To determine prevalence of gingival hyperplasia among chil-
dren treated with cyclosporineA in a cohort of Sri Lankan children.
Method: Sequential children attending the outpatient department for fol-
low up who were treated with cyclosporine A for more than 1 year were
considered for recruitment. The children who have received other medi-
cation which can aggravate gingival hyperplasia were excluded. The se-
lected children were referred for a dental examination by a consultant
paediatric orthodontist in order to grade the gingival hyperplasia.
Results: A total of 25 patients who fulfilled inclusion criteria were ex-
amined. Of them 11 (44%) were male and 14 (56%) were female. Median
age was 9 years and mean duration of treatment was 5.75 years. 18 out of
25 (72%) were identified as having gingival hyperplasia. There was a
significant relationship between duration of treatment and the grade of
dental hyperplasia(P<0.005). However there was no significant relation-
ship between dose and grade of gingival hyperplasia. Median dental
plaque index was 63.1 and most of them had aICDAS score of 0.
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Conclusion: The occurrence of gingival hyperplasia in patients on cyclo-
sporine A is common in Sri Lankan children and is directly related to the
duration of treatment and not to the dose.

IPN11055-83 ITGA3 MUTATION IN PATIENT WITH
INTERSTITIAL LUNG DISEASE, CONGENITAL NEPHROTIC
SYNDROME AND JUNCTIONAL EPIDERMOLYSIS BULLOSA

T. Okamoto 1, A. Nakamura 1, A. Hayashi 1, T. Yamaguchi 1, T.
Takahashi 1, Y. Sato 1, Y. Ueda 1, Y. Ogawa 2

1 Hokkaido University Graduate School of Medicine, Sapporo - Japan,
2 Hokkaido Renal Pathology Center, Sapporo - Japan

Introduction: Interstitial lung disease, congenital nephrotic syndrome
and junctional epidermolysis bullosa (ILNEB, OMIN#614748) is an au-
tosomal recessive disorder caused by homozygous or compound hetero-
zygous loss-of-function mutations of the gene for the integrin alpha 3
subunit (ITGA3). So far, 8 patients with ILNEB syndrome had been
reported, but all of 6 patients with ILNEB syndrome who demonstrated
initial symptoms during neonatal period nevertheless survive over 2
years. In this study, we report a patient with ILNEB syndrome caused
by compound heterozygous mutation in ITGA3 gene, who demonstrated
initial symptoms from neonatal period but survive over 3 years of age.
Material & methods: Genetic and renal/skin histopathological analysis
was done for our patient. We studied the association between histopath-
ological changes and clinical severity in our patient and previously re-
ported cases.
Results: Genetic analysis identified novel compound heterozygous muta-
tions in ITGA3 (NM_002195), which is heterozygous missense mutation in
exon 8 and heterozygous frameshift insertion in exon 10. The former is
paternally transmitted, whereas the latter is maternal. All in silico analytical
tools showed this missense mutation is highly suspected as pathogenic.
Renal/skin histopathological analysis demonstrated decreased expression of
integrin alpha 3. Furthermore, the expression of podocyte markers was also
decreased in kidney. The histopathological severity of our patient was milder
than that of previously reported severe cases.
Conclusions: The clinical and histopathological severity of ILNEB syn-
drome may be variable. It is necessary to keep in mind in differential
diagnosis of patients with proteinuria, lung disease and skin blisters.

IPN11056-84 FUNCTIONAL IRONDEFICIENCY IN CHILDREN
WITH CHRONIC KIDNEY DISEASE

B. Thapa 1, K. Tiewsoh 2, P. Bhatia 3, L. Dawman 2

1 Department of Pediatrics, PGIMER, Chandigarh - India, 2 Division of
Pediatric Nephrology, Department of Pediatrics, PGIMER, Chandigarh -
India, 3 Division of Hematology, Department of Pediatrics, PGIMER,
Chandigarh - India

Introduction: Anemia is one of the most common complication of
chronic kidney disease (CKD). This is due to various reasons, of which,
lack of erythropoietin is well studied. Functional iron deficiency (FID),
due to a block of iron transport to erythroid marrow is increasingly being
studied in other conditions like malignancies. We wanted to study the
presence of FID in CKD.
Methods: A cross sectional study was done, after institute ethical clear-
ance, in the Pediatric Nephrology Unit, Advanced Paediatrics Centre,
Post Graduate Institute of Medical Education and Research,
Chandigarh, India from July 2017 to December 2018. Children till 12
years of age with CKD were included. Details were recorded in a
preformed case record form. In addition to complete blood count, per-
centage of hypochromic red cell (%HRC), reticulocyte hemoglobin con-
tent (CHr) and serum ferritin was done. Data was analysed using SSPS
Version 16.

Result: A total of 190 children who fulfilled the inclusion criteria were
enrolled. Mean age of patients was 6.49 years ± 4.041 with a sex ratio of
3.2:1. 62.6% (N=119) had decreased appetite; 60.5 % (N= 115) had
failure to thrive and 54.2% (N=103) complained of pallor. 54.8 %
(N=104) were stunted; 27.4% (N=52) had hypertension; 67.9 %
(N=129) had clinical pallor. Anemia was present in 62.6% (N=119) of
CKD children. CHr <29 pg was present in 69.3% (97/140); %HRC>6 %
was seen in 20.4% (29/142) and 35.3% (54/153) had ferritin level >100
ug/L if not on dialysis and >200 ug/L if on dialysis. FID, which is iron
deficiency anemia in the presence of adequate iron stores was present in
38.4% (66/172) of CKD children.
Conclusion: Anemia in children with CKD is more complicated than just
lack of substrates or erythropoietin and FID may be more common than
expected.

IPN11064-83 THE ASSOCIATION BETWEEN THE SEVERITY
AND TIMING OF ANTENATAL HYDRONEPHROSIS
DIAGNOSIS AND POSTNATAL RENAL OUTCOMES

Z. Paz 1, A. Berl 2, P. Awadia 3, L.Majadla 2, C. Nozik 2, S. Sivan 2, L. Bar
2, O. Yakir 4, I. Weissman 3, H. Shasha-Lavsky 3, T. Falik-Zaccai 5
1 Department of rheumatology, Galilee Medical Center, Nahariya -
Israel, 2 The Azrieli Faculty of Medicine, Bar Ilan University, Safed -
Israel, 3 Department of pediatric nephrology, Galilee Medical Center,
Nahariya - Israel, 4 Department of Statistics, Galilee Medical Center,
Nahariya - Israel, 5 Institute of Human genetics, Galilee Medical
Center, Nahariya - Israel

Introduction: Antenatal hydronephrosis (ANH) is the single most com-
mon congenital malformation and presents in 0.2% of live births. Little is
known about the impact of the timing of the diagnosis of ANH on the
progression of the hydronephrosis and renal damage over time. Our aim
was to determine the association between the severity and timing of ANH
and the postnatal renal outcomes.
Material & methods: A single center retrospective study based on med-
ical records of patients referred for prenatal nephro-genetic consultation
due to suspectedANH, between the years of 1997-2018. The groups were
subdivided and compared according to the timing of the ANH diagnosis
(early ANH<17.6 weeks of gestation vs late ANH).
Results:Our study population included 160 patients whowere diagnosed
with ANH and had a sonographic follow up during the first year of life, 79
(49.3%) were diagnosed with early ANH while 81 (50.7%) were diag-
nosed with late ANH. The rate of severe ANHwas significantly higher in
the early ANH group (45.6% vs.19.8%; p<0.001). The severity of ANH
was highly correlated with the severity of hydronephrosis at one year of
age (Rs=0.569, P<0.001), a stronger correlation was noted in the early
ANH group (Rs=0.771, P<0.001). The risk for severe renal outcome at
one year of age was higher among the early group with severe ANH
compared to those diagnosed later with non-severe ANH (RR 3.33,
66.7% vs 20%, 95%CI 1.45 to 7.15).
Conclusions: Severe ANH is more commonly diagnosed early in the
pregnancy. Early diagnosis of ANH is an independent risk factor for poor
postpartum renal outcome.

IPN11068-87 HEALTH-RELATED QUALITY OF LIFE IN
PEDIATRIC PATIENTS WITH ALPORT SYNDROME

F. Wang , Z. Chen , J. Ding
Department of Pediatrics, Peking University First Hospital, Beijing -
China

To assess health-related quality of life (HRQoL) of Alport syndrome,
children with Alport syndrome and primary nephrotic syndrome were
enrolled. The demographic, clinical and social data were evaluated. The
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Chinese version of Paediatric Quality of Life Inventory 4.0 Generic Core
Scales (PedsQL™ 4.0 Generic Core Scales) was used to assess the
HRQoL in children. Both child self-report (5-18 years) and parent
proxy-report (2-18 years) formats were included. A total of 93 families(61
families with Alport syndrome and 32 families with primary nephrotic
syndrome)were recruited in the study. A total of 83 child self-report forms
(54 fromAlport syndrome and 29 from primary nephrotic syndrome), and
93 parent proxy-report forms (61 from Alport syndrome and 32 from
primary nephrotic syndrome group) were collected. Compared with chil-
dren with primary nephrotic syndrome and their parents, parents of chil-
dren with Alport syndrome had lower scores in overall scales [median, 65
(53-79)] of parent proxy-report forms (p=0.037). There was no significant
difference between the scores of overall scales in children with Alport
syndrome and primary nephrotic syndrome. Univariate analysis showed
gender, age of illness onset, disease duration, residence, household in-
come and the impact degree of medical costs did not significantly influ-
ence the total QOL scores among the Alport Syndrome children (P>0.05)
. Thus, HRQoL in children with Alport syndrome is not worse than that
with primary nephrotic syndrome. Discrepancies between the child-self
and parent-proxy reports.

IPN11069-88 NEPHRONOPHTHISIS: A CLINICOPATHOLOGICAL
STUDYOF 5 PATIENTS

R. Fujimaru 1, R. Hisatomi 1, M. Matsuda 1, K. Nozu 2, K. Iijima 2, N.
Morisada 2

1 Department of pediatrics, Osaka City General Hospital - Japan,
2 Department of pediatrics, Kobe University Graduate School of
Medicine - Japan

Introduction:Nephronophthisis (NPHP) represents an autosomal re-
cessive cystic kidney disease and one of the most common genetic
disorders developing end-stage renal disease (ESRD) in childhood.
Unfortunately, mutations in known causative genes are detected in
only about one third of affected NPHP patients, so reporting clinical
features is still important to uncover genotype-phenotype correla-
tions in this disease. The aim of this study is to clarity clinicopath-
ological features in NPHP patients.
Cases: Five patients with NPHP (3 boys, 2 girls) ranging from 6 to
11 years old visited our hospital between 2011 and 2018 were in-
cluded in this study. The initial clinical symptoms were polyuria,
polydipsia, secondary enuresis, anemia, growth retardation, hyper-
tension and proteinuria without hematuria in school urinalysis, re-
spectively. Two patients presented CKD stage 4 and 2 patients al-
ready developed ESRD. Their ultrasound examinations revealed bi-
lateral hyperechogenic kidneys in all patients and cortico-medullary
cysts in 2 patients. Only one patient suffered from an extrarenal
manifestation. He had total blindness from retinitis pigmentosa at
birth, but his kidney function was not followed until the age of 8.
Renal histological findings in all patients showed global
glomerulosclerosis, and tubulo-interstitial alterations such as tubular
atrophy, thickening or thinning of tubular membrane, interstitial fi-
brosis and interstitial inflammation. By genetic analysis, only one
case with blindness was detected homozygous NPHP5/IQCB1 mu-
tations and finally diagnosed as Senior-Loken syndrome. During
follow-up, 2 patients had kidney transplantation (KT), and one pa-
tient started peritoneal dialysis. The remaining 2 patients are prepar-
ing for pre-emptive KT.
Conclusions: All our patients were school-aged children and clini-
cally diagnosed with NPHP. Four patients already presented severe
renal insufficiency at their first appearance. Although making defin-
itive diagnosis of NPHP is difficult, it is necessary to explain ap-
propriately to patients and their families about clinical features, re-
nal prognosis and future treatment plan including renal replacement
therapy.

IPN11076-86 GENOME-WIDE ASSOCIATION STUDY OF
NOCTURNAL ENURESIS IDENTIFIES RISK-LOCI ON
CHROMOSOME 6 AND 13

C.S. Joergensen 1, H.T. Horsdal 2, V.M. Rajagopal 2, E. Agerbo 2, A.
Boerglum 2, S. Rittig 1, K. Kamperis 1, J. Grove 2, T.D. Als 2, H.
Stefansson 3, B. Walters 3, D. Demontis 2, J.H. Christensen 2

1 Department of Paediatrics and Adolescent Medicine, Aarhus University
Hospital, Aarhus - Denmark, 2 iPSYCH, The Lundbeck Foundation
Initiative for Integrative Psychiatric Research, Aarhus - Denmark,
3 Decode Genetics, Reykjavik - Iceland

Introduction: Nocturnal enuresis (NE) is a common condition with a
twin-based heritability estimate of 70%. Common genetic variants may
play a substantial role in disease risk, but this has never been evaluated in
large hypotheses free case-control studies. Here we present the first
genome-wide association study (GWAS) of NE based in iPSYCH2012.
iPSYCH2012 is a large population-based Case–Cohort sample
established to investigate major psychiatric disorders in the Danish
population.
Material and methods: Genotyped individuals in iPSYCH2012 included
~50,000 individuals with schizophrenia, bipolar disorder, ADHD, autism
spectrum disorder, anorexia nervosa and major depressive disorder and
~25,000 randomly selected individuals. Persons within iPSYCH2012 with
NE (5-25 years) were identified either in the “The Danish National Patient
Register” and “The Danish Psychiatric Central Register” based on IDC10
codes, or in the “The Danish National Prescription Registry” based on
desmopressin prescriptions. In total, the analysis contained 3,882 NE cases
and 31,073 controls. The GWAS was based on unrelated individuals and a
genetically homogenous sample and performed using logistic regression in-
cluding relevant covariates e.g. psychiatric disorders.
Results: We identified 6 common variants surpassing the threshold for
genome-wide significance (P< 5x10-8) in two loci on chromosomes
6q16.2 and 13q22.3. Assuming a population prevalence of NE between
7-15%, we estimated liability-scale SNP heritabilities ranging from 0.238
to 0.303 (SE=0.03, P=2.7×10-16). In subsequent evaluation, our findings
did not seem to be caused by comorbid psychiatric disorders. Our main
results were replicated in an independent Icelandic cohort. 12 potential
risk genes were mapped, which share similar characteristics including
being involved in transcriptional regulation, peripheral nervous system
development and being differentially expressed in the brain in early
infancy.
Conclusion: We hereby report the first genome-wide significant loci for
NE. Our study represents an important step to provide further insight into
the genetic architecture and underlying biological mechanisms of NE.

IPN11078-88 PREDICTORS OF FORMATION AND
PROGRESSION OF CKD IN CHILDREN

S. Tchesnokova , A. Vyalkova , I. Zorin , S. Plotnikova
Orenburg Medical University, Dpt. of Paediatrics - Russian Federation

The aim of the study was to improve predictors of formation and progres-
sion of CKD in children.

Materials and methods:We analysed of 300 case histories of patients with
CKD and 130 case histories of patients with chronic renal diseases without
CKDwhowere treated inDpt. of nephrology of Orenburg regional paediatric
hospital in period 2013-2018 years.
Results: Patients with CKD were more significantly higher in hered-
itary predisposition for renal pathology compared with children with
chronic renal diseases without CKD (p< 0.05). We established that
CKD developed more often in children of 7-12 years old (76.3%,
n=229). We didn’t found significant differences in incidence of
CKD in girls and boys (p> 0.05). We diagnosed stages of CKD:
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stage 1–57% (n=171), stage II–17,3% (n=52), stage III–25,7%
(n=77). We established prevalence of tubulointerstitial kidney dis-
eases (n=274, 91.3%) in nosological structure of CKD. We
established nosological structure of CKD: CAKUT (77.6%,
n=233), nephrosclerosis in the outcome of urolithiasis (9.3%,
n=28), nephrosclerosis in the outcome of HUS (4.3%, n=13),
nephrosclerosis in the outcome of glomerular diseases (8.9%,
n=26). Patients with CKD were more significantly higher in fre-
quency of influence of chronic intrauterine hypoxia (80%) and en-
dothelial dysfunction (100%) compared with children with chronic
renal diseases without CKD (p< 0.05). We established increase of
frequency of arterial hypertension in progression of nephrosclerosis
in children with CKD: arterial hypertension is significantly higher in
children with III stage of CKD (100%, n=77) compared with stage I
(16.4%, n=28) and stage II (34,6%, n=18), p <0.05.
Conclusions: We revealed predictors of formation and progression
of CKD: initiating (age, gender, ethnicity) and modulating
(CAKUT, arterial hypertension, proteinuria, UTI, metabolic disor-
ders). We established that CKD in children with tubulointerstitial
kidney diseases was formed with combination of intrarenal reflux,
activity of UTI, arterial hypertension, renal hemodynamic disorders
(p <0.001).

IPN11079-89 THE PROGNOSTIC VALUE OF NORMAL
AMNIOTIC FLUID VOLUME IN SEVERE FETAL RENAL
ANOMALIES

H. Shasha-Lavsky 1, S. Sivan 2, A. Berl 2, P. Awadia 1, L. Majadla 2, C.
Nozik 2, L. Bar 2, O. Yakir 3, Z. Paz 4, I. Weissman 1, T. Falik-Zaccai 5
1 Pediatric Nephrology Unit, Galilee Medical Center, Nahariya - Israel -
Israel, 2 The Azrieli Faculty of Medicine, Bar Ilan University, Safed -
Israel - Israel, 3 Department of Statistics, Galilee Medical Center,
Nahariya - Israel - Israel, 4 Department of rheumatology, Galilee
Medical Center, Nahariya - Israel - Israel, 5 Institute of Human genetics,
Galilee Medical Center, Nahariya - Israel - Israel

Introduction: Amniotic fluid (AF) is an important indicator for fetal
renal function. While oligohydramnios may indicate impaired fetal renal
function, the prognostic value of normal AF volume in severe fetal renal
anomalies is uncertain. Our aim was to determine the association between
normal AF volume and postnatal renal outcome in fetuses with severe
renal anomalies (RA) identified during pregnancy.
Material and Methods: A single center retrospective observational
study based on medical records of women referred for prenatal
nephro-genetic consultation due to sonographic finding of severe
bilateral RA, between 1997– 2018. Severe RA included bilateral
findings of echogenic kidneys, hypoplastic kidneys, severe
hydronephrosis and suspected posterior urethral valve. Severe re-
nal outcome was defined by renal autopsy findings or post-natal
sonographic or biochemistry results which indicated a high probability
for renal failure in the first decade of life. Postnatal renal outcome was ana-
lyzed in relation to AF volume status.
Results: Twenty five fetuses with prenatal sonographic findings of
severe bilateral RA were analyzed by autopsy or by one year
follow-ups. The group was composed of 20 fetuses with normal
AF volume and 5 fetuses with abnormal AF volume. All 5 fetuses
with abnormal AF volume had severe postnatal renal outcome. Of
the 20 fetuses with normal AF volume, 7 (35%) had severe renal
outcome. Subgroup analysis of fetuses with echogenic kidneys
(n=10) composed of 4 fetuses with abnormal AF volume and 6
with normal AF volume, showed that 50% of the fetuses with
normal AF volume had severe renal outcome (in autopsy find-
ings). Postnatal severe bilateral hydronephrosis was diagnosed in
55% of the fetuses with normal AF volume and in none of those
with abnormal AF volume.

Conclusions: Normal AF volume is not a protective prognostic factor in
cases of sonographic findings of severe renal anomalies in fetuses.
Abbreviations: AF- amniotic fluid, RA- renal anomalies

IPN11082-83 THE PATHOLOGICALTYPES IN INFANTS WITH
RENAL DISEASES IN A SINGLE CENTER

X. Zhang , Y. Wu , P. Wang , S. Hao , Y. Kang , X. Kuang , X. Xiu , D.
Feng , G. Zhu , W. Huang , B. Zhang , Z. Li , J. Jin
shanghai children's hospital - China

Introduction:Data regarding renal pathology in infants (< age 3yr) were
limited. The aim of this study was to analyze the causes of renal disease
and their clinical presentations in infants patients who underwent renal
biopsy.
Material & methods: A retrospective analysis was made on 90 cases
who were performed renal biopsy under 3 years old in the Department of
Nephrology and Rheumatology, Shanghai Children's Hospital from
January 2009 to December 2018. The clinical data were collected and
children who were suspected with hereditary diseases were examined for
gene.
Results: (1) The proportion of 90 renal biopsy infants in all renal biopsy
patients was 6.1% (90/1478). Compared with 2009-2013, the ratio of
renal biopsy at 0-3 years in 2014-2018 was increased (P<0.05). (2) The
indications for biopsy were nephrotic syndrome (NS) in 50%( steroid-
dependent NS in 64.4%, steroid-resistant NS in 33.3%, 1 case was NS
with Hepatitis B virus infection), microscopic hematuria (with / not with
proteinuria) in 37.7%, gross hematuria in 6.7% (5 cases of Alport's syn-
drome and 1 case of membranous nephropathy), isolated proteinuria in
5.6%. Minimal change disease was the most frequent diagnosis (26.7%),
followed by Alport's syndrome (22.2%), glomerular minor lesion
(13.3%), focal segmental glomerulosclerosis (FSGS, 8.9%), IgM ne-
phropathy (7.8%), mesenchymal proliferative glomerulonephritis
(7.8%) and so on. 18 infants (20%) were found disease-related genetic
variations.
(3) Compared with infants aged 2-3ys, the renal biopsy infants aged 0-2ys
had higher detection rate of FSGS (P<0.05).
Conclusions: The proportion of renal biopsy in infants had increased
significantly in the past five years. In clinic, attention should be paid to
gross hematuria in infants, which may be related to hereditary renal dis-
ease. The combination of renal biopsy and gene examination could more
accurately identify the causes of disease.

IPN11085-86 SUBCLINICAL TARGET ORGAN DAMAGE IN A
SAMPLE OF CHILDREN WITH AUTOSOMAL DOMINANT
POLYCYSTIC KIDNEY DISEASE

M. Brugnara 1, F. Malesani 2, A. Tagetti 2, S. Agnolin 1, A. Gastaldi 1, S.
Paterno 1, G. Piacentini 1, C. Fava 2

1 Department of Odontostomatological and Maternal-Infantile Surgical
Sciences, University of Verona - Italy, 2 Department of Medicine - Italy

Introduction: Autosomal Dominant Polycystic Kidney Disease
(ADPKD) is a monogenic hereditary kidney disease, characterized
by the development of cysts along the renal tubule. Previous
studies suggest that hypertension and vascular damage can start
during childhood. In this study we analyzed many markers of
vascular damage and left ventricular geometry in a sample of
children with ADPKD.
Methods: Several vascular measurements were obtained: Ambulatory
Blood Pressure Monitoring (ABPM), carotid Intima Media Thickness
(cIMT), Carotid Distensibility (CD), Pulse Wave Velocity (PWV) and
Echocardiographic measurements: Relative Wall Thickness (RWT) and
Left Ventricular Mass Index (LVMI).
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Results: 11 children with ADPKD were recruited (4 females and 7
males, mean age 9.5 ± 3.2 years): 3 children were overweight, 8
normal weight. Five children resulted hypertensive at the ABPM,
4 were normotensive, 2 ABPM were not available. One child was
already on therapy with an ACE-inhibitor. RWT was tendentially
high (mean 0.47 ± 0.39) while cIMT was above the 95°percentile
for sex and height in 20% of children (0.5 ± 0.005 mm). Average
PWV and CD were between the normal range (5.5 ± 4.6 m/sec
and 89.6 ± 16.1 …. respectively). We observed a positive corre-
lation between the PWV and RWT (r =0.616; p = 0.044) and a
negative correlation between CD and RWT (r = -0.770; p =
0.015). All the subjects have normal Glomerular Filtration Rate
(GFR).
Conclusions: Increased RWT and high cIMT, indicating subclinical
organ damage, are present in ADPKD children. The level of RWT
was significantly correlated to that of CD and PWV, implying that
vascular stiffening is associated with cardiac remodelling. None of
the children has an alteration of renal function, suggesting that
subclinincal cardiovascular alterations may precede the overt de-
cline in Glomerular Filtration Rate. These data underline the im-
portance of a comprehensive cardiovascular screening in all the
children with ADPKD.

IPN11086-87 FEATURES OF GENE MUTATION AND
CLINICAL PHENOTYPE IN ALPORT SYNDROME

J. Ding , X. Wang , J. Luan , L. Liu , L. Ke
Wuhan Children's Hospital(Wuhan Maternal and Child Healthcare
Hospital), Tongji Medical College, Huazhong University of Science &
Technology, Wuhan - China 1 Department of Pediatrics Nephrology,
2 Department of Pediatr ics Pathology,Wuhan Children's
Hospital(Wuhan Maternal and Child Healthcare Hospital), Tongji
Medical College, Huazhong University of Science & Technology,
Wuhan, Hubei 430016, China

Absract
Background: Summarize the characteristics of Alport syndrome(AS)in
Chinese children.
Methods: The retrospective study of the clinical information , patholog-
ical data and gene sequencing results about 30 cases with Alport
syndrome(AS)from 2011 to 2018 .
Results: In these 30 patients,the youngest age of onset was 6
mon ths . 18 boys and 6 g i l s we re X - l i nked Alpo r t
syndrome(ALAS).1 boy and 1 girl were autosomal recessive in-
heritance.1 boy and 2 girls were autosomal dominant inheritance.
The initial symptoms included:paroxysmal gross hematuria(50%),
microscopic hematuria(40%),edme(3.3%),foam urine(6.7%). 22
cases had a positive family history. Renal biopsy was performed
on 29 children,26 mesangial proliferative glomerulonephritis (
MsPNG) and 3 focal segmental glomerulo-sclerosis (FSGS) by
light microscope.17 cases showed abnormal renal α-chain
distrbution. Extensive lamination and split of glomerular basement
membrane dense layers were found in 24 children by electron
microscope. Next-generation sequencing detected 22 pathogenic
gene mutations: 18 in COL4A5, 2 in COL4A3, 2 in COL4A4 .
14 patients inherited from mother , 2 patients inherited from fa-
ther ,2 patients one mutation inherited from father and another
mutation inherited from mother,4 patients (17.4%) carried de novo
mutations.
Conclusions: XLAS accounts for most AS patients .AS may have
clinical manifestations in the infant stage. 17.4% case with de
novo mutations ,suggests the renal pathology combined with
Next-generation sequencing is an important way of diagnosis of
AS.
KeywordsNephritis; hereditary; Next-generation sequencing; Diagnosis

IPN11087-88 TTV MEASUREMENT IN PAEDIATRIC KIDNEY
TRANSPLANTED PATIENTS

P. Uhl 1, A. Heilos 1, G. Bond 2, E. Meyer 3, M. Boehm 1, E.
Puchhammer-Stoeckl 4, T. Mueller-Sacherer 1, C. Aufricht 1, K. Rusai 1
1 Department of Paediatrics and Adolescent Medicine, Division of
Paediatric Nephrology and Gastroenterology, Medical University
of Vienna, Vienna, Austria, 2 Department of Medicine III, Division
of Nephrology and Dialysis, Medical University of Vienna,
Vienna, Austria, 3 Center for Medical Statistics, Informatics and
Intelligent Systems, Medical University of Vienna, Vienna, Austria,
4 Department of Virology, Medical University of Vienna, Vienna,
Austria

Introduction: Chronic deterioration of kidney graft function is
strongly linked to insufficient or over- immunosuppression (IS).
Monitoring of IS still relies on the measurement of therapeutic
drug through levels, which is insufficient to sufficient to guide
the prescribed IS combination therapy. A novel tool to assess
the individual net state of IS in transplanted patients, might be
the monitoring of Torque teno virus (TTV) viral load. TTV is a
non-enveloped, single-stranded, circular DNA virus belonging to
the Anelloviridae family. It is present in the plasma of >90% of
individuals and has no known disease inducing capacity, but
instead has been linked to the global immune -competence/ has
been shown to be impacted by the immune-competence
Methods: TTV plasma load was quantified monthly for a period of one
year in a cohort of 45 kidey transplanted patients. The relation of the virus
DNA levels to different transplant-specific laboratory and clinical param-
eters was analysed.
Results: TTV DNA was detectable in 94.5% of the plasma sam-
ples. There was a significant association with the post-transplant
follow-up time as well as with the type of IS regime, with lower
virus loads in patients after longer post-transplant-time and
mTOR-inhibitor-based IS. Furthermore, a significant positive cor-
relation with the dose of prednisolone and mycophenolate mofetil
could be revealed. Regarding the relation of TTV plasma load
and the occurrence of donor-specific antibodies (DSA) as well
as the incidence of infections and non-adherence, no significant
association / correlation could be detected.
Conclusions: TTV levels have shown a significant association /
correlation with the strength of IS, however no association was
found with clinical events such as non-adherence, presence of
DSA or infections – common consequences of under- or over–
IS. Therefore, in order to introduce TTV measurement in the
clinical setting as a tool for IS monitoring, further studies are
needed.

IPN11089-90 RECURRENCE OF FSGS IN PAEDIATRIC
KIDNEY TRANSPLANT RECIPIENTS: INCIDENCE, RISK
FACTORS AND OUTCOMES

C. Prasad 1, N. Jawa 1, A. Fazal 1, M. Lemaire 2, L. Robinson 3, R. Parekh
3, V. Langlois 3, D. Hebert 3, C.W. Teoh 3

1 Division of Nephrology, Department of Paediatrics, The Hospital for
Sick Children, Toronto - Canada, 2 Division of Nephrology, Department
of Paediatrics, The Hospital for Sick Children; Department of
Paediatrics, Faculty of Medicine, University of Toronto, Toronto -
Canada, 3 Division of Nephrology, Department of Paediatrics, The
Hospital for Sick Children; Department of Paediatrics, University of
Toronto; Transplant and Regenerative Medicine Centre, Toronto -
Canada

Introduction: Primary idiopathic focal segmental glomerulosclerosis
(FSGS) is a challenging renal disease to manage, often presenting with
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treatment-resistant nephrotic syndrome progressing to end-stage-renal-
disease (ESRD). Post-transplant FSGS recurrence often limits graft sur-
vival. The objective of the study was to estimate the incidence of post-
transplant FSGS recurrence in the paediatric population and to compare
graft outcomes and risk factors associated with recurrence.
Materials & Methods: Retrospective review of paediatric patients with
FSGS (<18 years) who received a kidney transplant at The Hospital for
Sick Children from January 2002-August 2018 was conducted. Patient
demographics, pre- and post-transplant course, and genetic testing results
were collected. Ethics approval was obtained from hospital Research
Ethics Board.
Results: Fifty-one of 427 renal transplant recipients were diagnosed with
FSGS pre-transplant. FSGS recurred in 21/51 (41%) after a mean of 60
hours (range, 6 to 288) post-transplant. All were treated with therapeutic
plasma exchange (TPE): 10/21 (48%) achieved complete remission after
a mean of 3.7 months (range, 1-7). Allograft failure was observed after a
mean of 17.5 months (range, 1-31) in 4/5 (80%) of patients without a
clinical response to TPE. Patients with identified pathogenic genetic var-
iants did not have recurrence of FSGS. Patients with recurrence were
younger at initial presentation (median 3.67 vs 6.21 years), were more
likely to respond to steroids pre-transplant (67% vs 7%) and had higher
incidence of allograft failure (33% vs 3%).
Conclusions: This represents one of the largest paediatric cohorts of
FSGS post-transplant. Incidence of FSGS recurrence post-kidney trans-
plant was 41%. Risk factors for recurrence were absence of pathogenic
genetic variants, younger age and response to steroids pre-transplant.
Lack of response to post-transplant treatment with TPE portended the
poorest prognosis. The associated high risk of allograft failure and recur-
rence in subsequent transplants necessitates efforts to identify better treat-
ments.

IPN11091-83 SUCCESSFUL PREEMPTIVE PLASMAPHERESIS
AND RITUXIMAB TREATMENT FOR RECURRENT FSGS IN
PEDIATRIC KIDNEY TRANSPLANTATION: CASE REPORT

J. Slavicek , M. Ban , I. Kos , K. Vrljicak
UHC Zagreb, Department of Pediatric Nephrology, Dialysis and
Transplantation, Zagreb - Croatia

Introduction: Focal segmental glomerulosclerosis (FSGS) is a
common cause of ESRD in childhood and the most common
PHD of idiopathic steroid resistant nephrotic syndrome (SRNS).
Recurrence rate of FSGS to transplanted kidney varies from 6-
58% FSGS recurrence is responsible for 60% graft loss. There is
still no consensus on the optimal treatment of recurrent FSGS.
The main form of treatment in recurrent FSGS is plasmapheresis
(PF), because it is believed that recurrence is caused by circulat-
ing factors that can be removed by PF. It is important to start
treatment early to remove the circulating factors before causing
irreversible damage to the glomeruli. PF is often combined with
high doses of steroids, cyclosporin, cyclophosphamid, rituximab,
ofatumumab.
Material and methods: 12 years girl developed SRNS - biopsy proven
FSGS at age of 7yrs. No genetic mutations. Treatment with steroids,
cyclosporine, tacrolimus, and MMF failed. Peritoneal dialysis started
23.12. 2014. Simultaneous with the PC implantation, the right kidney
was removed. Left kidney removed 5.4.2016. Deceased donor kidney
Tx 30.7. 2016. MM 1.0.1. PRA 0%. CIT 16 h. Pre-transplant PF and
Rituximab was administered. Standard immunosuppressive protocol: ste-
roids, tacrolimus, MMF. Diuresis in the first 12 hours 1020 ml, followed
by a sudden drop at 95 ml. Proteinuria 3.1 g / l
Maximal proteinuria 24.3 g / l on day 7.
Graft Biopsy : borderline ACR + ATN + diffuse podocyte foot process
effacement on EM. Second Biopsy : ACR Banff IIa, C4d negative. Th: 3
boluses of 400 mg MP From day 13 proteinuria gradually normalized.

Follow -up 2 yrs after Tx: no proteinuria, no hypertension. eGFR 94 ml /min
Conclusion: Some children with recurrent FSGS may have benefit from
pre-emptive PF, rituximab and high doses of steroids. We still need ran-
domized controlled trials on the treatment of FSGS recurrence.

IPN11092-84 SUCCESSFUL LONG-TERM TREATMENT OF
PERSISTENT PARVOVIRUS B19 INFECTION IN PEDIATRIC
RENALTRANSPLANT RECIPIENTS

J. Liu , Q. Shen , Y. Zhai , H. Xu , J. Chen , J. Rao , X. Fang , Z. Zhang , X.
Tang , Q. Miao
Department of Nephrology, Children’s Hospital of Fudan University;
Shanghai Kidney Development and Pediatric Kidney Disease Research
Center - China

Introduction: Human parvovirus B19 (PVB19) infection after renal
transplantation can lead to serious complications. The major challenge
involves balancing the decreased level of immunosuppression and the
risk of rejection.
Material & methods:We reviewed the medical records of children
after renal transplantation from 2004 to 2019 at our center. Five
patients presented with anemia along with a low reticulocyte
count and were subsequently diagnosed with PVB19 infection
(by polymerase chain reaction). Patient information, management
and outcome were recorded.
Results: The diagnosis time of PVB19 infectionwas 12 days, 15 days, 17
days, 3 weeks and 10 weeks after transplantation respectively. Sever pure
red cell aplasia, thrombocytopenia, neutropenia and pancytopenia are
associated with PVB19 infection. The first patient received antithymocyte
globulin and others received basiliximab induction therapy. The second
patient displayed a concomitant cytomegalo virus infection and received
peritoneal dialysis due to the recurrence of IgA nephropathy. The 5 pa-
tients were followed up for 15 months, 5 months, 12 months, 18 months,
and 3 years after transplation respectively, and the estimated glomerular
filtration rate were 104, dialysis, 109, 67, 92mL/min/1.73 m2. The main-
tenance immunosuppression protocol consisted of tacrolimus (TAC) and
mycophenolate mofetil (MMF). Patients received intravenous immuno-
globulin (IVIG) infusion (400 mg/kg/day for 5 days,once a month in the
first four patients, the courses was 7, 5, 9, 5 and 6 times respectively),
decreased immunosuppression(MMFwas stopped and TACwas replaced
by cyclosporineA or rapamycin), blood transfusion and the use of eryth-
ropoietin with a favorable response. During IVIG treatment, intermittent
low dose steroids were used for 6 weeks, 12weeks, 7weeks, 4weeks and
continued use, because of elevated creatinine values. Follwing treatment,
clinical symptoms improved and creatinine values returned to baseline,
there was no recurrence.
Conclusions: PVB19 infection occurred early after transplant.
IVIG infusion, decreased immunosuppression were shown to be
beneficial.
Keywords: kidney transplantation; parvovirus B19; anemia; intravenous
immunoglobulins; children

IPN11096-88 INTESTINAL MICROBIOTA DYSBIOSIS AND
THE CORRELATION WITH TLR4 ACTIVATION IN RATS
WITH IGA NEPHROPATHY

Y. Shen 1, N. Zhou 1, H. Yan 2, L. Fan 2

1 Department of Nephrology, Beijing Children's Hospital ,Capital
Medical University,Beijing - China, 2 Department of TCM,Beijing
Children's Hospital ,Capital Medical University,Beijing - China

Abstract
Introduction: Intestinal microbiota dysbiosis plays an important
role in IgA nephropathy. But the characteristics of intestinal
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microbiota in IgA nephropathy are not very clear. Therefore, this
study is mainly to explore the variation of intestinal flora and the
correlation between the gut flora with TLR4 activation in rats
with IgA nephropathy , so as to explore the pathogenic role of
intestinal flora further .
Material & methods: 17 SD male rats were randomly divided into
the normal control group(n=9) and the IgA nephropathy model
group(n=8). The fecal in the distal ileum was taken for intestinal
flora 16sDNA sequencing . A segment of terminal ileum was
taken for detection of CD14 and TLR4 mRNA. Statistical analysis
use the GraphPad Prism 5.0 software . P <0.05 means statistical
difference. QIIME software and R language stats package were
used to analyze the diversity and difference of the flora.
Results: The number of OTUs in the IgA nephropathy model
group was less than that in the control group. The β-diversity
of intestinal flora was significant differences between the two
groups (R2 = 0.118, P = 0.001). There were 8 different species
in genus level. The abundance of Clostridium XIVa(p=0.046),
C l o s t r i d i um X IVb ( p=0 . 0 2 ) , f l a v o n i f r a c t o r ( p = 0 . 0 2 ) ,
Alistipes(p=0.047), Ruminococcus2(p=0.0086) were significantly
increased,especially Ruminococcus2, while Turicibacter (p=0.02),
Elusimicrobium (p=0.046) and Fusicatenibacter (p=0.045) abun-
dance were decreased in IgA nephropathy model group. TLR4
mRNA expression significantly increased in the IgA nephropathy
model group, Ruminococcus2 was significantly positive correlated
with TLR4 mRNA expression(p<0.01) .
Conclusions: Intestinal microbiota dysbiosis was involved in IgA ne-
phropathy rats. Ruminococcus2 enriched remarkably in IgA
nephropathy,and Ruminococcus2 maybe has the correlation with TLR4
activation .
Keywords: intestinal microbiota, IgA nephropathy,toll-like receptor 4

I PN 11 0 9 7 - 8 9 KARTAGENER SYNDROME WITH
ANTINEUTROPHIL CYTOPLASMIC ANTIBODY-
ASSOCIATED VASCULITIS

R. Chen 1, Q. Shen 2, J. Chen 2, H. Xu 2

1 Fellow in Children’s Hospital of Fudan University - China, 2 Children’s
Hospital of Fudan University - China

Objective: Kartagener Syndrome (KS) is a primary ciliary dyskine-
sia. Glomerular disease in KS is rare and reported cases are limited.
This is the first report of KS with Antineutrophil cytoplasmic
antibody-associated vasculitis (AAV), so as to improve the under-
standing of the disease.
Methods:A girl with KSwho presented with AAVis described including
clinical manifestations, laboratory data, gene results, imaging and kidney
biopsy features.
Results: She presented with recurrent respiratory infections and
first came to the hospital at 8-year-old. Imaging examination
showed situs inversus, bronchiectasis, sinusitis, right middle ear
mastoiditis and decreased pulmonary function. She was suspected
with KS and gene test showed CCDC39 compound mutation [a
nonsense mutation (c.1819A > A/T, p. k607x) and a shift code
mutation (c. 2447-2448et -delCA, p. t816kfs *3)]. The treatments

included intermittent atomization and anti-infection. 3 years later,
microscopic hematuria and microalbuminuria occurred and at 13
years old , she was referred to pediat r ic nephrologis t .
Comprehensive examination was performed and the results
showed urine protein (2+), urine RBC 10-20/HP, 24h urine pro-
tein 0.73g, serum creatinine 60umol/L (eGFR 96ml/min.1.73m2),
MPO:1:101 positive, PANCA1:10 positive, MPO-ELISA
140.1RU/ml. Kidney biopsy revealed (24 glomeruli) 7 glomeruli
global sclerosis, 1 focal and segmental sclerosis, 2 fibroid cres-
cents, the rest glomeruli with mild to moderate mesangial hyper-
plasia and IF negative. She was diagnosed with KS with AAV and
received prednisolone combined with mycophenolate mofetil treat-
ment. At the last follow-up (1.2 years later), the 24h urine protein
decreased to 0.17g without hematuria. The serum creatinine was
stable (61umol/L) and MPO-ELISA dropped to 71RU/ml.
Conclusion: This appears to be the first report of Kartagener syndrome in
association with AAV. Recurrent infection in KS might be one of the
inducements of AAV. In KS, the possibility of development of AAV
should be considered.

IPN11098-90 A CLINICAL TRIAL COMPARING ALISKIREN
WITH ENALAPRIL FOR THE TREATMENT OF C3
GLOMERULOPATHY

Z. Bekassy , H. Hallander , A. Kristoffersson , D. Karpman
Lund - Sweden

Introduction: To date there is no established, effective treatment
for C3 glomerulopathy, encompassing both Dense Deposit Disease
and C3 glomerulonephritis. We have previously reported that re-
nin mediates complement activation by cleaving C3 and found
that the direct renin inhibitor aliskiren blocked complement acti-
vation by renin and inhibited complement activation systemically
and in the kidneys in three patients with Dense Deposit Disease.
Theoretically enalapril should increase renin without blocking its
effect and therefore we will conduct a clinical trial to compare
these two treatments.
Material & methods: We will include patients to be treated with
aliskiren or enalapril (15 in each arm). Recruitment will take
place in up to Swedish university hospitals. Children ≥ 6 years
with a glomerular filtration rate ≥ 50 ml/min/1.73m2 and adults ≥
30 ml/min/1.73m2 will be included. Patients will be randomized
for treatment with aliskiren or enalapril, as monotherapy or in
combination with immune suppressive medications. After 6
months patients will switch to the other treatment and continue
on the second treatment for an additional 2.5 years. Patients will
be followed regularly regarding renal function, proteinuria, blood
pressure, activation of the renin-angiotensin system and comple-
ment activation assays. After 1-3 years, when medically indicated
or at the end of the study, a repeat renal biopsy will be performed
to validate the effect of treatment on renal morphology and com-
plement deposition.
Conclusions: The results of this study may provide more scientific evi-
dence for, or against, the use of aliskiren in patients with C3
glomerulopathy.
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IPN11100-74 PSYCHOSOCIAL AND COGNITIVE ASPECTS OF
CHILDREN WITH NEPHROTIC SYNDROME: DOES IT NEED
SPECIAL ATTENTION

T. Khondaker 1, H. Rafiqa Quaderi 2
1 Assistant Professor, Department of Paediatric Nephrology, Bangladesh
Institute of Child Health, Mailing address - Dhaka Shishu (Children)
Hospital, Sher-E-Bangla Nagar,Dhaka-1207 - Bangladesh, 2 Assistant
Professor, Department of Paediatric Neurology, Bangladesh Institute of
Child Health Mailing address - Dhaka Shishu (Children) Hospital, Sher-
E-Bangla Nagar, Dhaka-1207 - Bangladesh

Background: Children with nephrotic syndrome often experience signif-
icant emotional and behavioural problems. These could include emotion-
al imbalance, conduct disorder, hyperactivity, peer problem and prosocial
activity. However, it is difficult to differentiate whether emotion and be-
havioural changes in children with nephrotic syndrome, are due to
disease-specific effect or a treatment effect.
Objective:The aim of the study was to assess the behavioural problems
and cognitive function in children with nephrotic syndrome compared to
healthy controls and to find out relationship with treatment and disease
specific characteristics.
Material andMethods: This case control study was conducted in Dhaka
Shishu (Children) Hospital which is a largest tertiary hospital for children
in Bangladesh.
40 patients in age range of 3-15 years with subgroups of nephrotic syn-
drome (20 patient treated with long term steroid therapy and 20 patients
with no steroid therapy for at least three months) and 20 sex- and age-
matched healthy control subjects were enrolled in the study. In order to
assess children’s emotional/behavioural problems, the Strength and
Difficulties questionnaire (SDQ), was administered. The Wechsler
Intelligence Scale for Children–Third Edition was administered to assess
Full-Scale, Verbal, and Performance intelligence quotient (IQ) scores.
Results: In this study significant abnormalities was found in behaviour
and cognitive function in nephrotic syndrome child with long term steroid
therapy in comparison to other child. In this study conduct problem and
emotional imbalance are frequently seen behavioural problems.
Cognitive function assessment showed significant number of child has
low processing speed. Strong association was found among the cumula-
tive dose of steroid and duration. (statistics will be shown in final copy)
Conclusion: Psychosocial and cognitive function of nephrotic syndrome
child should need prompt attention specially in those child with long term
steroid therapy.
Keywords: psychosocial, cognitive, nephrotic syndrome,children

IPN11101-75 TREATMENTOFNEUROLOGICAL INVOLVEMENT
WITH ECULIZUMAB AND IMMUNOADSORPTIONS IN
PEDIATRIC SHIGATOXIN-ASSOCIATED HEMOLYTIC UREMIC
SYNDROME

C. Duneton 1, J. Hogan 1, V. Baudouin 1, A. Maisin 1, A. Couderc 1,
C. Dossier 1, A. Cambier 1, P. Mariani 2, G. Deschenes 1, T. Kwon 1

1 Pediatric Nephrology Department, Robert Debré Hospital, APHP,
Paris - France, 2 Laboratory of Microbiology, Escherichia coli
Associated National Reference Center, Robert Debré Hospital, APHP,
Paris - France

Introduction: Neurological involvement due to Shiga toxin-producing
E.coli hemolytic uremic syndrome (STEC-HUS) remains a serious ther-
apeutic challenge in the absence of validated treatment. Experimental
studies highlight the potential role of complement activation. The use of
Eculizumab, a terminal complement blocker, has been reported in a few
pediatric series yielding conflicting results. Antibody-mediated mecha-
nisms have also been suggested so that immunoglobulin
immunoadsorptions (IgIA) were tested in an adult cohort. We used

Eculizumab combined with immunoadsorptions as a recue therapy in
pediatric patients.
Material & methods: Retrospective study of neurologically impaired
patients with confirmed STEC infections between 2011 and 2019.
Outcomes of patients treated with the IgIA-Eculizumab association were
compared with an historical cohort treated before the implementation of
the treatment protocol.
Results: Study population: 13 children (mean age 4.1 years). Neurological
complications occurred at a median of 1,5 days after diagnosis: drowsiness
(10/13), seizures (11/13), status epilepticus (6/13), coma (6/13), MRI ab-
normalities (11/13). 11 patients required mechanical ventilation. 12 needed
dialysis. After the first dose of Eculizumab (average delay of administration
<24h): only 3 patients presented further seizures. Ten patients had normal
neurological examination at last follow-up.
Control group: 19 children. Average duration of dialysis was 12.7 days
versus 9.2 days in the study population (p-value: 0.32). At last follow-up
none presented neurological abnormalities, but 2 deaths were reported
versus none in the study population. Interestingly, there was a trend to-
wards less extra-neurological complications among cases (2/13) than in
controls (9/19, p-value:0.24).
Conclusion: This is the first pediatric study reporting on the safety and
efficacy of the combination of IgIA-Eculizumab association in the treat-
ment of typical HUS with neurological complications. Further larger
studies are needed to assess the benefit of this protocol compared to
monotherapy or supportive care.

IPN11104-78 GENERALIZED JOINT HYPERMOBILITY,
VOIDING DYSFUNCTION AND CONSTIPATION: IS THERE
ANY RELATIONSHIP WITH EACH OTHER

G. Isik 1, E. Sag 2, F. Demir 3, M. Cakir 2, M. Kalyoncu 3

1 Karadeniz Technical University Faculty of Medicine, Pediatric
Nephrology Department, Trabzon - Turkey, 2 Karadeniz Technical
University Faculty of Medicine, Pediatric Gastroenterology
Department, Trabzon - Turkey, 3 Karadeniz Technical University
Faculty of Medicine, Pediatric Rheumatology Department, Trabzon -
Turkey

Introduction: Generalized joint hypermobility (GJH) is an underlying
risk factor for many clinical conditions such as voiding dysfunction (VD)
and constipation (1-3). The aim of this study was to determine the
prevelance of GJH, VD, constipation and relationship with each other
in healthy children.
Material & Methods: This cross-sectional study was conducted in 947
students aged 6 to 15 years in Trabzon, Turkey. The childrenwere divided
in two groups based on age. The children aged 6 to 10 years were de-
scribed as Group 1 and aged 11 to 15 years were described as Group 2.
Questionnaire forms, including demografic features, history of urinary
tract infection (UTI), VD symptom score and Roma IV diagnostic ques-
tionnaire were filled by parents. Each student was examined by the same
pediatric rheumatologist. Two groups were compared in terms of GJH,
VD and constipation.
Results: The frequency of GJH, VD and constipation were found to be
16.4%, 14.7% and 18.4% respectively. The rate of GJH were higher in
Group 2 (p<0.001) but VD rate was found higher in Group 1 (p<0.001).
A statistically significiant and highly positive correlation was found be-
tween VD and constipation (p<0.001) The rate of constipation was higher
in children with GJH but it was not statistically significant (p=0.06). We
identified highly positive correlation between UTI and VD, constipation
(p<0.05 and p<0.05, respectively).
Conclusions: To our knowledge it is the first study which is determine
the frequency of GJH,VD, constipation and relationship to each other in a
large healthy children population.
Our findings showed an increased frequency of constipation and UTI in
children with VD. Although we found higher rate of constipation in
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children with GJH, it was not statistically significant. Additional large
studies are needed to further examine and confirm the current findings.

IPN11107-81 ELEVATED BLOOD PRESSURE INDICES AND
NEPHRON MASS IN YOUNG ADULTS WITH LOW BIRTH
WEIGHT

L. Lu 1, S.K. Saw 2, C.C. Seah 2, N.J. Binti Ahmad 2, D. Lim 3, C.C. Lee 3,
I.D. Liu 2, H.K. Yap 2

1 Khoo Teck Puat-National University Children’s Medical Institute,
National University Health System - Singapore, 2 Department of
Paediatrics, Yong Loo Lin School of Medicine, National University of
Singapore - Singapore, 3 University Health Centre, National University
of Singapore - Singapore

Introduction: Hypertension in children and young adults has been asso-
ciated with the severe birth phenotype of very low birth weight. This is
speculated to be due to reduced nephron endowment. Moderate eleva-
tions in blood pressure may be observed in young adults with the milder
birth phenotype of low birth weight (LBW), affecting 10% of newborns.
We further hypothesized that blood pressure elevation will be related to
emerging indices of nephron mass that are well-studied in adults, i.e.
uromodulin and angiotensinogen.
Material and Methods: Cohort of 58 participants (Age: 20±1 years),
comprising 45 participants with low or very low birth weight (Birth
weight: 2.1±0.4kg) and 13 controls (Birth weight: 3.3±0.4kg). 45% of
participants were male. Participants underwent 24-hour ambulatory blood
pressure measurement, and had their renal function assessed by clinical
chemistries (serum creatinine, urine albumin-creatinine ratio), as well as
novel biomarkers (serum uromodulin, urinary angiotensinogen).
Results: Ex-LBWparticipants remained lighter (56 vs 63kg, 95%CI: -14
to -0.28kg, p=0.042) and shorter (162 vs 169cm, 95% CI: -12 to -1.3cm,
p=0.016) than controls. After adjusting for sex, ex-LBW participants had
higher daytime systolic blood pressure (SBP) load (95% CI: 0.15 to 18%,
p=0.46). There were no significant differences between ex-LBW partic-
ipants and controls in terms of creatinine, albuminuria, uromodulin or
angiotensinogen. There was a trend towards a positive relationship be-
tween urinary angiotensinogen and elevated daytime SBP load, after
adjusting for sex and height (95% CI: -0.43 to 8.2% per SD increase in
angiotensinogen, p=0.076).
Conclusions: Ex-LBW young adults have elevated blood pressure mea-
surements. This is not due to any detectable reduction in nephron mass
either using traditional or novel biomarkers. Pathological activation of the
intra-renal renin-angiotensin system may be implicated in paediatric hy-
pertension. Novel biomarkers may be useful in a longitudinal cohort to
delineate a functional decline in nephron mass over time.

IPN11109-83 SUBEPITHELIAL ELECTRON-DENSE DEPOSITS
DO NOT PREDICT TREATMENT RESPONSE IN C3
GLOMERULOPATHY

K. Tomari 1, R. Hamada 1, N. Omori 2, N. Mikami 3, A. Anno 1,
W. Shimabukuro 1, S. Shirane 1, T. Inoguchi 1, Y. Okuda 4, C. Terano 1,
R. Harada 1, Y. Hamasaki 5, K. Ishikura 4, H. Hataya 1, M. Honda 1

1 Tokyo Metropolitan Children’s Medical Center, Tokyo - Japan,
2 Nagano Children’s Hospital, Nagano - Japan, 3 Kyorin University
School of Medicine, Tokyo - Japan, 4 Kitasato University School of
Medicine, Kanagawa - Japan, 5 Toho University Faculty of Medicine,
Tokyo - Japan

Introduction: Recently, membranoproliferative glomerulonephritis
(MPGN) was reclassified based on pathological findings into classical
MPGN and C3 glomerulopathy (C3G) using a definition of C3 domi-
nance at least two orders of magnitude greater than other immune

reactants. However, C3G is still considered a heterogeneous disorder.
Because subepithelial electron-dense deposits (SED)may reflect different
pathogenic mechanisms responsible for their formation, we aimed to
clarify whether the presence of SED impacted the clinical features and
outcomes in C3G patients.
Material & Methods: We retrospectively reviewed the medical records
of 23 patients with C3G treated at Tokyo Metropolitan Children’s
Medical Center between 1986 and 2015. The clinical data at the first
kidney biopsy, disease course, treatment methods, and outcomes were
compared between the two groups in terms of the presence of SED.
The chi-square test was used to assess for statistical significance.
Results: Of the 23 patients, one and five patients with C3G were exclud-
ed due to insufficient data and having mild C3G without long-term treat-
ment, respectively. Of the remaining 17 patients, who had been treated for
two or more years, the median age was 11 years, and 29% were male.
These patients were divided into the SED-positive (n=11) and SED-
negative (n=6) groups. All of the patients were treated with methylpred-
nisolone pulse therapy and immunosuppressants. The groups did not
differ significantly in terms of age at kidney biopsy (10.1 vs. 11.2 years),
male sex (n=4 vs. n=1), event leading to diagnosis, proteinuria (uTP/
Cr=0.77 vs. 0.36 g/gCr), serum C3 levels (20 vs. 17 g/L) or clinical
outcomes (complete remission of proteinuria at the last follow-up visit;
n=5 vs. n=2).
Conclusions: SED at disease onset was neither a positive prognostic
factor of C3G nor affected the clinical features of patients. Further re-
search is needed to clarify C3G heterogeneity.

IPN11110-75 PODOCYTE INFOLDING IN SCHIMKE IMMUNO-
OSSEOUS DYSPLASIA WITH A NOVEL SMARCAL1
MUTATION

S. Xiong, L. Shuai, X. Wu, X. Dang, Q. He
Department of Pediatrics, the Second Xiangya Hospital of Central South
University, Changsha, Hunan 410011 - China

Introduction: Podocytic infolding is a distinctive glomerular lesion in
which epithelial foot processes infold into the glomerular basement mem-
brane. Schimke immuno-osseous dysplasia(SIOD) is a rare autosomol
recessive inheritance disease with the mutation of SMARCALl gene in
chromosome 2, characterized by spondyloepiphyseal dysplasia, lympho-
penia with defective cellular immunity, and progressive renal dysfunc-
tion. Histopathology of the kidney in most patients is FSGS. No patient
with podocyte infolding in SIOD have been reported.
Material & methods: We collected the patient clinical and laboratory
data.
Results: A 4-year-old boy admitted to our ward for proteinuria and ede-
ma for 1 month. He was born at 34 weeks of gestation with 1kg born
weight and presented growth retardation. Physical examination: height
81cm, weight 9.5kg, bilateral eyelids swelling, lumbar lordosis and a
protruding abdomen. The shifting dullness was negative and bilateral
lower limbs were swelling. Laboratory findings: U-PRO 3+, urine P/C
ratio 20.1, LYM 0.5×109/L, ALB 9.8g/L, CHOL 11.72mmol/L, BUN
6.02mmol/L, Scr 30.9umol/L, GFR 128ml/min·1.73m2, FT3 0.73pg/ml,
FT4 0.58 ng/dl, TSH 10.85 uIU/ml. Flow cytometry showed CD3+ 137/
uL, CD3+CD4+ 79/uL, CD3+CD8+ 7/uL, CD4+/CD8+ 1.54, CD3-
CD19+ 405/uL, CD3-CD16/CD56+ 176/uL. No evidence of hepatitis
infection and SLE. He was diagnosed as nephrotic syndrome and hypo-
thyroidism and received steroids for six weeks and then a combination of
steroids and tacrolimus for two months. But he presented resistance to
these drugs. Later kidney biopsy showed FSGS with the electron micro-
scopic revealing podocytic infolding. Gene sequencing showed a novel
compound heterozygous mutations in SMARCAL1 gene(c.2141+5G>A;
c.2528+1G>A) which were inherited from his parents respectively. At
last, diagnosis of SIOD was established. We stopped steroids and tacro-
limus gradually.
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Conclusions: This report may contribute some insights into the possible
pathogenetic mechanism of podocyte infolding. And genetic test should
be considered in drug-resistance NS patients, especially associated with
other uncommon manifestation.
Keywords: podocyte infolding, Schimke immuno-osseous dysplasia ,
SMARCAL1

IPN11112-77 THE CHARACTERISTICS OF INTESTINAL
BARRIER DAMAGE IN RATS WITH IGA NEPHROPATHY

N. Zhou 1, Y. Shen 1, H. Yan 2, L. Fan 2, J. Lan 1

1 Department of Nephrology,Beijing Children's Hospital ,Capital
Medical University,Beijing - China, 2 Department of TCM,Beijing
Children's Hospital ,Capital Medical University,Beijing - China

Abstract
Introduction: The intestinal barrier damage plays an important patho-
genic role in IgA nephropathy(IgAN). But the characteristics of intestinal
barrier are not very clear. In this study, we explore the status of Intestinal
barrier in rats with IgAN,including the mucous layer formed by
mucins,tight connection between intestinal epithelial cells and a
microecological barrier formed by intestinal flora,and to evaluated the
correlation among them.
Material & methods: 17 SD male rats were randomly divided into the
normal control group(n=9) and the IgAN model group(n=8). The fecal in
the distal ileumwas taken for intestinal microbiota 16sDNA sequencing . A
segment of terminal ileum was taken for intestine morphological analysis
and detection of Zo-1 and occludin and MUC2 mRNA. Statistical analysis
use the GraphPad Prism 5.0 software. P<0.05 means statistical difference.
Results: Compared with the normal control group,the expression levels
of Zo-1 mRNA (t=4.216,P=0.0007),occludin mRNA (t=2.413,P=0.029)
and MUC2 mRNA(t=0.859,p<0.0001) were significantly decreased in
the IgAN model group. And the diversity of intestinal microbiota
decreased,too.The differences of microflora composition between the
two groups was significant (p=8.23e-05). In genus level,there were 8
significant differences species. Especially, the relative abundance of
Ruminococcus2 (p=0.0086) were significantly increased in the IgAN
model group. Ruminococcus2 was negative correlated with Zo-
1(p<0.01),occludin (p<0.05),MUC2(p<0.01)mRNA expression.
Conclusions: The decreased expression of Zo-1,occludin andMUC2 and
the intestinal microbiota dysbiosis were involved in intestinal barrier
damage in IgAN rats. We found that Ruminococcus2 may be the key
factors related to IgAN.
Keywords: intestinal microbiota, IgA nephropathy, tight junction pro-
tein, mucin

IPN11113-78MANAGEMENTOFCYSTINOSIS IN ADOLESCENT
AND ADULT PATIENTS: EUROPEAN CONSENSUS-BASED
RECOMMENDATIONS
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1 Birmingham Children's Hospital NHS Foundation Trust, Birmingham -
United Kingdom, 2 Klinik für Päd. Nieren- , Leber- und
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Objectives: Cystinosis is a rare autosomal recessive lysosomal storage
disease with an incidence of 0.5-1.0 per 100,000 live births. Its lack of
familiarity can result in poor awareness of short- and long-term conse-
quences of cystinosis and impacts on overall prognosis. Extrarenal man-
ifestations of the disease develop during late adolescence and require

multidisciplinary care. This consensus-based programme gathered inter-
national experts with the purpose of enhancing patient outcomes by pro-
viding recommendations to support healthcare professionals (HCPs) in
their daily clinical practice when managing and treating cystinosis.
Methods: Clinical recommendations were developed based on a quasi-
Delphi consensus methodology and involved a steering committee (SC)
with expertise in the care of patients with cystinosis through all life stages.
The SC identified key questions relating to practical strategies that would
improve disease management. An additional faculty of 8 European ex-
perts were invited to answer the questions via an online digital platform.
Consolidated answers were reviewed and summarised into clinical rec-
ommendations by the SC upon which the faculty voted (agree / disagree).
In the case of failure to obtain consensus the statements were amended,
voting continued until consensus was achieved on all final
recommendations.
Results: A set of clinical recommendations covering the overall care of
patients, including renal and extrarenal systems, social aspects, family
planning and psychological well-being. The programme has also
produced an online checklist to support HCPs in their daily clinical
practice by providing a focus to guide regular consultations with the
patient.
Conclusion: Complementing current international guidance and local
recommendations, the consensus statements and checklist aim to improve
patient outcomes by ensuring all aspects of the multi-organ effects of
cystinosis are considered.
Acknowledgements: The programme was supported by Chiesi
Farmaceutici who were not involved in the process or outcomes of the
programme.
Keywords: cystinosis; disease management; consensus statements; adult
and adolescence; checklist

IPN11115-80 NEPHROCALCINOSIS AND END-STAGE RENAL
DISEASE – A LESS FREQUENT ETIOLOGY

C. Neves, C. Cordinha, R. Penteado, A.S. Vaz, C. Carmo, C. Gomes, A.J.
Correia
Pediatric Nephrology Unit, Pediatric Ambulatory Service, Pediatric
Department, Coimbra Hospital and Universitary Centre, Portugal

Introduction: Familial hypomagnesemia with hypercalciuria and
nephrocalcinosis (FHHNC) is a rare autosomal recessive disorder caused
by mutation in genes coding for tight junction proteins claudin-16 and
claudin-19, which are encoded by the CLDN16 and CLDN19 genes,
respectively. It is characterized by renal wasting of magnesium and cal-
cium associated with the development of nephrocalcinosis and renal
stones in early childhood. Most of the patients progress to end-stage renal
disease (ESRD) during childhood or adolescence.
Case report:We report a case of a nine years-old boy referred due to an
increased plasma creatinine and bilateral nephrocalcinosis. He had irrel-
evant personal past history and his parents were first cousins.
Diagnostic workup revealed decreased glomerular filtration rate (GFR)
(76mL/min/1,73m2), hypomagnesemia (0,49mmol/L), hyperuricemia
(487μmol/L), increased plasma parathormone (259pg/ml),
hypermagnesuria (fractional excretion 10%) and hypercalciuria
(5,29mg/kg/day). The remainder of the serum ionogram and urinary uric
acid, oxalate, cystine and citrate were in normal levels. He started treat-
ment with calcitriol, calcium carbonate and magnesium.
He developed symptomatic renal stones (calcium oxalate stone), hyper-
tension and worsening renal function and started enalapril 2,5mg id.
At age eleven, a mutation in the CLDN16 gene, variant c.165_166delinsC
(p.Arg55Serfs*17), in homozygosity was identified.
At age twelve, he had kept a rising levels of creatinine (109,6μmol/L) and
decreasing GFR (51,2mL/min/1,73m2), hypomagnesemia (0,57mmol/L),
hyperuricemia (505,6μmol/L), hyperparathyroidism (220pg/ml),
hypermagnesuria (fractional excretion 14,7%), hypercalciuria (calcium/
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creatinine 0,76mmol/mmol) and bilateral nephrocalcinosis in spite of
treatment with even higher doses of analogues of vitamin D, calcium
carbonate and magnesium. The blood pressure remained controlled under
enalapril.
Discussion: FHHNC is a rare cause of ESRD, but it should be considered
in the presence of nephrocalcinosis, hypercalciuria and hypomagnesemia.
Plasma magnesium and parathormone levels might be difficult to main-
tain in normal standards despite optimized therapy.
Keywords: end-stage renal disease, hypercalciuria, hypomagnesemia,
nephrocalcinosis.

IPN11119-84 THE EFFECT OF USING ENTERTAINMENTAND
COMMUNICATION DEVICES ON MONOSYMPTOMATIC
NOCTURNAL ENURESIS

S. Surmeli Doven
Mersin City Education and Research Hospital, Mersin - Turkey

Introduction: Monosymptomatic nocturnal enuresis (MNE) is a com-
mon problem that negatively affects the quality of life of children and
their families. A variety of pathophysiologic mechanisms are suggested
forMNE. This study aimed to determine if there is an association between
the use of electronic entertainment and communication devices (EECDs)
before sleep and MNE frequency.
Material and methods: Patients admitted to Pediatric Nephrology
Department of Mersin City Education and Research Hospital between 01/
July/2018 and 01/May/2019 with primary MNE were included in the study.
Primary MNE was defined as enuresis in children older than five years who
never achieved a satisfactory period of nighttime dryness without any other
lower urinary tract symptoms or a history of bladder dysfunction. A ques-
tionnaire based on published studies was administered to the parents. The
duration of EECD use during the day and before sleep in patients withMNE
were compared in terms of frequency of nocturnal wetting.
Results: This study included 127 patients, 66 (52%) of whom were male.
The mean patient age was 9.55±2.76 (5.5-17) years. Device exposure
before sleep occurred for all patients. The patients who used EECDs ≥5
days a week wet the bed more frequently than the patients who used
EECDs 1-4 days a week (p=0.001). The patients who used EECDs ≥3
hours a day wet the bed more frequently than the patients who used
EECDs <3 hours a day (p=0.008).
Conclusions: The duration of exposure to EECDs before sleep and during
the day was associated with the frequency of nocturnal enuresis in children.
Decreased EECDs use should be advised for children with MNE.

IPN11123-79 HYPOTHYROIDISM IN STEROID RESISTANT
NEPHROTIC SYNDROME IN DEVELOPING COUNTRY: A
SINGLE CENTRE EXPERIENCE

A. Saify 1, M. Bhargava 2, R. Yadav 3, A. Mehta 2

1 Pediatric Nephrology division, SMS Medical Collee, Jaipur - India,
2 Pediatric Nephrology Division,SMS Medical College, Jaipur - India,
3 Community Medicine,SMS Medical College,Jaipur - India

Introduction: Non autoimmune hypothyroidism is a well known, vari-
ably reversible and potentially treatable complication of Steroid Resistant
Nephrotic Syndrome (SRNS) in children. Development of overt protein-
uria results in loss of thyroid hormones bound to its carrier proteins is
underlying pathophysiology. We evaluated, prevalence and various risk
factors associated with development of hypothyroidism in SRNS.
Subjects and method: This cross- sectional study included 85 childrens
of age 1 to 15 years with idiopathic SRNS as case, whereas an equal
number of age and sex matched subjects without any feature of hypothy-
roidism as control. Childrens with secondary nephrotic syndrome or any

coexisting illness causing hypothyroidismwere excluded. Overt hypothy-
roidism was defined as (TSH>4.5mIU/L and low freeT4) , whereas sub-
clinical hypothyroidism grade 1,2, and 3 were defined as TSH level (4.5-
6mIU/L), ( 6-12mIU/L) and (> 12mIU/L) respectively with normal T4
level (0.7- 2ng/ml). Patients with grade 3 subclinical and overt hypothy-
roidism were given treatment with levothyroxine.
Results:Mean age was 7.2 years. Overall prevalence of hypothyroidism
among cases was 29.4% was significantly (P<0.0001) higher than con-
trols. Overt and subclinical hypothyroidism were found in 32% and 68%
of cases respectively. Distribution among subclinical stage 1, 2, and 3
were 20% , 28% and 28% of cases respectively . Although minimal
change disease was commonest entity 80% , the prevalence of hypothy-
roidism was not very different among histopathological profile. Mean
level of TSH (5.4mIU/L) in cases were higher than control (1.8 mIU/L).
Risk factors associated were early age of onset (OR=1.2;95% CI:1.00-
1.37; p=0.045), and non-remission status of SRNS ( OR=1.7;95%
CI:1.12-3.35; p=0.007). No significant difference was found in preva-
lence among initial and late resistance Nephrotic syndrome.
Conclusion: Prevalence of both overt and subclinical hypothyroidism
seems to be higher in idiopathic SRNS. An early age of onset and non-
remission status of SRNS can be risk factors associated with increased
prevalence of hypothyroidism.

IPN11125-81CONTINUED IMPROVEMENTWITHBUROSUMAB,
A 3-YEAR, PHASE 2 TRIAL IN PEDIATRIC X-LINKED
HYPOPHOSPHATEMIA

W. Van't Hoff 1, T.O. Carpenter 2, M.P. Whyte 3, W. Hogler 4, E. Imel 5,
A. Boot 6, R. Padidela 7, A. Linglart 8,M.Mao 9, A. Skrinar 9,M.S. Roberts 9,
J. San Martin 9, A.A. Portale 10

1 Great Ormond Street Hospital, London - United States, 2 Yale School of
Medicine, New Haven - United States, 3 Shriners Hospital for Children
and Washington University School of Medicine, St. Louis - United States,
4 Johannes Kepler University, Linz - Austria, 5 Indiana University School
of Medicine, Indianapolis - United States, 6 University of Groningen,
Groningen - Netherlands, 7 Royal Manchester Children's Hospital,
Manchester - United Kingdom, 8 APHP Hôpital Bicêtre, Paris Sud -
France, 9 Ultragenyx Pharmaceutical Inc., Novato - United States,
10 University of California San Francisco, San Francisco - United States

Introduction: We previously reported that burosumab improved phos-
phate homeostasis and rickets in children with X-linked
hypophosphatemia (XLH). Here, we report final data from this Phase 2
Study (NCT02163577).
Methods: 52 children with XLH (5-12 years old, Tanner ≤2) were
randomized 1:1 to receive subcutaneous burosumab every 2 (Q2W)
or 4 (Q4W) weeks for 64 weeks. After Week 64, all subjects entered
an extension study dosed Q2W through ≥160 Weeks. Results be-
tween regimens were similar at Week 88 and were combined for this
final analysis.
Results: Mean (SD) serum phosphorus level at Week 160 was 3.4 (0.4)
mg/dL. Decreases in Rickets Severity Score at Week 64 were maintained,
with an LS mean ± SE change from baseline to Week 160 of -0.9 ± 0.1
(p<0.0001) in the 42 subjects with open growth plates (11 had closed
growth plates at distal femur and proximal tibia). Lower limb deformity
score continued to improve (Week 88: +0.6 ± 0.1, p<0.0001; Week 160:
+1.1 ± 0.1, p<0.0001). Increases in height Z-score atWeek 160 (LS mean
increase ± SE: Q2W +0.35 ± 0.08, Q4W→Q2W +0.19 ± 0.09) were
almost double compared to Week 64 (Q2W +0.20 ± 0.05, Q4W→Q2W
+0.11 ± 0.06). Increases in 6-Minute Walk distance at Week 64 were
maintained. Sports/Physical functioning and Pain/Comfort scores nor-
malized. One subject had 2 serious AEs (fever/muscle pain and head-
ache); both resolved. Other AEs were generally mild to moderate in
severity. Change from baseline to Week 160 in nephrocalcinosis score
was 0, +1, +2, and -1, in 39, 9, 1, and 3 subjects, respectively. No
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noteworthy changes in serum calcium or PTH occurred. No subject de-
veloped hyperphosphatemia.
Conclusions: Burosumab treatment for >3 years in children with XLH
showed continued improvement in rickets, leg deformities, growth, and
pain scores; and sustained improvement in mobility and phosphate ho-
meostasis.

IPN11128-84 EFFECTS OF ACTIVE VITAMIN D ON LVH AND
KLOTHO/FGF23 SYSTEM IN PEDIATRIC CKD

A. Schoen 1, M. Leifheit-Nestler 1, A. Bayazit 2, L. Obrycki 3, N. Canpolat 4,
I. Kaplan Bulut 5, K. Azukaitis 6, G. Stangl 7, A. Baur 7, R. Behnisch 8,
R. Shroff 9, J. Bacchetta 10, U. Querfeld 11, F. Schaefer 12, D. Haffner 1
1 Department of Pediatric Kidney, Liver and Metabolic Diseases,
Hannover Medical School Children's Hospital - Germany,
2 Department of Pediatric Nephrology, Cukurova University School of
Medicine, Adana - Turkey, 3 Department of Nephrology, Kidney
Transplantation and Arterial Hypertension. The Children`s Memorial
Health Institute, Warsaw - Poland, 4 Department of Pediatric
Nephrology, Istanbul University Cerrahpasa Faculty of Medicine,
Istanbul - Turkey, 5 Division of Pediatric Nephrology, Department of
Pediatrics, Ege University Faculty of Medicine, Izmir - Turkey, 6 Clinic
of Pediatrics, Faculty of Medicine, Vilnius University, Vilnius - Lithuania,
7 Institute of Agricultural and Nutritional Sciences, Martin Luther
University Halle- Wittenberg - Germany, 8 Institute of Medical
Biometry and Informatics, University Heidelberg, Heidelberg -
Germany, 9 Department of Pediatric Nephrology, Great Ormond Street
Hospital for Children and Institute of Child Health, London - United
Kingdom, 10 Centre de Référence des Maladies Rénales Rares, Hôpital
Femme Mère Enfant, Hospices Civils de Lyon, Bron - France,
11 Department of Pediatrics, Division of Gastroenterology, Nephrology,
and Metabolic Medicine, Charité Universitätsmedizin Berlin - Germany,
12 Division of Pediatric Nephrology, Center for Pediatrics and
Adolescent Medicine, Heidelberg - Germany

Introduction: The effects of treatment with active vitamin D on left
ventricular hypertrophy (LVH) and the klotho/FGF23 system in children
with chronic kidney disease (CKD) are unknown. Experimental work
suggests that active vitamin D may be cardioprotective by raising klotho
levels. However, it may also further stimulate FGF23 and thereby pro-
mote LVH.
Material & Methods: In this case-control study 38 children with
advanced CKD (eGFR 26 ml/min/1.73m2) were selected from the
Cardiovascular Comorbidity in Children with CKD (4C) study.
Nineteen children were started on active vitamin D (average dos-
age 0.4 □g/day) for treatment of secondary hyperparathyroidism
and 19 untreated children matched for age, eGFR, serum calcium,
parathyroid hormone, and phosphate served as controls. Left ven-
tricular mass index (LVMI), LVH prevalence (LVMI>95th percen-
tile), serum intact (iFGF23) and c-terminal FGF23 (cFGF23), and
klotho were assessed at baseline and after 9 months of treatment.
Results:At baseline median LVMI (vitamin D group, 43.8; controls, 43.3
g/m2.7) and LVH prevalence (47% in both groups) did not differ between
the groups. cFGF23 (2.29 vs 2.40 SD score (SDS), and iFGF23 (83 vs 55
pg/ml) were elevated in both groups (each p<0.01 vs healthy children and
p>0.05 vitamin D vs controls), whereas klotho levels were normal (me-
dian, 0.02 vs -0.22 SDS). At the end of the studymedian cFGF23 (4.70 vs
2.12 SDS) and iFGF23 (127 vs 52 pg/ml) were significantly increased in
vitamin D treated patients, whereas klotho levels (-0.19 vs -0.33 SDS),
LVMI (45.9 vs 44.8 g/m2.7) and LVH prevalence (47% in both groups)
did not differ between the groups (all p>0.05).
Conclusions: Treatment with active vitamin D did not impact on Klotho
and LVH prevalence in this advanced CKD cohort. This may at least
partly due to the lack of klotho deficiency and the stimulation of
FGF23 by active vitamin D.

IPN11129-85 CREATININE CLEARANCE OVERESTIMATES
THE GLOMERULAR FILTRATION RATE IN CHILDREN
WITH NEPHROTIC SYNDROME

M. Tutal 1, G. Yildiz 1, G. Tuna 2, M. Torun Bayram 1, H. Islekel 2,
A. Soylu 1, S. Kavukcu 1

1 Dokuz Eylul University Medical Faculty Departments of Pediatrics1,
ZMİR - Turkey, 2 Dokuz Eylul University Medical Faculty Departments of
Biochemistry, İZMİR - Turkey

Introduction:Hyperfiltration with high glomerular filtration rate (GFR) is
the result of increased filtration fraction. In the nephrotic syndrome (NS),
low plasma/high proximal tubular oncotic pressure with resultant high
ultrafiltration pressure may lead to supernormal GFR. Hyperfiltration
weakens the diagnostic performance of the small-molecular-weight mole-
cules as a GFR marker, whereas the low-molecular weight proteins are
unaffected. We aimed to determine if supernormal GFR calculated by
creatinine clearance (ClCr) represents a real increase in GFR in nephrotic
syndrome. Thus, we compared ClCr based GFR with serum cystatin C
(CysC) based GFR (GFRCysC) in these children.
Patients and Methods: Study population included children with NS in
relapse (Group 1, n=8), with NS in remission (Group 2, n=52), with non-
nephrotic proteinuria (Group 3, n=11) and healthy controls (Group 4,
n=10). Serum samples for creatinine, albumin, cystatin C and 24-h urine
samples for creatinine and protein measurement were obtained from all
participants. All 4 groups were compared for serum albumin, creatinine,
CysC, proteinuria, ClCr and GFRCysC.
Results: Serum creatinine (0.33±0.28 vs 0.51±0.18 mg/dL) and albumin
(2.32±0.72 vs 4.37±0.29 g/dL) were significantly lower, while proteinuria
(173±119 vs 7±10 mg/m2/24h) and ClCr (262±128 vs 130±41 ml/min/1.73
m2) was significantly higher in Group 1 compared to the rest. However,
serum CysC (0.92±0.48 vs 0.90±0.22 mg/L) and GFRCysC according to
Filler (131±73 vs 111±32 mg/dL) and Bökencamp formulas (119±77 vs
115±36 mg/dL) did not differ between the groups. In addition, children
with hyperfiltration (n=24; ClCr>150 ml/min/1.73 m2) were determined to
have lower serum creatinine and albumin, and higher proteinuria than those
without hyperfiltration. However, serum CysC and GFRCysC were not
different among the children with and without hyperfiltration.
Conclusion: ClCr is a less accurate marker for GFR in the presence of
hyperfiltration associated with nephrotic syndrome. GFRCysC is more
reliable in such cases.

IPN11133-80 AN INTERNATIONAL PEDIATRIC NEPHROGENIC
DIABETES INSIPIDUS INITIATIVE

C. Dalessandri Silva 1, M. Carpenter 2, L.A. Castano-Gonzalez 3, A. Garcia-
Castano 4, L.Madariaga 3, A. Zugazabeitia 5, J.D. Mahan 6, W. Smoyer 6,
G. Ariceta 7

1 Division of Nephrology, Connecticut Children’s Medical Center, Hartford,
Connecticut - United States, 2 Department of Pediatrics, University of
Connecticut Health Center, Farmington, Connecticut. - United States,
3 Biocruces Bizkaia, Barakaldo, Spain. Department of Pediatrics,
Universidad del País Vasco / Euskal Herriko Unibertsitatea, Bizkaia,
Spain. Hospital Universitario Cruces, Barakaldo, Spain. - Spain,
4 Department of Research, Biocruces Bizkaia, Barakaldo, Spain.
RenalTube Group, Spain. - Spain, 5 Biocruces Bizkaia, Barakaldo, Spain.
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Introduction: International collaboration is a promising mechanism to
explore new treatments and diagnoses for rare diseases including efforts
to pool resources and knowledge. In North America, the Pediatric
Nephrology Research Consortium (PNRC) is the largest organization

Pediatr Nephrol (2019) 34:1 –8 01 22 2 6 2017



engaging in collaborative renal research on children. The European
Society for Pediatric Nephrology (ESPN) serves a similar role for Europe.
Investigators from these organizations have formed a collaboration to
investigate congenital nephrogenic diabetes insipidus (NDI). The PNRC
has recently studied the largest cohort of children with NDI and the ESPN
has published a seminal paper examining genetic putative mutations in
AVPR2 and AQP2 genes. The shared interest and interdisciplinary areas
of expertise led to this joint endeavor.
Material & methods: We have established the first international collabo-
ration for congenital NDI consisting of; 1) a Research Electronic Data
Capture based clinical registry database, and 2) a biorepository of serum
and urine with genotyping and sequencing of the AVPR2 and AQP2 genes.
The collaboration will serve as a clinical, genetic and educational resource.
Results: Fifteen 15 centers from the US and Canada along with Spain and
5 additional countries have commitments to participate, with the goal of
recruiting 100 childrenwith the diagnosis of NDI. Our aim is to 1) expand
our knowledge of NDI clinical disease, pathology and genetics, 2) iden-
tify genetic mutation and correlate the pathogenicity, 3) disseminate in-
formation for patients, families and care providers, 4) establish incidence,
and 5) recruit a large cohort of children with genetically confirmed NDI
for treatment trials in the near future
Conclusions: International collaboration will yield the numbers needed to
study this rare disease; including determining prevalence, assessing out-
comes and revealing genotype and phenotype associations. Our long-term
aim is to collaborate on multinational interventional trials to improve avail-
able treatments and overall quality of life for children with NDI.

IPN11134-81 PHASE 3RCTOFETELCALCETIDEFORSHPT IN
PEDIATRIC PATIENTS UNDERGOING HEMODIALYSIS:
TRIAL-IN-PROGRESS

B.A. Warady 1, P.K. Yen 2, B. Fouqueray 3, S. Cheng 2

1 Children’s Mercy Kansas City, Kansas City, MO - United States,
2 Amgen Inc, Thousand Oaks, CA - United States, 3 Amgen Inc,
Rotkreuz - Switzerland

Introduction: Standard-of-care (SOC) therapies for the management of
secondary hyperparathyroidism (SHPT) can be inadequate in children
undergoing chronic dialysis. The calcimimetics cinacalcet and
etelcalcetide are approved in the adult dialysis populations; cinacalcet is
approved by the EMA for use in the pediatric population. Data regarding
the safety and efficacy of intravenous etelcalcetide in pediatric dialysis
patients are limited. Accordingly, we are recruiting for a Phase 3, open-
label, multi-dose, global RCT (NCT03633708).
Materials and methods: Subjects are to be 28d-<18y old (dry weight
≥7kg) undergoing hemodialysis with SHPT (intact parathyroid hormone
[iPTH] ≥400 pg/mL) and serum albumin-corrected Ca (cCa) of ≥9.6 mg/
dL for ages 28d-<2y or ≥9.0 mg/dL for ages ≥2y, with stable vitamin D,
phosphate binder, and Ca supplementation use, and no recent history of
calcimimetic use.
Will initially enroll subjects aged 2-<18y; if etelcalcetide is well-tolerated
in at least the first 4 subjects (≥2 subjects aged 2-<6y), subjects aged 28d-
<2ywill be enrolled. Regardless of age, subjects (N=56)will be randomly
assigned (3:1), stratified by age (28d-<6y, 6-<18y), to receive
etelcalcetide (starting dose the lower of 0.07 mg/kg or 5 mg) IV TIW at
the end of dialysis + SOC or SOC alone for 26wks. Etelcalcetide dose will
be titrated Q4W (minimum dose the lower of 0.035 mg/kg or 2.5 mg;
maximum dose the lower of 0.21 mg/kg or 15 mg) to target predialysis
plasma iPTH <300 pg/mL.
The primary efficacy endpoint is a ≥30% reduction from baseline in
mean iPTH during the efficacy assessment phase (wk20-27).
Secondary endpoints include pharmacokinetics; safety; changes in
predialysis iPTH, serum cCa, and serum phosphorus; and occurrence
of hypocalcemia and low serum Ca (cCa <8.6 mg/dL [28d-<2y] or
<8.0 mg/dL [2-<18y]).

Results: Recruitment ongoing.
Conclusions: This study will allow the assessment of etelcalcetide safety
and efficacy for SHPT treatment in children receiving hemodialysis.

IPN11140-78 FIBROBLAST GROWTH FACTOR 23 AND
ANEMIA IN PEDIATRIC RENALTRANSPLANT RECIPIENTS

B. Limm-Chan 1, K. Perry 1,M. Pearl 1, P.Weng 1, E. Tsai 1,M.Hanudel 2
1 University of California Los Angeles, Los Angeles - United States,
2 University of California Los Angeles - United States

Introduction: Recent studies have shown that anemia-related factors,
specifically iron deficiency and increased erythropoietin (EPO), can in-
duce FGF23 production.1-7 Studies of adult renal transplant recipients
(RTR) have demonstrated associations between both lower iron levels
and higher EPO concentrations and increased FGF23.8,9 We therefore
wanted to evaluate the associations between hematologic profiles and
FGF23 parameters in pediatric RTR.
Material and Methods: Pediatric RTR were recruited in an IRB-
approved study. Demographic, clinical, and standard biochemical
data were collected from a cross-section of 59 pediatric RTR during
routine clinic visits. Additional blood samples were obtained at rou-
tine visits to measure iron, EPO, intact FGF23 (iFGF23), and C-
terminal (total) FGF23 (cFGF23). Data obtained from the patient’s
initial study encounter allowed us to conduct cross-sectional analy-
sis. Follow-up biochemical data and blood samples were collected
from a subset of 29 patients six months later, which allowed us to
perform longitudinal analysis.
Results: cFGF23 correlated inversely with hemoglobin (r= -0.38,
p = 0.003), while iFGF23 correlated positively with hemoglobin
(r= 0.28, p =0.03). The cFGF23-hemoglobin association remained
significant after adjusting for eGFR, iron, and EPO in multivari-
able analysis. Change in cFGF23 over time tended to inversely
correlate with change in hemoglobin (r =0.34, p =0.07).
Conclusions: In pediatric RTR who have preserved kidney func-
tion, anemia is associated with increased production of cFGF23
but low levels of iFGF23, which suggests anemia is associated
with increased cleavage of FGF23. Further studies are warranted
to determine the relationship between anemia, kidney function and
FGF23.
KeyWords: Anemia, Fibroblast Growth Factor 23, FGF23, Transplant

IPN11141-79 BIPHOSPHONATES ROLE ON CRYSTALLIZATION
IN SYNTHETIC URINE

L. Kovacevic, H. Lu, N. Kovacevic, Y. Lakshmanan
1 Children's Hospital of Michigan - United States, 2 Henri Ford Hospital -
United States

Objective: The use of biphosphonates (BP) in the prevention of
kidney stones is controversial. We investigated the inhibitory effect
of various BP on the crystallization of calcium oxalate monohydrate
(COM), calcium phosphate (CaP) and magnesium ammonium phos-
phate (MAP) in synthetic urine.
Methods: Crystals from synthetic urine were exposed to different con-
centrations of BP. Urinary turbidity was used as a marker of crystalliza-
tion and measured by spectrophotometry at 660 nm, based on a validated
method in our laboratory. The percent inhibitory activity (IA) was calcu-
lated using the formula: (a-b)/a x 100 (a-baseline maximal turbidity, b-
maximal turbidity with various concentrations of medication). Potassium
citrate and magnesium citrate were used as positive controls.
Results: The range effective dose of Etidronate on COM was 0.004-0.3
mg/ml (range IA 36-65%), on CaP was 0.021-0.3 mg/ml (range IA 29-
68%), and on MAP was 0.004-0.3 mg/ml (range IA 42-71%). The range
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effective dose of Alendronate on COMwas 0.001-0.625 mg/ml (range IA
8-73%), on CaP was 0.001-0.039 mg/ml (range IA 10-63%), and on
MAP was 0.039-0.625 mg/ml (range IA 39-94%). The range effective
dose of Risedronate on COMwas 0.001-2.5 mg/ml (range IA 18%-67%),
on CaP was 0.001-0.625 mg/ml (range IA 37-97%), and on MAP was
0.002-2.5 mg/ml (range IA 30-98%). The range effective dose of
Ibandronate on COM was 0.0012-1.25 mg/ml (range IA 24-77%), on
CaP was 0.0012-0.078 mg/ml (range IA 17-69%), and on MAP was
0.005-1.25 mg/ml (range IA 11-91%).
Conclusions:BP are strong inhibitors of crystallization in synthetic urine,
with Ibandronate being the most potent one. At acceptable clinical doses,
COM crystallization was best prevented by Ibandronate and Alendronate,
CaP crystal formation was inhibited by Risedronate and Ibandronate,
while MAP crystallization was affected by Ibandronate, Risedronate
and Alendronate. Further investigation of the use of BP in kidney stone
prevention is needed.

IPN11142-80 NEPHROTIC SYNDROME WITH CENTRAL
NERVOUS SYSTEM INVOLVEMENT CAUSED BY CRB2
GENE MUTATIONS

A. Cruz 1, I. Campoy 2, M. Lopez-Gonzalez 1, M. Munoz-Lopez 1, A.
Meseguer 3, E. Ars 4, G. Ariceta 5

1 Pediatric Nephrology. Hospital Universitari Vall d' Hebron. Barcelona -
Spain, 2 Renal Physiopathology Group. Research Institute Hospital Vall
d' Hebron. Barcelona - Spain, 3 Renal Physiopathology Group. Research
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Barcelona - Spain, 4 Laboratory Genetics. Fundacio Puigvert.
Barcelona - Spain, 5 Pediatric Nephrology. Hospital Universitari Vall d'
Hebron. Renal Physiopathology Group. Research Institute Hospital Vall
d' Hebron. Universitat Autonoma Barcelona.Barcelona - Spain

Background:Mutations of the crumbs homolog-2 gene (CRB2), located
in 9q33.3 chromosome, constitute a rare cause of nephrotic syndrome
(NS) in infants, with a phenotype resembling Finnish type NS.
Clinical presentation: A 4 year old boy consulted because stunted
growth since the previous year. Family history was negative. Personal
history: fetal ultrasound with large cisterna magna, cryptorchidism, and
bilateral renal pelvic dilation (12 mm). Normal delivery and birth weight,
with adequate development during infancy. Hydrocele treated surgically.
Clinical findings: chronic diarrhea and abdominal distention, intermittent
eyelid edema. Physical exam: unremarkable with normal blood pressure
but growth curve on the ≤3rd percentile. Laboratory: serum Cr <0.16 mg/
dL, albumin 1.8 g/dL, microhematuria, and Vprotein 236 mg/m2/h.
Ultrasound: large kidneys with normal structure and mild
hyperechogenicity. Eye exam and cardiac echo without abnormalities.
Cranial MRI: bilateral periventricular heterotopic nodules. Left cerebel-
lum arachnoid cyst. Hypoplasic olfatory bulbs and nerves. Kidney biop-
sy: minimal lesions with negative immune-fluorescence. Molecular diag-
nosis: two compound heterozygous pathogenic variants identified in
CRB2 gene c.1827C>A ;.3214C>T]; proteins p.(Cys609*) ;
[(Arg1072Cys)], segregated from healthy carrier parents. CRB2 protein
expression in patient kidney tissue using rabbit polyclonal anti-CRB2
antibodies: remarkable reduction in comparison with control. Follow
up: corticosteroid resistant NS on symptomatic treatment and preserved
renal function.
Comments: CRB2 gene, which shares homologous sequences with epi-
dermic growth factor, is essential to establish and maintenance of epithe-
lial cell polarity. Further, CRB2 gene is localized at the slit diaphragms of
podocytes being crucial to preserve their structure and glomerular base-
ment membrane function.CRB2 gene mutations cause focal and segmen-
tal glomerulosclerosis associated with retinal and central nervous system
anomalies, and should be distinguished from other inherited entities with
NS and neurologic involvement.

IPN11144-82 CLINICALCOURSEANDOUTCOMESOFATIPICAL
HUS IN CHILDRENWITH DIFFERENT GENE VARIANTS

K. Emirova 1, O. Orlova 1, T. Pankratenko 2, A.Muzurov3, T. Abaseeva 2,
G. Generalova 2

1 Мoscow State Medical-Dental University Moscow - Russian Federation,
2 St.Vladimir Clinical Cildren's Hospital Moscow - Russian Federation,
3 Russian Medical Academy of Postgradual EducationMoscow - Russian
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Atypical hemolytic-uremic syndrome (aHUS) is caused by genetically
determined complement over-activation. The particular complement
genes mutations may influence on the course and outcome of aHUS
and on the effectiveness of complement-inhibiting therapy (eculizumab).
Objectives: to evaluate clinical course and outcomes of aHUS in children
with different genetic background.
Materials andmethods: in 47 children with aHUS (aged 4.2±3.1years) a
panel of 72 complement and coagulation genes were examined by new
generation sequencing (NGS). Patients (pts) were divided in groups ac-
cording to genes variants (non-pathogenic, pathogenic/probably patho-
genic, CFHR3/R1 deletion, variants with unknown clinical significance).
Results: Pathogenic/probably pathogenic variants were identified in 14pts
(group 1), non-pathogenic variants - in 15pts (group II), deletion CFHR3/
R1 in 13pts (group III), variants of unknown clinical significance in 5
(group IV). Dialysis-dependent AKI developed in 10pts (74.4%) of group
I, 11(73.3%) - II, 9 (69.2%) - III, and 2 (40%) - IV. Plasma sensitivity/
plasma resistance were established in 35.7%/ 64.3%/pts of group I, 20%/
73.3% - II, 30,8%/ 46.2% - III, 80%/20% - IV. 40pt (85,1%) were switched
to eculizumab therapy:1/14pts in group I, 11/15 in II, all children in III and
IV gr. 11pts started eculizumab therapy in≤2weeks after presentation (early
start), 29pts - in >2 weeks (late start). In children with early start all symp-
toms resolved, renal function completely recovered. In children with late
start adverse outcomes (death or ESRD) were seen in all but III groups: in
group I 3/14, 21,4%; in group II 3/15, 20%; in group IV 3/5, 60%.
Conclusion: genetical background was detected in 68.1% children with
aHUS. Plasma resistance, severe AKI were seen in most patients, and early
start of eculizumab therapy favored complete recovery regardless gene variants.

IPN11145-83 MANAGEMENT OF BONE DISEASE IN
CYSTINOSIS:STATEMENT FROM AN INTERNATIONAL
CONFERENCE
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Introduction: Infantile nephropathic cystinosis (INC) is an autosomal
recessive storage disease due to impaired transport of cystine out of ly-
sosomes resulting in accumulation of intracellular cystine in all organs
and preferentially affecting the kidney. Treatment with cysteamine can
delay or prevent most clinical manifestations of INC, except the renal
Fanconi syndrome. Virtually all individuals with INC suffer from
Cystinosis Metabolic Bone Disease (CMBD), related to the renal
Fanconi syndrome in infancy and progressive chronic kidney disease
(CKD) later in life. However, evidence-based recommendations on the
management of CMBD are lacking.
Material &Methods:A team of 20 specialists from pediatric nephrology,
endocrinology, metabolism, orthopedic surgery, and nutrition have devel-
oped recommendations for the management of CMBD. The team has per-
formed a systematic literature review and formulated recommendations at a
consensus meeting, with input from 30 external experts including patient
representatives.
Results: We recommend regular assessments of growth, and musculo-
skeletal status including bone deformities, walking difficulties and signs
of myopathy for any patient with an established diagnosis of INC. We
recommend monitoring of blood levels of phosphate, electrolytes, bicar-
bonate, calcium, and alkaline phosphatase, and critical hormones and
vitamins, such as thyroid hormone, PTH, 25(OH) vitamin D, and testos-
terone in males. Rickets should be vigorously treated with phosphate,
bicarbonate/citrate, and vitamin D replacement. Adequate caloric, protein
and calcium intake should be assured; a gastrosomy tube may be neces-
sary. Treatment with recombinant human growth hormone and corrective
orthopedic surgery is recommended in patients with persistent growth
failure (height < 3rd percentile and height velocity < 25th percentile),
and with progressive leg deformities despite optimal conservative man-
agement, respectively. Management of bone disease should be undertak-
en by a multidisciplinary team including a nephrologist, endocrinologist,
dietician, physiotherapist, and experienced orthopedic surgeon.
Conclusions: The presented recommendations will help to guide physi-
cians in the management of CMBD in individuals with infantile nephro-
pathic cystinosis.

IPN11146-84 ACUTE LEUKEMIA PRESENTING AS ACUTE
KIDNEY INJURY AND RENAL ENLARGEMENT IN
CHILDREN: TWO CASE REPORTS

Z. Lin, C. Cheng, S. Wen, L. Chen, Y. Mo, X. Jiang
The Center of Pediatric Nephrology, The First Affiliated Hospital, Sun
Yat-sen University, Guangzhou - China

Introduction: Acute leukemia (AL) is the most common malignancy in
children. In untypical cases, the manifestation could be non-specific.
Meanwhile, acute kidney injury (AKI) is characterized by complicated
causes. There is increasing difficulty of diagnosis in AL initially mani-
festing as AKI and bilateral renal enlargement.
Material &Methods: To review 2 pediatric AL cases mainly presenting
as AKI and renal enlargement.
Results: Case1: A 4-year-old boy presented with palpebral edema and
abdominal pain followed by oliguria for 1 month. Physical examination
revealed palpebral and nail beds pallor, lymphadenopathy involving the
left submandibular nodes, abdominal distension with slight
hepatosplenomegaly and bilateral flank masses. Laboratory examination
included normal WBC count, reduced Hb, later thrombocytopenia, pro-
gressively increasing SCr, markedly elevated LDH and uric acid, protein-
uria and elevated β2-MG. Abdominal CT revealed bilateral diffuse renal
enlargement with thickened parenchyma, left kidney measuring
67mmx120mmx80mm and the right one 66mmx77mmx120mm. Bone
marrow puncture was performed and the smear demonstrated acute lym-
phoblastic leukemia L3.
Case2: A 1-year-old boy presented with recurrent fever and cough for
2 months, followed by bilateral palpebral edema for 5 days. Physical

examination found shortness of breath, palpebral and nail beds pallor,
rough breath sounds, abdominal distention with a mass extending to
pelvic cavity and hepatosplenomegaly. Laboratory investigations in-
cluded rapidly rising WBC count, reduced Hb, hyponatremia, elevat-
ed SCr, markedly elevated LDH and uric acid, and proteinuria. CT
revealed markedly bilateral renal enlargement, left kidney
68mmx65mmx114mm and the right 60mmx66mmx118mm. Bone
marrow smear demonstrated 54% unclassified cells. HLA-DR,
CD15, CD64, CD33 and CD2 are expressed. Molecular genetic test
showed positive fusion of MLL/AF9. The patient died of multi-organ
dysfunction before chemotherapy.
Conclusions: Occult hematologic malignancy should be highly
suspected when unexplained AKI, nephromegaly and elevated LDH are
in hand. Bone marrow puncture is crucial in guiding early diagnosis,
especially when renal biopsy is contradicted.

IPN11148-86 PREDICTORS OF ACUTE PYELONEPHRITIS IN
INFANTS WITH FEBRILE URINARY TRACT INFECTION

Y. Chiou, T. Lin, C. Yang, N. Fang, J. Chang, H. Wang
Department of Pediatrics, Veterans General Hospital, Kaohsiung -
Taiwan

Background: Acute pyelonephritis (APN) is a severe bacterial infection
that may cause permanent kidney damage in infants. Early detection of
APN is essential for the prognosis, but few studies have focused on young
infants. The aim of our research is to determine the relationship between
APN and the parameters in the age group less than 4 months.
Methods: This retrospective study included patients aged less than 4
months with febrile urinary tract infection (UTI) between January 2015
and December 2017. White blood cell (WBC), C-reactive protein (CRP),
and blood neutrophil/lymphocyte ratio (NLR) were analyzed. Patients
were divided into two groups according to the presence of renal defects
on dimercaptosuccinic acid (DMSA) scans.
Results: In total, 97 patients were screened; 48 patients were in the APN
group, and 49 patients were in the non-APN group. Compared with the
non-APN group, the APN group showed significant differences in thera-
peutic response time (TRT), CRP, and NLR (P = 0.016, <0.001, and
0.031, respectively). Multiple logistic regression analysis revealed that
CRP, NLR, and TRTwere independent risk factors for APN (P = 0.001,
0.038, and 0.025, respectively). The area under the receiver operating
characteristic (ROC) curve was 0.776 for CRP (P < 0.001). The optimum
cut-off value for CRP was 3.73 mg/dL, with the highest sensitivity and
specificity (71.4% and 75%, respectively).
Conclusion:CRP, NLR, and TRTwere independent risk factors for APN,
but only the CRP had acceptable discrimination to predict the APN in
infants less than 4 months with febrile UTI.
Keywords Acute pyelonephritis; C-reactive protein; Infants; Neutrophil/
lymphocyte ratio

IPN11150 -79 CLINICAL, IMMUNOLOGICAL AND
MORPHOLOGICAL FEATURES OF THE RAPIDLY
PROGRESSIVEGLOMERULONEPHRITIS (RPGN) IN CHILDREN.

T. Pankratenko 1, K. Emirova 2, T. Abaseeva 3, A.Muzurov 4, O. Orlova 2,
G. Generalova 3

1 St.Vladimir Clinical Children's Hospital Moscow - Russian Federation,
2 Мoscow State Medical-Dental University Moscow - Russian
Federation, 3 St.Vladimir Clinical Cildren's Hospital Moscow - Russian
Federation, 4 Russian Medical Academy of Postgradual Education
Moscow - Russian Federation

RPGN in children is rare but severe syndrome which may correspond to
various diseases.
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Objective: to analyze clinical, immunological and morphological fea-
tures of RPGN in children.
Materials and methods: we retrospectively analyzed cases of 11 (6
boys) children aged 3.5-17.1ys (median 12.1) with RPGN, treated in
the dialysis unit of the St Vladimir Clinical Children's Hospital,
Moscow, in 2008-2018. The diagnosis of RPGN was based on protein-
uria, hematuria, hypertension, edemawith progressively increasing serum
creatinine without history of CKD.
In all patient anti-dsDNA, ANA, pANCA, cANCA, cryoglobulins were
studied. 10 patients underwent kidney biopsy.
Results: All children presented with proteinuria 1–80 g/l (median 3),
hematuria 10–200 erythrocytes per HPF or macrohematuria, hypoalbu-
minemia 19–33 g / l (median 26), serum creatinine 248–850 μmol/ l
(median 328). ALL but one patient (pt) had blood pressure > 99 percen-
tile. 6pts had extrarenal symptoms: lung lesion - 3, nasal septum
destruction- 1, hemorrhagic rash - 1, hypertrophic cardiomyopathy - 1.
10/11 needed dialysis.
Autoantibodies were detected in 7pts, including 6 with extrarenal symp-
toms: cryoglobulins in 2, anti-dsDNA in 1, ANA in 1, anti-dsDNA+ANA
in 1, pANCA+cANCA in 1, pANCA+cANCA+ANA in 1.
Morphologically crescentic lesion in >50% of glomeruli (median 81%)
were found in 9/10pts, the rest had crescents in 14% of glomeruli. IgA
deposits were detected in 3, IgM - in 1, in the 6 no immune deposits
occurred. Vasculitis were diagnosed in 4 cases (granulomatosis with po-
lyangiitis - 2, microscopic polyangiitis - 1, hemorrhagic vasculitis -1),
pauci-immune GN in 3, IgA nephropathy in 2, cryoglobulinemic GN in
1, post-infectious GN in 1 (without biopsy)
Conclusion: RPGN in children is associated with various nosologies,
both systemic or isolated kidney diseases, and with widespread crescentic
lesions on kidney biopsy. Positive autoantibodies may be associated with
systemic vasculitis as a cause of RPGN.

IPN11151-80 TRENDS OF BLOOD PRESSURE IN HEALTHY
VLBW PRETERM NEWBORN AND ITS CORRELATION
WITH OTHER PARAMETERS.

S. Gupta 1, S. Sharma 1, S. Shukla 2, P. Sidana 1, A. Mehata 3

1 Max Superspeciality Hospital, New Delhi - India, 2 Max superspecility
Hospital, New Delhi - India, 3 New delhi - India

Background: Prevalence of preterm (<32 weeks) very low birth weight
(VLBW) is around 1 % and rising further. Among other common chal-
lenges, issues related with inadequate nephron numbers are often ignored.
We here present trends of blood pressure (BP) and their correlation with
parameters.
Method: Clinical and laboratory information for healthy preterm (< 32
weeks) were collected from medical records retrospectively. Median
oscillometric BP readings, Systolic (S), Diastolic (D), Mean (M) were
recorded at birth, at 72hrs, 2 weeks and at discharge. Weight, length, head
circumference, pulse rate (PR), renal and hemoglobin profile at birth,
discharge of babies were recorded. Exclusion was done for BW >1500
gm, antenatal concerns, sepsis, ventilation, AKI and inotropes infusion.
eGFR was calculated using Swartz formula with k coefficient 0.33.
Statistically Pearson correlation coefficient (PCC) and regression analysis
was used on the parameters.
Results: 34 VLBW preterm with median gestation age 30 weeks (max
32; min 27) were analyzed. Median (max; min) birth (BW) and discharge
weight (DW), length and head circumference respectively were 1.2 kg
(1.5; 0.9), 40 cm (42; 33), 27 cm (31; 24.5) and 1.8 (2.6;0.9), 42.5
(48;36), 31 (34;25). Median duration of stay was 5 (11; 2) weeks.
Calculated median eGFR at birth and discharge (from available 50%
Serum creatinine) were 16.7 and 38 ml /min/1.73 m2. Median SBP,
DBP and MBP at (birth), (with in 72 hrs), (2 weeks) and (discharge)
respectively were (52, 31, 38), (56,35,42), (64,39,46) and (66,38,46).
PCC for DW and SBP (0.5), DBP (0.4), MBP (0.4) and SBP with

discharge length (0.4) had statistical significant P values. No significant
correlation was seen with birth and discharge weight, length, PR and
laboratory markers.
Conclusion: Presented VLBW healthy preterm BP trends and found
correlation of SBP with discharge weight and length while, DBP &
MBP with DW.

IPN11152-81EFFECTOFORAL INTAKEOFHYDROGENRICH
WATER ON RENAL FIBROSIS IN RATS WITH UUO

A. Mizutani 1, A. Endo 1, A. Matsuda 1, H. Miyano 1, Y. Gonda 1, M.
Saito 1, T. Hara 1, M. Nakagawa 1, K. Sakuraya 1, Y. Murano 1, N.
Nishizaki 2, S. Fujinaga 3, Y. Ohtomo 4, T. Shimizu 1

1 Department of Pediatrics and Adolescent Medicine, Juntendo
University Graduate School of Medicine, Tokyo - Japan, 2 Department
of Pediatrics, Juntendo University Urayasu Hospital, Chiba - Japan,
3 Division of Nephrology, Saitama Children’s Medical Center, Saitama -
Japan, 4 Department of Pediatrics, JuntendoUniversity NerimaHospital,
Tokyo - Japan

Purpose: Congenital obstructive nephropathy is the primary cause of
chronic kidney disease (CKD) in children and adolescents, and reactive
oxygen species contributes to renal fibrosis progression. Unilateral ure-
teral obstruction (UUO) is a well-developed model for progressive renal
fibrosis from oxidative stress, inflammation, and apoptosis. Molecular
hydrogen (H2) is shown to protect against tissue injuries by decreasing
oxidative stress. We investigated the efficacy of orally administered
hydrogen-rich water (HW) in preventing UUO-induced renal injury in
rats.
Materials and Methods:Male Sprague–Dawley rats were divided into 4
groups: sham + distilled water (DW), UUO + DW, sham + HW, and UUO
+ HW and administered DWor HW postoperatively for 2 weeks. Kidney
samples underwent histopathological and immunohistochemical analyses
of myofibroblasts (α-smooth muscle actin [α-SMA]), macrophages (ED-
1), and transforming growth factor-β1 (TGF-β1). Real-time quantitative
reverse transcription-polymerase chain reaction was performed to measure
α-SMA, TGF-β1, tumor necrosis factor-α (TNF-α), and Klotho levels.
Results: No histological changes were observed in the sham-operated
kidneys; however, widened interstitial spaces, tubular dilatation, and at-
rophy were detected in UUO kidneys. However, HW administration at-
tenuated tubulointerstitial injury and interstitial fibrotic area scores, caus-
ing a significant decrease in the number of cells expressing α-SMA, ED-
1- and TGF-β1-positive cells, and gene expression of α-SMA, TGF-β1,
and TNF-α in the UUO + HW group compared with the UUO + DW
group (p < 0.05). Klotho gene expression decreased in the UUO + DW
group but was suppressed to decrease expression in the UUO + HW
group.
Conclusions: Oral intake of HW potentially decreases oxidative stress
and prevents interstitial fibrosis in UUO kidneys, potentially involving
the klotho gene in this mechanism.

IPN11153-82 OUTCOMES OF THE RAPIDLY PROGRESSIVE
GLOMERULONEPHRITIS (RPGN) IN CHILDREN.

A. Muzurov 1, T. Pankratenko 2, T. Abaseeva 3, K. Emirova 4, O. Orlova 4,
G. Generalova 3

1 Russian Medical Academy of Postgradual Education - Russian
Federation, 2 St.Vladimir Clinical Children's Hospital Moscow -
Russian Federation, 3 St.Vladimir Clinical Cildren's Hospital Moscow -
Russian Federation, 4 Мoscow State Medical-Dental University Moscow
- Russian Federation

RPGN in children is a severe syndrome demanding urgent therapy, with
vague prognosis

Pediatr Nephrol (2019) 34:1 –8 01 22 2 6 2021



Objective: to evaluate clinical course and outcomes in children with
RPGN
Materials and methods: a retrospective analysis of 11 cases of RPGN in
children (6 boys) aged 3.5-17.1ys (median 12.1y) treated in the dialysis
unit of the St Vladimir Clinical Children's Hospital, Moscow, in 2008-
2018. RPGN was diagnosed basing on combination of acute nephritic
and/or nephrotic syndrome with progressively declining renal function in
patients (pts) without history of CKD. Kidney biopsy was performed in
10/11pts, revealing crescentic leasons in >50% of glomeruli (median
81%) in 9pts, 14% in 1pt. IgA deposits were detected in 3pts, IgM – in
1, the other had no immune deposition. Vasculitis were diagnosed in 4pts
(granulomatosis with polyangiitis - 2, microscopic polyangiitis - 1, hem-
orrhagic vasculitis -1), in 3 cases – pauci-immune GN - in 3, IgA ne-
phropathy in 2, cryoglobulinemic GN in 1, post-infectious GN in 1
All children received immunosuppression (IS): Prednisolone 1-1.5 mg/kg
- 11, i.v. methylprednisolone 10-20 mg/kg No. 3-24 (median 6) - 11, i.v.
cyclophosphamide infusions 500-750 mg/m2 monthly No. 3-20 (median
8) – 10, Rituximab 375 mg No. 2 - 1, Plasma exchange (1-1.5 circulation
volume) No. 2-11 (median 3) - 5
The follow-up time was 6-120 months (median 70 months).
Results: at presentation 10/11pts needed dialysis. Partial remission with
no need for dialysis was achieved in 6pts, of whom 4 in 5-31 months
(median 9) developed ESRD. In 5pts renal function didn’t recover and the
ESRD was diagnosed after 3 months.
At last examination, 2pts (1 with microscopic polyangiitis and 1 with
hemorrhagic vasculitis) were dialysis-free with CKD stage III and IV, 4
are on dialysis, 5 have functioning kidney graft.
Conclusion:RPGN in childrenwith dialysis-dependence at presentation had
unfavorable prognosis in terms of renal survival despite intensive IS therapy.

IPN11154-83 BETTER CLINICAL OUTCOMES WITH
BUROSUMAB VS PI/D IN YOUNGER AND OLDER CHILDREN
WITH XLH

O. Nilsson 1, E.A. Imel 2, F. Glorieux 3, M.P. Whyte 4, C. Munns 5, L.
Ward 6, W. Hogler 7, J.H. Simmons 8, R. Padidela 9, N. Namba 10, H.I.
Cheong 11, M. Mao 12, A. Skrinar 12, J. San Martin 12, A.A. Portale 13

1 Karolinska Institutet, Stockholm - Sweden, 2 Indiana University School
of Medicine, Indianapolis - United States, 3 Shriners Hospital for
Children-Canada, McGill University, Montreal - Canada, 4 Shriners
Hospitals for Children, St Louis - United States, 5 The Children’s
Hospital at Westmead, Sydney - Australia, 6 University of Ottawa,
Ontario - Canada, 7 Johannes Kepler University Linz - Austria,
8 Vanderbilt University School of Medicine, Nashville - United States,
9 Royal Manchester Children's Hospital, Manchester - United
Kingdom, 10 Osaka Hospital, Japan Community, Healthcare
Organization and Osaka University Graduate School of Medicine,
Osaka - Japan, 11 Seoul National University Children’s Hospital, Seoul
- Korea, Republic of, 12 Ultragenyx Pharmaceutical Inc., Novato - United
States, 13 University of California, San Francisco - United States

Introduction: n X-linked hypophosphatemia (XLH), excess FGF23
causes hypophosphatemia with consequent skeletal deformities and
growth impairment. Compared to continued oral phosphate and active
vitamin D (Pi/D), switching to burosumab, an antibody against FGF23,
showed significantly greater improvement in phosphate homeostasis,
rickets, lower limb deformity, growth, and mobility in children with
XLH. Here, we report a sub-analysis from the Phase 3 trial
(NCT02915705), comparing these treatments in subjects < and ≥5
years-old.
Methods: 61 children with XLH (1-12 years-old) were randomized 1:1
after a 7-day Pi/D washout to receive burosumab starting at 0.8 mg/kg SC
Q2Wor resume Pi/D by investigators. Eligibility criteria included Rickets
Severity Score ≥2.0 despite prior Pi/D treatment. Healing of rickets was
assessed by radiologists blinded to treatment using the Radiographic

Global Impression of Change (RGI-C) Score. Week 64 assessments are
described.
Results: LS Mean ± SE RGI-C score was significantly higher with
burosumab than with Pi/D in subjects <5 years-old (burosumab, n=14,
+2.0 ± 0.1 versus Pi/D, n=12, +1.1 ± 0.3) and ≥5 years-old (burosumab,
n=15, +2.1 ± 0.1 versus Pi/D, n=20, +1.0 ± 0.1). Improvement in lower
limb deformity score was greater with burosumab than Pi/D for subjects
<5 years-old (+1.5 ± 0.3 versus +0.5 ± 0.2) and ≥5 years-old (+1.0 ± 0.2
versus +0.1 ± 0.1). Burosumab showed greater improvement than Pi/D in
height Z-score for subjects <5 years-old (+0.15 ± 0.12 versus -0.05 ±
0.07) and ≥5 years-old (+0.17 ± 0.05 versus +0.08 ± 0.04). Dental AEs
and AEs of interest identified from previous trials (eg injection site reac-
tions) were more frequent with burosumab and mild-moderate in severity
overall. Three serious AEs occurred per group, all unrelated to treatment
and resolved. No discontinuations occurred.
Conclusion: Both younger and older children with XLH demonstrated
greater clinical improvements with burosumab than with continued Pi/D.

IPN11155-84OUTCOMESOFCHILDRENANDADOLESCENTS
WITHAKI INITIATEDONDIALYSIS INA PUBLICHOSPITAL,
KENYA

E. Chesire 1, B. Ganda 1, E. Nabakwe 2

1 Moi Teaching and Referral Hospital - Kenya, 2 Moi University - Kenya

Background: Acute kidney injury (AKI) is an important cause of severe
morbidity, mortality and chronic kidney disease (CKD) in developing
countries. Evaluating dialyzed patients with AKI shall identify gaps in
their management hence improve their outcome.
Objective: To describe the clinical outcomes of children and adolescents
with AKI initiated on dialysis at MTRH.
Methods: A five year retrospective analysis of medical records of all
children and adolescents with AKI who received dialysis from
July 2011 to July 2016 was done.
Results:A total of 49 patients were included in the study. The top
three clinical causes of AKI were glomerulonephritis (GN)
11(22%), sepsis 10(20%) and severe malaria 8(16.3%).
Intermittent hemodialysis (IHD) was used in 37(75.5%), the rest
had Peritoneal Dialysis (PD). Most patients 35(71.4%) recovered
their kidney function; mortality was 11(22.6%) and progression to
CKD in 3(6.1%). Mortality occurred on day one of initiating
dialysis in 7(63.3%) of all deaths. Patients who had no recovery
of kidney function had higher urea and potassium denoting hyper
catabolic state. Having pre renal (p=0.030) and renal (p=0.040)
AKI was associated with recovery
Conclusion:Kidney recovery occurred inmost of the patients and having
pre renal and renal AKI was associated with recovery. Mortality occurred
mostly in the first 24 hours of initiating dialysis.
Recommendation: Closer monitoring of patients in the immediate
period of initiating dialysis to enable early and timely therapeutic
intervention. Emphases on long term follow up of patients to
identify the subtle features of CKD and anticipate recurrent AKI.

IPN11158-87 ASSOCIATION BETWEEN SYSTEMIC
HEMODYNAMICS AND ACUTE KIDNEY INJURY IN
CRITICALLY ILL CHILDREN

H. Bazaraa 1, A. Al Azaz 1, A. Al Nahas 2, D. Salah 1

1 Department of Pediatrics, Cairo university, Cairo - Egypt, 2 Pediatric
Specialist, Ministry of Health, Cairo - Egypt

Background: Acute kidney injury (AKI) is a growing concern in
Pediatric Intensive Care Units (PICUs). Cardiovascular compromise can
result in AKI that imparts significant short and long term consequences.
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Purpose: To investigate the association between hemodynamic status
and the risk of development of AKI in critically ill children.
Methods: Sixty critically ill children were included in the study;
30 with and 30 without circulatory failure. Cardiovascular param-
eters together with criteria of AKI were observed during the first
5 days of PICU admission. Circulatory failure was defined as
hypotension or reduced tissue perfusion (capillary refill>2 sec)
despite adequate fluid resuscitation and need for significant
inotropes /vasopressor support (>100mic /kg/min). AKI was diag-
nosed based on the Acute Kidney Injury Network (AKIN) criteria.
Results:AKI occurred in 22/30 (73%) of patients with circulatory failure and
12/30 (40%) of those without (p=0.018). Fifteen of AKI patients (44%) were
stage 3 and 4 of them required dialysis. AKI was associated with lower
baseline systolic and diastolic blood pressure (p=0.001), higher vasoactive
inotropic score (p=0.002) & duration of inotropic support (p=0.013). Base
deficit on admission was significantly higher in AKI patients (p=0.002, cut-
off ≤-5.6 mmol/l, sensitivity 79% and specificity 65%). Multiple organ dys-
function and exposure to potentially nephrotoxic agents (e.g. aminoglycoside,
vancomycin and angiotensin converting enzyme inhibitors)were significantly
associated with AKI (p=0.001 & 0.036 respectively). Mortality was 26% in
patients with AKI and 15% in those without (p=0.07).
Conclusion: AKI is very common in critically ill children particularly
those with circulatory failure. Occurrence of AKI was significantly asso-
ciated with hypotension, increased inotropic support, higher base deficit
& multiple organ dysfunction. AKI influences management & outcome
of critically ill children.

IPN11160-80 CLINICAL PROFILE AND SURVIVAL OF
PEDIATRIC PATIENTS UNDER RENAL REPLACEMENT
THERAPY IN A SINGLE CENTER

M.G. Moreira Guimaraes Penido 1, C. Faria Rezende 1, A. Souza
Alvarenga 1, V. Loyola Nery 1, M. Leal Cherchiglia 2

1 Pediatric Nephrology Unit, Nephrology Center, Santa Casa de Belo
Horizonte Hospital, Belo Horizonte, Minas Gerais - Brazil,
2 Department of Preventive and Social Medicine, School of Medicine,
Federal University of Minas Gerais - Brazil

Introduction: There are few available data estimating the clinical profile
and survival of pediatric renal replacement therapy (RRT). The aim of this
study was to outline the clinical profile and survival of children and
adolescents under RRT followed in a single center in Brazil, from 2008
to 2016.
Material & methods: Cohort study with patients <18yrs old with at
least 3 months of registration to cohort admission. Patients excluded
were those who died in the first 3 months under RRT, acute patients,
and those >18yrs. The databases of the center as well as patient
records were consulted. The following statistic tests were used:
Student t, Mann Whitney, Wilcoxon, Fisher exact test and Kaplan-
Meyer curves.
Results:We evaluated 82 pediatric patients (52M) with the median
age of 9.5yrs. 57% showed low height for age and gender, and
the BMI was normal in 88%. The primary diagnosis was glomer-
ulonephritis. 82% were followed by nephrologists before starting
the RRT. Hemodialysis was the main treatment modality (71%).
The long-term double-lumen catheter was the most used vascular
access (49%). During the study, 34 patients (41.5%) were
transplanted and 94% received the graft from deceased donors.
The median of waiting time in RRT until the transplant was 20
months, and the median age of transplantation was 12yrs. The
survival in 8yrs was 80.6%, being the sepsis the main cause of
death (56%).
Conclusions: The majority of the patients were male, with glomer-
ulonephritis, followed by nephrologists before starting the RRT,
on hemodialysis, with the long-term double-lumen catheter for

vascular access. 34 patients were transplanted and received the
graft from deceased donors. The median of time on waiting list
and the age of transplantation were 20 months and 12yrs, respec-
tively. The survival in 8yrs was 80.6%, being the sepsis the main
cause of death.

IPN11161-81 ASSESSMENTOF PATIENTSWITH GLYCOSURIA.
PROBABLE MUTATION IN THE SGLT2 COTRANSPORTER.

E.M. Suarez Barajas 1, J.R. Gahona Villegas 2, R.M. Avalos Jimenez 3,
C.I. Pinto Bernal 4, L.E. Martinez Caceres 4, P.M. Amado 4

1 Universidad Industrial De Santander - Colombia, 2 Hospital Pediátrico
Baca Ortíz - Ecuador, 3 Hospital Regional Villahermosa Petróleos
Mexicanos - Mexico, 4 Clinica Materno Infantil San Luis - Colombia

Abstract
Introduction: Glycosuria in the absence of hyperglycemia and
generalized dysfunction of the proximal tubule is caused by mu-
tation in SLC5A2 encoding SGLT2 cotransporter. The present
study shows the initial assessment in 13 patients with isolated
glycosuria.
Materials and methods: We present 13 cases of non-diabetic pediatric
patients with incidental finding of isolated glycosuria in 3 countries of
Latin America.
Results:
Bucaramanga, Colombia 11 cases, 5 boys and 6 girls, ages between 9
months and 14 years, with incidental finding of isolated glycosuria.
During an average follow-up of 3 years, remained asymptomatic, without
diabetes. Serum electrolytes, arterial blood gases, serum creatinine, and
renal ultrasound were normal.
Quito, Ecuador. A 6-year-old girl, with family history of diabetes,
presented blood glucose level of 90 mg / dL, urine sample with
glycosuria +++. Physical examination without alterations.
Glycosylated hemoglobin 5.5%. Further urine sample was request-
ed with quantified uric acid, phosphorus, bicarbonate and potassi-
um within normal limits.
Villahermosa, Mexico. 2-year-old girl with incidental finding of
glycosuria (glucose +++ in urine sample). Physical examination
without alterations. Follow-up was performed 4 years later, find-
ing healthy, asymptomatic patient, with blood samples that
showed: creatinine 0.4 mg / dl, glycosylated hemoglobin 5.37%.
Further urine sample analysis showed glucose +++, urinary den-
sity of 1.027, microalbuminuria 1 mg / 24 hours. Uric acid, phos-
phorus, bicarbonate and urinary potassium were normal.
Conclusion: In patients with persistent isolated glycosuria in the absence
of hyperglycemia and Fanconi-type tubulopathy, mutation in the SGLT2
cotransporter should be suspected, which is an unusual but benign cause
of glycosuria. DNA sequence analysis is usually performed for investi-
gative purposes only, since a positive mutation test would not contribute
to any changes in treatment decisions.
Keywords: Renal excretion - Renal glycosuria - Sodium glucose
cotransporters

IPN11162-82 EXPLORATION OF HEALTH-RELATED
QUALITY OF LIFE IN PEDIATRIC DIALYSIS PATIENTS.

K. Amatya
Children's National Medical Center - United States

Introduction: Children and parents on hemodialysis treatment prior to
renal transplantation report their health-related quality of life (QOL) to be
lower than their healthy peers. There is also a significant association
between poor QOL and nonadherence in dialysis patients. The current
study aimed to compare the QOL in pediatric dialysis patients and post-
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transplant patients to better understand psychosocial functioning differ-
ences in these populations.
Methods: Pediatric dialysis patients (n= 30, mean age= 10.2 years, 54%
female, 16.6% peritoneal dialysis, 83.4% hemodialysis) and their parents
completed the PedsQL- Core Module and the PedsQL- ESRD Module.
Results: Child-report on the Peds-QL did not indicate significant prob-
lems with QOL across the Core and ESRDModules. However, parents of
dialysis patients reported mild to moderate problems on the Core and
ESRD module totals (mean scores 52.16, SD= 14.82 and 57.68, SD=
12.76 respectively), as well as across all subscales of the Core module.
Comparisons between parent and child reports with heteroscedastic two-
tailed t-Tests indicate that parents report significantly lower score for
emotional functioning (p= 0.02) and school functioning (p=0.001) when
compared to the patients’ reports.
Conclusion: The findings from this study identify poor QOL as a risk
unique to patients on dialysis as renal replacement therapy. Given the
associations between early risk factors and later outcomes, it is important
to screen for and address these QOL difficulties. It is also important to get
reports from parents to fully understand patient functioning as parents
may be able to provide a different perspective beyond the patient’s report.

IPN11165-85 DEVELOPING CLINICAL PRACTICE
RECOMMENDATIONS FOR THE DIETARY MANAGEMENT
OF RENAL DISEASES – PAEDIATRIC RENAL NUTRITION
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Developing clinical practice recommendations for the dietary manage-
ment of children with renal diseases – introducing the Paediatric Renal
Nutrition Taskforce
Background: The dietary management of childhood renal diseases is
fraught with uncertainties and wide variations in practice exist. Expert
dietetic input, even in tertiary paediatric nephrology centres, may not be
available. There are few studies in children with renal diseases that pro-
vide high-level evidence to guide practice.
Methods: The Paediatric Renal Nutrition Taskforce (PRNT) is a team of
paediatric renal dietitians and paediatric nephrologists from 8 countries,
whose goal has been to develop clinical practice recommendations
(CPRs) for the nutritional management of renal diseases in children and
disseminate them to stakeholders. PRNT is endorsed by IPNA and ESPN.
CPRs are developed based on an in-depth review of the available evi-
dence; but in the absence of applicable studies, guidance is based on the
opinion of experts from PRNT. Statements are graded using the American
Academy of Pediatrics grading system.
Results: CPRs for nutritional assessment, energy and protein require-
ments, and the dietary management of calcium and phosphate in children
with CKD stages 2-5 and on dialysis (CKD2-5D) have been developed.
Requirements for healthy children and necessary modifications for renal

patients are discussed, together with practical guidelines on dietary as-
sessment and sources of nutrients. CPRs for potassium management,
enteral feeding, the metabolic syndrome, and management of the post-
transplant patient are under development. CPRs will be audited and re-
vised periodically. Research recommendations are suggested.
The guidelines will be disseminated to dietitians and paediatric nephrolo-
gists. Practical information for the child and parent will also be developed.
Conclusions: CPRs from PRNT are designed to assist in decision-
making regarding nutrition management in order to reduce uncertainty
and improve patient outcome. Regular audit of local practice against
CPRs will help standardise care and provide direction for future research.

IPN11166-86 ANCA POSITIVITY IN CHILDREN MANAGED
WITH LEVAMISOLE FOR CHILDHOOD NEPHROTIC
SYNDROME.

L. Krishock 1, P. Pannila 2, S. Kennedy 2

1 Sydney Children's Hospital, Sydney - Australia, 2 UNSW, Sydney - Australia

Introduction: Levamisole can be used to prevent relapses in children with
frequently relapsing (FR) and Steroid Dependent (SD) Nephrotic
Syndrome (NS)). ANCA associated vasculitis is a possible side effect of
levamisole but has most commonly been reported in cocaine users where
cocaine is mixed with levamisole. We sought to determine the prevalence
of ANCA positivity in children managed with levamisole in NS.
Materials and Methods: Retrospective review of children with steroid
sensitive nephrotic syndrome managed with levamisole therapy at
Sydney Children’s Hospital between 1/1/2000 and 31/12/2018
Results: 71 children aged 3 years and 1 month (IQR 29-68 months) at
first presentation were subsequently managed with levamisole. 60.6%
were male and 65% Caucasian. 47.9% had FRNS and 52.1% SDNS. A
previous steroid sparing agent had been used in 34%, most commonly
cyclophosphamide. Ten patients had biopsy proven minimal change dis-
ease, one had Mesangioproliferative glomerulonephritis and two had fo-
cal segmental glomerulosclerosis.
Overall there was a median reduction in relapses from 3 (IQR 2-4) to no
relapses (IQR 0-1.5) per year after levamisole commenced. There was no
significant difference in relapse frequency according to type of NS.
Levamisole was successful in 19 (29%) patients and was continued for
a median 24 (22 to 25) months. Levamisole was discontinued due to
relapse in 25 patients (38%) after a median 12 (5-28) months. Side effects
occurred in 17 patients (23%) - the most common side effect was ANCA
positivity in 10 patients. Levamisole was discontinued due to ANCA
positivity in nine patients; in one patient, low level titres were document-
ed and spontaneously resolved without cessation of levamisole. No pa-
tients developed ANCA associated vasculitis.
Conclusions: Levamisole is an effective steroid sparing agent in one
third of children with FR and SD NS. Monitoring is required to
determine side effects including ANCA positivity with treatment
modified accordingly.

IPN11168-88 CLINICAL AND BIOCHEMICAL FEATURES OF
PATIENTS WITH BARTTER AND GITELMAN SYNDROME

S. Guven, I. Gokce, E. Demirci Bodur, N. Cicek, N. Yildiz, H. Alpay
Pediatric Nephrology, Marmara University School of Medicine, Istanbul
- Turkey

Introduction: Bartter syndrome (BS) and Gitelman syndrome (GS)
are autosomal recessive disorders caused by mutations in genes
encoding ion transporters and channels. In most cases, the diagnosis
can be made by clinical and biochemical findings, not by genetic
analysis. In this study, we describe the presenting features and
longterm outcomes of 39 patients with BS and GS.
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Materials and methods: Biochemical and clinical data and medications
were analysed for 39 patients presenting to the pediatric nephrology de-
partment of Marmara University between 1999-2019 Results were col-
lected at presentation and at the last clinic visit.
Results: Thirty-nine patients with BS (n=23) andGS (n=16) were includ-
ed in this study. Thirteen (%56) patients with BS and 7 (%43) patients
with GS were female. Patients with BS had a significantly lower median
age at diagnosis than the patients with GS Median plasma potassium,
HCO3 concentrations and blood pH values were not significantly differ-
ent between patients with BS and GS . Median eGFR (ml/dk/1.73 m2) at
presentation were lower in BS patients than patients with GS [94 (IQR
24-192) vs128 (IQR 99-168)], respectively. At the last follow-up, patients
with BS had still lower eGFR [99,7 (IQR: 8-186) vs125 (IQR 89-182)]
The most common presenting symptom of patients with BSwas failure to
thrive (52%). Low height percentile was detected in 60% of patients with
BS at presentation and 39% at the last visit. The most frequent presenting
complaint of patients with GS was tetany and vomiting.
Conclusion: Final height persentiles of GS group were not different than
those at the presentation but the majority of patients with BS reached a
height that was within the normal range with treatment, highlighting the
need for earlier diagnosis of patients with BS.
Keywords: bartter, gitelman, tubulopathy

IPN11169-89 MASSIVE IBUPROFEN OVERDOSE TREATED
WITH THERAPEUTIC PLASMA EXCHANGE (TPE) AND
CONTINUOUS RENAL REPLACEMENT THERAPY (CRRT)

J.S. Vansickle 1, D. Weidemann 1, M. Christian 2, M.T. Thompson 3

1 Children's Mercy Hospital, University of Missouri, Kansas City,
Division of Pediatric Nephrology - United States, 2 Children's Mercy
Hospital, University of Missouri, Kansas City,Clinical Pharmacology
and Toxicology - United States, 3 Children's Mercy Hospital, University
ofMissouri, Kansas City,Pediatric Critical CareMedicine - United States

Background: Ibuprofen is a commonly used anti-inflammatory, antipy-
retic, and analgesic drug. The number of reported ibuprofen overdoses
(IO) has increased. Although the vast majority of IOs are not consequen-
tial, large ingestion can cause severe metabolic acidosis (MA) resulting in
multi-organ failure and death. We report two cases of massive IO that
responded well to prompt combined TPE+CRRT.
Case 1:A 17 year old male presented to the Emergency Department (ED)
following intentional IO in coma with serum pH of 7.09, cardiorespira-
tory failure and acute kidney injury (AKI). Urine drug screen was positive
for only ibuprofen. He reportedly took 1381 mg/kg. Supportive care was
unsuccessful, therefore TPE+CRRTwas soon initiated. After two days of
treatment the patient was able to be extubated, maintained normal cardio-
vascular status and renal function. The patient fully recovered.
Case 2: A 17 year old female presented to the ED following inten-
tional IO with serum pH of 6.9, cardiorespiratory failure, AKI, ar-
rhythmia and bilateral leg compartment syndrome. Urine drug
screen was positive for ibuprofen. The estimated ibuprofen exposure
was above 2000 mg/kg. The initial ibuprofen serum plasma level
was 330 μg/mL (therapeutic range is 10-50 μg/mL). Initial
Supportive care was unsuccessful and TPE+CRRT was immediately
started. Plasma ibuprofen level was normal after the 3rd TPE+
CRRT. The patient fully recovered.
Conclusion: Intentional IO may result in major morbidity and mor-
tality. TPE is more efficient in removing drugs with a high protein
binding and/or a low volume of distribution, such as ibuprofen. In
settings of massive overdose, hemodialysis may provide additional
removal of unbound portion, as well corrects acidosis and allows
provision of optimal nutrition. Combined TPE+CRRT is beneficial
and may facilitate recovery. To our knowledge this is the first
pediatric report of severe IO successfully treated with combined
therapy.

IPN11170-81 EVERE GROWTH FAILURE IN A BOY WITH X-
LINKED HYPOPHOSPHATEMIA(XLH)

T. Sulakova 1, J. Strnadel 1, V. Matuskova 1, K. Andelova 2

1 Dep.of Pediatrics University Hospital Ostrava and Medical Faculty
University of Ostrava, 17.listopadu 1790, 708 52 Ostrava -
Czech Republic, 2 Institute of Clinical Biochemistry, University
Hospital Ostrava and Medical Faculty University of Ostrava,
17.listopadu 1790, 70852 Ostrava, Czech Republic

Introduction: XLH is a chronic, progressive disorder of renal phosphate
wasting and is the most common form of heritable hypophosphatemic
rickets. XLH is caused by a loss-of-function mutation in the PHEX gene.
There are no known correlations between the type of PHEXmutation and
severity of clinical manifestation of XLH, but XLH patients most com-
monly present themselves in childhood with bowing deformities of the
legs. The aim of the case report is to describe extremely severe growth
failure in the case of XLH.
Materials&Methods: We report a 5.5-year-old boy with leg bowing
(genua vara since 12 months of age) and delayed walking (since 18
months of age) and the growth failure (body height -1.55, -3.67 and -
4.23 SDS in 12, 30 and 53 months of age, respectively). The boy has also
had bone pain, waddling gait and excessive dental caries and signs of
osteoporosis on X-ray.
Results: Low fasting serum phosphorus levels (0.6-0.75 mmol/l), nor-
mal serum calcium and PTH level and slightly elevated ALP (8.74
ukat/l ) were proved. He has normal renal function, calcium/creatinin
index 0.06, reduced TmP/GFR (0.69 -0.48), inappropriately normal
1,25(OH)2D levels (115 pmol/l=47.9 pg/ml) and high levels of FGF23
(186.1 ng/l). The biochemical findings confirmed the XLH diagnosis,
which was definitively supported by molecular genetic testing (PHEX
gene c.682_683del pathogenic variant). The conventional therapy
(phosphate 40 mg/kg/day, alfacalcidiol 30 ng/kg/day) was started.
However, during the 18 months of therapy there has not been any
improvement in the growth (body height -3.92, -3.93 and -3.96 SDS
in 4.8, 5.2 and 5.5 years of age, respectively), bone pain and walking
distance.
Conclusion: The case shows continuing extremely severe linear
growth failure despite conventional treatment, which does not ap-
pear to be optimal.
Supported by Ministry of Health, Czech Republic - conceptual develop-
ment of research organization (12/RVO/FNOs/2018).

IPN11173-84 DUET PEDIATRIC SUBSET: A PHASE 2 STUDY
EVALUATING SPARSENTAN IN FOCAL SEGMENTAL
GLOMERULOSCLEROSIS (FSGS)

K. Lieberman 1, K.E. Meyer 2, E. Murphy 3, T. Srivastava 4, H.
Trachtman 5, R. Komers 6

1 Section of Pediatric Nephrology, Joseph M. Sanzari Children’s
Hospital, Hackensack University Medical Center, Hackensack, New
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of Medicine, University of Pennsylvania, Philadelphia, Pennsylvania -
United States, 3 Research & Development, Retrophin, Inc., San Diego,
California - United States, 4 Children’s Mercy Hospital, Kansas City,
Missouri; University of Missouri School of Medicine, Kansas City, Missouri -
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Center, New York, New York - United States, 6 Nephrology, Medical,
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Introduction: Sparsentan is an oral dual-acting angiotensin II type 1
and selective endothelin type A receptor antagonist in development
for FSGS. The greater antiproteinuric effect and safety profile of
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sparsentan in patients aged 8-75 years with FSGS during the DUET
study 8-week double-blind period (DB) have been reported. This
evaluation is of the DUET pediatric subset from the DB and the
ongoing open-label treatment extension (OLE).
Material &Methods: Following a 2-week renin-angiotensin system
inhibitor washout, patients aged 8-17 years (n=18) with biopsy-
confirmed FSGS were randomized to 3-dose cohorts of sparsentan
(n=11 pooled analysis) or the active-control irbesartan (n=7) for
the DB. The primary endpoint was change from baseline to Week
8 in urinary protein-to-creatinine ratio (UP/C; n=10 sparsentan/
n=7 irbesartan). After DB completion, patients received sparsentan
in the OLE. Data at 108 weeks are presented.
Results: In the DB, sparsentan- versus irbesartan-treated patients showed
64% versus 46% UP/C reduction (treatment effect ratio=0.7, n.s.). FSGS
partial remission endpoint (FPRE=UP/C≤1.5g/g with >40% reduction
from baseline) was achieved in 40% versus 29% of sparsentan- versus
irbesartan-treated patients (n.s.). At least one treatment-emergent adverse
event was reported by 55% and 57% of sparsentan- or irbesartan-treated
patients, respectively; most frequent was headache (27%) in the
sparsentan group.
The antiproteinuric effect of sparsentan was sustained over the
evaluated 108-week OLE. At Week 108, 64% of patients achieved
FPRE. Median estimated glomerular filtration rate and blood pres-
sure were stable in most patients after a mild hemodynamically-
mediated early decline.
Conclusions: In pediatric patients, the greater antiproteinuric effect
of sparsentan versus irbesartan was similar to that found in all
patients in DUET, but did not reach statistical significance, pos-
sibly due to the limited sample size. Sparsentan treatment in pe-
diatric patients with FSGS showed sustained antiproteinuric effect
and appeared safe and well-tolerated over the 108-week OLE.

IPN11174-85 EFFECTS OF PHTHALATE EXPOSURES ON
INCIDENCE OF HYPERTENSION IN PREMATURE INFANTS

K. Farnbach, S. Iragorri, D. Rozansky, A. Al-Uzri, R. Jenkins
Oregon Health & Science University - United States

Introduction: We recently demonstrated an association between
phthalate exposure and unexplained hypertension (HTN) in pre-
mature infants, including many infants with chronic lung disease.
This study examines the effect of phthalate exposures on the
incidence of hypertension in two neonatal intensive care units
(NICUs).
Methods:We reviewed all cases of diagnosed HTN in premature infants
(<37 weeks postmenstrual age (PMA)) from two tertiary-care NICUs
during the last eight years. Incidence of hypertension was calculated only
for infants < 37weeks PMA at birth. Phthalate exposures from respiratory
therapy devices were measured as days on a respiratory device.
Intravenous (IV) exposure was measured as the volume of any
phthalate-containing IV fluid administered between birth and onset of
HTN. Of note, the use of phthalate-containing IV fluid was discontinued
in one NICU during the final 19 months of the study period. Phthalate
exposures and incidence of HTN were compared between NICUs for the
entire 8-year period—including before and after the change in phthalate
exposures in one NICU. Chi-square analysis was used to compare nom-
inal variables.
Results: 74 cases of HTN were identified from 775 premature infants.
Infants in NICU A had both IV and respiratory phthalate exposures,
whereas NICU B had only respiratory-related exposures. Respiratory
exposures were not different between the two NICUs, whereas IV expo-
sure was markedly different, p<0.0001. Incidence of HTN was 56%
higher in NICU A compared to NICU B, p=0015. Incidence of HTN
dropped significantly in NICU A after IV phthalates were discontinued,
p=0.027.

Conclusions: IV phthalate exposure can be included among the sources
of HTN in premature infants. We draw this conclusion from the differ-
ences in incidence of HTN in relation to changes in IV phthalate exposure
shown above. The relationship between specific respiratory therapy-
associated phthalate exposures and HTN in this population needs further
investigation.

IPN11175-86 EDUCATIONAL INTERVENTION’S EVALUATION
IN PEDIATRIC KIDNEY TRANSPLANTATION

L. Ichay, J. Tenenbaum, M. Fila, F. Hemery, D. Morin
Centre Hospitalo-universitaire Arnaud de Villeneuve, Montpellier -
France

Introduction: Four years ago, we started an educational intervention in
paediatric kidney transplantation and we now wanted to evaluate our
patients feeling about this programme.
Material and methods: We wrote up a questionnaire with the psychol-
ogist of our unit to evaluate our patient’s opinion about this programme.
They were asked on their opinion on this therapeutic programme, on the
material used, on the nurses’ capacity to listen, and the session time. They
also had to answer on its utility to modify their quality of life and daily
organization.
Twenty questionnaires were completed by one child, fourteen teen-
agers and five parents whose children were too young or unable to
answer.
Results: All the patients said they appreciated and believed in this
programme, fifteen totally and five in a large proportion. Likewise,
all patients appreciated the nurses’ attention during sessions and 18
felt their entourage was taken into consideration.
The session duration was well designed for 18 patients but appeared
a little too long for the two youngest. 19 found the sessions useful,
16 patients said that the sessions helped them to understand their
transplantation and 15 to better understand their treatment. Also, 12
patients felt that this programme helped them in their daily life
organization and for 10 patients it helped feeling better.
All patients said that the materials used well adapted (magnets with drugs
photos, information book and transplantation card).
Finally, all patients found that this therapeutic programme was relevant
and all would recommend it to other patients.
Conclusion: This educational intervention was found respectful and
helpful by every patient and all felt them listened to.
Further studies on a larger number of patients are necessary to better
evaluate its effects on quality of life, adherence to treatment and, finally,
to kidney graft prognosis.

IPN11179-90 PROGNOSTIC VALUE OF SERUM PERIOSTIN
FOR CYSTS FORMATION IN MULTICYSTIC DYSPLASTIC
KIDNEY

A. Szmigielska, G. Krzemien, M. Panczyk-Tomaszewska
Department of Pediatric Nephrology, Warsaw Medical University,
Warsaw - Poland

Introduction: Periostin is responsible for interstitial fibrosis and
progression to chronic kidney disease in patients with polycystic
renal disease. In autosomal-dominant polycystic kidney disease
periostin is highly overexpressed and stimulates development of
cysts. In unilateral multicystic dysplastic kidney (MCDK) most of
the cysts involute during early childhood. The clinical implications
of serum periostin activity in patients with MCDK have not been
evaluated.
Material and methods: We enrolled in the study 64 children aged 1-5
years. All children had normal kidney function and no concomitant
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anomalies in urinary tract. Serum periostin (sPOSTN) levels were mea-
sured using enzyme-linked immunosorbent assay. We divided children
into 3 groups: group A - patients with MCDK and cysts, (n=34); group B
with involution of cysts or after nephrectomy (n=10), group C – healthy
children (n=20).
Results: Blood samples were obtained from 64 children, including 44
children with MCDK (26 boys). The mean level of periostin in pa-
tients with MCDK (group A+B) was 204.4±168.2 [IQR: 34.9, 363.4]
ng/ml and 141.1±129.0 [IQR: 30.3, 276.9] ng/ml in control group,
respectively. sPOSTN levels were significantly higher in group A
239.1±168.1 [IQR: 62.4, 385.7] ng/ml compared to group B 77.7
±82.8 [IQR: 31.7, 117.0] ng/ml p<0.05. The lowest level of periostin
was observed in patients with involution of cysts or after nephrecto-
my. There was no significant differences in periostin level between
group B and C.
Conclusions: The study shows that high level of sPOSTN is associated
with active process of fibrosis and cyst development in patients with
MCDK. Low level of sPOSTN suggests that the process of involution
of cysts is completed and the function of solitary functioning kidney
remains normal. The level of sPOSTN could be a promising marker of
activity of the cyst growth in cystic kidney diseases.

IPN11180-82 CLINICAL PRESENTATION AND OUTCOME OF
NEPHROLITHIASIS AMONG PAKISTANI CHILDREN WITH
AND WITHOUTACUTE KIDNEY INJURY.

S. Asim 1, S. Saulat 2, M.M. Azad 2, A. Zubair 1
1 Department of Paediatric Nephrology, National Institute of Child
Health KARACHI - Pakistan, 2 Department of Paediatric Urology,
Tabba Kidney Institute, Karachi - Pakistan

Introduction: Renal calculi are one of the most important underlying
cause of Acute Kidney Injury (AKI) and Chronic Kidney Disease
(CKD) among children of the countries lying on the geographic stone
belt. Obstructing calculi are detected early with almost complete renal
recovery while the non -obstructing present late with CKD and end stage
renal disease.
Material & method: Children from two months to 15 years admitted
from January to December 2108with the diagnosis of Renal, Ureteric and
Vesicle calculi were included. Demographic details, clinical presenta-
tions, radiological findings delineating the stone size, location, associated
obstruction of urinary system, treatment modalities and renal outcomes
were noted.
Results: Total 60 patients of nephrolithiasis were included. Males were
predominant 40(66.7%). The mean age was 4.7 years (0.5-13). The pre-
dominant presentation was urinary tract infection 32(53.3%) followed by
AKI in 42(40%). The mean serum creatinine was 1.39mg/dl (0.16-7.0).
Radiological finding showed unilateral renal calculi in 33(55%) with
predominant right renal pelvic stones. ureteric calculi were found in
18(30%) with predominant left ureteric calculi 12(20%). Vesicle calculi
were found in 8% with a maximum size of 1.7cm. In 9 (15%) of patients
there were combined kidney and ureteric calculi.
Regarding the treatment modalities 10% required Acute Dialysis.
Double J(DJ) stenting was done to decompress the system in
13(21.7%) patients while Percutaneous Nephrolithotomy(PCNL)
was done in 33(55%) of patients for complete stone clearance.
Among Children presenting with AKI 62% had complete renal recov-
ery and DJ placement resulted in 84.6% of complete renal recovery.
Total of 54(90%) of patients maintained complete renal recovery over
a follow up period of three months.
Conclusion: Urinary tract infection was predominant manifestation
of undiagnosed Nephrolithiasis. Timely DJ stenting relives obstructed
system leading to complete recovery amongAKI due to obstructed stones.
Keyword: Renal calculi, Acute kidney injury, urinary tract infec-
tion.

IPN11181-83 CONGENITAL NEPHROTIC SYNDROME – AN
UNUSUAL PRESENTATION

R. Penteado, C. Neves, C. Cordinha, A.S. Vaz, C. Carmo, C. Gomes, A.J.
Correia
Pediatric Nephrology Unit, Pediatric Ambulatory Service, Pediatric
Department, Coimbra Hospital and Universitary Centre, Coimbra,
Portugal

Introduction: Congenital nephrotic syndrome (CNS) is a rare form of
nephrotic syndrome, usually with a genetic basis and a poor outcome.
NPHS1 are the most commonly affected gene, and the NPHS2 the second
one, accounting both for approximately 95 percent of cases.
Case Report:A 30-day-old boy is observed in the Emergency Room for
irritability, with no other associated symptoms, and no change in obser-
vation. A urinalysis is performed where proteinuria has been detected. He
had an irrelevant prenatal and neonatal history, with adequated growth
under artificial breastfeeding. His parents were second-degree cousins.
Diagnostic workup confirmed nephrotic proteinuria (82mg/h/m2), hypoal-
buminemia (24,5g/L), without hyperlipidemia, and were excluded immu-
nologic and infectious causes (namely TORCH infections and syphilis).
He maintained normal blood pressure, no edemas nor urine macroscopic
other microscopic abnormalities, and normal serum creatinine levels.
Renal and bladder ultrasound was normal.
At 9 months, due to persistent nephrotic proteinuria, treatment with enal-
april was initiated.
At 5 years old a renal biopsy was performed which revealed mild
mesangial proliferation without lesions of sclerosis. The genetic test
showed a c.506T <C mutation in homozygosity in the NPHS2 gene
After 8 years of follow-up, he maintained normal blood pressure, no
edemas, normal renal function, with non-nephrotic proteinuria range
(70mg/mmol), mild hyperlipidemia (total cholesterol 217 mg/dL, LDL
144 mg/dL, triglycerides 51 mg/dL), and normal albumin level (36 g/L).
Discussion: The prognosis in CNS is usually poor, end-stage renal disease
frequently occurs between three and eight years of age. In this case, with early
diagnosis, the authors question the role of enalapril in this milder evolution.
Keywords: Congenital nephrotic syndrome; NPHS2

IPN11183-85 CINACALCET USE AFTER PEDIATRIC RENAL
TRANSPLANTATION: DATA FROM THE CERTAIN
REGISTRY
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Introduction: Secondary hyperparathyroidism (SHPT) may persist after
renal transplantation (RTx), inducing hypophosphatemia and hypercalce-
mia that precludes the use of vitamin D analogs. The calcimimetic
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cinacalcet (recently licensed in Europe for pediatric dialysis patients) im-
proved calcium and parathyroid hormone (PTH) levels in 2 randomized
controlled trials (RCTs) in adults after RTx. Even though this effect has not
been evaluated as a primary outcome, a potential risk of nephrocalcinosis of
the graft was discussed. Respective data in pediatrics are scant.
Methods: In this retrospective observational study, we analyzed 20 patients
included in the Cooperative European Paediatric Renal Transplant Initiative
(CERTAIN) registry who received cinacalcet after RTx. Clinical data, bio-
chemicals and therapies were collected in the CERTAIN database, with a
systematic secondary check of PTH levels within the centers. The results
are presented as median (min-max); non-parametric tests were performed.
Results: At 13.0 (4.3-20.9) years of age, 20 pediatric patients received
RTx, among them 2 already received cinacalcet before RTx. Cinacalcet
was introduced 0.4 (0.1-6.4) years post-transplant at an eGFR of 50 (15-
102)mL/min/1.73 m2, plasma calcium of 2.58 (2.20-3.15) mmol/L, phos-
phate SDS of -1.7 (-5.1 to 1.6) and PTH of 136 (84-896) ng/L. The
starting dose was 0.5 (0.1-1.5) mg/kg/day, with a maximum dose of 1.1
(0.2-3.1) mg/kg/day. With a follow-up of 4.5 (0.5-10.7) years with
cinacalcet therapy, renal function and calcium levels remained stable;
PTH levels significantly decreased to 79 (37-327) ng/L at the last
follow-up (p=0.01). One patient displayed hypocalcemia (1.8 mmol/L).
Cinacalcet was withdrawn in 3 patients. Data on calciuria were not avail-
able, nephrocalcinosis, however, was not reported.
Conclusion: The off-label use of cinacalcet for SHPT after pediat-
ric RTx is effective in controlling post-transplant secondary hy-
perparathyroidism with no apparent safety signals. These data
provide a rationale for a prospective study protocol of cinacalcet
therapy in children after RTx.

IPN11184-86 THE COMPARISON OF IMAGING METHODS IN
DETERMINING CAKUT FOLLOWING CHILDHOOD
URINARY SYSTEM INFECTION

G. Yildiz 1, M. Pektanc 2, M. Torun Bayram 1, A. Soylu 1

1 Dokuz Eylul University, Medical Faculty, Department of Pediatric
Nephrology, Izmir - Turkey, 2 Dokuz Eylul University, Medical Faculty,
Department of Pediatrics, Izmir - Turkey

Introduction: Urinary system ultrasonography (USG), voiding
cystourethrography (VCUG) and Tc-99m dimercapto-succinic acid
(DMSA) scintigraphy are three main imaging methods in identifying
CAKUT after urinary tract infection (UTI). The guidelines regarding
the selection of these imaging methods in determining CAKUT after
UTI have changed in time. In this study, it was aimed to establish the
priority of imagingmethods in determining CAKUTafter childhoodUTI.
Patients and Method: The files of children followed-up with UTI aged
between 0-18 at our clinic were examined retrospectively. USG, VCUG
and DMSA scintigraphy results of patients’ urinary system were evaluated
in defining CAKUTand renal impairment. Primary grade I-II vesicoureteral
reflux (VUR) or isolated hydronephrosis were defined as mild, on the other
hand, other all anomalies were defined as severe CAKUT.
Results: At least one imaging study had been applied to a total of 230
patients following UTI. Of the patients, 40 were males (17,4%) and 190
were females (82,6%). Their average diagnosis ages were 54.28±47.51
months. All patients were applied USG and 60 of them (26,1%) were
abnormal. A total of 127 patients (55%) were applied VCUG and
CAKUT was determined in 58 (45,6%). DMSAwas carried out for 170
patients (74%) and 55 of them (32,3%) were abnormal. CAKUT was
diagnosed in 106 patients (46%) (65 were severe). It was established that
in determining CAKUT; DMSA+USG, VCUG+USG had higher suscep-
tibility (95,2% and 86,2% respectively) and specificity (86,9% and 55,1%
respectively).
Conclusion: DMSA+USG compared to VCUG+USG are more reliable
in establishing CAKUT following UTI. Therefore, DMSA can be more
convenient to give priority in identifying CAKUT for imaging after UTI.

IPN11185-87 NON-GENETIC CONGENITAL AND INFANTILE
NEPHROTIC SYNDROME: NEW DIAGNOSTIC AND
THERAPEUTIC MANAGEMENT.

J. De Guillebon, T. Khalifeh, G. Deschenes, O. Niel
1 Hôpital Robert Debré - 48, boulevard Sérurier - 75019 Paris - France

Introduction: 30% of congenital and infantile nephrotic syndromes
(CINS) are not caused by a genetic mutation (Hinkes et al., 2007). Non-
genetic CINS (NGCINS) is a poorly characterized entity. No clear guide-
lines can be found in terms of diagnosis, prognosis and treatment of
NGCINS patients. Noteworthy, NGCINSmorbidity andmortality remain
high, which makes it an important issue in Pediatric Nephrology
(Trautmann et al., 2015).
Material and methods: This multicentric retrospective cohort study in-
volved 13 paediatric nephrology departments across France. 38 NGCINS
patients, diagnosed between 1965 and 2017, were analysed.
Results: 33 patients were treated with steroids. 13 were steroid-
sensitive (SS). 20 patients were primary steroid-resistant (SR); 17
SR patients were treated with immunosuppressive therapy; 7 remained
proteinuric. 2 of the latter died, 3 others evolved to ESRD with 2 kidney
transplantations.
5 patients had no steroid treatment; 3 had spontaneous remission, including
one patient with anti-NEP antibody; 1 patient had persistent proteinuria
evolving to ESRD and kidney transplantation; another patient presented a
positive CMV PCR and was successfully treated with valganciclovir.
A sub-group analysis showed that pathology results were similar between
SS and SR patients; morbidity and mortality were higher in the SR group.
Morbidity and mortality were also higher in patient diagnosed before 3
months of age, with increased ESRD.
Conclusions: The following conclusions can be drawn:
- CMV PCR should be proposed to every CINS patient; valganciclovir
treatment should be used in case of positivity.
- 30-day oral steroid treatment should be initiated early.
- Renal biopsy does not provide significant diagnostic or prognostic
information.
- Genetic testing should be proposed early to CINS patients.
- Intensive immunosuppressive treatments should be initiated early for
SR NGCINS patients; multiple lines of treatment could be used.
References:
Hinkes et al. 2007.
Trautmann et al. 2015.

IPN11188-90 RENALCOMPLICATIONS OFACETAMINOPHEN
INTOXICATION AT THE PAEDIATRIC EMERGENCY ROOM

E. Whelan 1, A. Lahoche 2, D. Djeddi 3, F. Broux 4, A. Pons 1, C.
Pietrement 1
1 CHU Reims, Reims - France, 2 Hôpital Jeanne de Flandre, Lille -
France, 3 CHU Amiens, Amiens - France, 4 CHU Rouen, Rouen - France

Introduction: Renal impairment (RI) in acetaminophen intoxication is un-
common and little known. RI can develop in the absence of liver injury. The
mechanism of renal toxicity is unclear and several hypotheses have been
raised. Renal failure is secondary to tubular damages that can lead to acute
tubular necrosis requiring hemodialysis. Our work reports a series of pediatric
cases of acetaminophen poisoning and we focused on kidney failure.
Material and methods: This is a retrospective multicenter study in
France (Amiens, Lille, Reims and Rouen). We analyzed acetaminophen
intoxication records over a period from January 2016 to December 2017
in children under 18 years of age.
Results: We included 255 patients, 49.4% acetaminophen intoxications
alone and 50.6% poly-drug intoxications (including acetaminophen).
There were 16 cases (6.3%) of renal impairment, 3 in the group of acet-
aminophen alone and 13 in the group of poly-drug. The RI is significantly
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associated (p = 0.018) with ingestion of acetaminophen with other drugs.
The RI is isolated in most cases without associated cytolysis (p = 0.02).
Conclusion: Acetaminophen poisoning can lead to renal impairment.
The risk is increased in poly-drugs poisoning, frequent in voluntary poi-
soning. It is therefore important to be aware of this complication to look
for it systematically in a context of acetaminophen poisoning.

IPN11189-91 HYDROCHLOROTHIAZIDE TREATMENT IN
P E D I AT R I C PAT I E N T S W I T H I D I O PAT H I C
HYPERCALCIURIA: TREATMENT EFFICACY AND SIDE
EFFECTS

M. Torun Bayram 1, A.M. Ozcelik 2, G. Yildiz 1, S. Kavukcu 1, A. Soylu 1

1 Dokuz Eylul University, Medical Faculty, Department of Nephrology1,
Pediatric Nephrology, Izmir - Turkey, 2 Dokuz Eylul University, Medical
Faculty, Department of Nephrology1, Pediatrics, Izmir - Turkey

Introduction: Hydrochlorothiazide (HCTZ) treatment is frequently used
to reduce hypercalciuria, especially in pediatric patients with idiopathic
hypercalciuria (IH). However, its negative effects on metabolic parameters
and serum electrolyte levels have been known for many years. In this study,
we evaluated the efficacy and side effects of HCTZ treatment in children.
Patients and Methods: In our clinic, the files of patients who were
diagnosed with IH and were treated with HCTZ between January 2010
and December 2018 were evaluated retrospectively in terms of age of
diagnosis, duration of drug use, serum electrolyte, blood glucose and lipid
levels, and urinary calcium levels before and after treatment.
Results: A total of 44 (32 male) children with IH were treated with
HCTZ. The mean age and duration of drug use were 81.34 ± 45.74 and
10.64 ± 9.55 months, respectively. Thirty (68%) of the patients were
accompanied by renal stone. The mean urinary calcium levels (mg/kg/
day) of patients after HCTZ treatment decreased significantly (7.84±2.65
vs. 2.9±1.16, p <0.001) and urinary calcium level in 37 (84%) patients
regressed normal level (<4 mg/kg/day). Eleven (37%) patients with renal
stones were not observed renal stones. However, hypercalciuria was re-
peated after cessation of treatment in 18 (48%) patients with IH. When
serum electrolyte, blood glucose and lipid levels were compared, only
potassium level was lower after treatment (4.36±0.43 vs 4.11±0.60,
p=0.022). However, 2 patients (5%) had hyperuricemia, 4 (9%) had
hypopotasemia and 5 (11%) had hyperlipidemia after HCTZ treatment.
Conclusion: Although HCTZ treatment is an effective treatment in re-
ducing urinary calcium levels in pediatric patients with IH, this effect is
greatly reduced after discontinuation of treatment. Metabolic and electro-
lyte disturbances are not common in pediatric patients with IH who re-
ceive HCTZ treatment, but more frequent monitoring of blood potassium,
uric acid and lipid levels may be appropriate.

IPN11190-83 TWO DIFFERENT FACES OF IGA NEPHROPATHY
AFTER KIDNEY TRANSPLANTATION

E. Soyaltin 1, G. Erfidan 1, B. Kasap Demir 2, S. Arslansoyu Camlar 1, D.
Alaygut 1, G. Diniz 3, F. Mutlubas 1

1 University of Health Sciences Izmir Tepecik Training and Research
Hospital, Department of Pediatrics, Division of Pediatric Nephrology -
Turkey, 2 Izmir Katip Celebi University, Department of Pediatrics,
Division of Pediatric Nephrology and Rheumatology - Turkey - Turkey,
3 University of Health Sciences, Izmir Tepecik Training and Research
Hospital, Department of Pathology - Turkey

Introduction: Herein, we aimed to present two patients with end-stage
renal disease, IgA nephropathy and posterior urethral valve, as recurrent
and de novo IgA nephropathy after observing IgA nephropathy.
Case 1: The patient was diagnosed with end-stage renal failure due to poste-
rior urethral valve andmultiple renal scarswas transplanted from the cadaveric

donor two and a half years ago. In the second year of follow-up, nephrotic
range of proteinuria (70 mg/m2/hour) was detected and the graft biopsy was
performed. Focal mesangial proliferation, interstitial fibrosis and tubular atro-
phy were detected. Immunofluorescence microscopy revealed mesangial IgA
and C3 depositions. The patient was investigated for the possible etiologies of
secondary IgA nephropathy, and all etiologieswere excluded. The patient was
diagnosed as post-transplant de-nova IgA nephropathy.
Case 2:A 17-year-old girl diagnosed with end-stage renal failure secondary to
IgA nephropathy, was transplanted from her father. While there were nonspe-
cific findings in the protocol biopsy in the first year of transplantation, global
sclerosis was found in 4 of 15 glomeruli, diffuse mesengial proliferation and
endocapillary cell proliferationwere observed in 11glomeruli in the secondyear
protocol biopsy. Immunofluorescence microscopy showed 3 IgA and +2 C3
depositions. TheMESTscorewas 3 but her graft functionswere at baseline and
had no proteinuria. The patient was diagnosed as recurrent IgA nephropathy.
Conclusion: IgA nephropathy is a glomerulopathywith a high recurrence
rate after transplantation. The close clinical follow up with protocol bi-
opsies is important for graft survival for patients with primary IgA ne-
phropathy. There was no similar case in the literature regarding the de-
velopment of post-transplant de-novo IgA nephropathy as the first case.
The de-novo glomerular diseases after transplantation should be consid-
ered as a possible pathology in the patients with non-glomerular disease,
but secondary etiologies should be excluded.

IPN11191-84 COENZYME Q10 INDUCED PARTIAL
REMISSION IN A CHILD WITH COQ2 NEPHROPATHY

J. Zieg 1, M. Dluholucky 2, O. Cinek 3, S. Stolbova 1, M. Bezdicka 1

1 Department of Pediatrics, 2nd Faculty of Medicine, Charles University
in Prague - Czech Republic, 2 Banská Bystrica Children's University
Hospital, Nám. L Svobodu 4, 974 09, Banská Bystrica - Slovakia,
3 Department of Paediatrics, 2nd Faculty of Medicine, Charles
University in Prague - Czech Republic

Introduction: Steroid-resistant nephrotic syndrome (SRNS) is a rare kid-
ney disease. Monogenic forms of SRNS appear in 30 - 40 % of affected
children. Primary coenzyme Q10 (CoQ10) deficiency is a disorderder
which can affect various organs including kidneys. Recessive causative
variants in COQ2 are connected to isolated SRNSwith childhood onset –
COQ2 nephropathy. Previous studies suggested successful treatment of
COQ2 nephropathy by CoQ10 substitution. This study describes further
case of remission maintenance by CoQ10 substitution in a pediatric pa-
tient with COQ2 nephropathy.
Methods: The affected girl was included in Czech and Slovak SRNS pae-
diatric study published in 2018 (Bezdíčka et al. Pediatr Nephrol. 2018
Aug;33(8):1347-1363). DNA samples were first analysed by Sanger se-
quencing for the most causative SRNS genes (NPHS1, NPHS2,WT1), then
the negative samples were analysed by next-generation sequencing (NGS)
using a targeted panel of 48 previously SRNS-associated genes.
Results:The index patient with nephrotic syndrome showed normal renal
function (GFR: 123 mL/min/1.73m2), hypoalbuminemia (32 g/L) and
nephrotic proteinuria (3.25 g/m2/day) at the disease onset (one year of
age). The growth and psychomotoric development were normal. Renal
biopsy revealed focal segmental glomerulosclerosis. The first-line treat-
ment by prednisone was ineffective, lately added cyclosporine A signif-
icantly reduced proteinuria. Genetic testing revealed previously described
homozygous likely pathogenic variant (c.683A>G, p.Asn228Ser) in
COQ2 gene. The combined therapy was immediately switched to
CoQ10 monotherapy (15 mg/kg/day) with gradual reduction of protein-
uria and remission maintenance with continued CoQ10 substitution.
Conclusion:Our results underline the benefits of NGS in SRNS pediatric
patients, which may lead to individual effective therapy. Oral CoQ10
supplementation seems to be effective in most of the cases with CoQ10
deficiency. This case report supports the effectivity of CoQ10 substitution
therapy in patients with COQ2 nephropathy.

Pediatr Nephrol (2019) 34:1 –8 01 22 2 6 2029



IPN11193-86 THE FOLLOW-UP RESULTS OF RENAL
TRANSPLANT RECEIVER CHILDREN UNDER AGE FIVE

G. Yildiz 1, A. Soylu 2, M. Torun Bayram 1, B. Kocak 3, A. Nayir 4, A.
Dinckan 5, O. Ozkaya 6, S. Kavukcu 2

1 Dokuz Eylul University Medical Faculty, Departments of Pediatrics,
İzmir - Turkey, 2 Dokuz Eylul University Medical Faculty, Departments
of Pediatrics,İzmir - Turkey, 3 Memorial Hospital,Departments of
General Surgery, İstanbul - Turkey, 4 Memorial Hospital,Departments
of Pediatrics , İstanbul - Turkey, 5 İstinye University Medical Faculty,
Departments of General Surgery, İstanbul - Turkey, 6 İstinye University
Medical Faculty, Departments of Pediatrics , İstanbul - Turkey

Introduction: The gold standard treatment of end stage renal failure (ESRF)
in children is renal transplantation (RTx). RTx enables a better life quality and
longer survival than dialysis treatment. 20%of all RTx are applied to children
under age 5. Renal failure is a serious cause of growth retardation for children
in this age group and growth and development accelerate via RTx. On the
other hand, these children are considered as high risk group for RTx since
they are prone to postoperative complications due to their small sizes.
Particularly vascular complications account for a critical problem.
Patients and Method: The medical records of a total of 8 patients under
age five (6 males, 2 females) followed-up owing to chronic kidney failure
at Dokuz Eylül University Medicine Faculty Child Nephrology Clinic
and applied renal transplantation between 2013-2018 were examined
retrospectively. The primary diagnoses of patients were determined by
their age in the course of RTx, height SDS values and creatinine clear-
ances, posttransplantation complications and height SDS changes.
Results: The mean RTx age and follow-up duration were 27.3±13.8 and
26.4±16.9 months. Donor type of all patients were living donors. The
causes of ESRF were congenital urinary anomaly, congenital nephrotic
syndrome, nephrophthisis. The mean body weight in RTx were 10.1±2.9
kg. None patients had surgical complication, graft loss related to vascular
thrombosis, acute rejection. Recurrent UTI and VURwere appeared in four
patients. On the 36th month, the mean creatinine clearance (4 patients) was
117±24 ml/min/1.73m2. Height SDS after transplantation was significantly
higher than before transplantation (-2.1±1.3 vs 0.7±0.9, p=0.043).
Conclusion: Most children applied RTx under age five have urological
diseases such as dysplasia and obstructive uropathy. Postoperative ureter
complications (stenosis, reflux) are seen frequently in these little children.
The long-term renal functions of these patients are well, this is likely
associated with that living relative donors are used.

IPN11194-87 QUALITY OF LIFE AND MENTAL HEALTH
EVALUATION IN PEDIATRIC CKD PATIENTS AND THEIR
PRIMARY CAREGIVERS

R. Abrao, G. Souza E Silva, M. Lopes, A. Ferraro, V. Koch
Dept Pediatrics University of Sao Paulo - Brazil

Introduction: Pediatric chronic kidney disease (CKD) patients’ life ex-
pectancy has improved but CKDmanagement imposes heavy burdens on
both the patients´ and primary caregivers´ (PC) quality of life (QoL),
which may affect their mental as well as their physical health.
Material and methods: The present study aimed to evaluate QoL and
mental health of patients aged 8-18 years, with CKD stages 3 to 5, and their
PC. QoL was assessed by PedsQL 4.0, PedsQL ESRD and SF-36 (PC),
patients’ psychosocial aspects were assessed by CBCL and YSR scales and
PC’s mental health by MINI. A total of 80 patients/ PCs were evaluated,
divided into 3 groups,: G1 – CKD 3/4, G2 – dialysis, G3– Transplantation.
Results: QoL average, by PedsQL 4.0 and PEDSQL ESRD showed
lower values in G2, by patients’ self-evaluation and their PCs. CBCL/
YSR scales showed worse scores in G1 pts and better scores in G3 pts,
predominant findings were related to anxiety and depression. SF36 scores
showed lower results for G3 PC, and better results in G2PC. MINI`s,

most frequent diagnoses were Generalized Anxiety Disorder and Major
Depressive Episode, both showed a strong correlation with lower SF36
scores for general, physical and mental health. SF-36 assessment proved
to be very sensitive to detect mental health issues in PC.
Conclusions: The study confirms that pediatric CKD affects QoL and
mental health of the patients and their PCs differently depending on the
stage of the disease. Routine evaluation of the PC QoL and mental health
status should be included in our management routine to help them cope
with the demands of their children`s disease, family and professional
issues.

IPN11195-88 CHILDHOOD NEPHROTIC SYNDROME IN UYO,
NIGERIA: CHALLENGES OF MANAGEMENT IN A
RESOURCE LIMITED SETTING

E.E. Ikpeme, O.T. Dixon-Umo
University of Uyo Teaching Hospital,Uyo - Nigeria

Abstract
Background: Childhood nephrotic syndrome is a common glomerular
disorder with massive proteinuria. Interplay of sociodemographic factors,
variation in clinical presentation, steroid responsiveness and access to
steroid-sparing therapy has remarkable impact on its outcome especially
in resource-limited settings.
Methods:Data was obtained from the renal register of the paediatric renal
unit of the University of Uyo Teaching Hospital, Uyo, Nigeria from
January 2007 to December 2016.
Results: Study population was 55 children aged 9 months to 17 years
with a mean age of 10.1±4.7 years and peak age of 14-15 years. Males
were 36 (65.5%), females 19 (34.5%) with male: female ratio of 1.9: 1
with 64% from low socioeconomic class. Clinical features included: gen-
eralized oedema (94.5%), hypertension (67.3%), oliguria (65.5%), and
haematuria (50.9%).
Complications included pulmonary oedema and encephalopathy
(9.1% each), severe anaemia (5.5%) and primary peritonitis
(2.6%). Serum creatinine could be done in 89.1% and estimated
glomerular filtration rates were as low as ≤15mls/1.73m/min in
10.9% of patients. Aetiologic associations were: Hepatitis B
17.6%, Hepatitis C 11.8%, sickle anaemia 15% and human immu-
nodeficiency virus 5.7%. Overall, favourable steroid response
(remission) was within 7-42 days in 21(38.2%) of the patients and
17(30.9%) were steroid resistant. The remaining 17 (30.9%) did not
continue long enough in care to ascertain response to steroid thera-
py. Further remission with cyclophosphamide occurred in 7/17
(41.2%) of the steroid resistant group. Of the 13(23.6%) patients
who required renal replacement therapy, only 5/13 (38.5%) could
afford between two and eight sessions of haemodialysis and 2/5
(40%) recovered renal functions.
Conclusion: Financial constraint contributed remarkably to the poor out-
come and subsidized treatment of childhood nephrotic syndrome in our
locale is therefore recommended.

IPN11198-91 CORRELATION OF SATURATION USING NIVH
MONITORING VS GOLD STANDARD MEASURED CO-
OXIMETER IN PEDIATRIC HEMODIALYSIS

A. Idrovo 1, J. Geer 2, C. Solomon 2, S. Swartz 2, S. Devaraj 3, A. Akcan
Arikan 2, S. Poyyapakkam 2

1 Baylor College of Medicine / Texas Childrens - United States, 2 Texas
Childrens - United States, 3 Baylor College of Medicine - United States

Introduction: Non-invasive hematocrit monitoring (NIVH) during
pediatric hemodialysis (pedHD) provides real time changes in he-
matocrit, blood volume and calculated saturation. The latter has

Pediatr Nephrol (2019) 34:1 –8 01 22 2 62030



been proposed to indicate changes in tissue oxygen consumption. It
is unknown how well calculated saturations approximate co-
oximeter measured oxygen saturation (mO2sat). We aimed to assess
the accuracy of NIVH compared to mO2sat.
Methods: Prospective study in 14 patients <21 years old with more than
90 days on HD, on room air, without congenital heart disease. HD access
was AVF in 4 pts and IJ catheters in remainder. Pulse oximetry (spO2),
was continuously monitored; mO2sat was measured and NIVH values
collected at the start, middle and end of HD treatment.
Results: A total of 42 dyad measurements were obtained. NIVH had
excellent correlation with mO2sat (R = 0.91, p<0.0001) overall as well
as pre, mid and post HD (R=0.91-0.93, p<0.001). This was true whether
the access was AVF or a catheter. Bland Altman analysis showed mean
difference of -6.929 (CI -9.070 to -4.787). This difference was present
pre, mid as well as post HD, though the smallest difference was at the end
of HD (diff= -4.714(CI -8.442 to -0.986)). Continuous monitor of spO2
showed no hypoxia.
Conclusion: NIVH gives useful information as it correlates well
with mO2sat but yields lower values. The difference between the
two values was noted to be smallest at the end of HD. As correlation
was independent of access, future studies can include NIVH to in-
vestigate central venous O2 saturations and tissue oxygen consump-
tion in pedHD pts.

PN11200-75 EVALUATION OF PATIENTS RECEIVING
URINARY SYSTEM STONE DISEASE IN OUR PEDIATRIC
NEPHROLGY CLINIC 2016

I. Unal, N. Kucuk, Y. Akin
Kartal Dr.Lutfi Kırdar Training and Research Hotel İstanbul - Turkey

Aim: Urinary tract stone disease is an important clinical problem
with increasing incidence in children. In order to reduce morbidity,
it is very important to determine the etiologic factors in the early
period and start treatment. In our study; children aged 0-18 years
who were diagnosed as urolithiasis in 2016 in the pediatric nephrol-
ogy clinic were examined. We aimed to uncover the urinary tract
stone disease data of our region.
Materials and Methods: Demographic data, medical history, clini-
cal status, etiologic factors, laboratory data, radiological findings
and treatment modalities of 255 patients were evaluated.
Results: 133(52.14%) of the cases were male and 122(47.84%)
were female. The mean age of the girls was 4.51 ± 4.24 years,
boys was 4.05 ± 4.09 years, the mean age of all children was
4.27 ± 4.16 years. Age distributions of the patients were as
followed:0-2 years 118 patients(46,09%), 2-5 years 44 pa-
tients(17,19%), and> 5 years 94(36,72%). Urolithiasis was noted
in 53(20,70%) patients' grade 1 relatives, 96(37,50%) patients'
second degree relatives and 8(3,13%) childrens third degree rela-
tives. In the 0-2 ages group, the most frequent complaints were
restlessness and abdominal pain; and/or flank pain in other age
groups. While hypocitraturia was the most common metabolic
disorder found in 81(31.64%) patients; hypercalciuria was found
in 40(15.63%) patients, whereas 9(3.52%) patients had
hyperoxaluria, 2(0.78%) had cystinuria and in 2(0.78%) children
cystinosis were found.
Conclusions: Prevelance of urinary tract stone disease is increasing
in children. Patients with prematurity, anatomic and metabolic dis-
orders and history of urinary stone disease in the family should
especially be examined for urolithiasis. Unlike adults, metabolic risk
factors are the basis for stone formation in children. Metabolic
screening should therefore be performed in patients with urolithia-
sis. Early diagnosis is crucial in reducing morbidity since diagnosis
and delay in treatment can lead to renal parenchymal damage and
renal failure.

IPN11201-76 A RARE CAUSE OF HYPERTENSION IN
CHILDHOOD: PARAGANGLIOMA

E. Soyaltin 1, D. Alaygut 1, A. Kanik 2, B. Eroglu Filibeli 3, C. Alparslan 4,
O. Yavascan 5, F. Mutlubas 1, S. Arslansoyu Camlar 1, B. Kasap Demir 6
1 University of Health Sciences Izmir Tepecik Training and Research
Hospital, Department of Pediatrics, Division of Pediatric Nephrology -
Turkey, 2 Izmir Katip Celebi University, Department of Pediatrics -
Turkey, 3 University of Health Sciences Izmir Tepecik Training and
Research Hospital, Department of Pediatrics, Division of Pediatric
Endocrinology - Turkey, 4 Diyarbakır Women's and Children's Hospital
- Turkey, 5 Istanbul Medipol University Department of Pediatrics,
Division of Pediatric Nephrology - Turkey, 6 Izmir Katip Celebi
University, Department of Pediatrics, Division of Pediatric Nephrology
and Rheumatology - Turkey

Introduction: Paraganglioma is a non-adrenal localized tumor originat-
ing from neuroendocrine cells associated with the sympathetic or para-
sympathetic nervous system. It is rarely seen in children and causes non-
specific symptoms such as hypertension, tachycardia and headache due to
increased catecholamine release. Herein, we presented a case with
paraganglioma, a rare etiology of hypertension.
Case: A 15-year-old girl was admitted to ophthalmology department
with severe headache and blurred vision. Hypertension and papillary
edema was detected in physical examination and she was referred to
our clinic. It was learned that the patient was admitted to another
center for headache and perspiration attacks for the last one year,
palpitation and abdominal pain episodes for the last two months, cra-
nial and thoracic computed tomography was performed due to her
symptoms and demonstrated a large mass at T5-T7 levels. On physi-
cal examination her blood pressure was 170/95 mm/Hg (99percentile:
144/94 mm Hg) and cardiac beat was 90/min. Complete blood count,
liver and kidney function tests, electrolytes and thyroid function tests
were normal . Left ventricular hypertrophy and grade-2 hypertensive
retinopathy were detected as end-organ damage. Her blood pressure
was controlled with enalapril (0.4 mg/kg/day), metoprolol (2 mg/kg
/day) and nifedipine (0.3 mg/kg/day). The 24-hours urine
vanilmandelic acid/creatinine: 36.6mg/day (N:0-9), normetanephrine:
11847 μg/day (N, 103-390), methanephrine: 135 36g/day (N, 30-
180). Thoracic-abdominal MRI revealed 3,7x5x5 cm well-
circumscribed mass extending between the vertebrae to the neural
foramina. No metastasis was detected in ATEGa-DOTATATE PET/
CT. In order to prevent malignant hypertension in the perioperative
period, antihypertensive treatment was regulated as doxazosin (2 mg/
day), nifedipine (0.3 mg/kg/day) and atenolol (1 mg/kg/day). Blood
pressure was under control and the patient was operated.
Paraganglioma was detected with histopathological examination.
Results: Although paraganglioma is a rare cause of childhood hyperten-
sion, it should be considered in the etiology of hypertensive patients
presenting with nonspecific findings.

IPN11204-79 C3 LEVELS AND ACUTE OUTCOMES IN SHIGA-
TOXIN RELATED HEMOLYTIC UREMIC SYNDROME

A. Balestracci, L. Meni Battaglia, I. Toledo, M.L. Beaudoin, C. Alvarado
Hospital General de Niños Pedro de Elizalde, Buenos Aires - Argentina

Background: The correlation between complement activation and sever-
ity of hemolytic uremic syndrome related to Shiga-toxin-producing
Escherichia coli (STEC-HUS) has been examined in some studies, with
conflicting results. We investigated whether C3 levels on admission are
associated to worse acute outcomes.
Methods: Demographic, clinical and laboratory variables were com-
pared between dialyzed and non-dialyzed patients and between those
with or without extra-renal complications. Univariate and
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multivariate analyses were performed; odds ratio (OR) and 95% con-
fidence interval (95%CI) were calculated. C3 concentrations were
correlated with dialysis length (Spearman test) and ROC curves with
area under the curves (AUC) were calculated to identify C3 concen-
trations able to discriminate patients with dialysis requirements and
complicated course.
Results: Among 49 children 33 had normal and 16 had decreased
C3 concentrations. Predictors of dialysis were high hemoglobin,
lactic dehydrogenase, urea and creatinine and low albumin, sodium,
C3 and C4 concentrations at admission; but only creatinine
remained significant (p=0.03, OR 2.1, 95%CI 1.34–2.7) in the mul-
tivariate analysis. Patients with complicated course presented higher
leukocyte count, hemoglobin and lactic dehydrogenase and lower
albumin, sodium, C3 and C4. In the multivariate analysis, leukocyte
count (p=0.02, OR 2.6, 95%CI 1.4–4.3) and C3 concentration
(p=0.039, OR 1.7, 95%CI 1.1–2.73) were independent predictors
of complicated disease. C3 levels correlated with dialysis length
(r=−0.42, p=0.002), nevertheless they were unable to predict dialy-
sis requirement (AUC=0.25, 95%CI 0.11-0.38) and extra-renal com-
plications (AUC=0.24, 95%CI 0.11-0.4).
Conclusion: Our study suggests that decreased C3 levels at admis-
sion are associated with a more complicated STEC-HUS episode.

IPN11205-80 GENETIC LINKAGE ON THE X CHROMOSOME
IN FAMILIAL MEMBRANOUS NEPHROPATHY

M.L. Downie 1, S. Gupta 1, M.C. Tekman 2, C. Cheshire 1, C. Licht 3,
L.A. Robinson 3, M.Munoz 4, A.M. Aris 5, I. Al Attrach 6, D.P. Gale 1, H.
Stanescu 1, R. Kleta 1, D. Bockenhauer 1
1 University College London, Department of Renal Medicine, London -
United Kingdom, 2 University of Freiburg, Department of Computer
Science - Germany, (3) The Hospital for Sick Children, Toronto -
Canada, 4 Hospital Vall d'Hebron, Barcelona - Spain, 5 Hospital Sant
Joan de Deu, Barcelona - Spain, 6 Tawam Hospital, Department of
Pediatrics, Al Ain - United Arab Emirates

Introduction:Membranous nephropathy (MN) is the most common
cause of nephrotic syndrome in adults and is a leading cause of
end-stage renal disease due to glomerulonephritis. MN has a strong
male predominance, yet currently associated genetic loci are all
located on autosomes. Identification of a risk locus(i) on the X
chromosome could help explain why males are predominantly
affected.
Materials & Methods: Two families with a total of 5 members
across 4 generations affected by primary MN had genotyping
performed via high-density SNP chip, and serum was sent for
anti-PLA2R antibody testing. An additional 12 unaffected family
members were also genotyped via SNP chip. All affected mem-
bers were male and connected through the maternal line, indica-
tive of X-linked inheritance. Genome-wide multipoint parametric
linkage analysis using a model of X-linked and autosomal reces-
sive inheritance was conducted in both ALLEGRO© and
MERLIN©. Chromosomal regions were considered suggestive
for linkage if the logarithm of the odds (LOD) score was ≥1.5
due to the lower number of recombination events on the X
chromosome.
Results:Anti-PLA2R testing was negative in all affected family mem-
bers. Linkage analysis revealed the highest LOD score (1.505) on the
X chromosome over an area of approximately 10 Mbp in length
(41.303 to 51.360 Mbp). There was no further linkage across the
remainder of the genome.
Conclusions: Our study suggests linkage of familial membranous ne-
phropathy to chromosome Xp11.3-p11.22. Inclusion of further fami-
lies affected by MN would enhance our exploration of this promising
genomic region, and we would welcome any such collaboration.

IPN11206-81 CYCLOSPORIN-INDUCED ENDOTHELIAL
INJURY & COMPLEMENT ACTIVATION IS CAUSED BY
IMPAIRED CFH BINDING TO THE GLYCOCALYX

C.W. Teoh 1, M. Riedl Khursigara 2, V. Bruno 1, J. Li 1, L.
Robinson 1, C. Licht 1

1 The Hospital for Sick Children, Toronto - Canada, 2 The Hospital for
Sick Children, Toronto - Canada

Introduction: Calcineurin inhibitors (CNI) are associated with nephro-
toxicity, endothelial cell (EC) dysfunction and thrombotic microangiop-
athy (TMA). Evolving evidence suggests a central role for complement
dysregulation in the pathogenesis of CNI-induced TMA. However, the
exact mechanism of CNI-induced complement-mediated injury remains
unknown. We hypothesize that CNIs induce complement-mediated EC
injury and impair complement regulation on EC surfaces.
Material & methods: Complement activation (C3c, C9) and regulation
(CD46, CD55, CD59), and complement factor H (CFH) surface binding
were assessed by flow cytometry. CFH surface cofactor activity was
assessed by a surface cofactor assay. EC cytotoxicity was detected via
LDH assay. Blood outgrowth EC (BOECs) from healthy donors and an
aHUS patient with MCP mutation were incubated with cyclosporine
(CsA) and subsequently exposed to 50% normal human serum (NHS)
as source for complement. EC glycocalyx was assessed with wheat germ
agglutinin staining on confocal microscopy.
Results: The sequence of CsA incubation and 50% NHS resulted in a
dose and time dependent enhancement of EC complement deposition and
EC death, exacerbated by serum starvation and sensitization with anti-
CD59 antibody. An optimal balance of EC survival and CNI effect was
obtained with CsA 10 mcg/ml for 24 hours. CsA led to upregulation of
CD46, CD55 and CD59 on EC surface. CsA diminished the EC glyco-
calyx with subsequent decreased CFH surface binding and surface cofac-
tor activity. In further support of our in-vitro findings, MCP-deficient
BOECs exposed to CsA had significantly higher surface complement
deposition compared to healthy controls.
Conclusion: Our findings suggest a role for complement-mediated
EC injury induced by CsA, with CFH surface dysregulation playing
a key role in CsA-induced complement activation on EC surfaces.
MCP-deficient BOECs were genetically predisposed to be more sus-
ceptible to CsA-induced endothelial complement deposition. CsA-
induced abolishment of EC glycocalyx may be the key mechanism
leading to alternative pathway dysregulation, and warrants further
studies.

IPN11207-82 ANTIBIOTIC RESISTANCE PATTERNS IN
HOSPITALIZED UTI CHILDRENWITH CAKUT

R. Isac 1, S. Steinsiek 2, R. Stroescu 1, A.M. Ardelean 1, M. Gafencu 1,
G.S. Doros 1

1 University od Medicine and Pharmacy Timisoara, Department of
Pediatrics - Romania, 2 University od Medicine and Pharmacy
Timisoara - Romania

Introduction: Urinary tract infections (UTI) are one of the most
frequent infections in pediatric patients. Children with Congenital
Anomalies of Kidney and Urinary Tract (CAKUT) are prone to
develop recurrent UTI. The aim of the study is to evaluate antibiotic
resistance of uropathogens in pediatric CAKUT.
Matherial and methods:We analyzed 91 CAKUT patients and iden-
tified 266 positive urine cultures over a 4-year period (2014-2018).
Inclusion criteria: age between 1 month and 18 years, presence of
CAKUT and positive urine culture. We excluded patients with sec-
ondary Hydronephrosis. Urine cultures and antibiotic susceptibility
were performed according to standardized protocol and method. All
data was processed using Microsoft Office Excel.
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Results: 84.61% of patients had between 1 and 4 episodes of UTI,
while 4,39% had over 10. Annual distribution shows lower prev-
alence of E. Coli in 2018 compared to 2014, while Klebsiella and
Enterococcus increase in frequency during years. Recurrent UTI
were found in children with high grade vesico-ureteral reflux
(VUR). The most frequent uropathogen was E. Coli (101 urine
cultures, 38%), followed by Klebsiella (20%), Enterococcus (15%)
and Proteus (8%). In 2014 E. Coli antibiotic resistance was high
for Ampicillin (92%), oral cephalosporins (up to 67%) and none for
Piperacilin/Tazobactam and had annual increased rates, reaching
97% for Ampicillin, 100% for oral cephalosporins and 67% for
Piperacillin/Tazobactam in 2018. Klebsiella gained resistance over
the years for Cephalosporins (from 33% in 2014, up to 90% in 2018
for Ceftriaxone). Vancomycin is best treatment for Enterococcus.
Aminoglycosides and Carbapenems remain valid treatment, as resis-
tance remains low, 10% for E.Coli and 30% for Klebsiella.
Conclusions: Intensive misuse of empirical antibiotics leads to
increased antibiotic resistance and fully resistant strains. Highly
resistant strains are a threat for CAKUT patients and most defi-
nitely for our own society.
Keywords: antibiotic resistance, urinary tract infection, CAKUT,
uropathogen

IPN11210-76 NAIL-PATELLA SYNDROME PRESENTING
WITH STEROID-RESISTANT NEPHROTIC SYNDROME:
CASE REPORT

B. Uzun Kenan 1, B. Buyukkaragoz 1, R. Beyoglu 2, S. Bakkaloglu 1

1 Gazi University Faculty of Medicine, Department of Pediatric
Nephrology, Ankara - Turkey, 2 Gazi University Faculty of Medicine,
Department of Pediatric Radiology, Ankara - Turkey

Introduction:Nail-patella syndrome (NPS) is an autosomal dominant
disease caused by mutations in the LMX1B gene. It is clinically
accompanied by nephropathy, nail dysplasia and skeletal anomalies.
The prognosis of patients is correlated with the degree of renal in-
volvement. This study presents an NPS case that presented with
steroid-resistant nephrotic syndrome and was accompanied by non-
specific orthopedic findings.
Case: The complete urine workup and renal function tests of the
16-year old female patient were found normal at an external cen-
ter when she was 4 years old with complaints of fever and ab-
dominal pain. No pathology was detected in all workups for eti-
ology. The patient was referred to our clinic when 19 mg/m2/hour
of proteinuria was found in her 24-hour urine workup that was
carried out in the 10th year of her follow-up. In the first exam-
ination of the patient at our clinic, serum albumin: 4.1 g/dl, cre-
atinine: 0.39 mg/dl. As she had 50 mg/m2/hour of proteinuria in
her 24-hour urine, ACE inhibitor was started. The nephrotic-level
proteinuria persisted her follow-up, renal biopsy was performed.
There were findings of mild thickening and mesangial prolifera-
tion in the glomerular basal membrane in the biopsy. In follow-up
magnetic resonance imaging (MRI), it was observed that the left
and right patella was dislocated towards the superolateral,
hypoplasic, and diffuse osteonecrosis. There were appearances of
koilonychia and triangular lunula in both thumbs of the patient.
Pelvic MRI performed for diagnostic purposes revealed typical
bilateral iliac horns, the patient was clinically diagnosed with
NPS. We are waiting for the results of the LMX1B gene analysis
on the specimens sent for genetic diagnosis.
Conclusion: The possibility of genetic diseases should be kept in
mind in pediatric cases followed-up for steroid-resistant nephrotic
syndrome. This case was presented to emphasize the importance
of studying extrarenal findings that may accompany nephrotic
syndrome.

IPN11211-77 INVESTIGATION OF URINARY PROTEIN TO
CREATININE DIPSTICK TEST IN SCHOOL URINALYSIS.

S. Okamoto 1, T. Kaneko 2, M. Tomotsune 2, Y. Morikawa 2, T.
Matsuyama 3

1 Minamitama Hospital, department of pediatrics, Tokyo - Japan, 2 Tokyo
Metropolitan Children’s Medical Center, Clinical Research Support
Center, Tokyo - Japan, 3 Fussa Hospital, Department of Pediatrics,
Tokyo - Japan

Introduction:Annual school urinalysis has been operated for 50 years in
Japan, and it is speculated to be improving the outcomes of chronic
nephritis. The proteinuria is usually examined with spot protein dipstick
test in school urinalysis, however its false positives in concentrated urines
and false negatives in diluted urines are indicated. Urinary protein to
creatinine ratio (U-P/Cr) is indicated as gold standard in evaluating dairy
protein excretion in urine, however evaluating its actual value is not
inappropriate in cost as school urinalysis are the screening tests. U-P/Cr
dipstick test has been developed these days, and its efficacy in pediatric
field and school urinalysis are controversial.
Method: 1st morning urines, brought into the Tokyo Health
Service Association from Ota city area in Tokyo for the school
urinalysis are evaluated by the actual values of U-P/Cr and U-P/
Cr dipstick tests after the routinely performed school urinalysis by
dipsticks. We had analyzed with “dipstick uro-paper III11”. We
had evaluated the sensitivity and specificity of U-P/Cr dipstick
tests and compared its efficacy with the normally performed uri-
nary protein dipstick tests.
Results: 3859 of urine samples were appropriately analyzed. 80
cases (2.07%) were positive (≧150mg/gCr) with actual values of
U-P/Cr. 201 (5.20%) cases were positive (≧150mg/gCr) with U-P/
Cr dipstick tests. 26 cases are false negative in U-P/Cr dipstick
tests, and 147 cases are false positive in U-P/Cr dipstick tests.
Sensitivity of U-P/Cr dipstick test was 67.5%, specificity was
96.1%, and positive predictive value (PPV) was 26.9%, while
sensitivity of protein dipstick test was 57.5%, specificity was
99.4%, and PPV was 68.7%.
Results: Although the U-P/Cr dipstick tests has the superiority to the
protein dipstick test in sensitivity, it has the disadvantage of producing
false positive cases.

IPN11212-78 TNF-ALPHA IS INDEPENDENTLY ASSOCIATED
WITH ANEMIA IN CHILDREN WITH CKD

K. Meza, D. Borova, S. Kimball, A. Gajjar, J. Kumar, E. Perelstein, O.
Akchurin
Weill Cornell Medical College - United States

Introduction: Anemia is a common complication of pediatric
CKD. Chronic low-grade inflammation may contribute to the de-
velopment of anemia in children with CKD, although the exact
mechanisms remain incompletely understood. TNF-alpha has been
implicated in the pathogenesis of non-CKD anemia of inflamma-
tion, while its role in the anemia of pediatric CKD has not been
elucidated.
Material & methods: Fifty-one patients (6 months – 21 years old)
with CKD stages II-IV were enrolled into this cross-sectional
study at Weill Cornell Medical Center. Cytokines were measured
on a multiplex analyzer, hepcidin was measured by ELISA. We
assessed association between variables using linear regression. P
values <0.05 were considered significant. Data presented as me-
dian [confidence interval].
Results:Themedian agewas 12.3 [7.1-17.1] years, 64.7% of cohort were
males. Median GFR was 42.3 [35.8-61.0] mL/min/1.73m2 (bedside
Schwartz formula), hemoglobin 12.0 [11.2–12.9] g/dL; 33.3% of children
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met KDIGO definition of anemia. Iron therapy was prescribed to 33.3%
of children, and ESAs to 5.9%. Median transferrin saturation was 23.0
[16.0–30.0]%, serum ferritin 61.3 [31.4–233] ng/mL, serum hepcidin
42.7 [24.01–72.07] ng/mL, TNF-alpha 4.22 [3.2-5.44] ng/mL, IL-6
0.36 [0.28-0.56] ng/mL.
Hemoglobin and hematocrit were significantly and inversely asso-
ciated with TNF-alpha in univariate and multivariate analyses (ad-
justed for age, sex and GFR). Hepcidin was directly associated
with TNF-alpha in the same analyses. No such association was
found for transferrin saturation or serum ferritin. After additional
adjustments for iron therapy and IL6, hemoglobin remained sig-
nificantly associated with TNF-alpha.
Conclusions: TNF-alpha was inversely associated with hemoglobin
in this cohort of children with CKD, independent of GFR, iron
therapy, and serum IL-6. Stimulation of hepcidin production by
TNF-alpha likely contributed to this association. While additional
studies would be required to confirm the causality, TNF-alpha may
be a promising therapeutic target in children with CKD and anemia.

IPN11213-79 OUTCOMES OF MAINTENANCE HEMODIALYSIS
(MHD) ATA CHARITABLE PEDIATRIC HEMODIALYSIS UNIT

A. Agarwal 1, A. Sinha 2, A. Parveen 3, P. Hari 4, A. Bagga 5

1 Southend Sparsh Pediatric Dialysis Center, Batra Hospital and medical
Research Center New Delhi - India, 2 Department of Pediatrics,All India
Institute of Medical sciences, New Delhi - India, 3 Southend Sparsh
Pediatric Dialysis Center, Rotary Southend Charitable Trust, New
Delhi - India, 4 Department of Pediatrics, All India Institute of Medical
Sciences NewDelhi - India, 5 Department of Pediatrics, All India Institute
of Medical sciences New Delhi - India

Background: Patients with end-stage renal disease (ESRD) require
renal replacement therapy (RRT) with MHD or ambulatory perito-
neal dialysis while awaiting transplantation. Economic issues, lim-
ited state funding for advanced healthcare and lack of trained med-
ical personnel contribute to scarce RRT facilities for children in
developing countries.
Methods: Southend Sparsh, New Delhi is an exclusively pediatric
hemodialysis unit that provides free-of-cost care to indigent pedi-
atric ESRD patients awaiting transplantation. Funds to meet costs
were generated by the Rotary Club Southend, rent-free space was
provided by Batra Hospital & Medical Research Centre and per-
sonnel training, technical support and patient care is provided by
the team at AIIMS, New Delhi. The 3-bedded unit has a pediatric
nephrologist, a dialysis technician, 3 staff nurses and a nursing
aid and runs two shifts daily, enabling RRT for up to 10 patients
at any time.
Results: Since June 2013, 7570 sessions of MHD have been per-
formed in 95 patients (67.3% boys, age 11.22±3.17 years) with
ESRD, chiefly congenital anomalies of kidney and urinary tract
(33.65%),and secondary to steroid resistant nephrotic syndrome
(23.10%) and nine patients with acute kidney injury. Temporary
and tunneled catheters in the right internal jugular vein form the chief
vascular access. Adverse events were observed in 13.0 (12.2-13.7)%
sessions; half of these were attributable to hypotension. All children
with AKI could discontinue dialysis after 8.34±10.08 sessions.
Twenty-three (24.2%) of 95 patients underwent kidney transplanta-
tion, five were initiated on ambulatory peritoneal dialysis, four were
transferred to adult units, while 11 are presently undergoing MHD.
Of 52 patients whose families decided to discontinue MHD for social
reasons, 16 children died at home.
Conclusion: Philanthropic initiatives to set up pediatric MHD units
and enhanced training opportunities for pediatricians and nurses in
related skills have potential to improve survival of children with
ESRD in developing countries.

IPN11214-80 MIDDLE AORTIC SYNDROME SECONDARY TO
ABDOMINAL AORTA HYPOPLASIA ASSOCIATED WITH
RENAL CYSTS: CASE REPORT

I. Mazzeo Turcatto 1, T.H.Mastrocinque 2, J. Hun Park 3, P. Mastrocinque
Pereira Ferreira 1, F. Pilan Ferreira De Souza 2, S. Friedlander Del Nero
Camargo 2, B. Branco Cunha Leite 2, N.A. Da Cruz 2

1 Faculdade de Medicina do ABC, Santo André - Brazil, 2 Hospital
Infantil Darcy Vargas, São Paulo - Brazil, 3 Santa Casa de
Misericórdia de São Paulo, São Paulo - Brazil

Introduction: Middle aortic syndrome (MAS) is a clinical condition gen-
erated by segmental narrowing of the abdominal or distal descending tho-
racic aorta.MASmay be congenital or secondary to retroperitoneal fibrosis,
Takayasu's Arteritis (TA), neurofibromatosis, Williams Syndrome,
fibromuscular dysplasia among others. We report a case of secondary hy-
pertension with difficult differential diagnosis, associated with renal cysts.
Material & methods: A 13 year-old boy was referred to a pediatric
nephrology outpatient clinic with severe asymptomatic hypertension
and presumptive diagnosis of TA.
Results: Physical examination revealed normal upper extremity pulses,
absent femoral, popliteal and pedicular pulses, abdominal bruit and stage
2 hypertension (upper limbs: 180/120 mm Hg; lower limbs: 120/80
mmHg). Sedimentation rate, C-reactive protein and Mantoux test were
negative. Echocardiography: concentric left ventricle hypertrophy was
observed. Computed Tomography Angiography detected progressive
narrowing of the infrarenal abdominal aorta with a critical stenotic seg-
ment and distal rechanalization by collateral vessels; subocclusion in the
origin of the left renal artery and post-stenotic dilatation; kidneys of nor-
mal size with bilateral cortical cysts. In fact, this patient had a middle
aortic syndrome secondary to a significant abdominal aorta hypoplasia
(possibly associated with fibromuscular dysplasia), severe left renal artery
stenosis and simple renal cysts, which have been associated with aortic
disease, especially aneurysms. He recently underwent left renal artery
angioplasty.
Conclusions: Patients with this condition can be misdiagnosed
since they may fulfill the EULAR/PRINTO/PRES criteria for the
diagnosis of TA. Most of them have angiographic abnormalities
of the aorta and at least one of the five nonespecific proposed
criteria. We must be very careful regarding the correct etiological
diagnosis of middle aortic syndrome because of its treatment im-
plications. The presence of renal cysts may be an alert for mon-
itoring the development of aortic aneurysms. These cases demand
long term follow-up.

IPN11215-81 VITAMIN D STATUS IN 59 CHILDREN AND
ADOLESCENTS IN REMISSION AND WITH ACTIVE
NEPHROTIC SYNDROME

P. Mastrocinque Pereira Ferreira 1, I. Mazzeo Turcatto 1, T.H.
Mastrocinque 2, M.L. De Almeida Maia 2, P. Ronsse Nussenzveig 2,
E.M. Dantas Soeiro 2, C. Assis Rosario Sahade 2, N.A. Da Cruz 2

1 Faculdade de Medicina do ABC, Santo André - Brazil, 2 Hospital
Infantil Darcy Vargas, São Paulo - Brazil

Introduction: Vitamin D-binding globulin may be lost in urine of chil-
dren and adolescents with nephrotic syndrome (NS) causing low levels of
25-hydroxi-Vitamin-D (25(OH)D). It is also established that long-term
glucocorticoid (GC) therapy may induce osteopenia. The aim of this
study was to evaluate vitamin D status in NS children and adolescents
followed at a pediatric nephrology outpatient clinic, with or without as-
sociation with proteinuria or GC use.
Material & Methods: Data from 59 patients were retrospectively
reviewed, including calcium (Ca), magnesium (Mg), phosphate (P), alka-
line phosphatase (AP), parathyroid hormone (PTH), 25(OH)D, and
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albumin. Two sets of comparison were performed: 1- patients with versus
without proteinuria, 2- patients in remission using GC versus patients
without GC use. All patients had GFR > 90ml/min (Schwartz formula).
Vitamin D classification: normal: >20ng/ml; insufficient: 12-20ng/ml;
deficient: <12ng/ml.
Statistical analysis: Mann-Whitney U; Pearson correlation.
Results: 59 patients; mean age 11.5 years; 35(59%) male. When samples
were collected, 46(78%) were in remission; 35(59%) under GC and
36(61%)were using cholecalciferol. Ca, P,Mg, AP and PTHwere normal
in all patients. Twenty patients (34%) had low levels of 25(OH)D (65%:
insufficient, 35%: deficient). 25(OH)D had a positive correlation with
serum albumin (p=0.00; r=0.5). Eight patients (35%) without proteinuria
using GC and 10 patients (77%) with proteinuria had low levels of
25(OH)D. Patients with proteinuria had lower levels of 25(OH)D when
compared to those in remission (p=0.00). Patients with remission using
GC had lower levels of Ca and 25(OH)D then those without GC use (p
<0.05).
Conclusions: Vitamin D status was insufficient or deficient in 34% of our
patients, mainly in those with proteinuria (77%) but also in patients in remis-
sion of NS under chronic GC use (35%). 25(OH)D levels must be monitored
in those groups. The doses of cholecalciferol must be individualized.

IPN11216-82 NATIONAL SURVEY OF LIVE ATTENUATED
VA C C I N E S F O R P A T I E N T S R E C E I V I N G
IMMUNOSUPPRESSIVE AGENTS OR BIOLOGICAL AGENTS

K. Kamei 1, I. Miyairi 2, K. Shoji 2, K. Ishikura 3, M. Sako 4, H. Nakamura 5

1 Division of Nephrology and Rheumatology, National Center for Child
Health and Development, Tokyo - Japan, 2 Division of Infectious
Diseases, National Center for Child Health and Development, Tokyo -
Japan, 3 Department of Pediatrics, Kitasato University School of
Medicine, Sagamihara - Japan, 4 Division for Clinical Trials,
Department of Clinical Research Promotion, Clinical Research Center,
National Center for Child Health and Development, Tokyo - Japan,
5 Clinical Research Center, National Center for Child Health and
Development, Tokyo - Japan

Introduction: Live attenuated vaccines (LAV) are contraindicated for pa-
tients receiving immunosuppressive agents (IS), although previous reports
have shown their effectiveness and safety. Our prospective study detected no
vaccine-associated infections in patients with nephrotic syndrome treated
with IS if their cellular and humoral immunological parameters were within
normal levels (J Pediatr 2018: 196; 217-222). Here, we conducted a nation-
wide survey to evaluate the present situation in Japan.
Material & methods:We sent questionnaires to pediatric centers special-
izing in kidney diseases, rheumatic diseases, liver disease, digestive dis-
eases, or kidney or liver transplantation, and examined whether they ad-
minister LAV to patients treated with IS or biological agents (primary
research).We also examined the adverse events related to the immunization
of these patients with LAV between 2013 and 2017 (secondary research).
Results: In the primary research, 415 of 480 institutes (86.5%) returned
the questionnaires. In the 330 institutes in which IS are used, 46 institutes
(13.8%) administered LAV for patients treatedwith IS. In contrast, among
the 270 institutes in which biological agents were used, only six institutes
(2.2%) administered LAV to patients treated with biological agents.
However, 66.2% of institutes stated that patients treated with IS should
be given LAV. In the secondary research, 59 of 66 institutes (89.4%)
returned the questionnaires and the data for 781 patients (1–33 years
old; median, 5 years) were collected. Vaccine-associated infections were
observed in only two patients (0.3%), both of whom suffered from
vaccine-stain varicella, although they recovered rapidly. No life-
threatening adverse events were reported.
Conclusions: In most pediatric centers, physicians would like to admin-
ister LAV to patients treated with IS. According to this nationwide survey,
immunization with LAVappears safe in patients using IS.

IPN11217-83 CLINICAL AND GENETIC FEATURES OF 10
CHINESE CHILDRENWITH GITELMAN SYNDROME

Z. Lin 1, J. Chen 2, J. Rao 2, X. Tang 2, Q. Shen 2, H. Xu 2

1 The first affiliated hospital of the University Of South China, Hengyang
- China, 2 Children’s Hospital of Fudan University, 399 Wanyuanlu,
Shanghai - China

Background: Gitelman syndrome (GS) is an autosomal recessive renal
tubulopathy caused by inactivating mutations in the SLC12A3 gene.
Although hundreds of different mutations across the SLC12A3 gene have
been reported worldwide, data from China are limited. We investigated
the genotype-phenotype relationship of Gitelman syndrome in Chinese
pediatric patients.
Methods: A total of 10 patients with clinically diagnosed GS were includ-
ed. Clinical manifestations and biochemical parameters were collected and
analyzed. Gitelman syndrome was diagnosed based on medical history,
clinical manifestations, laboratory test results. Whole-exome sequencing
was performed in these 10 children to confirm the causative genes.
Results: Weakness was the most commonly reported symptom in this
cohort of patients with GS. Diagnostic opportunities were by chance blood
tests (70%), tetany (20%), or short stature (10%). Regarding complications,
10% had short stature, 10% had experienced febrile convulsion. 70% had
somehow lower blood pressure. No patients were found with tyroid dys-
function, epilepsy or QT prolongation. Disease-causing mutations in the
SLC12A3 gene were found in ten patients. 40% patients are compound
heterozygous and 30% are homozygous for SLC12A3 mutations, but 30%
patients are found to carry only a single SLC12A3 mutation. In total, 9
distinct pathogenic mutations throughout SLC12A3were identified; 4 were
novel, including 2 missense, 1 deletion mutations,1 splicing. Among them,
T60M in exon 1 were recurrently found in four different families which is
the hot spot in Chinese patients. No CLCNKB mutations were found.
Patients with 2 mutant SLC12A3 alleles, compared with those with 1 mu-
tant allele, did not have more severe clinical and laboratory findings except
for lower plasma magnesium concentrations. Male and female patients did
not differ in their requirement for electrolyte replacements.
Conclusions: This study revealed the clinical characteristics in 10 GS
cases in Chinese pediatric patients, including prevalence of complica-
tions. Genetic screening after clinical diagnosis is essential.

IPN11218-84 GOOD OUTCOMES WITH THERAPY IN 3
CHILDREN WITH DISTAL RTA AND NEPHROCALCINOSIS
WITH ATP6V0A4 MUTATIONS

S. Hahn 1, A. Sawyer 2, D. Hahn 3, H. Mccarthy 4, A. Maxted 5, Y.M.
Wang 6, S. Alexander 3
1 Centre for Kidney Research, Children's Hospital Westmead - Australia,
2 University of Sydney - Australia, 3 Centre for Kidney Research,
Children’s Hospital at Westmead, University of Sydney - Australia,
4 Centre for Kidney Research, Children’s Hospital at Westmead -
Australia, 5 Children's Hospital at Westmead - Australia, 6 Centre for
Kidney Research,University of Sydney - Australia

Three affected children from Iraq, two brothers and a cousin presented with
failure to thrive and acidosis between the ages 2 months and 8 months of
age. The mothers of the children are sisters and the fathers are uncle and
nephew and the families are consanguineous.
All three children had significant hypercalciuria at presentation, with
grade 4 nephrocalcinosis on ultrasound. One boy has conductive hearing
loss, requiring hearing aids. Treatment was commenced with sodium
bicarbonate and potassium citrate with correction of acidosis and normal-
isation of urine calcium/creatinine ratio following 16, 15 and 9 years of
treatment respectively.
Exome sequencing identified a homozygous novel stop mutation in co-
don 18 of ATP6V0A4 Chr7: 138455941 G/A homozygote Q to nonsense
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that was present in all affected children and where the parents are
heterozygous.

All children have received oral therapy to correct acidosis and replace
potassium and bicarbonate without the need for admission and have dem-
onstrated good growth.

IPN11219-85 DOUBLE VERSUS STANDARD DOSE OF
HEPATITIS B VACCINE IN NONDIALYZED CHILDREN
WITH CHRONIC KIDNEY DISEASE

M. Kumar, H. Kumar, K. Mishra, K. Saigal
1 Chacha Nehru Bal Chikitsalaya, Delhi - India

Introduction: Children with chronic kidney disease (CKD) are at in-
creased risk of acquiring hepatitis B infection. Although, clinical guide-
lines suggest double than standard dose of HBV in patients on hemodi-
alysis or those anticipating dialysis within a year, there is no consensus on
dosages and dosing schedule of HBV in predialysis CKD population.
This study was aimed to compare seroconversion rate with standard ver-
sus double dose of HBV in non-dialyzed children with CKD.
Material and methods: This randomized controlled trial was conducted
in Department of Paediatrics, Chacha Nehru Bal Chikitsalaya, Delhi from
March 2017 to March 2019. Out of 59 children with CKD stage 2-5
between 2-14 years of age with anti-HBs titer <10U/L screened for the
study, 12 were excluded for various reasons. Finally, 47 children were
randomized in two groups: Group A (standard dose, 10 μg of HBV),
n=22 and Group B (double dose, 20 μg of HBV), n=25. Children in both
groups received 3 doses of HBVat 0, 1 and 6 months. Anti-HBs titer was
repeated one month after the last dose of HBV, with titer >10U/L was
considered as seroconversion.
Results: Forty children (n=19 in Group A and n=21 in Group B) complet-
ed the trial. All children (100%) showed seroconversion after 3 doses of
HBV, with anti-HBs titer> 100 IU/L. Mean anti-HBs titer in two groups
were not significantly different (398.9±158.3 versus 461.7±89.3 IU/L,
p=0.54). However, mean anti-HBs titer was significantly lower in children
with CKD stage 3-5 in comparison to those in CKD stage 2 (p=0.04).
Conclusion: Standard dose of HBV (10 μg) at 0, 1 and 6 months in
children with pre-dialysis CKD stage 2-5 results in adequate seroconver-
sion.More studies with larger sample size are needed to find any significant
difference in seroconversion rate in children with advanced stages of CKD.

IPN11220-77 BIOIMPEDANCE SPECTROSCOPY IN THE
EVALUATION OF HYDRATION IN PEDIATRIC PATIENTS
ON CHRONIC PERITONEAL DIALYSIS

G. Mayorga, F. Cano
Pediatrics, Universidad de Chile, Luis Calvo Mackenna Children's
Hospital, Santiago de Chile - Chile

Introduction: Cardiovascular disease is the main cause of mortality in
pediatric patients on dialysis1, and overhydration is an important risk factor.
Maintaining the optimal dryweight in children under dialysis is a challenge,
specially using clinical parameters2. In dialyzed adults, overhydration has

been successfully evaluated through multifrequency bioimpedance spec-
troscopy (BIS). In pediatric patients under peritoneal dialysis (PD) there
are only a few studies assessing fluid status with this tool. Objective: to
evaluate fluid status in PD children through BIS, and to stablish its rela-
tionship to cardiovascular parameters.
Material and methods: Cross-sectional study in children under chronic
peritoneal dialysis from a public hospital, Santiago, Chile. Overhydration
was measured by BIS (Body Composition Monitor® BCM, Fresenius
Medical Care, Germany), blood pressure (BP) by oscillometric method
and left ventricular mass index (LVMI) by echocardiography.
Results: Ten patients were included, mean age 12,3±2,2 y. Mean Kt/V
was 2,75±0,72. A positive correlation was found between overhydration
(OH) and systolic BP (R= 0,7; p=0,02) and relative overhydration adjust-
ed for extracellular water (RelOH%) and systolic BP (R= 0,63; p=0,05).
No statistical significance was shown between overhydration and LVMi
or other biochemical markers.
Conclusions: Overhydration measured through BIS show a direct corre-
lation to systolic BP. The lack of correlation with LVMi could be ex-
plained by the small number of patients included in this preliminary
experience. BIS provides an objective method to estimate fluid status
and overhydration in dialyzed children.
Reference list:
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IPN11221-78 DEFINING THE EXTENT OF HYPERTENSION
AND CHRONIC KIDNEY DISEASE IN CHILDREN WITH
ACUTE LYMPHOBLASTIC LEUKEMIA

R. Kumar, S. Reed, J. Mahan
Nationwide Children's Hospital - United States

Introduction: In recent decades, the prognosis of acute lymphoblastic
leukemia (ALL) has improved and given these better outcomes, under-
standing & managing complications associated with ALL has become
more important. The aim of this study is to define the extent of hyperten-
sion (HTN) by using 24-hour ambulatory blood pressure monitoring
(ABPM) and chronic kidney disease (CKD) in pediatric patients.
Material and Methods: This is a single center cross sectional study
conducted at Nationwide Children’s Hospital from 7/1/18 to 2/28/19.
All patients with ALL between the ages of 2-21 years and 1-5 years post
ALL diagnosis were eligible. Blood pressure (BP) was measured manu-
ally and ABPM placed on subjects ≥ 6 years. ABPM classification deter-
mined using the Ambulatory Blood Pressure Monitoring in Children and
Adolescent guidelines (1). Nocturnal dipping was determined per
American Heart Association classification (2). Glomerular filtration rate
(GFR) was calculated using bedside Schwartz and CKD-EPI creatinine
equations (2009). CKD was defined as GFR < 90ml/min/1.73m2 for ≥ 3
months. Proteinuria was defined as urine protein/creatinine ≥0.2.
Albuminuria was defined as urine albumin/creatinine > 30mg/g.
Results:A total of 45 subjects enrolled in the study, of which 21 completed
ABPMs. Of the 21 subjects that completed ABPM, 38.1% were normoten-
sive, 4.8% had nocturnal HTN, 4.8% were pre-hypertensive, 47.6% were
non-dipping, and 4.8% were extreme dipping. While, 33.3% of all subjects
had history of AKI, no patients developed CKD during the study period.
However, 24% of all subjects had either proteinuria or albuminuria.
Conclusion: Among children with ALL there is a high prevalence of
abnormal ABPM which is associated with increased cardiovascular and
cerebral ischemic events. Though the prevalence of CKD is low, these
patients had a high prevalence of proteinuria/albuminuria suggesting risk
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of developing CKD. Longer term and larger studies will be beneficial to
define predictors for these adverse outcomes.

IPN11222-79 ASSOCIATION OF FLUID OVERLOAD WITH
SEVERE HYPERTENSION (HTN) IN CRITICALLY ILL
CHILDREN

Y. Petgrave 1, J. Morris 2, A. Akcan-Arikan 1, A. Acosta 1

1 Baylor College of Medicine/Texas Children's Hospital - United States,
2 Texas Children's Hospital - United States

Introduction: Data concerning clinical features of pediatric severe HTN
receiving antihypertensive infusions (antiHTN) are scarce. The relation-
ship between fluid overload (FO), an independent predictor of adverse
outcomes in critically ill patients (pts), and severe HTN has not been
assessed. We describe the impact of FO and acute kidney injury (AKI)
on blood pressure (BP).
Methods: Pts with severe HTN (January 2017-July 2018) receiving
antiHTNwere included. Pts on vasopressors, cardiac surgery, neurosurgery,
or ECMO were excluded. FO was the ratio of fluid balance in liters to
weight in kilograms at antiHTN initiation; classified as none (<5%), mild
(≥5%) and severe (≥10%). Systolic and diastolic BP index (sBPI, dBPI)
was the ratio of absolute BP to stage 2 HTN for age, sex, and height (<13
yrs) or 140/90 mmHg (≥13 yrs). AKI was defined by KDIGO guidelines.
Results: 78 pts (56.4%male, 11.7+5.3 years) had sBPI ≥ 1, 85% had dBPI
≥ 1 at antiHTN initiation. 45% hadAKI, 36% hadmild and 26% had severe
FO. Age, BMI%ile, FO, and AKI were not associated with sBPI. SBPI was
not different in pts with mild or severe FO. DBPI was associated with age
(p=0.003), BMI%ile (p=0.003), FO (p=0.014), but not with AKI. dBPI was
higher in mild (1.21+0.20 vs 1.12+0.18, p=0.04) and severe FO (1.23+0.20
vs 1.14+0.19, p=0.06). For each year increase in age, FO decreased by
1.1% (95%CI -1.61 to -0.60, p<0.001). BMI%ile was the only independent
predictor for dBPI (p=0.02) when controlled for age and FO.
Conclusions: AKI, mild and severe FO were common in critically ill pts
with severe HTN. Younger age, BMI%ile, and mild FO were associated
with a higher dBPI. FO contributed more significantly in younger pts.

IPN11223-80 PEDIATRIC ACUTE KIDNEY INJURY AND
MULTIPLE ORGAN DYSFUNCTION SYNDROME
FOLLOWING MULTIPLE WASP STINGS

C.G. Ambarsari 1, R.M. Sindih 1, M. Saraswati 2
1 Department of Child Health, Faculty of Medicine University of Indonesia/
Cipto Mangunkusumo Hospital, Central Jakarta, Special Capital Region of
Jakarta - Indonesia, 2 Department of Anatomical Pathology, Faculty of
Medicine University of Indonesia/Cipto Mangunkusumo Hospital,
Central Jakarta, Special Capital Region of Jakarta - Indonesia

Introduction: Multiple wasp stings may cause fatal complications such
as anaphylactic reactions, intravascular hemolysis, rhabdomyolysis, acute
kidney injury (AKI), elevation of liver enzymes, clotting abnormalities or
even death.Mortality of AKI due to multiple wasp stings may reach 25%,
which occurs within the early onset of disease; therefore, monitoring of
renal function should be performed continuously within the first few days
following the stings.
Case Description:We report two cases of AKI due to multiple stings of
wasp (Vespa affinis). In both cases, there were delayed hospital admis-
sions and gradual loss of kidney function along with hemolysis and ane-
mia without rhabdomyolysis. In the first case, there was reduced diuresis
on the 10th day following the stings; while in the second case, it occurred
on the 5th day. Both cases had biopsy results of acute tubular injury and
acute interstitial nephritis. The first case improved with intermittent he-
modialysis, while the second case required continuous renal replacement
therapy and plasma exchange since there was more severe hemolysis,

which was assumed due to greater number of stings and larger amount
of toxin involved. In the second case, there was also a multiple organ
dysfunction syndrome. High-dose steroid was administered on the second
case to alleviate interstitial fibrosis. Both cases had follow-up evaluation
for 24 months and revealed that the kidney function remained normal.
Conclusion: Both cases showed that although AKI followingmultiple wasp
stings may usually have fatal consequences, but administering fluid treatment
on several few first days, steroid treatment and selecting modalities of renal
replacement therapy accurately may bring good long-term outcomes.
Keywords: acute kidney injury, hemolysis, plasma exchange, renal dial-
ysis, wasp sting

IPN11224-81 HYPERTENSION AND RNF213 P.R4810K VARIANT
IN KOREAN CHILDRENWITHMOYAMOYA DISEASE.

J.Y. Kim 1, Y. Lee 2, H. Cho 1

1 Department of Pediatrics, Samsung Medical Center, Sungkyunkwan
University School of Medicine, Seoul - Korea, Republic of - Korea,
Republic of, 2 Department of Pediatrics, College of Medicine, The
Catholic University of Korea, Seoul - Republic of Korea

Introduction:Moyamoya disease (MMD) -a steno-occlussive disease of the
distal cerebral arteries- is most common underlining disease in Korean pedi-
atric renovascular hypertension (RVH). The RNF213 p.R4810K has been
reported as a pathologic variant in East Asian MMD. The purpose of this
study was to evaluate the prevalence, clinical manifestation of hypertension
(HTN) andRNF213 p.R4810K genotype in Korean pediatricMMDpatients.
Material & Methods: The medical records of pediatric MMD patients
from January 2000 to June 2018 were reviewed retrospectively. The
presence of RVH was confirmed by computer tomography (CT) angiog-
raphy or renal doppler ultrasonography (US).
Results: Forty HTN cases (3.5%) were revealed with 22 RVH and 12 es-
sential HTN. For 6 patients, secondary HTN was not evaluated. The mean
age at the diagnosis of HTN (10.9 versus 16.3 years) and MMD (6.5 versus
9.9 years) was younger in RVH than essential HTN (p<0.05). Four of MMD
with HTN patients initially presented with HTN (10%). On imaging study
(CT angiography or renal doppler US), it revealed 6 patients with ostial to
proximal and 1 patient with diffuse renal artery stenosis. In 15 patients, the
diffuse narrowing of the aorta-especially in the intra-renal abdominal aorta-
was detected and among them, renal artery stenosis was combined in 7
patients. The genetic study for RNF213 p.R4810K variant was performed
in 32 patients. TheMMDwithRVH showed homozygosity in 11(64.7%) and
heterozygosity in 6 (35.3%) patients. In MMD patients with HTN, with
whomhad homozygoteRNF213 p.R4810K, the odds ratio of RVHwas 8.25.
Conclusion: Our study suggests RVH is more prevalent than essential
HTN in pediatric MMD patients, and RVH caused by MMDmight pres-
ent with an ostial to proximal renal artery stenosis and/or aortic
narrowing. Furthermore, RNF213 pR4810K may be the causative gene
in RVH in Korean children with MMD.
Keywords: RNF213, Moyamoya disease, hypertension

IPN11226-83 THE PREVALENCE OF LARGE RENAL
ANGIOMYOLIPOMAS IN CHILDREN WITH TUBEROUS
SCLEROSIS COMPLEX

D. Allaire 1, E. Wynd 2, P. Trnka 2, S. Kennedy 3

1 School of Women's & Children's Health, UNSWMedicine, University of
New South Wales, Sydney - Australia, 2 Child and Adolescent Renal
Service, Children's Health Queensland, South Brisbane - Australia,
3 Sydney Children's Hospital, Randwick - Australia

Introduction: The major renal manifestation of tuberous sclerosis com-
plex (TSC) is the growth of angiomyolipomas (AMLs). AMLs can cause
significant morbidity, primarily as a result of spontaneous haemorrhage.
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The risk of haemorrhage increases as AMLs grow, with negligible risk in
lesions less than 3cm in diameter. Current guidelines recommend consid-
eration of mTOR inhibitor use for management of AMLs that measure
3cm or more. The aim of the present study was to identify the prevalence
and size of AMLs and to explore the genetic determinants of AML
growth in children affected by TSC.
Methods: A retrospective observational study conducted in two
Australian tertiary referral centers. We included patients with TSC who
had abdominal imaging between the ages of 0–21 years. Outcomes were
presence of any AML andAML size. Childrenwere grouped according to
age and genotype.
Results: 176 children with TSC had abdominal imaging performed on at
least one occasion before age 21 years. Of these, 123 (70%) had an AML
and 13 (7%) had an AMLmeasuring 3cm or more, 9 of these large AMLs
were fat-poor. AMLs were present in 28% of children before the age of 5
years and 64% after the age of 10 years. 76% of children had undergone
genetic testing, of these 73% had a TSC2 mutation, 10% had TSC1
mutation and 17% had no mutation identified (NMI). Children with a
TSC2 mutation were more likely to develop an AML (TSC2 69% vs
TSC1 5% vs NMI 56%; p<0.001).
Conclusions: AMLs develop in the majority of children with TSC,
particularly those with TSC2 mutations and AMLs over 3cm are not
uncommon. Notably, the majority of large AMLs in children are
atypical fat-poor AMLs. These findings have important implications
for clinical monitoring as fat poor lesions may be missed by ultra-
sonography.

IPN11227-84 DOES SMOKING EXPOSURE AFFECT
RESPONSE TO TREATMENT IN CHILDREN WITH
PRIMARY MONOSYMPTOMATIC NOCTURNAL ENURESIS?

G. Kaya Aksoy, N. Semerci Koyun, C.S. Dogan
University of Health Sciences, Antalya Training and Research Hospital -
Turkey

Introduction: There are many variables affecting the success of treat-
ment in children with primary monosymptomatic nocturnal enuresis
(PMNE). This study investigates the effect of cigarette smoke exposure
on desmopressin treatment response in children with PMNE.
Material&methods:A total of 81 childrenwith the diagnosis of PMNE,
with a mean age of 9.98 ± 2.62 years, were included in the study. Children
with polysymptomatic and secondary nocturnal enuresis (NE) and pa-
tients with bed wetting less than 3 days a week were excluded from the
study. Children with more than 5 wet nights weekly was classified as
severe NE. Treatment response was evaluated 3 months after it was
started; complete response was defined as a reduction of symptom fre-
quency by more than 99%, while partial response was defined as a re-
duction in symptom frequency between 50% to 99%. Patients with less
than 49% improvement were accepted to be unresponsive to
desmopressin treatment.
Results: Of the 81 patients included in the study, 62 (76.5%) had
severe symptoms, and 44 (54.3%) had more than one incontinence
episode overnight. The incidence of passive cigarette smoke expo-
sure at home was 53.1%. The rate of children with severe NE was in
98.2% of patients with complete response, 86.6% of patients with
partial response and 42.6% of patients without response, and this
difference was statistically significant (p = 0.018). Exposure to ciga-
rette smoke was more common in patients who were not responding
to desmopressin treatment (p = 0.002). The severity of symptoms
increased positively the response to treatment (OR=3.750, 95%CI:
0.088-0.989; p=0.019), while the risk of treatment failure in children
with exposure to cigarette smoke was 2.8 times higher (OR=2.800,
95%CI: 0.115-.0758; p=0.005).
Conclusion: Exposure to cigarette smoke is a changeable and important
risk factor that reduces the success of PMNE treatment in children.

IPN11228-85 PLEUROPERITONEAL COMMUNICATION
DIAGNOSED WITH TC-99M DTPA SCINTIGRAPHY IN A
PEDIATRIC PATIENT

O.Y. Aksoy 1, N.C.M. Gulaldi 2, U.S. Bayrakci 1
1 University of Health Sciences, Ankara Child Health and Diseases,
Hematology Oncology Training and Research Hospital, Department of
Pediatric Nephrology, Ankara - Turkey, 2 Dr. Sami Ulus Maternity,
Children's Health and Diseases Training and Research Hospital,
Department of Nuclear Medicine, Ankara - Turkey

Introduction: Pleuroperitoneal communication due to increased
intraabdominal pressure is a rare complication of continuous ambulatory peri-
toneal dialysis (CAPD). There is no standard approach or established guideline
for the diagnosis andmanagement of hydrothorax in peritoneal dialysis patients.
Methods and Results: The authors describe an 11-year-old patient who
had been on CAPD for more than a year. The patient had been diagnosed
with ambiguous genitalia, urethral stricture and chronic kidney failure. He
was on CAPD for more than a year. The patient was hospitalized due to
insufficient ultrafiltration volumes together with shortness of breath and
generalized edema. Therapeutic thoracentesis was performed and it
showed a transudative effusion with high glucose level. Peritonopleural
scintigraphy with Tc-99m DTPA (diethylene triamine pentaacetic acid)
showed leakage of dialysate to both sides of pleural space. Renal replace-
ment therapy of the patient was switched to hemodialysis. Eventually
effusions resolved with effective dialysis within two weeks.
Conclusions: Pleuroperitoneal communication is an important complication
of peritoneal dialysis. Definitive diagnosis with scintigraphy is possible and
conservative treatmentwith cessation of peritoneal dialysis is a treatment choice.

IPN11230-78 KNOWLEDGE AND ATTITUDE OF FAMILY
MEDICINE ASSISTANTS TOWARDS ENURESIS

S. ArslansoyuCamlar 1, E. Uysal 2, E. Soyaltin 1, G. Erfidan 1, D. Alaygut
1, F. Mutlubas 1, H. Parildar 1, B. Kasap Demir 1
1 University of Health Sciences, Tepecik Training and Research
Hospital,Pediatric Nephrology Clinic, Izmir - Turkey, 2 University of
Health Sciences, Tepecik Training and Research Hospital,Family
Medicine Clinic, Izmir - Turkey

Introduction: Enuresis is one of the most common urinary system prob-
lem in childhood. Family Physicians have an important role in revealing
the children with EN. The aim of this study is to evaluate knowledge and
attitude of Family Medicine (FM) Assistants about the diagnosis and
treatment of enuresis in children.
Material Method: Family Medicine (FM) Asistants of University of
Health Sciences, Izmir Tepecik Research and Training Hospital were
enrolled into this study. Sixty-eight FM assistants were invited to com-
plete a questionnaire via internet (Google Forms / Questionnaire). The
questionnaire consisted of the age, gender, rotation status for pediatrics/
pediatric nephrology department of the study participants. Also eight
multiple choice questions noted. Answers were classified as correct or
incorrect. We compared the correct answers of FMAwho have completed
and have not yet completed pediatrics rotation.
Results: In this cross-sectional survey study, 60 (88%) of the 68 FMAsistants
accepted to complete the survey. Mean age was 28.7 (25-35) years and 45
(75%) of the participants were female. 38 (63%) of the participants completed
pediatrics rotation, however only 4 of 38 FM Asistants have worked in pedi-
atric nephrology department. 43 (71%) participants thought that enuresis
should be treated. The numbers of correct answers among the FMAsistants
that have or not have pediatric rotation were not statistically different.
Conclusion: It was concluded that pediatric rotation of FMAsistants was
not sufficient to get enough knowledge and experience about enuresis.
Written and repeated lectures are necessary to enlighten about enuresis
during FM education.
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IPN11233-81 EVALUATION OF LOWER URINARY TRACT
DYSFUNCT ION WITH BLADDER AND BOWEL
DYSFUNCTION QUESTIONNAIRE IN OBESE CHILDREN?

S. Arslansoyu Camlar 1, A. Baghirov 2, E. Soyaltin 1, G. Erfidan 1, G.
Catli 3, D. Alaygut 1, F. Mutlubas 1, B.N. Dundar 3, B. Kasap Demir 4
1 University of Health Sciences, Tepecik Training and Research
Hospital,Pediatric Nephrology Clinic, Izmir - Turkey, 2 University of
Health Sciences, Tepecik Training and Research Hospital,Pediatric
Clinic, Izmir - Turkey, 3 Izmir Katip Celebi University,Department of
Pediatric Endocrinology,Izmir - Turkey, 4 Izmir Katip Celebi
University,Department of Pediatric Nephrology,Izmir - Turkey

Introduction: Lower urinary tract dysfunction (LUTD) is a common
clinical problem in pediatric patients. Increased bodymass index has been
suggested to increase intra-abdominal and bladder pressure and may
cause voiding dysfunction and overactive bladder in obese children.
The aim of this study was to investigate the utility of validated Turkish
version of Bladder and Bowel Dysfunction Scoring Questionnaire
(BBDSQ) in obese children and adolescent.
MaterialMethods: The children and adolescent aged 5-17 years who had a
bodymass index > 95th percentile were enrolled to this study. The cases with
congenital urogenital anomalies, known bladder dysfunction, endogenous
obesity, history of neurogical disease or receiving medication that may inter-
fere with LUTD were excluded from the study. The participants and their
mothers completed the BBDSQ. Scores range from 0 to 52 and a total score
of greater than or equal to 11 were accepted as indicative for the diagnosis of
LUTD. Constipation was evaluated with last three questions of the BBDSQ
and Bristol Stool Form Scale. Participants were classified with regard to
LUTD. Groups were compared for age, gender, and presence of constipation.
Results: A total of 102 children and adolescents were evaluated. The
mean age was 12.5 years (SD 3.1), and 70 (67%) were girls. 44 (43%)
patients had BBDSQ greater than or equal to 11 (mean 17.9,SD 5.8) and
58 (57%) patients had BBD scores less than 11 (mean 5.8,SD 2.3).
Constipation was present 27/102 (%26) participants, 22 of them had
LUTD (p<0.01).
Conclusion: LUTD should be assesed in obese children particularly in
those having constipation.

IPN11234-82 SOCIAL DEPRIVATION AND HEALTH STATUS AT
DIALYSIS INITIATION IN CHILDREN AND ADOLESCENTS

B. Driollet 1, C. Couchoud 2, J. Harambat 3, K. Leffondré 4

1 University of Bordeaux, ISPED, Centre INSERM U1219-Bordeaux
Population Health Research, Clinical Investigation Center-Clinical
Epidemiology-CIC-1401, Bordeaux - France, 2 Agence de la
Biomédecine, La Plaine-Saint Denis - France, 3 University of
Bordeaux, ISPED, Centre INSERM U1219 ,Clinical Investigation
Center-Clinical Epidemiology-CIC-1401,Pediatric Nephrology Unit,
Bordeaux University Hospital, Bordeaux - France, 4 University of
Bordeaux, ISPED, Centre INSERM U1219, Clinical Investigation
Center-Clinical Epidemiology-CIC-1401, Bordeaux - France

Introduction: Socioeconomic status is an important determinant of health.
Previously, we found that social deprivation was associated with poorer graft
outcome in pediatric kidney transplant recipients. In this study, we aimed to
assess the association between social deprivation and health status at dialysis
initiation in pediatric patients.
Material & methods: All patients who started dialysis before the age of 20
years in France between 2002 and 2015 were included. Data were collected
from the French renal replacement therapy (RRT) registry (REIN). Health
status at dialysis initiation was assessed by quality-of-care indicators (type of
dialysis, start of treatment in emergency, use of catheter for hemodialysis
[HD] vascular access) and clinical indicators (GFR, anemia, hypoalbumin-
emia, growth retardation, underweight). An ecological index (European

Deprivation Index [EDI]) was used as a proxy for social deprivation.
Patients were categorized by quintiles of EDI according to the distribution
of the French general population.Multivariable linear and logistic regressions
were used to examine associations.
Results: 905 patients were included (males 56.8%, median age at dialysis
14.3 years, glomerular/vascular diseases 36%, hemodialysis 72.9%). The
most deprived group which belonged to the 5th quintile of the French EDI
represented 40.9% of the patients, suggesting that pediatric ESRD patients
come from a more socially deprived background. Children from the most
deprived group were more likely to start dialysis with HD than the least
deprived group (76.5% vs 62.6%). Among HD patients, the odds of starting
treatment in emergency with catheter were two-fold higher for the most
deprived than for the least deprived children (adjusted OR 2.10; 95%CI
1.08-4.08). No association was found between social deprivation and clinical
indicators at dialysis initiation.
Conclusion: Socioeconomic status is associated with treatment modality
choice and an emergency start of RRTwith catheter but not with other clinical
performance indicators at dialysis initiation in children.

IPN11238-86 PREDICTING GFR IN CHILDREN WITH CKD:
APPLICATION OF ARTIFICIAL INTELLIGENT ON REPIR II
PROJECT

M. Melgosa-Hijosa 1, M. Anton-Gamero 2, O. Reyes 3, S. Ventura 4

1 on behalf of REPIR II Working Group. Spanish Pediatric Nephrology
Association - Spain, 2 on behalf of REPIR II Working Group. Spanish
Pediatric Nephrology Association. Maimónides Biomedical Research
Institute of Córdoba - Spain, 3 Knowledge Discovery and Intelligent
Systems in Biomedicine Laboratory, Maimónides Biomedical Research
Institute of Córdoba and Department of Computer Science and Numeric
Analysis, University - Spain, 4 Knowledge Discovery and Intelligent
Systems in Biomedicine Laboratory, Maimónides Biomedical Research
Institute of Córdoba. and Department of Computer Science and Numeric
Analysis, University - Spain

Introduction: Pediatric chronic kidney disease (CKD) registries provide
epidemiological data on the nature and progression of renal disease.
Modern computational intelligence techniques like deep learning extract
hidden useful information from these voluminous databases, uncovering
novel mechanisms and giving knowledge for clinical decision making.
Objective: To design a new robust model, based on deep learning to
effectively predict glomerular filtration rate (GFR) in children with CKD.
Material and methods: We obtained data from REPIR II -an Internet-
based data collection system that records annually, since 2007 to nowa-
days, demographic, clinical, laboratory and treatment data of 2047 chil-
dren and youth under 18 years with CKD 2-5 living in Spain. After
preprocessing data and selecting nine basal and 48 longitudinal input
variables, we designed a predictive model focused on deep learning par-
adigm following an encoder-decoder architecture -based on Long Short
Term Memory networks- enabling a multivariate longitudinal analysis.
The encoder block receives as input data representing the evolution of the
patients, whereas the decoder block outputs a desired number of GFR
values. The model was internally validated by walk forward cross-
validation and an extensive tuning process to find a suitable set of values
for the hyperparameters controlling the neural network, enabling the con-
struction of a predictive model with a good generalization capability.
Results: Our model can predict a desired number of future GFR values of
any incident or prevalent patient registered in REPIR-II allowing an esti-
mation of time to end stage renal disease. The model fitted well on train-
ing and unseen data attaining low bias and variance (training and test
errors = 0,01 and 0,05).
Conclusions: Our predictive model is a tool to analyze renal disease
progression and risk factors in pediatric CKD. It might help to measure
the effect of clinical interventions and establish specific healthcare poli-
cies to reduce the impact of CKD
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IPN11239-87 HYPOMAGNESEMIA AND DIABETES MELLITUS
ASSOCIATION IN PEDIATRIC RENALTRANSPLANTATION

O.Y. Aksoy 1, E. Baskin 2, V. Sahin 3, K. Gulleroglu 2, M. Colak 4, N.O.
Kazanci 2, A. Akdur 5, G. Moray 5, M. Haberal 5
1 University of Health Sciences, Ankara Child Health and Diseases,
Hematology Oncology Training and Research Hospital, Department of
Pediatric Nephrology, Ankara - Turkey, 2 Baskent University, Department
of Pediatric Nephrology, Ankara - Turkey, 3 Baskent University,
Department of Pediatrics, Ankara - Turkey, 4 Baskent University,
Department of Biostatistics, Ankara - Turkey, 5 Baskent University,
Department of General Surgery, Ankara - Turkey

Objectives:Hypomagnesemia is considered as an independent risk factor
for new-onset diabetes mellitus after kidney transplantation. New-onset
diabetes mellitus is an important comorbidity associated with allograft
failure. The objective of this study is to show a correlation between
hypomagnesemia and post-transplant diabetes mellitus prevalence.
Materials andMethods:We retrospectively evaluated 184 pediatric renal
transplant recipients who underwent their first renal transplant. A patient
who had Type 1 Diabetes Mellitus prior to transplantation was excluded
from the analysis. Hypomagnesemia was defined as having serum magne-
sium levels lower than 1,7 mg/dl. Diabetes was defined according to the
American Diabetes Association Criteria. The serum magnesium and glu-
cose levels at first month after transplantation were recorded.
Results: A total of 183 patients’ records were evaluated. A-hundred and
one (55%) were male, 82 (45%) were female patients. Minimum and
maximum transplantation ages were 21 and 259 months respectively,
with a mean of 157 (±55) months. New-onset diabetes mellitus was di-
agnosed in six (3,3%) patients; minimum and maximum days of diagno-
ses after transplantation were one and 90 days respectively, with a mean
of 37 days. Hypomagnesemia was defined in 50% (60/119) of the patients
who were tested for serum magnesium level at first month of transplan-
tation. Mean glucose levels were higher in hypomagnesemia group than
patients without hypomagnesemia, 108,5 mg/dl ve 91,49 mg/dl, respec-
tively (p=0,052) Significant negative correlation was observed between
serum magnesium and glucose levels (r: -0,26) (p<0,05).
Conclusion: This study shows that hypomagnesemia is a common prob-
lem in pediatric renal transplantation. The relationship between serum
magnesium and glucose levels suggests the role of hypomagnesemia in
the development of new onset diabetes mellitus after transplantation.
Comprehensive studies are needed to support this association.

IPN11240-79 RENAL RESERVE FUNCTIONS OF HEMOLYTIC
UREMIC SYNDROME IN CHILDREN

G. Cifcibasi 1, S. Arslansoyu Camlar 2, E. Bahat Ozdogan 2

1 Karadeniz Technical University, Faculty of Medicine,Department of
Pediatrics,Trabzon - Turkey, 2 Karadeniz Technical University, Faculty
of Medicine,Department of Pediatric Nephrology,Trabzon - Turkey

Key words: children, renal reserve, hemolytic uremic syndrome
Introduction:We aimed to evaluate the renal reserve functions in hemo-
lytic uremic syndrome.
Material Methods: Renal reserve functions test was applied to patients
after six months follow-up.
Results: Renal functional reserve test was performed in 29 patients that
had normal basal serum creatinine level after the attack at the mean of
21.3 ± 9.1 months (median 23). The results of 17 patients were found
eligible for evaluation considering the glomerular filtration rate results
obtained at the beginning of renal functional reserve test. Although a
positive renal functional reserve (defined as ≥20% increase in glomerular
filtration rate) was expected after acute protein load in all healthy indi-
viduals, the expected increase was not observed in 35.3% of the patients.
The duration of the anuria was longer in the patients that had negative

renal functional reserve test but it was not statistically significant.
Similarly, the microalbuminuric patients had lower percentage of glomer-
ular filtration rate increase but it was not statistically significant.
Conclusion: Renal functional reserve is an important test that allows
identification of renal damage that is not detected by standard diagnostic
methods. Hemolytic uremic syndrome patients with negative renal func-
tional reserve result should be monitored more closely.

IPN11243-82 DETECTION OF C3 NEF AND ANTI-FACTOR H
AUTOANTIBODIES ASSISTS TREATMENT SELECTION FOR
C3 GLOMERULOPATHY

T. Sawai 1, S. Ichioka 1, K. Yamamoto 1, T. Masuda 1, T. Sakai 1, T.
Maeda 2

1 Department of Pediatrics, Shiga University of Medical Science, Otsu -
Japan, 2 Central Research Laboratory, Shiga University of Medical
Science, Otsu - Japan

Introduction:Complement 3 glomerulopathy (C3G) is a rare kidney disease
caused by dysregulation of the alternative complement pathway (AP) and
characterized by intense C3 deposition in the glomeruli in the absence or
limited presence of immunoglobulins. Both genetic and acquired factors con-
tribute to the development of C3G. Among the later, C3 nephritic factor
(C3NeF) stabilizing the C3-convertase is the most prevalent. Another factor,
anti-factor H autoantibodies, are associated with C3G and thought to be
involved in the disease pathogenesis. Binding of these antibodies to factor
H inhibits its complement regulatory activity, resulting in overactivation of
AP. Currently, there are no effective treatments for C3G. Conventional im-
munosuppressive therapies, including corticosteroids or calcineurin inhibitors,
are ineffective against C3G due to genetic abnormalities. Treatment for sup-
pressing autoantibodies may be useful for C3G caused by autoantibodies.
This pilot study investigated whether these acquired factor-positive C3G
patients can be treated with immunosuppressive therapy.
Methods: We studied 77 patients with kidney biopsy-proven C3G or
membranoproliferative glomerulonephritis. Plasma samples were collected
before treatment with prednisolone or immunosuppressants. Anti-factor H
autoantibody and C3NeF levels were analyzed in all patient samples using
in-house developed enzyme-linked immunosorbent assay techniques.
Results:We detected anti-factor H autoantibodies in six cases and C3NeF
in nine cases. In all these cases, C3 glomerulonephritis or dense deposit
disease was identified using renal histopathology. Following the adminis-
tration of oral prednisolone or methyl-prednisolone pulse therapy, the pa-
tients’ proteinuria decreased, and serumC3 levels recovered. The estimated
glomerular filtration rate remained within normal range in all patients.
Conclusions: Our study has shown that the immunosuppressive therapy is
effective in patients with anti-factor H autoantibody or C3NeF-positive
C3G. The detection of these antibodies will be a valuable guide for clini-
cians in selecting treatment for C3G patients.

IPN11244-83 TEN YEARS OF RENALTUBE: ONLINE
INTERNATIONALSTUDYONPRIMARYTUBULARDISORDERS

H. Gil-Pena 1, F. Santos 2, V.M. Garcia-Nieto 3, F. Claverie-Martin 3, L.
Castano 4, L. Madariaga 4, G. Ariceta 5, A. Meseguer 5, T. Renaltube 6

1 Hospital Universitario Central de Asturias. Oviedo. - Spain, 2 Hospital
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Cruz de Tenerife. - Spain, 4 Hospital Universitario de Cruces and
Biocruces Bizkaia Health Research Institute. Barakaldo. - Spain,
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Introduction: RenalTube (www.renaltube.com) is a collaborative
multicentre database aimed at facilitating the clinical and molecular diag-
nosis and follow-up of patients with primary tubulopathies.
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Material & methods: Since its launching in 2009, RenalTube has
been supported uninterruptedly by Spanish Government research
grants. RenalTube database contains information on the clinical
manifestations at diagnosis and yearly follow-ups of patients with
a clinical diagnosis of the following primary tubulopathies: distal
renal tubular acidosis, Gitelman, Bartter and Lowe syndromes, Dent
disease, dominant hypomagnesemia and familial hypomagnesemia
with hypercalciuria and nephrocalcinosis, nephrogenic diabetes
insipidus, hypophosphatemic rickets, calcium sensing receptor ab-
normalities and renal hypouricemia. Analysis of the underlying
pathogenic gene mutations is provided by conventional sequence
and next generation sequencing.
Results: Approximately 700 physicians and biomedical professionals
from several countries are registered and 750 patients (392 male) have
been enrolled. The most prevalent tubulopathies are Gitelman and Bartter
syndromes followed by hypophosphatemic rickets. Confirmation of ge-
netic diagnosis has been achieved in 60% of patients. So far, scientific
exploitation of information derived from RenalTube has given rise to 14
publications included in PubMed and numerous presentations at national
and international meetings.
Conclusions: After 10 years, RenalTube has become a successful en-
deavour to improve the diagnosis of patients with primary tubular disor-
ders and to promote the dissemination of novel and original scientific data
in this field. Development of collaborative studies toward a better knowl-
edge of rare kidney diseases is particularly necessary.

IPN11247-86 THE ROLEOF RGC-32 IN IN THE PROGRESSION
OFAKI TO CKD

Y. Hu, Z. Li, L. Sun, X. Kuang, Y. Kang, W. Huang
Department of Nephrology and Rheumatology, Shanghai Children’s
Hospital, Shanghai Jiao Tong University, Shanghai - China

Objective: To investigate the role of RGC-32 in ischemia reperfusion
injury (IRI)⁃induced and Aristolochic acid (AA)-induced AKI that leads
to CKD.
Methods: 1. IRI-AKI model and AA-AKI model were respectively
established in wild type (WT) mice and RGC-32 gene knockout (KO)
mice by bilateral IRI or intraperitoneal injection of AA. The WT-mice
and KO-mice were randomly divided into 4 groups as follows: WT-
Sham, KO-Sham, WT-IRI/AA, and KO⁃IRI/AA groups. Mice were
sacrificed at 6h (n=8), 24h(n=8), 48h(n=8), 72h(n=8), 1week (w,n=8),
2w(n=8) after surgery or injection. Serum creatinine (Scr), the expres-
sion of KIM-1, the expression of p⁃HH3 which reflects the cell cycle
G2/M arrest and collagen deposition were measured.2. Differentially
expressed proteins in the kidney of KO-mice were investigated with
iTRAQ technique.3.RGC-32 normal-expressed, RGC-32 over-
expressed and RGC-32 low-expressed NRK-52E cell were damaged
by TNF-α. The cell cycle, the mRNA expression of NGAL, FN,
DNA-PK, α-SMAwere measured.
Result: 1. Comparing with WT AIKI and AAN mice, the increased Scr
and KIM-1 expression of KO-mice lasted longer, the proportion of G2/M
phase cells of KO-mice was higher and more deposition of Collagen
fibers in kidney of KO-mice was observed. 2. Comparative proteomic
analysis revealed 361 differentially expressed proteins in KO-mice. The
differently expressed protein DNA-PKcs participated in the regulating of
G2/M phase. 3.High-expressed/Low-expressed RGC–32 in NRK-52E
can reduce/worsen the mRNA expression of renal DNA-PKcs , inhibit/
promote the G2/M phase arrest and the fibrosis progression in the process
of renal tubular epithelial cell damage and repair.
Conclusion: The expression of DNK-PKcs in kidney is lower in the KO-
mice. After injury, DNA-PKcs expression decreased and more cells are
arrested in the cell cycle G2/M, which inhibit renal repair and promote
fibrosis progression. RGC-32 may regulate G2/M checkpoint through
DNA-PKcs in the process of AKI turning into CKD

IPN11248 - 8 7 HEMODIAFILTRATION IMPROVES
BIOCHEMICAL AND CARDIOVASCULAR OUTCOME AND
GROWTH - DATA FROM THE INTERNATIONAL PEDIATRIC
HEMODIALYSIS NETWORK

D. Borzych-Duzalka 1, R. Shroff 2, H.G. Kang 3, R.L. Munarriz 4, A.
Bagga 5, S. Krid 6, G. Klaus 7, E. Harvey 8, D. Kruscic 9, C. Samaille 10, S.
Habbig 11, E. Verrina 12, B.A. Warady 13, F. Schaefer 14, C.P. Schmitt 14
1 Medical University of Gdansk, Department of Pediatrics, Nephrology,
Gdansk - Poland, 2 Great Ormond Street Hospital, London - United
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6 Hopital Necker-Enfants Malades, Paris - France, 7 Universitatsklinikum
Giessen und Marburg GmbH, Marburg - Germany, 8 Hospital for Sick
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Introduction: Intensified hemodialysis (iHD) and hemodiafiltration
(HDF) have been suggested to improve volume status, cardiovascular
parameters, and quality of life in adult and pediatric patients.
Methods: Incident and prevalent patients monitored in IPHN were in-
cluded in the analysis. iHD was defined as weekly dialysis time above 15
hours.
Results: 727 patients (443 incident) from 56 centers in 28 countries were
monitored; longitudinal follow up was available in 475 (6 to 84 months).
At baseline conventional HD (cHD) was applied in 538 patients (74%),
HDF in 132 (18%) and iHD in 57 (8%). Arteriovenous fistula was more
common in HDF (55%) then in cHD (25%) and iHD (16%). Children on
iHD were younger, had lower urine output and higher mean systolic BP,
while children on HDF were taller, had higher hemoglobin, lower phos-
phate and lower left ventricular mass index (LVMI).
Mean follow-up serum PTH and phosphate were lower in HDF (229pg/ml
and 1.64mmol/l) then in cHD (377/1.8) and iHD (360/ 1.79), mean Hb was
higher (11.2g/l vs. 10.3 and 10.7 in cHD and iHD). Mean systolic and
diastolic BP-SDS were lowest in HDF (1.44/0.89 vs. 1.8/1.0 in cHD and
2.0/1.4 in iHD).Within one year LVMI decreased by 1.2 SDSwith HDF but
increased by 0.74 with cHD. On one (n=324) and two year follow up
(n=121) height-SDS increased in children on HDF (+0.1/+0.15), decreased
in cHD (-0.05/-0.33) and in children on iHD (-0.12/-0.25). Delta height-SDS
did not correlate with weekly dialysis time, blood flow and Kt/V, but in HDF
patients with weekly convective volume (r=0.25, p=0.04). In multivariate
analysis delta height-SDS was independently predicted by HDF (p=0.05).
Conclusions: Conventional HD is still used in most pediatric HD pa-
tients, intensified regimes mainly in young children with low urine out-
put. HDF is associated with superior biochemical and cardiovascular
control and longitudinal growth.

IPN11249-88 THINK, RE-THINK, DIAGNOSE: DENT’S
DISEASE TYPE 1

C.Burballa 1,M. Duran 1, E. Sarro 1, F. Claverie-Martin 2, G. Ariceta 3, A.
Meseguer 1
1 Vall d'Hebron Research Institute. Barcelona - Spain, 2 Nuestra Señora
de Candelaria Hospital, Santa Cruz de Tenerife. - Spain, 3 Vall d'Hebron
Hospital. Barcelona - Spain

Introduction: Dent’s disease type 1(Dent1) is a rare X-linked tubulopathy
with no cure at the present time. It affects mainly males and is characterized
by proximal tubule dysfunction, including low-molecular-weight
proteinuria(LMWP), hypercalciuria, nephrolithiasis, nephrocalcinosis, and
progressive renal failure. Sometimes non-nephrotic range proteinuria
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can be detected. There’s a broad phenotypic variability without any relation
with the different mutations.
LMWP, the hallmark of the disease, is not routinely tested so that it may
go unnoticed and lead to misdiagnosis.
The prevalence of Dent1 is unknown. The geographic dispersion of cases
and the lack of common registries make epidemiologic studies difficult.
Our aim was to evaluate the Spanish Dent1 cohort and assess its genetic
and clinical characterization.
Materials and methods:We identified 18 patients with genetic confirma-
tion of Dent1 who had been diagnosed in 9 different hospitals in Spain. Only
two individuals belonged to the same family; the rest to different families.
Results:Genetic analysis revealed 17 different mutations inCLCN5 gene
in the 18 patients. The median age at diagnosis was 15 months [IQR,11-
108] and the main sign leading to diagnosis was proteinuria (40% cases).
All patients had proteinuria measured by protein/creatinine ratio(pCOR),
median 1600mg/g [IQR.715-1665]) and LMWP. During follow-up, 40%
of patients presented with nephrocalcinosis and 11% with lithiasis. Mean
creatinine at diagnosis was 0,37±0,18mg/dl and estimated glomerular
filtration rate(eGFR) 140±59 ml/min. After follow-up, (median 6 years
[IQR,3-12.25]) creatinine was 1,2±0,9 mg/dl and eGFR 88±44 ml/min.
No patients required renal replacement therapy.
Conclusions: Common registries are important to increase knowledge of
this rare probably under-diagnosed disease.
One should suspect it in males with a history of lithiasis, nephrocalcinosis
or bone disease. Although LMWP is the hallmark of Dent1, many pa-
tients show albuminuria. LMWP should be tested in young males with
albuminuria and no other sign/symptom of nephrotic syndrome.

IPN11250-80 INHERITED ISOLATED RENAL FANCONI
SYNDROME

A. Tonnelier 1, C. Hougardy 2, P. Hilbert 2, K. Dahan 2

1 Departement of Nephrology, Universitair Ziekenhuis Brussel, Brussels -
Centre for Medical Genetics, Universitair Ziekenhuis Brussel, Brussels -
Belgium, 2 Institut de Génétique et de Pathologie, IPG, Charleroi - Belgium

Introduction: Several genetic forms of Fanconi syndrome are described,
mainly as part of a multisystem metabolic disease such as cystinosis,
tyrosinemia, galactosemia, Fanconi-Bickel syndrome,Wilson's disease, con-
genital fructose intolerance, Dent's disease, Lowe's syndrome, ARC syn-
drome and mitochondrial disorders (Klootwijk ED, Reichold M et al.;
2015). Inherited forms of isolated renal Fanconi syndrome are much rarer.
We describe a case of an isolated renal Fanconi syndrome with autosomal
dominant inheritance.
Case report: A 31 years old women presented for nephrologic and
preconceptual genetic advice. She had a history of rickets with femoral
deformities for which she underwent orthopedic surgery anually between
the ages of 7 and 17. In the same period she took suppletion of phosphate
and calcitriol. Her father presented with multiple fractures diagnosed as
being accidental. Physical examinationwas without particularities, except
her short stature (154cm, -2SD). Blood analyses revealed low serum
phosphate (0,64 mmol/L), low serum uric acid (1,7 mg/dL), low 25 OH
vitamin D (7,2 ng/mL) and metabolic acidosis (HCO3- 20 mmol/L).
Urine analyses showed glucosuria (546 g/24h), generalized aminoacid-
uria and tubular proteinuria (β2 microglobulinuria 16750 μg/24h). Renal
function, parathyroid hormone and 1,25 OH vitamin D and urinary phos-
phate loss were in normal range.
Genetic testing with the kit provided by the European Consortium for High-
Throughput Research in Rare Kidney Diseases (Ashton EJ, Legrand A et al;
2018) identified a known mutation in the EHHADH gene: c.7G>A,
p.(Glu3Lys). The EHHADH substitution has been described as responsible
for autosomal dominant inheritance of renal Fanconi syndrome (Klootwijk
ED, Reichold M et al.; 2014). So far only one family has been reported
(Tolaymat A, Sakarcan A et al.; 1992 and Klootwijk ED, Reichold M
et al.; 2014).

Conclusion: Inherited isolated renal Fanconi syndrome is rare and
normally diagnosed in childhood. We described a woman with the
diagnosis of hypophosphatemic rickets in childhood due to a muta-
tion in EHHADH.

IPN11256-86 ANCA ASSOCIATED RENAL VASCULITIS IN A
GIRL WITH TAKAYASU ARTERITIS: AN UNPRECEDENTED
DIAGNOSTIC CONUNDRUM

M. Kumar 1, A. Sharma 2, M. Sumbul 3
1 Department of Pediatrics, Apollomedics Super Speciality Hospitals,
Lucknow - India, 2 Division of Renal Pathology, dr lal Pathlabs, New
Delhi - India, 3 Department of Radiodiagnosis, sgrr Institute of Medical
Sciences, Dehradun - India

11-year girl was admitted to PICU with 7 days’ history of edema, ascites
and breathing difficulty. Her BP at admission was 160/100 mm of Hg.
Urinalysis revealed Protein 3+ and RBC 80-100/HPF. KFT revealed
BUN 181.3 mg/dl and creatinine 17.4 mg/dl. Haemodialysis was started
for significant uraemia, fluid overload and hypertension. Viral markers
(HBsAg, anti HCV, HIV 1&2) were negative. USGKUB showed normal
sized kidneys with raised echogenicity. Serum C3 and Serum C4 was
found to be normal. ANA (qualitative) was reactive while anti dsDNA
was found to be non-reactive. MPO for p-ANCA and anti GBM were
strongly reactive while PR3 for c-ANCA was negative. Renal biopsy
showed focal necrotising glomerulonephritis featuring fibrocellular and
fibrous crescents along with focal arteriolar/arterial necrosis. DIF re-
vealed linear staining of IgG along glomerular capillaries.
Methylprednisolone pulses were given for 3 days considering crescents
on renal biopsy. Right radial and brachial pulses were not palpable on
routine clinical examination. Carotid Doppler revealed moderately
echogenic circumferential thickening of right common carotid artery at
the origin for a length approximately 1.25 cm with 70% area stenosis. CT
angiography confirmed complete obliteration of right brachiocephalic
trunk, proximal part of right common carotid artery and subclavian artery.
Distal part of right common carotid artery and right subclavian artery was
filled with collaterals. Overall impression was of Takayasu arteritis with
coexistent ANCA vasculitis. 3 more pulses of methylprednisolone was
given but she remained haemodialysis dependent and hypertensive. Later
she developed gross haematuria and oliguria. As biopsy features and
serological results were consistent with vasculitis, alternate day plasma
exchange along with haemodialysis was planned. She remained dialysis
dependent even after 7 plasma exchanges and later succumbed to massive
pulmonary haemorrhage. This is probably the very first report of a co-
existing large and small vessel vasculitis in pediatric age group.

IPN11257-87 INTRAFAMILIAL PHENOTYPIC VARIABILITY
IN PRIMARY HYPEROXALURIA TYPE 1 CAUSED BY EX6_8
DELETION OFAGXT GENE

P. Sikora 1, R. Grenda 2, J. Rubik 2, A. Konopka 3, B. Hoppe 4, B. Reusch
5, F. Erger 5, B. Beck 5

1 Department of Pediatric Nephrology, Medical University of Lublin -
Poland, 2 Department of Nephrology, Kidney Transplantation and
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Warsaw - Poland, 4 Division of Pediatric Nephrology, Department of
Pediatrics, University of Bonn - Germany, 5 Institute of Human
Genetics and Center for Molecular Medicine Cologne (CMMC),
University of Cologne - Germany

Introduction: Primary hyperoxaluria type 1 (PH1) is a rare, AR disease
caused by mutations in AGXT gene, resulting in deficiency of a liver
enzyme AGT. It leads to oxalate overproduction, hyperoxaluria (HOx),

Pediatr Nephrol (2019) 34:1 –8 01 22 2 62042



urolithiasis (UL), nephrocalcinosis (NC), end stage renal disease (ESRD)
and systemic oxalosis. PH1 is characterized by extreme phenotypic var-
iability but discordant families were rarely reported.
Material & methods:We describe a Polish family with 13 siblings, four
of them with the novel large homozygous deletion (Ex6_8 del) of AGXT
gene and extreme different phenotype.
Results: The first affected sibling, a female was diagnosed with bilateral
UL, NC, HOx and moderate renal failure at the age of 12 years. Three
years later she developed ESRD and underwent combined liver- kidney
transplantation (CLKT). In contrast, her dizygotic twin sister, despite of
HOx was clinically healthy till 24 years of age. At this time, during
pregnancy she developed urosepsis and acute renal failure. After several
months of hemodialysis she died, probably from oxalate cardiomyopathy.
The third sibling, the boy showed NC and moderate renal failure in late
infancy. At the age of 6 years he developed ESRD and at the age of 9
years he underwent CLKT. The fourth sibling, the female, currently 21
years old, despite of HOx shows only slightly decreased eGFR and sol-
itary renal calcifications.
Conclusions: Our report is unique for the type of AGXT mutation,
number of affected siblings and extreme phenotypic diversity ob-
served in a presumed null mutation. Although the severity of PH1
seemed to be influenced by the degree of HOx and citrate excretions,
these findings are insufficient to explain the intrafamilial discor-
dance. Therefore advanced molecular studies are needed to clear this
issue.
The study was performed within the project “ERAdicatPH” and support-
ed by the grant from ERA-Net for Research Programmes on Rare
Diseases.
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Introduction: This study aimed to evaluate renal function of children
referred with myelomeningocele (MMC) diagnosis.
Material and Methods: In this retrospective study, a total of 22
patients were included and divided into two groups according to
their dimercaptosuccinic acid (DMSA) scintigraphy; group 1 and 2
(those who had normal and abnormal DMSA findings, respectively).
Results:Median current age, age at referral, and follow-up duration were
7.1 years (range;1.6-19.0), 3.4 years (range; 0.2-13.2) and 4.7 years
(range;0.5-8.1), respectively. Six (27.2%) were already on clean intermit-
tent catheterization (CIC) regimen and seven more patients were put on
CIC at our unit within 1 month after the first presentation. In total, median
age at the onset of CIC (n=13, 59.1 %) was 3 years (range; 0.2-7 years).
All patients underwent DMSA scintigraphy at a median age of 3.8 years
(range; 0.9-15), mainly within the first 6 months of presentation.
Abnormal DMSA findings were present in 9 (group 2, 40.2%), with
single scar in one kidney in 1 patient, reduced differential function and
multiple scars in both kidneys in 4, and stage II chronic kidney disease in
addition to abnormal DMSA in 2. Avoiding cystourethrography (VCUG)
was performed in 14 patients (63.6%). Bladder trabeculation on VCUG
was recorded in 9 (n=9/14, 64.2%), associated with bladder neck dilata-
tion in 2 and bilateral dilating vesicoureteral reflux in 4, and higher in
group 2 with borderline significance (p=0.06). Median age at initiation of
CIC was higher in group 2 (3 years, range; 0.2 -7) than in group 1 (1.9
years, range; 0.6-3.5), but not statistical significant.
Conclusions: In our cohort, we determined a significant delay in
starting CIC and a high rate of renal damage and bladder dysfunction.
In these children, early proactive urological management is needed to
preserve renal and bladder function.

IPN11259-89 THE URINE AS A DIAGNOSTIC KEY
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Introduction: Urinary ion excretion-absorption disturbances may be ob-
served in addition to multisystemic symptoms and could be the diagnostic
key in several diseases.
The receptor of epidermal growth factor (EGFR) affects apical urine
magnesium reabsorption besides its dermatological known function.
Case report: Two females, both born to consanguineous Portuguese
Roma parents, were admitted to the Neonatal Intensive Care Unit due
to prematurity and low birth weight.
They were born at 30th and 33rd weeks of gestation by an emergency
caesarean delivery due of fetal distress. Case 1 had prenatal diagnosis
of severe polyhydramnios, increased bladder volume and nephromegaly.
At birth they presented with immature, erythematous and friable skin and
global alopecia. Their weight loss was 22% and 23.5%. They also had
recurrent Staphylococcus aureus sepsis.
From the first days of life, they presented hydroelectrolitic imbalances:
polyuria (maximum urine output of 7.5 and 9.9ml/kg/h); hypernatremic
dehydration (96mmol/L and 167mmol/L); hypokalemia (2.8mmol/L and
2.2mmol/L) and hypomagnesemia (0.85mg/dl and 1.06mg/dl. Patient 1
also showed hypophosphatemia (3.9 mmol/L) and none had metabolic
acidosis or alkalosis.
The urine analysis revealed urinary losses of potassium and magnesium with
elevated fraccional excretion (FE) of both ions in the two patients (FEK 37%
and >35%; FEMg 44% and >23.2%), hypercalciuria (calcium/creatinine
2mg/mg and 3.38mg/mg) and normal urinary chloride excretion. Case 1 also
had nephrotic range proteinuria (protein/creatinine 8.9mg/mg).
Clinical exome sequencing identified EGFR loss of function mutation in
both cases.
Both patients died due to infectious and hidroelectrolytic complications.
Conclusion: EGFR, present in basolateral surface of distal convoluted
tubule, stimulates apical transcellular magnesium reabsorption through
TRPM6 channel. Hypomagnesemia causes increased potassium renal
loss, worsening hypokalemia, by disinhibition of ROMK channel and
Na+K+-ATPase dysfuntion. EGFR mutation also leads to skin fragility,
with recurrent infections, dehydration and hydroelectrolitic imbalances.
There are only a few similar cases reported, all with poor prognosis.

IPN11265-86 THE LONGITUDINAL FOLLOW-UP OF CZECH
PAEDIATRIC AHUS COHORT: GENETIC PREDISPOSITION
CONFIRMED IN ALL PATIENTS

S. Stolbova 1, M. Bezdicka 1, I. Hrachovinova 2, J. Burkert 3, N.
Simankova 1, S. Pruhova 1, J. Zieg 1

1 Department of Paediatrics, 2nd Faculty of Medicine, Charles
University in Prague, and University Hospital Motol, Prague -
Czech Republic, 2 Institute of Haematology and Blood Transfusion,
Prague - Czech Republic, 3 Department of Cardiovascular Surgery, 2nd
Faculty of Medicine, Charles University in Prague, and University
Hospital Motol, Prague - Czech Republic

Background: Atypical haemolytic uremic syndrome (aHUS) is an ultra-
rare life-threatening disease. Risk variants in genes encoding complement
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factors can be identified in the majority (40 - 60%) of aHUS patients. Anti
factor H antibodies are found in various proportion (6 – 56%) of affected
individuals. The underlying aetiology of the disease affects the course,
therapy and prognosis.
Material and methods: We performed genetic testing of 21 Czech
paediatric patients with aHUS. The DNA samples were collected
from 2000 to 2017 and analysed by multiplex ligation-dependent
probe amplification (MLPA) for structural variants in the CFH,
CFHR1-5 genes and then by next-generation sequencing (NGS)
using a targeted panel covering 15 genes associated with aHUS.
Anti FH antibodies were tested in all patients before the first
therapeutic plasma exchange (PLEX).
Results: We identified the genetic predisposition to aHUS in all
our patients. The aHUS risk variants were found in 13/21 (62%)
patients: combined variants in CFH and MCP (n = 1), double-
mutated CFH (n = 2), MCP (n = 4), DGKE (n = 2), C3, CFB,
CFH and CFI (one patient each gene). Analysis of structural var-
iants revealed a rare CFH/CFHR1 hybrid gene in one patient.
Anti FH antibodies were present in 13 patients (62%) with homo-
zygous or heterozygous CFHR1/CFHR3 deletion. Multiple genetic
findings were identified in eight patients (38%).
Conclusion:This study verified a genetic predisposition for aHUS in
all 21 Czech paediatric patients with very high prevalence of anti
FH antibodies (62%). In addition to the risk variants in complement
genes, this is a further study describing aHUS manifestation through
probable different pathogenesis by mutated DGKE gene. This study
confirms the likely polygenic effect in manifestation and course of
aHUS as there is no direct link between the genetic finding and the
course of this disease in Czech paediatric population.

IPN11267-88 SHORTER SYMPTOMS DURATION IS
ASSOCIATEDWITH INCREASED SEVERITY OF STEC-HUS

W. Wong, C. Prestidge, R. Jane, M. Morris
Department of Nephrology, Starship Children's Hospital - New
Zealand

Introduction:Risk factors which may assist in predicting the clinical
course are important in the clinical care of children with D+HUS.
The presence of recurrent seizures, severe haemorrhagic colitis are
associated with greater severity of acute kidney injury, risk of
chronic kidney disease and mortality. A shorter duration symptoms
may be associated with more severe disease as the development of
significant anaemia and acute kidney injury may occur at an earlier
stage and therefore be diagnosed earlier
Methods: A database of all children < age 15 years diagnosed to
have HUS from January 1998-July 2018 was reviewed. Relevant
clinical and laboratory data was extracted. 199 children with D+
HUS were included. The cohort was arbitrarily divided into group
1 (diarrhoea ≤ 5 days) and group 2 (diarrhoea ≥6 days).
Results: 83 of 199 children had diarrhoeal symptoms of ≤ 5 days. Group
1 children had more severe clinical course with higher likelihood of
anuria, longer duration of anuria and consequently a longer period of
dialysis. Group 1 children also had significantly higher neutrophil counts
than group 2 patients
Conclusion: Children with short duration of symptoms before the diag-
nosis of HUS are at higher risk of more severe disease and therefore

anticipatory measures may be instituted earlier to mitigate complications
of HUS.

IPN11269-90 PROGNOSTIC IMPORTANCE OF BRAIN-
DERIVED NEUROTROPHIC FACTOR (BDNF) IN RENAL
TRANSPLANTATION

A. Molnar 1, E. Szkibinszkij 2, L. Lenart 3, A. Hosszu 4, I. Kovacs 5, L.
Wagner 6, A. Fekete 3

1 MTA-SE "Lendület" Diabetes Research Group, Budapest;
Semmelweis University 1st Department of Paediatrics, Budapest
- Hungary, 2 MTA-SE “Lendület” Diabetes Research Group,
Budapest; Semmelweis University Department of Transplantation and
Surgery, Budapest - Hungary, 3 MTA-SE “Lendület” Diabetes Research
Group, Budapest; Semmelweis University 1st Department of Paediatrics,
Budapest - Hungary, 4 MTA-SE “Lendület” Diabetes Research Group,
Budapest - Hungary, 5 Semmelweis University Department of
Ophthalmology, Budapest - Hungary, 6 Semmelweis University
Department of Transplantation and Surgery, Budapest - Hungary

Introduction: Prevalence of end-stage renal disease (ESRD) is in-
creasing, where kidney transplantation (KTx) is a life-saving treat-
ment. Delayed graft function (DGF) is a main problem affecting
long-term kidney survival. BDNF signalling pathways play pivotal
role in cerebral ischemia/reperfusion injury (IRI), however the
relation of BDNF and IRI in KTx is unknown. The aim of our
human clinical study was to explore the relationship between se-
rum BDNF concentration, BDNF gene polymorphism and renal
graft function after transplantation.
Material and methods: Study characteristics: 59 ESRD patients
(57% male) with average age of 54.8±12 years received KTx.
Average cold ischemic time: 927±310 min, warm ischemic time:
54.5±39 min. DGF: 5 cases. Baseline triple immunosuppression
therapy: tacrolimus, mycophenolate or everolimus, and predniso-
lone. Until now, 44 patients completed the 2 years follow-up.
Control group: 79 healthy volunteers (52% male) with average
age of 53.9±16 years. Serum BDNF, creatinine, blood urea nitro-
gen, haemoglobin and blood glucose levels and thrombocyte num-
bers were measured, before and 1 week, 1-, 3-, 6 months, and 1-, 2
years after transplantation, as well as in controls. GFR was esti-
mated (CKD-EPI formula). BDNF Val66Met polymorphism was
determined via PCR-RFLP method.
Results: There was no difference in genotype or allele distribution
between the groups, and no correlation between serum BDNF and
different genotypes either. Serum BDNF was lower in ESRD pa-
tients than healthy controls (p=0.03). There was a weak correla-
tion and marginal significance (p=0.056) between eGFR and se-
rum BDNF level in controls, while in KTx recipients this corre-
lation reached higher significance (p=0.01). Above median BDNF
values at 1 month after KTx were predictive for better graft func-
tion during the 2 observed years.
Conclusion: Our preliminary human study proposes that BDNF
could be a novel biomarker of posttransplant graft function, how-
ever further clinical studies with larger population are needed to
confirm these results.
Grants: LP008/2017, OTKA-K112629, NNOTKA-11460, VKE-
2017-00006, FK124491, EEMOFAKT-2017
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IPN11273-85 BONE AND MINERAL METABOLISM IN
CHILDREN WITH NEPHROPATHIC CYSTINOSIS
COMPARED TO OTHER CKD ENTITIES

A. Ewert 1, M. Leifheit- Nestler 1, K. Hohenfellner 2, A. Buescher 3, M.
Kemper 4, J. Oh 5, H. Billing 6, J. Thumfart 7, G. Stangl 8, L. Weber 9, B.
Acham- Roschitz 10, K. Arbeiter 11, B. Toenshoff 12, M. Zivicnjak 1, D.
Haffner 1
1 Department of Pediatric Kidney, Liver and Metabolic Diseases,
Hannover Medical School Children's Hospital, Hannover - Germany,
2 Division of Pediatric Nephrology, Children's Hospital Rosenheim,
Rosenheim - Germany, 3 Department of Pediatrics II, University
Hospital Essen, Essen - Germany, 4 Asklepius Hospital, Hamburg -
Germany, 5 Division of Pediatric Nephrology, University Children's
Hospital Hamburg, Hamburg - Germany, 6 Division of Pediatric
Nephrology, University Children's Hospital Tübingen, Tübingen -
Germany, 7 Department of Pediatric Gastroenterology, Nephrology and
Metabolism, Charite Hospital, Berlin - Germany, 8 Insitute of
Agricultural and Nutritional Sciences, Martin Luther University Halle-
Wittenberg, Halle - Germany, 9 Division of Pediatric Nephrology,
Children's and Adolescents' Hospital, University of Cologne, Faculty of
Medicine and University Hospital, Cologne - Germany, 10 Department of
Pediatrics, Medical University Graz, Graz - Austria, 11 Division of
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12 Department of Pediatrics I, University Children's Hospital
Heidelberg, Heidelberg - Germany

Introduction: Children with nephropathic cystinosis (Cys) are prone to
hypophosphatemic rickets due to Fanconi syndrome and mineral and
bone disorders related to chronic kidney disease (CKD-MBD) but sys-
tematic analyses are lacking.
Material & Methods: In this cross-sectional study we investigated
markers of bone and mineral metabolism in children with Cys (n=49)
before and after renal transplantation in comparison to patients with other
causes of CKD (non-Cys, n=79) by use of age and gender-related SD
scores (SDS).
Results: Median age (11 years) and estimated glomerular filtration rate
(eGFR, 58 mL/min/1.73 m2) did not significantly differ between groups.
Non-transplanted Cys patients presented more frequently with reduced
serum levels of phosphate (38 vs 9%), corrected calcium (51 vs 31%),
bicarbonate (43 vs 19%), and potassium (27 vs 2%; each p<0.01), where-
as prevalence of vitamin D deficiency or hypo-/hyperparathyroidism did
not differ between groups. Median serum levels of bone alkaline phos-
phatase (BAP, 0.25 vs -0.41 SDS), tartrate-resistant acid phosphatase 5b
(TRAP5b, 0.71 vs -0.59 SDS), and osteoprotegerin (OPG, 5.88 vs 3.44
pmol/L) were significantly elevated in Cys compared to non-Cys, where-
as intact (36 vs 72 pg/mL) and c-terminal (0.35 vs 1.97 SDS) fibroblast
growth factor 23 (FGF23), and sclerostin (0.62 vs 0.94 SDS) were sig-
nificantly lower (each p<0.001). Differences in FGF23 levels were inde-
pendent of eGFR, whereas differences in BAP, TRAP5b, and OPG were
significant at eGFR >30 mL/min/1.73 m2, only. In transplanted patients,
BAP, TRAP5b and OPG did not differ between groups, whereas
corrected calcium, FGF23, and PTH were lower, and phosphate, and
sclerostin were higher in Cys compared to non-Cys patients (p<0.05
respectively).
Conclusions: Despite medication for Fanconi syndrome, non-
transplanted Cys patients show more pronounced alterations in
mineral metabolism compared to non-Cys patients, such as
hypophosphatemia and hypocalcemia, associated with a high bone
turn-over state, which is only partially normalized after transplan-
tation.

IPN11275-87 HYPERGLYCEMIA IN PEDIATRIC RENAL
TRANSPLANT RECIPIENTS

M.Dutucu 1, M. Adar 1, A. Kacar 1, E. Comak 1, M. Koyun 1,M. Parlak 2,
S. Akman 1

1 Akdeniz University Faculty of Medicine, Department of Pediatric
Nephrology, ANTALYA - Turkey, 2 Akdeniz University Faculty of
Medicine, Department of Pediatric Endocrinology, ANTALYA - Turkey

Introduction:Hyperglycemia is a severe problem after transplantation. It
may develop due to insulin resistance or new onset diabetes mellitus
(NODAT) after transplantation. Data on hyperglycemia and NODAT in
pediatric renal transplant recipients are limited. The aim of this study was
to evaluate the clinical features of patients with high blood glucose levels
after renal transplantation.
Methods: Patients who had high blood glucose levels after renal trans-
plantation were included in the study. The laboratory findings, demo-
graphic and clinical features of the patients were retrospectively evaluated
from the medical records. The patients who had a diagnosis of diabetes
mellitus before kidney transplantation were excluded from the study.
High blood glucose levels were defined as a fasting blood glucose level
higher than 126 mg/dl or second hour glucose level above 200 mg/dl on
oral glucose tolerance test. The patients with Homa-IR(Homeostatic
Model of Assessment-Insulin Resistance) values above 2.5 were evalu-
ated as insulin resistance. The patients with low C-peptide and insulin
levels without autoantibodies were considered as NODAT.
Results: Within 435 pediatric renal transplant recipients, 23 patients
(5.3%) had high blood glucose levels. Of 23 patients with hyperglycemia,
5(21.7%) had a family history of diabetes mellitus in their relatives.
Hyperglycemia was detected in 16 (69.6%) patients within the first 3
months after transplantation, in one case between 3-6 months, in 3 cases
(13%) between 6-12 months and in the remaining 3 (13%) patients after
12 months of transplantation.
Twenty-one of 23 patients (91.3%) had insulin resistance and only two
patients (8.7%) had NODAT associated with pancreatic injury. Insulin
treatment was started in 20 patients (86.9%).
Conclusion:We found that hyperglycemia is mostly associated with insu-
lin resistance in pediatric renal transplant recipients, whereas NODAT is
less common. The physicians who care pediatric renal transplant recipients
should be cautious for hyperglycemia and insulin resistance.

IPN11279-91 NEXT GENERATION SEQUENCE IN STEROID-
RESISTANT NEPHROTIC SYNDROME IN CHILDREN

L. Prikhodina 1, S. Papizh 1, E. Stolyarevich 2, I. Povolotskaya 1

1 Research Institute of Pediatrics, Pirogov Russian National Research
Medical University, Moscow - Russian Federation, 2 Moscow City
Clinical Hospital№ 52, Moscow, - Russian Federation

Introduction: Steroid-resistant nephrotic syndrome (SRNS) character-
ized by significant genetic heterogeneity with a significant risk of pro-
gression to end-stage kidney disease in childhood. The aim of the study
was to investigate mutational spectrum of primary SRNS in Russian
children by targeted next generating sequencing (NGS).
Methods: Targeted NGS of 73 SRNS-associated genes was performed in
51 (22M/29F) unrelated children. Median age at onset of SRNS was 4.5
(IQR: 1.8; 9.5) years. Kidney biopsy was undertaken in 49 of 51 (96%) of
patients. FSGS was revealed in 80%, MCD in 6%, mesangial prolifera-
tive glomerulonephritis in 6%, and membranous nephropathy in 6% of
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patients with SRNS. All identified by NGS pathogenic and likely patho-
genic variants were confirmed by direct Sanger sequencing.
Results:Monogenic causes of SRNSwere identified in 17 (33.3%) children.
We detected pathogenic and likely pathogenic mutations in 8/73 (11%) of
investigated SRNS-associated genes. 41.2% of patients had mutations asso-
ciated with autosomal recessive (AR) inheritance of SRNS, 29.4% with au-
tosomal dominant (AD), 23.5% with AR/AD and 5.9% with X linked inher-
itance. The most frequently mutated genes in our cohort were NPHS2 iden-
tified in 23.5% of children, COL4A3/A5 in 17.7%, and WT1 in 17.7% of
cases. There were no significant differences observed between patients with
and without identified mutations in age of onset SRNS (3.0 (1.5; 8.0) vs. 6.0
(1.7; 9.6) years), frequency of FSGS (93.3% vs. 70.6%), lack of response to
immunosuppressive treatment with CNIs (30% vs. 21.4%) and decreased
eGFR to CKD stage 3-5 (23.5% vs. 8.8%) (p>0.05).
Conclusions: We conclude that NGS allowed to identify monogenic
cause of SRNS in 33.3% of children. A definitive molecular diagnosis
in patients with SRNS has important clinical implications for therapeutic
decisions, counseling and prognosis.

IPN11282-85 PREVALENCE AND OUTCOMES OF ACUTE
KIDNEY INJURY AMONG NEONATES IN MOI TEACHING
AND REFERRAL HOSPITAL

A. Gichemi
Moi Teaching and referral hospital, ELdoret, Kenya - Kenya

Abstract
Introduction:Acute Kidney Injury (AKI) is a condition in which sudden
deterioration in kidney function leads to its inability to maintain fluid and
electrolyte homeostasis. Recent studies have shown that acute kidney
injury in neonates is common with an incidence between 8% and 24%
and leads to higher morbidity and mortality in Neonatal Intensive Care
Unit. AKI in neonates is also reported to be underdiagnosed in developing
countries. As dialysis and ultra-filtration for neonates becomes available
in this setting there is need to look at the prevalence and outcomes so as to
formulate standards of care, reduce mortality and morbidity.
Materials and methods: A prospective observational cohort study was
done. The study setting was the new born unit of Moi Teaching and referral
hospital in Eldoret, Kenya. Systemmatic samplingmethodwas used. Serum
creatinine , urine output where available and risk factors were recorded.
Follow up was done until death, discharge or 28 days of life. AKI was
defined using the modified neonatal kdigo classification. The sample size
was 280 estimated using the Fisher’s formula. Statistical analysis were
conducted using STATAversion 13 SE.
Results: A total of 280 neonates were recruited. The male to female ratio
was 1:1.12.The prevalence by both serum creatinine and urine output was
20.4%. Prevalence using serum creatinine alone was 19.78%. Those in
stage 1 were 4.68%, stage 2 were 1.44% while stage 3 had 13.67%.In
those discharged before 28 days there was no statistically significant
difference in the length of stay among those with and without AKI.
Mortality was significantly associated with Aki (OR 4:1) p value 0.000.
None of the neonates with acute kidney injury underwent dialysis.
Conclusion: Acute kidney injury among sick neonates is common and is
associated with an increased risk of mortality.

IPN11284-87 PROTEINURIC PODOCYTOPATHY DUE TO A
CRB2MUTATION. ACEITHERAPY: 8YEARSOFFOLLOW-UP

T. Vashurina, O. Zrobok, A. Pushkov, O. Komarova, P. Ananin, S.
Dmitrienko, A. Ryaposova, A. Agaronian, K. Savostyanov, A. Tsygin
National research center of children's health - Russian Federation

Background: Often the cause of the formation of pediatric steroid-
resistant NS (SRNS) are genetic disorders. Studies in the field of

molecular genetics have demonstrated genetic heterogeneity of both
non-syndromic NS, and syndromic forms of SRNS. Recently, a new
causative gene has been identified, Crumbs homolog 2 (CRB2), respon-
sible for both the early start isolated SRNS with FSGS histology, and for
the formation of severe phenotype characterized by congenital NS,
microcysts in the kidney, hydrocephaly and anomalies of retina.
Pediatric cases of isolated SRNS without extrarenal symptoms caused
by CRB2 mutations are extremely rare. We present the rare case of a
long-term observation of a child with a non-progressive course of isolated
proteinuria caused by FSGS, with a confirmed biallelic mutation in the
CRB2 gene.
Case Report: From the age of 1 month to the age of 5 years, the
disease was manifested by isolated proteinuria < 0.6 g /day with
normal GFR. At the age of 6 years, due to the increase of protein-
uria to 0.9 g/day (40 mg/kg/24h) with serum albumin 34 g/l, renal
biopsy was performed, set morphological diagnosis of FSGS. ACEI
(fosinopril 0.2-0.3 mg /kg/day) as antiproteinuric therapy was pre-
scribed, which continuous for 8 years. At the age of 10, ultrasound
revealed for the first time small medullary cysts (3-6 mm). At the
age of 13 years, whole-exome analysis identified compound hetero-
zygous mutations in exons 11 and 12 of CRB2 gene (p.C1150Y and
p.T1187P, each confirmed). Currently (age 14 years) - proteinuria
2.1 g/day (29 mg/kg/24h; child weight 70.5 kg), serum albumin 36
g/l, eGFR 112 ml / min (serum creatinine 58 μmol /l).
Conclusions: Thus, isolated proteinuria with histology of FSGS was
secondary to podocytopathy due to a CRB2 mutation, which had no
progressive course due to context of long-term nephroprotective ther-
apy with ACEI without need of steroids and immunosuppression.

IPN11285-88 UNRESPONSIVENESS TO TREATMENT WITH
BUROSUMAB I N PAT I ENT S W I TH X - L I NKED
HYPOPHOSPHATEMIA (XLH)

M.K. Eggert, J. Hoge, D. Nolkemper, M.J. Kemper
Kinderklinik AK Nord - Heidberg, Hamburg - Germany

Unresponsiveness to treatment with Burosumab in patients with X-linked
Hypophosphatemia (XLH)
Since 2018, a new treatment option for XLH, the FGF23 antibody
Burosumab, is available.
In the controlled clinical study by Carpenter et al (2018) serum
phosphorus levels increased already after the first dose and nor-
malization was documented in half of the patients within 6 weeks
without any oral substitution of phosphate and vitamin D. These
data lead tot he recommendation to monitor treatment response by
measuring serum-phosphate alone. We report on three patients (2
boys) with XLH (age 10.5 - 13.3) whom we treated with
Burosumab since April 2018 (starting dose 10 mg every 2 weeks
s.c., increase of 10 mg depending on serum phosphate levels).
Despite the maximum dose of 1,7 – 2,7 mg/kg all patients still
showed severe hypophosphatemia (<0.90 mmol/l) after 12 months
o f t r e a tmen t . On l y on e p a t i e n t a c h i e v e d t r a n s i e n t
normophosphatemia of 1.10 mmol/l after ten months for 4 weeks.
One patient developed hypercalcemia repeatedly under treatment
with burosumab (2.98 and 2.90 mol/l) which was associated with
hypercalciuria (9.6 and 8.7 mg/kg/d) requiring dose reduction.
Under treatment alkaline phospatase level decreased in all patients
(mean AP level decrease 380,7 U/l to 314,4 U/l) and growth
increased in 2 patients (SDS decrease -2,07 to -1,97) . In our
experience none of our patients with XLH had normal serum
phophate levels despite maximal doses of Burosumab. The reason
for this unresponsiveness is unclear yet. Serum-phosphate may not
be the ideal marker in monitoring bone metabolism and thus fur-
ther studies are necessary to develop better biomarkers e.g. for
treatment response in XLH .
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IPN11286-89 HYPOGAMAGLOBULINEMIA IN PEDIATRIC
RENALTRANSPLANT RECIPIENTS

M. Adar, M. Dutucu, A. Kacar, E. Comak, M. Koyun, S. Akman
Akdeniz University Faculty of Medicine, Department of Pediatric
Nephrology, Antalya - Turkey

Introduction:Many side effects of immunsupressive agents used in renal
transplant recipients could be seen; one ofwhich is hypogamaglobulinemia.
Data on hypogamaglobulinemia in renal transplant recipients are lim-
ited. In this study, we aimed to search for the frequency and risk
factors of hypogamaglobulinemia in pediatric renal transplant
recipients.
Materials and method: Pediatric renal transplant recipients who
underwent transplantation after January 2008 and who had regular
follow-ups were included. The demographic and clinical features of the
patients were retrospectively evaluated from the medical records.
Immunoglobulin G, M and A levels were studied at visits between 14th

January and 1st March 2019. Post-transplant infections (pneumonia, uri-
nary tract infections, sepsis, fungal infections, otitis media, upper respi-
ratory tract infections) were noted.
Results: 104 patients, 59 (56.7%) boys, with a mean age of 12.94±5.14
years were included. Mean follow-up period was 45± 35 months. All had
normal graft functions and no had hypoalbuminemia.
Low IgG, IgM and IgA levels were found in 28 (26.9%), 14 (13.5%)
and 4 (3.8%) patients; respectively, all of which is mostly observed
in the first post-transplant year. Patients with upper respiratory tract
infections (n=53) and pneumonia (n=12) had lower IgA levels, com-
pared to that without (p= 0.038, p= 0.014; respectively). Patients
who had one or more rejection episodes had lower IgM and IgA
levels compared to that without (p= 0.001, p=0.032; respectively).
IgG levels correlated with both IgM and IgA levels (p= 0.001, p=
0.001; respectively).
Conclusion: We found that hypogamaglobulinemia, especially low
IgG levels, is a relatively frequent complication in pediatric renal
transplant recipients. We observed that patients with low IgA
levels have increased risk for respiratory tract infections. We sug-
gest to search for hypogamaglobulinemia in pediatric renal trans-
plant recipients with frequent infections.

IPN11289-92 ADOLESCENT AGE AND RISK OF FIRST AND
SUBSEQUENT ALLOGRAFT FAILURE AMONG PEDIATRIC
KIDNEY TRANSPLANT RECIPIENTS

Y. Okuda 1, E. Streja 1, C. Rhee 1, E. Tantisattamo 1, U. Reddy 1, M.
Laster 2, Y. Tang 1, D. Rajpoot 3, M. Molnar 4, H. Ichii 5, Y. Obi 1, K.
Kalantar-Zadeh 1

1 Harold Simmons Center for Kidney Disease Research and
Epidemiology, Division of Nephrology and Hypertension, University of
California Irvine, School of Medicine, Orange, CA - United States,
2 David Geffen School of Medicine at UCLA, Los Angeles, CA - United
States, 3 Department of Pediatrics, University of California Irvine, School
of Medicine, Orange, CA - United States, 4 Department of Surgery,
University of Tennessee Health Science Center, Memphis, TN - United
States, 5 Department of Surgery, University of California Irvine, Orange,
CA - United States

Introduction: Many children with end-stage renal disease face repeated
kidney transplants in their lifetime. Adolescent age may be a high-risk
period for allograft failure, but the knowledge is limited mostly to the first
transplant.
Material and methods: In a cohort of pediatric kidney transplant recip-
ients who underwent a first kidney transplant by the age of 21 years old
between 1987 and 2016 from the United States Renal Data System, we
evaluated the association of age at the first transplant with risk for the first

and subsequent graft failures, using the conditional risk set model for
recurrent time-to-event data adjusted by case-mix covariates, recipient
blood type, donor age, HLA mismatch number, peak PRA, living donor
transplantation, and cold ischemia time. We also evaluated the risk for
death with a functioning graft and the risk for death after returning to
dialysis as well as overall mortality risk.
Results: Among 27,239 included patients, median age at the first trans-
plant was 15 (interquartile range: 9-18) years old, and 6,986 (26%) pa-
tients received kidney transplants twice ormore and up to six times during
the median follow-up period of 11.4 (interquartile range: 5.8-18.1) years.
Adolescent with age of 16-<18 years old had the highest risk for graft
failure in the recurrent event analysis (hazard ratio [HR], 1.60; 95%CI,
1.48-1.73) and was associated with the highest mortality risk (HR, 1.36;
95%CI, 1.18-1.57) (reference: <3 years old). This groupwas also strongly
associated with the greatest risk for death after returning to dialysis (HR,
2.68; 95%CI, 2.14-3.35).
Conclusions: Patients receiving the first kidney transplant at adolescence
have high risk for the first and subsequent graft failures. They remain at
high risk for allograft failure for a long time, which may result in high
mortality risk, even though they surpass this high-risk period soon after
the first transplant.

IPN11291-85 PAEDIATRIC SCREENING IN A CHRONIC KIDNEY
DISEASE OF UNKNOWN ORIGIN (CKDU) ‘HOTSPOT’ IN SRI
LANKA

M. Raja 1, U.I. Karunadasa 2, T.S. Munasinghe 2, R.R. Karunaratne 2, G.
Selladurai 3, A.S. Abeyagunawardena 2

1 Birmingham Women's and Children's NHS Foundation Trust,
Birmingham - United Kingdom, 2 Department of Paediatrics,
University of Peradeniya, Kandy - Sri Lanka, 3 Professorial Paediatric
Unit, Teaching Hospital Peradeniya, Kandy - Sri Lanka

Introduction: In recent years, CKDu prevalence has risen significantly
globally. CKDu classically presents in adult life (Chandrajith et al., 2010).
Interestingly, in El-Salvador, where its disease pattern is comparable to
that in Sri Lanka, children in CKDu-affected localities were observed to
have significant proteinuria (Orantes-Navarro et al., 2016). Low birth
weight, therefore reduced renal mass and decreased glomeruli, suggests
a predisposition to poor renal function (Schmidt et al., 2005, Iyengar
et al., 2016). This study aims to ascertain if children living in CKDu-
prevalent parts of Sri Lanka have predisposition to or exhibit signs of
renal impairment.
Method: Children and adolescents (1-17 years of age) living within a
CKDu-endemic four-village (Sarabhoomiya, Viranagama, Serupitiya and
Badulupura) radius were invited to a school-based screening programme.
Demographic data, height, weight, blood pressure readings, urinalysis
data and urea, renal function results, including GFR were recorded.
Renal ultrasound scan (USS) was performed to measure renal length
and identify structural abnormalities. Descriptive statistics and mean
comparisons were used via SPSS (Version 24) to analyse final dataset.
Results: 400 children were screened. 352 met inclusion criteria. 176
(50%) were male; 176 (50%) female. Median age: 8.12years. Mean
Birth weight: 2.85kg; mean height and weight were 121.6cm and
24.9kg respectively. 335(95.2%) children had no proteinuria. 15 (4.2%)
had trace proteinuria; 1(0.6%) child had 1+ proteinuria. This difference in
incidence of proteinuria statistically significant (p<0.001). Average renal
length was 8.20cm. Mean serum creatinine level and glomerular filtration
rate were 57.81μmol/L and 88.84ml/min/1.73m2 respectively. 342 chil-
dren had normal USS; 8 were incidentally found to have small kidneys or
renal calculi.
Conclusion:Overall, in contrary to similar studies elsewhere, majority of
children in this CKDu-endemic region have no proteinuria, have normal
USS and renal function. Nevertheless, it is noteworthy that a few children
had small kidneys, renal caculi or mild proteinuria.
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IPN11293 -87 EVALUATION OF NON-INFECTIOUS
COMPLICATIONS IN PERITONEAL DIALYSIS: A
MULTICENTRE STUDY IN TURKEY (TUPEPD)
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Introduction: Peritoneal dialysis (PD) is considered as the first
choice of renal replacement therapy in children. However, com-
plications associated with PD affect the success and sustainability
of treatment. The aim of this study was to determine the frequen-
cy of PD-related non-infectious complications and the factors af-
fecting them.
Material &methods: Themedical records of paediatric PD patients who
were followed up in nine paediatric nephrology centers in Turkey were
retrospectively reviewed. The study included 271 paediatric PD patients
with complete medical data. Infectious and metabolic complications were
not evaluated in this study.
Results: A total of 271 paediatric PD patients, with a mean age of 16.95
±8.60 years, were included in the study. The mean age of onset of PD was
104.04±65.71 months and the median PD duration was 29.50 (3-180)
months. Congenital anomalies of the kidney and urinary system
(CAKUT) were found to be the most common cause of renal failure
(42.4%). A total of 157 (57.9%) patients encountered 302 non-infectious
complications within the observation period of 836 patient-years. At least
one catheter revision was performed in 74 patients (27.3%). The most
common complication was hernia (25.8%). The risk factors for complica-
tion were evaluated by univariate analysis: the risk was higher in swan neck
catheter (OR, 0.409; 95%CI, 0.217-0.770; p, 0.006); but the age at onset of
PD, the diagnosis of CAKUT, the time between catheter insertion and the
initiation of dialysis were not detected as risk factors. PD was discontinued
during follow-up of 145 of them. The frequency of PD therapy was
discontinued due to non-infectious complications was 15.2%.
Conclusions: Non-infection complications occurring in peritoneal dialy-
sis may lead to discontinuation of therapy. Careful monitoring of patients
is necessary to ensure that PD treatment can be maintained safely.

IPN11296-90 COMPARISON OF CLINICAL, PATHOLOGICAL
AND RENAL OUTCOMES OF HENOCH-SCHONLEIN
PURPURA NEPHRITIS AND IGA NEPHROPATHY

C. Heybeli 1, M. Torun Bayram 2, G. Yildiz 3, A. Soylu 2, A. Celik 1, S.
Sarioglu 4

1 Dokuz Eylul University, Medical Faculty, Department of Nephrology -
Turkey, 2 Dokuz Eylul University, Medical Faculty, Department of
Pediatric Nephrology - Turkey, 3 Dokuz Eylul University, Medical
Faculty, Department of Pediatric Nephrology - Turkey, 4 Dokuz Eylul
University, Medical Faculty, Department of Pathology - Turkey

Aim: To compare clinical, pathological and long-term renal outcomes of
patients with Henoch-Schonlein purpura nephritis (HSPN) and IgA ne-
phropathy (IgAN).
Methods: The medical records of patients with HSPN and IgAN who
underwent renal biopsy were evaluated retrospectively. Groups were
compared in terms of age, sex, hemoglobin, creatinine, albumin, uric
acid, IgA, glomerular filtration rate (GFR) and proteinuria levels at
the first visit, renal pathology findings, also GFR and proteinuria

levels at the last visit. In addition, the beginning and final-visit
GFR and proteinuria levels were seperately evaluated within each
group.
Results: Of totally 54 patients 38 (70%) were HSPN and 16 (30%) were
IgAN. The mean follow-up time were respectively 78.7±67.1 and 86.8
±61.5 mounts in HSPN and IgAN group. The HSPN and IgAN group
were not different in terms of gender, age at the beginning, follow-up
period, initial blood uric acid, IgA levels, endocapillary, extracapillary
and mesangial proliferation, tubular atrophy, interstitial fibrosis and
IgA, IgG, C3 accumulation levels in renal biopsy. However, serum albu-
min and hemoglobin levels, and degree of mesangial IgM deposition
were lower. On the other hand, proteinuria level (mg/m2/saat) was higher
than IgAN group in HSPN group at the first visit (34.2±37.9 vs 72.1
±92.4, p<0.05). Proteinuria and GFR were similar between groups at last
visit. In both groups, proteinuria level at last visit was significantly de-
creased compared to the level at the time of admission (72.1±92.4 vs 5.8
±5.2, 34.2±37.9 vs 5.9±5.9, p<0.005). However, there was no decrease in
mean GFR levels in both groups. Only one patient in HSPN group had a
permanent GFR of less than 60 ml/min/1.73m2.
Conclusion: Although there are some clinical and pathological differ-
ences between HSPN and IgAN, long-term renal outcome is similar in
both groups.

IPN11302-78 DELAYED DIAGNOSIS OF PRIMARY
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Introduction: Acquired reflux nephropathy is one of the major
causes of pediatric chronic kidney disease, especially in develop-
ing countries. In this study, we aimed to assess renal outcomes of
delayed diagnosis of dilating primary vesicoureteral reflux (VUR)
following recurrent febrile urinary tract infections (fUTIs) and its
diagnostic imaging procedures.
Material and methods: The medical records of patients who underwent
ultrasonography (US), non- acute dimercaptosuccinic acid (Tc-
99mDMSA) scintigraphy and voiding cystourethrography (VCUG),
and who were older than 2 years at the time of VUR diagnosis were
retrospectively reviewed.
Results:A total of 32 children (female, n=27, 84.4%) with a mean
age of 10.49±3.42 years were included in the study. The mean
age at VUR diagnosis was 7.67±3.34 years and grade III, IV, V
VUR were found in 22%, 69%, and 9% of the patients, respec-
tively. Abnormal US findings were detected in 75% of the cases.
83.9% had abnormal DMSA scintigraphy (7 with a single scar, 7
with multiple lesions, 12 with reduced kidney function). Estimated
glomerular filtration rate of 3 patients with bilateral grade IV
VUR was <75 mL/min/1.73 m2. In 5 patients (16%), VUR could
not be predicted by US+DMSA scintigraphy (Grade IV VUR in 3
and Grade III in 2 cases ). The sensitivity in predicting VUR was
75.00% (95% CI: 56.60-88.54) and 83.87% (95% CI: 66.27-
94.55), respectively, for US alone and combined US+DMSA.
Conclusions: VCUG should be performed routinely in addition to
US and non-acute DMSA in all children referred with recurrent
fUTIs. Awareness of childhood UTI in public and healthcare per-
sonnels should be increased in order to refer these patients at a early
stage to pediatric urology and nephrology units.

Pediatr Nephrol (2019) 34:1 –8 01 22 2 62048
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Introduction: Idiopathic nephrotic syndrome (NS) is more prevalent in
Asian children (Feehally et al., 1985, Kikunaga et al., 2016). Sri Lankan
children with NS are reported to have a five-fold increased risk of serious
infections than UK cohorts (Abeyagunawardena, 2009). This study aims
to explore NS in Sri Lankan children with respect to their socio-economic
backgrounds, disease patterns, outcomes, management and compliance.
With increasing advances in gene-targeted therapies (Fukusumi,2014)
and reshuffling of global populations, it becomes relevant to review eth-
nic variations in disease patterns within countries like Sri Lanka.
Method: Study Population: Children with NS between 1-18years, cur-
rently under follow up in a tertiary paediatric nephrology centre in Sri
Lanka. Data collection: Demographic, clinical and compliance data were
retrospectively analysed using patient’s hand-held records and direct in-
terview sequentially in twice weekly paediatric NS clinics over a 3-month
period. Results were analysed using SPSS version 24.
Results: 199 children met the inclusion criteria. Median age: 9.0years; 121
weremale, 78 female. The larger proportion of Steroid-Resistant NS (SRNS)
patients were girls (p<0.001). Number of relapses and clinics visits in
Steroid-Sensitive NS (SSNS) patients was lower than both Steroid-
dependent NS (SDNS) and SRNS patients (p<0.05 and p<0.001 respective-
ly). A significantly higher incidence of SRNS and SDNS was seen in Tamil
patients in comparison to the other two ethnicities (p<0.05 and p<0.05 re-
spectively). Majority of all children with NS were on combination therapy:
Prednisolone and Levamisole or Prednisolone and Cyclosporine A.
Conclusion: Subtype proportions, overall male preponderance, outpa-
tient management and increased resource requirement for SDNS and
SRNS patients are comparable to results from other parts of the world.
The higher overall incidence of SRNS and SDNS in the Tamil patient
cohort is noteworthy, especially in the context of global migration and
increasing Sri Lankan diaspora in, for example, Europe and Britain.

IPN11305-81 EVALUATION OF POTENTIAL DIAGNOSTIC
BIOMARKERS FOR NEPHROTOXICITY OF CYCLOSPORINE
A IN ADRIAMYCIN NEPHROSIS RATS

Y.Zhu 1,Y.Wu 1,Y.Dou 1, S.Hao 1, Z. Li 2, B. Zhang 2,G. Zhu 1,W.Huang 1

1 Department of Nephrology and Rheumatology, Shanghai Children’s
Hospital, Shanghai Jiao Tong University, Shanghai 200062, P.R. China
- China, 2 Department of Pathology, Shanghai Children’s Hospital,
Shanghai Jiao Tong University, Shanghai 200062, P.R. China - China

Abstract
Purpose: Nephrotoxicity is the main adverse effect of cyclosporine A
(CsA) which is a widely used immunosuppressive agent. This study
aimed to identify potential biomarkers for prediction and early diagnosis
of nephrotoxicity during combined therapy with prednisone (Pred) and
CsA in adriamycin nephrosis (AN) rats.
Methods:AnAN ratmodel mimicking humanminimal change nephrotic
syndrome was established, followed by administration with saline (blank
control), prednisone (Pred control) or Pred + CsA for 7,14, and 21 days,
respectively. At different time points post treatment, the urinary and se-
rum levels of neutrophil gelatinase associated lipocalin(NGAL), kidney
injury molecule-1(KIM-1), tumor necrosis factor alpha(TNF-α), and

transforming growth factor beta(TGF -β) were determined using
enzyme-linked immunosorbent assay, the pathological changes of renal
tissue were assessed using Periodic acid–Schiff staining, and the expres-
sion of NGAL, KIM-1 and TGF -β in kidney tissue were assessed using
immunohistochemical method.
Results:Vacuolization and brush border loss were observed in renal tubular
epithelial cells after 14 days Pred + CsA treatment. Inflammatory cell infil-
tration and arteriolar hyalinosis were presented at Day 21, suggesting that
Pred + CsA treatment induces progressive renal injury in AN rats. The
expression of NGAL significantly increased in Pred + CsA-treated rats at
14 and 21 days after treatment when compared with that in Pred-treated
ones. Urinary NGAL (uNGAL) level was significantly elevated in Pred +
CsA-treated rats at 7 and 14 days after treatment when comparedwith that in
Pred-treated ones. Importantly, among the candidate biomarkers that were
significantly altered in Pred + CsA group, only uNGAL level was signifi-
cantly correlated with the tubulointerstitial lesion score.
Conclusions: NGAL may serve as a potential predictive/diagnostic bio-
marker in the early phase of CsA nephroxicity in AN rats.

IPN11306-82 DEMOGRAPHIC, CLINICAL AND LABORATORY
F I N D I NG S O F J UVEN I L E S Y S T EM I C LU PU S
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H. Adiguzel Dundar 1, G. Yildiz 2, M. Torun Bayram 2, A. Soylu 3, S.
Kavukcu 4
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Introduction: Systemic lupus erythematosus (SLE) is a systemic and
autoimmune disease characterized by remission and exacerbation, with
varying clinical manifestations and course. The study’s aim is assessment
demographic, clinical, laboratory and long-term results of the patients
with juvenile SLE (JSLE).
Patients and Method: Data of patients who were followed-up between
January 2000 and December 2018 and accepted by JSLE according to the
American College of Rheumatology 1997 classification criteria were ret-
rospectively evaluated by means of age, gender, symptoms during admis-
sion and follow-up, the system involvement, hematological and immu-
nological laboratory examinations, treatments and prognosis.
Results: The number of patients with JSLE was 29 (93% girl). Median
diagnosis age and delay time at diagnosis were 12.8 (8.9-14.8) years and
3.5 (1.0-11.0) months respectively. Three patients (12.5%) have SLE
history in their family. The most common clinical symptoms were find-
ings of skin (77.8%), renal (75%), musculoskeletal (53.8%) and neuro-
logic (40%) systems and serositis (19.2%). In complete blood count, the
most common evidences were anemia (85.4%), lymphopenia (23.1%)
and thrombocytopenia (11.5%) at diagnosis. In immunological screening,
Anti-nuclear antibody was positive in all patients (> 1/100), Anti-Double
stranded DNA was 76.9%, anti-Smith antibody was 13.8% and anti-
phospholipid antibody was 50% positive. Of the patients with renal in-
volvement, 13 (46.4%) had hematuria, 20 (71.4%) had proteinuria, and
21 (75%) patients were performed renal biopsy. The most common
hystopathologic findings were stage 4,2,5 lupus nephritis (33.3%, 23.8%,
23.8%, respectively) in renal biopsy. Steroid (93.1%), cyclophosphamide
(55.2%), hydroxychloroquine (41.4%) andmycophenolate-mofetil (34.5%)
were the most common treatment modalities. Three (10.3%) patients
underwent plasmapheresis. One patient died from septic shock during fol-
low-up. Twenty eight (96.5%) patients were in remission under treatment.
Conclusion: JSLE is a serious andmultisystemic disease. Although JSLE
has a high remission rate with early diagnosis and treatment, it may cause
significant unintended consequences such as mortality.
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Objective: Hypertension (HT) prevalence in congenital adrenal hyperplasia
(CAH) differs and risk factors associated with HT are not clear.
Glucocorticoids and mineralocorticoids that are used in the treatment of
CAH may cause a tendency for HT. The aim of this study is to determine
the incidence ofHT, risk factors and end-organ damage associatedwithHT in
CAH patients.
Materials and Methods: Medical records of CAH patients followed in
our hospital between 2014-2019 were retrospectively evaluated and the
patients with HT were determined.
Results: HT was seen in 15 (10.4%) of 144 CAH patients (female/male:
7/8). Mean age for diagnosis of HT were 10,5±6,3 years. Seven patient
(46.4%) had 21-hydroxylase deficiency, seven (46.4%) patient had 11-beta
hydroxylase deficiency, whereas one patient had not been categorized yet.
Neither proteinuria nor hypertensive retinopathy were detected in any of
the patients. Six (40%) patients were found to have left ventricular hy-
pertrophy. There is not a significance difference between 21-hydroxylase
deficiency and 11-beta hydroxylase deficiency patients in terms of cardiac
hypertrophy (p>0,05).
Mean hydrocortisone dose was 16,9±3,4 mg/m2/day. Only six patients
were on fludrocortisone treatment with a mean dosage of 0,15±0,15 mg/
day. Fludrocortisone dosages and BMI of the patients did not differ be-
tween hypertensive and normotensive patients, whereas hydrocortisone
dosages were significantly different (p=0.01).
Seven (46.6%) patients were on amlodipine treatment, three (20%) pa-
tients were using both amlodipine and spirinolactone, one(6.6%) patient
was using amlodipine and enalapril, remaining four patients were not
taking any anti-hypertensive medication.
Conclusion: Estimated prevalence of hypertension in children is 2-5%. In
CAH patients hypertension prevalence is found to be higher than general
population, which is consistent with our results. Considering that hypertension
is related with increased risk of cardiovascular disease, early diagnosis and
proper treatment is very important. Monitoring the blood pressure and careful
adjustment of drug doses are essential in this specific patient group.

IPN11313-80 CHANGE OF BODY MASS INDEX IN PEDIATRIC
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Koyun 1, S. Akman 1
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Introduction: Although renal transplantation is the best treatment option
in children with end-stage renal failure, excessive weight gain may be
observed frequently after kidney transplantation. The aim of this study
was to compare body mass index of children who underwent renal trans-
plantation before and within 6 months after transplantation.
Methods: The medical records of the patients who underwent kidney
transplantation between January 2015 and August 2018 in our hospital
were retrospectively examined. Body mass index and body mass index
percentiles of the patients one month prior to the transplantation and on
the third and sixth month after transplantation were compared. Patients
were classified according to bodymass index (BMI) and bodymass index

percentiles as:underweight (BMI <18.5)(<5p),normal (BMI: 18.5-
24.9)(5p-<85p), overweight(BMI: 25-29.9)(85p- <95p) and obese
(BMI: 30 and above) (95p and over).
Results: A total of 99 patients, between the ages of 1.2-18.2 years (me-
dian: 13),and 51 (51.6%) of whom were males, were included in the
study. Primary diagnoses were glomerular diseases in 34 cases,congenital
anomalies of kidney and urinary tract in 34 patients,cystic kidney diseases
in 11 patients and other causes in 20 cases. Before transplantation, 22.7%
of the cases were classified as underweight,67% as normal weight,4.1%
as overweight, and 6.7% as obese. In the 3rd and 6th months after
transplantation,the rate of underweight patients were determined as
14.4% and 6.3%, normal weight as 64.9% and 67.7%, overweight as
10.3% and 14.6%, and obese patients as 10.3% and 11.5%, respectively.
A significant increase in body mass index and body mass index percen-
tiles were detected between pre-transplantation and 3rd month post-
transplantation (p <0.001). However, there was no significant difference
between the 3rd and 6th month post-transplantation values (p=0,135 for
body mass index and p=0.089 for body mass index percentile).
Result: The most increase in weight gain occurs in the first 3 months of
transplantation in pediatric renal transplant recipients.
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Urinalysis is recommended as a screening tool for urinary tract infection
(UTI) which is often deemed unlikely if urinalysis shows apyuria.
However, evidence regarding the accuracy of urinalysis in diagnosing
febrile UTI in young infants has been variable. We aim to study the
characteristics and outcomes of febrile UTI in patients ≤90 days old with
or without pyuria on their initial urinalysis.
A retrospective cohort study was done on all patients aged ≤90 days who were
admitted for fever to our centre and found to have positive urine culture from
June 2011-June 2016. We defined pyuria as more than 10 white blood cell/uL.
Patients’ demographics, clinical presentation, and investigations were reviewed.
1412 infants aged ≤90 days presented with fever and no localizing source to
the Children’s Emergency in our center during the study period. 196 pa-
tients (13.88%) received treatment for UTI based on a positive urine culture
with significant bacterial growth. 44 patients (22.45%) were apyuric and 11
were ≤ 30 days old (p=0.186). Escherichia coli was the most common
uropathogen (77.6%) and patients with apyuric UTI were not significantly
correlated to non-Escherichia coli uropathogen (p=0.844). 140 patients
(71%) underwent DMSA at least 4 months after the episode of UTI.
Renal scar was demonstrated in 2 apyuric UTI patients (4.5%) as compare
to 11 pyuric UTI patients (6.5%), p=0.006. 6.8% and 4.5% patients with
apyuria versus 9.9% and 4.5% patients with pyuria found to have abnormal
renal ultrasound (p=0.217) and abnormal micturating cystourethrogram
(p=0.533) respectively. 9.1% without pyuria and 17.1% with pyuria on
urinalysis had recurrent UTI within 6 months (p=0.306).
UTI should be considered in infants ≤ 90 days old who present with fever
without a localizing source regardless of their initial urinalysis result as
they are at risk of recurrent UTI and kidney scarring.
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In PH1, endogenous overproduction of oxalate results in elevated plasma
oxalate (Pox), high urinary oxalate excretion, recurrent urolithiasis and
progressive nephrocalcinosis. This can lead to end-stage renal disease
(ESRD) with patients requiring dialysis and combined liver and kidney
transplantation. Dialysis is insufficient tomatch the endogenous production
of oxalate, resulting in high Pox and systemic oxalate deposition. Oxabact
(OC5) is a formulation of Oxalobacter formigenes, an oxalate-
metabolizing bacterium that induces active secretion of oxalate from plas-
ma to the intestinal lumen. This open-label single-arm study investigated
efficacy and safety of OC5 in PH1 patients on stable dialysis regimens.
Patients received Oxabact OC5 (≥109 CFU lyophilized O. formigenes)
twice a day until transplantation or 36 months treatment duration. Pox
was evaluated monthly. Left ventricular ejection fraction (LVEF) was
evaluated every 6 months with echocardiography.
Eight subjects with a mean (SD) age of 33 (13) years were enrolled. Three
patients discontinued before reaching 24 months of treatment; two due to
non-compliance to treatment and one due to a liver transplantation. The
drop-outs did not have an impact on results. Total Pox was 158.3 (43.9)
μmol/L at baseline (n=8), 119.8 (11.3) μmol/L atWeek 52 (n=6), and was
further reduced to 94.6 (31.9) μmol/L at Week 104 (n=5). Mean LVEF
improved from 51.6 % at baseline to 59.8% at Week 52 and 59.4% at
Week 104. Seven subjects reported any Adverse Event (AE), most fre-
quent AEs were infections and infestations and gastrointestinal disorders.
Four subjects experienced 5 serious AEs, unrelated to treatment.
This 24-months interim analysis represents the longest treatment inter-
vention in patients with PH1 on dialysis to date. Oxabact OC5 reduced
mean Pox by approximately 40% in patients in whom dialysis regimens
were not intensified. This was associated with an improved and stabilized
cardiac function. OC5 was safe and well-tolerated.
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Introduction: Steroid-resistant nephrotic syndrome (SRNS) in children
due to FSGS characterized by multiresistance to immunosuppressive treat-
ment with significant risk of progression to ESKD. The aim of the study
was to assess the efficacy of Rituximab (RTX) treatment in children with
SRNS-FSGS.
Methods:We evaluated six children (2M/4F) with median age at onset of
primary SRNS-FSGS 4.5 (2.3; 8.3) years. Before RTX therapy patients
had resistance to CNIs (n=5) and MMF (n=1). In 5/6 (83.4%) children
performed NGS didn't identify any mutations in known SRNS-associated
genes. The median duration of SRNS before RTX was 2.8 (1.9; 5.9)
years. RTX was given as a single iv infusion (375 mg/m2) once in 6
months by 1-6 cycles followed by treatment with MMF (n=5) or
Tacrolimus (n=1). The median duration of follow-up after the last RTX
infusion was 12.5 (7.5; 21.0) months.
Results: Complete remission (CR) of SRNS-FSGS was induced by RTX
in 3/6 (50%) children who had no total sclerosis in glomeruli or diffuse
interstitial fibrosis (IF). Partial remission (PR) was achieved with RTX in
2/6 (33.3%) children who had total sclerosis in 16.7% and 25% of glo-
meruli with diffuse IF in one of them. There was a lack of response to
RTX in 1/6 (16.7%) child with total sclerosis in 40% of glomeruli, diffuse
IF and arteriolosclerosis. At the last follow-up all patients obtained CR
had CKD stage 1, children with PR and lack of response to RTX had
CKD stage 2. There were no life-threating adverse effects observed dur-
ing the period of RTX administration or follow-up. Decreased serum level
of IgG had 3/6 (50%) patients at the last follow up.

Conclusions: RTX treatment induced CR and PR in 83.3% of chil-
dren with SRNS-FSGS. Treatment with RTX may be considered as
the first-line rescue therapy for children with SRNS-FSGS unrespon-
sive to CNIs.
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Objective: Newborn hypertension is a rare clinical problem. There is a
huge progress in neonatal practice, and visible developments in recogni-
tion, evaluation andmanagement of hypertensive neonate. The aim of this
study is to determine the risk factors and prognosis in patients with hy-
pertension diagnosed during neonatal period.
Materials andMethods: The medical data of the patients hospitalized in
Newborn Intensive Care Unit of our hospital were recorded between
January 2010 and December 2017. Risk factors that may cause hyperten-
sion, laboratory parameters, reports of imaging studies were evaluated for
etiology and antihypertensive medications of the patients were recorded.
The follow-up data was also recorded and the prognosis of hypertensive
newborns were evaluated.
Results: The study included 54 patients, 32 (59,3%) of them were male and
22 (40,7%) were female. Twenty-nine of the patients were term, while 25 of
them were born prematurely. The mean gestational week was 34,98±4,57
weeks (min: 24,max: 41). Renal pathologieswere found in 14.8%of prenatal
ultrasounds. Twelve of our patients had renal failure when they were
admitted to our center. Renal causes, intracranial hemorrhage,
bronchopulmonary dysplasia, metabolic diseases, medications and others
were detected as causes of hypertension. On discharge, 34 patients were
on antihypertensive medication. At the end of the follow-up only seven
patients were using antihypertensive drugs and all of them had renal
etiologies. Five patient had left ventricular hypertrophy, one of them also
had hypertensive retinopathy.
Conclusions: Hypertension is a rare clinical disease in the newborn period.
Renal problems were found to be the main determinant of the prognosis.
Keywords: hypertension, newborn

IPN11323-81 ACUTE KIDNEY INJURY IN PATIENTS
FOLLOWED IN PEDIATRIC BURN INTENSIVE CARE UNIT

D.Kahramanlar 1, U.S. Bayrakci 2, F.Uzun 2,H.Doruk 3, D.Guney 3, E. Senel
3
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Objective:Acute kidney injury (AKI) is common in patients hospitalized
for burns. Patients age, time of hospitalization, cause of burn, presence of
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sepsis and the duration of hospitalization may affect the development of
AKI. The aim of this study was to investigate those factors.
Materials and methods: The data of 698 cases who were followed up in
the intensive care unit between 2012 and 2017 were retrospectively ana-
lyzed. Changes in renal function and electrolyte imbalances were record-
ed. AKI was defined in 88 patients. The effect of AKI on the prognosis
and mortality of patients was also investigated. Risk factors related to the
development of AKI in children with burn were analyzed as well as
prognosis and mortality of AKI.
Results: AKI was defined in 88 patients (12.6%) The mean age of the
patients with AKI was 7±5 years (female/male: 29/59). The mean percent-
age of burned total body surface area in patients with AKI was 28±18%.
AKI usually developed during 15±2 days of the hospitalization. The mean
duration of admission to our hospital was 44±2 hours and the mean dura-
tion of hospital stay were 15.5±12 days among patients with AKI. As the
percentage of burned total body surface area increases, the risk of AKI
develops. Another important risk factor for the development of AKI is
found to be the time of admission to the hospital. As the the duration of
the admission to the hospital is prolonged, the risk of AKI is increased. In
patients with sepsis, the likelihood of AKI was also increased.
Conclusion: AKI is an important complication seen in patients with
burns. Duration of admission and hospitalization are significant factors
related with increased risk of AKI development. Specialized units and
multidisciplinary approach are essential for the treatment of burns.
Keywords: acute kidney injury, pediatric burn

IPN11326-84ESTABLISHMENTOFCELLMODELSOFDENT’S
DISEASE FOR IDENTIFICATION OF TARGETS AND
THERAPEUTIC SOLUTIONS

M. Duran 1, E. Sarro 1, M. Vall-Palomar 1, G. Ariceta 2, A. Meseguer 1
1 Vall d'Hebron Institut de Recerca (VHIR), Barcelona - Spain, 2 Hospital
Universitari Vall d'Hebron (HUVH), Barcelona - Spain

Introduction: Dent's Disease 1 (DD1) is a rare X-linked condition af-
fecting proximal renal tubules caused by mutations in the CLCN5 gene
that encodes for the CLC-5 exchange transporter. Clinically, it is charac-
terized by low molecular weight proteinuria, hipercalciuria,
nephrocalcinosis and progression to renal failure. Presently, there are no
treatments or clinical trials for this disease. Themain function of proximal
tubule cells (PTC) is reabsorption, which relies on efficient endocytic
recycling of the multi ligand tandem receptor megalin-cubilin, and
CLC-5 controls the acidification and recycling activity of the endosomal
compartments. Currently, not much is known about the mechanisms in-
volved in DD1 progression. Accordingly, we aimed to produce PTC
models of DD1 carrying representative CLCN5mutations to study mech-
anisms of disease progression and to identify biomarkers and therapeutic
targets for drug repurposing and drug discovery.
Methods: We produced PTC models of DD1 carrying CLCN5 mutations
(Class I, II, III). The cell models were characterized by WB and confocal
microscopy to assess levels of expression and subcellular localization
of mutant and wild-type CLC5 proteins. For functional characterization, we
measured albumin uptake. The impact caused by the lack of
CLCN5 expression or byCLCN5mutationswas studied bymicroarrays assays.
Results: We have produced PTC models of DD1. Expression and local-
ization of CLC-5 were the expected for the different cell models. KO and
mutant CLC-5 cell lines exhibited impaired endocytosis and presented
altered transcriptome signatures that lead to modification of different
molecular and cellular processes. The cell line carrying a representative
class III mutation showed the most striking changes in relation to the
CLC-5 wild-type expression.
Conclusions: These cells lines represent valuable tools for identification
of new genes and pathways associated to different classes of mutations
that shall be useful to understand DD1 pathophysiology and the CLC-5
role in renal disease progression.

IPN11330-79 FAMILIAL HYPOMAGNESEMIA WITH
HYPERCALCIURIA AND NEPHROCALCINOSIS :
EXPRESSION PATTERN OF URINARY EXOSOMAL MIRNAS

M. Vall-Palomar 1, M. Duran 1, G. Ariceta 2, A. Meseguer 1
1 Vall d'Hebron Institut de Recerca (VHIR), Barcelona - Spain, 2 Hospital
Universitari Vall d'Hebron (HUVH), Barcelona - Spain

Introduction: Familial hypomagnesemia with hypercalciuria and
nephrocalcinosis (FHHNC) is a rare autosomal recessive tubulopathy
caused by CLDN16 or CLDN19 genes mutations. FHHNC is character-
ized by urinary wasting of calcium and magnesium, nephrocalcinosis and
progression to chronic kidney disease (CKD) and end-stage renal disease
(ESRD). Also, some CLDN19 patients develop ocular impairment.
Patients homozygous for c.59G>A; p.G20D mutation in CLDN19 gene,
the most frequent in Spain, exhibit different progression to kidney failure,
suggesting that other molecular events modulate disease evolution. In
absence of biopsy availability, urinary exosome-like vesicles (uEVs) are
a non-invasive source of information of the renal condition. In this work
we analyzed the expression pattern of miRNAs obtained from uEVs of
FHHNC patients.
Material & methods: uEVs isolation of non-transplanted FHHNC pa-
tients was performed by differential centrifugation and miRNA cargowas
extracted with miRCURY RNA Isolation kit and analyzed through mi-
croarray assays. Statistical parameters were p-value<0,5 and an absolute
logFC>1, except for renal progression comparison which was 0,5.
Results: Our cohort comprises 30 patients: 3 present mutations in
CLDN16 gene while 27 (90%) in CLDN19, of which, 63% (n=19) are
p.G20D homozygous. Most patients (53%) exhibit a moderate renal phe-
notype whereas 17% and 30% are classified as severe and mild, respec-
tively. In the ESRD group, 80% of patients were female, whilst in the
non-ESRD group they represent only 40%. Comparisons revealed sets of
deregulated miRNAs in FHHNC patients and specific miRNAs associat-
ed with the homozygous p.G20D mutation. Moreover, we identified two
miRNAs differentially expressed in male patients and one related to renal
disease progression.
Conclusions: The analysis of miRNAs defined a set of miRNAs com-
monly expressed in all FHHNC patients and other miRNAs exclusively
associated with the homozygous p.G20D mutation in the CLDN19 gene.
Furthermore, gender of patients and renal disease progression were also
associated with specific miRNAs each.

IPN11333-82 PASSENGER LYMPHOCYTE SYNDROME WITH
FULMINANT HEMOLYSIS IN A PEDIATRIC KIDNEY
TRANSPLANT RECIPIENT: A CASE REPORT

R. Mueller 1, B. Hoecker 1, B. Toenshoff 1, A. Leo 2, E. Wuehl 1
1 Center for Pediatric and Adolescent Medicine, University Hospital
Heidelberg - Germany, 2 Institute for Clinical Transfusion Medicine
and Cell Therapy Heidelberg gGmbH, Heidelberg - Germany

Background: Passenger Lymphocyte Syndrome (PLS) is a rare, but most
likely underdiagnosed complication in solid organ (kidney, liver, small
bowel) or hematopoietic stem cell transplantation. In PLS, mature B-cells
of the donor are transferred with the transplant organ (‘passenger lym-
phocytes’), producing antibodies directed against recipient blood group
antigens. After 5 to 15 days, proliferation of these B-cells leads to hemo-
lysis ranging from subclinical to severe, life-threatening anemia. Most
cases are associated with minor ABO- or Rh-mismatched transplants.
Case report: Here we report a case of PLS in a 5-year old boy with end-
stage renal disease due to Williams syndrome. The patient (blood group
B) received a renal transplant from his father (blood group O). Thirteen
days post-transplant the patient presented with fulminant hemolysis (he-
moglobin 9.5→5.3g/dL), losing the majority of his own red blood cells
(RBC) within 24 hours.
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Blood group serology in the blood group B-recipient revealed an anti-B
antibody titer of 1:128. Of note, the direct antiglobulin test (DAT) reacted
only weakly positive with anti-IgG and anti-C3d. Anti-B was also present in
the eluate. Over the next few daysRBC transfusions of 35mL/kg in total were
required. To prevent further hemolysis, blood groupOwas given.Within one
day, the DAT turned negative and the recipients own RBCs of blood group B
were only detectable in traces (<5%). The standard post-transplant immuno-
suppressive regimen includingmethylprednisolone, tacrolimus andmycophe-
nolate mofetil was continued, aiming for drug levels in the upper target range
for the first months post-transplant.
After this first episode of severe hemolysis no further transfusions were
required. Within 4 months, the anti-B antibodies disappeared slowly and
the recipient’s RBCs replaced the transfused RBCs.
Conclusion: Passenger lymphocyte syndrome may have significant
clinical consequences and should be excluded in all patients with
minor ABO- or Rh-mismatch transplants showing signs of
hemolysis.
Keywords: kidney transplantation, passenger lymphocyte syndrome,
ABO-mismatch, hemolysis
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Introduction: Autosomal recessive polycystic kidney disease (ARPKD)
is a rare form of polycystic kidney disease, usually presenting during
early childhood. The clinical courses and complications in adulthood
has been recently described in a large adult ARPKD cohort based on
the international ARPKD registry and cohort study ARegPKD
(Burgmaier et al, 2019).
Material & methods: Here we reviewed the initial presentation of 13
patients with ARPKD with a median age of 32.5 years at diagnosis
ranging from 5 to 65 years. The cohort included 5 patients derived
from pediatric nephrology division, 3 from adult nephrology division
and 5 from adult gastroenterology and hepatology division. Clinical
diagnosis is confirmed by molecular analysis of PKHD1 gene and
most of patients were heterozygous for at least two class 4 variants
(one is homozygous).
Results:Majority of patients (10/13) showed hypersplenism with throm-
bocytopenia as the consequence of progressive hepatic fibrosis (age rang-
ing from 5 to 65y).
Liver cysts were described in 4/13 patients (byMRI in the 3 adults (3/8) at
median age 50y (range 36-65y)).
Renal phenotype is highly variable with normal renal function in
9/13. Three showed chronic kidney disease while ESRD was the
primary manifestation in an additional young girl. Interestingly, this
patient presented normal blood pressure with normal kidney size but
abnormal corticomedular differentiation. There were no renal or he-
patic cysts found in this patient. This is not uncommon because only
7 patients exhibited multiple renal cysts (7/13). Finally, the presence
of both liver and renal cysts leaded to clinical ADPKD diagnosis in
2 adult patients (2/8).
In one child (12 years old boy), the diagnosis was incidentally
made by exome sequencing for neurodevelopmental delay. Renal
ultrasound and biochemical data are both normal.
Conclusion: The present cohort illustrates different facets of ARPKD in
patients who received their diagnosis later in life.

I P N 1 1 3 3 5 - 8 4 H Y P OMAG N E S EM I A I N D U C E S
PROINFLAMMATORY CYTOKINE INTERLEUKIN-6
PRODUCTION IN CHILDREN WITH CHRONIC KIDNEY
DISEASE

A.K. Kardani 1, J. Aras 2, R. Kurniawan 3, R.V. Prasetyo 4, N.
Asmaningsih 4, S. Noer 4
1 Nephrology Division, Pediatric Department, Dr.Saiful Anwar General
Hospital, Faculty of Medicine Brawijaya University, Malang - Indonesia,
2 Nephrology Division, Pediatric Department, Dr.Wahidin Sudirohusodo
General Hospital, Faculty ofMedicine HasanuddinUniversity, Makassar
- Indonesia, 3 Nephrology Division, Pediatric Department, Dr.Soetomo
Academic Hospital,Faculty of Medicine Airlangga University, Surabaya
- Indonesia, 4 Nephrology Division, Pediatric Department, Dr.Soetomo
Academic Hospital, Faculty of Medicine Airlangga University, Surabaya
- Indonesia

Introduction:It has been shown that advanced chronic kidney dis-
ease (CKD) is associated with a state of chronic inflammation.
Magnesium deficiency can induces an inflammatory response.
Plasma IL-6 is independently associated with mortality in both
hemodialysis and pre-dialysis patients with CKD. However, the
influence of Mg to increases inflammatory response in children
with pre-dialysis CKD has been less well studied. This study
aimed to investigate the association of magnesium level and in-
flammatory biomarkers (IL-6) in children with pre-dyalisis CKD.
Material & Methods: A Cross sectional study was conducted in Dr
Soetomo Academic Hospital from December 2018 to February 2019.
The population of this study was children with pre-dialyis CKD.
Variables SerumMg level (mg/dL) and inflammatory marker (IL-6) were
measured from the blood and analyzed by ELISA method. The correla-
tion between Mg and IL-6 was analyzed with Spearman correlation.
Results: A Total of 47 children (27 boys vs 20 girls) between 3
months to 18 years old, was diagnosed CKD, not underwent on
dialyis and no history of magnesium supplementation were includ-
ed. The primary disease that causes of CKD were lupus nephritis
(38.3%), nephrotic syndrome (23.4%), urologic disorder (23.4%)
tubulopathy (10.6%) and others (4.3%). The results showed that
there was a significant correlation between serum Mg level and
IL-6 level (p=0.000). The value of Spearman correlation coeffi-
cient was -0.748. It means that there was negative correlation
between serum Mg and IL-6 level. Low level of magnesium se-
rum will increases of IL-6 level and contrary.
Conclusions: Serum magnesium had a significant inverse correla-
tion with IL-6 level. Hypomagnesemia increases IL-6 level as
proinflammatory cytokine in children with pre-dialyis CKD.
Keywords:magnesium, interleukin-6, children, chronic kidney dis-
ease

IPN11336-85 ADENO-ASSOCIATED VIRUS GENE THERAPY
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C. Antignac 3, A. Nathwani 4, G. Welsh 1, M. Saleem 1

1 Bristol Renal, University of Bristol - United Kingdom, 2 Cheltenham
General Hospital, Cheltenham - United Kingdom, 3 Imagine Institute,
Paris - France, 4 Research Department of Haematology, University
College London - United Kingdom

Abstract
Introduction: Gene therapy targeting the kidney has proven chal-
lenging thus far. Adeno-Associated Virus (AAV) has been used
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successfully for gene therapy targeting other organs, with partic-
ular success demonstrated in targeting monogenic diseases. Here
we aimed to advance gene therapy in the kidney by targeting a
monogenic disease of the kidney. The commonest cause of genet-
ic nephrotic syndrome in children is a mutation in NPHS2
encoding podocin. Here, AAV-mediated gene therapy was tested
on a conditional podocin knock-out mouse model (iPod NPHS2fl/
fl) that recapitulates the human disease, and on human podocytes
with the commonest podocin mutation, R138Q.
Material & methods: AAV 2/9 expressing mouse podocin with a
podocyte-specific promoter (either a mouse or human nephrin
promoter) was delivered via tail vein injection to iPod NPHS2fl/
fl. AAV serotypes LK03 and 2/9 were used to transduce
immortalised human kidney cell lines to test for transduction ef-
ficiency. AAV LK03 expressing human podocin with a minimal
nephrin promoter was used to transduce immortalised R138Q
podocin mutant human podocytes.
Results:AAV 2/9 expressing podocin demonstrated successful trans-
duction of podocytes in iPod NPHS2fl/fl. These mice showed a sig-
nificant improvement in urinary albuminuria (n=9/group, p<0.001 at
day 42) and prolonged survival (n=3-4/group, p=0.049). In vitro,
AAV LK03 transduced the human podocyte with a transduction
efficiency of close to 100%. Transduction of the R138Q podocin
mutant human podocyte cell line with AAV LK03 expressing
podocin demonstrated functional rescue in vitro.
Conclusions: This is the first study demonstrating successful gene
transfer using AAV 2/9 in a monogenic kidney disease in a
mouse model. AAV LK03 demonstrated highly efficient transduc-
tion of the human podocyte, making it a promising potential se-
rotype for translation of gene therapy targeting the podocyte.

IPN11337-86 PEDIATRIC NEPHROLOGY DEPARTEMENT,
CHARLES NICOLLE HOSPITAL

A. Boussetta, A. Khelifi, H. Kammoun,M. Ferjani,M. Jellouli, T. Gargah
Pediatric Nephrology Departement, Charles Nicolle Hospital - Tunisia

Primary Hyperoxalurias: about a pediatric series
A.Boussetta, A.Khelifi, H.Kammoun, M.Ferjani, M.Jellouli, T.Gargah
Pediatric nephrology department, Charles Nicolle hospital, Tunis,
Tunisia
Introduction: Primary hyperoxalurias (PH) are rare autosomal re-
cessive metabolic disorder resulting in the overproduction of plas-
ma oxalate. It is an important cause of chronic kidney disease
(CKD) in our country.
Methods: This is a retrospective study including 66 cases of primary
hyperoxaluria that were performed over a period of 25 years (1996-2018).
Results: In total, 66 patients were included: 31 boys and 35 girls. The
median age at diagnosis was 4.7 years. In 52.9 % of cases, infants were
born from a consanguineous marriage of variable degrees. About two
third of the patients have a family history of hyperoxaluria, urinary lithi-
asis or chronic renal disease. One third of patients has presented with a
kidney stone and at least a quarter of our pediatric population has already
an end-stage renal disease (ESRD). 12 cases were discovered during a
family screening of an index case. The urinary oxalate/ creatinine ratio
was measured in 69.7% of cases. The average ratio was 0.366 mmol/
μmol. During evolution, 30 infants maintain a normal renal function, 5
patients had a chronic renal failure and 16 reached the end-stage renal
disease. 14 out of 58 patients died. In 21 cases, diagnosis of PH type 1
was confirmed by genetic tests, the most frequent mutation was the
I244T.
Conclusion: Primary Hyperoxaluria continues to be a challenging dis-
ease that has the potential to cause devastating and life-threatening con-
sequences. An appropriate treatment requires a prompt clinical recogni-
tion and a timely diagnosis.

IPN11338-87 CLINICAL AND RADIOLOGICAL EVALUATION
OF PATIENTS WITH NUTCRACKER SYNDROME
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Aydin 3, U.S. Bayrakci 3, F.S. Cayci 3
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Introduction and Objectives: Nutcracker Syndrome (NCS) is the com-
pression of the left renal vein most commonly between the superior mes-
enteric artery (SMA) and aorta. In this study we evaluate the clinical,
laboratory and demographic characteristics of NCS in children.
Materials and Methods: A total of 56 children who were diagnosed as
NCS with Doppler ultrasonography were enrolled in this study.
Results: 37 patients were female and 19 were male. The mean age at
diagnosis was 11.03±2.45 years. 39 patients had proteinuria and 20 had
hematuria. Varicocele was observed in 11 of 19 male patients (57.9%).
The age of diagnosis was significantly higher at patients with proteinuria
(p = 0.023) and at patients with varicocele (p<0.05) thanwithout. In contrary,
patients with hematuria has significantly lower age than without (p = 0.044).
The mean angle of superior mesenteric artery (SMA) and PV (Peak
Velocity) ratio in upright position were 17,44±3,0° and 5,69±1,51,
respectively.
The SMA angle in the supine position was significantly smaller in men
with varicocele (p = 0.049) and in patients with proteinuria (p = 0.020)
than without. In contrary, it was significantly higher in patients with
hematuria (p = 0.044). On the other hand, upright position PV ratio was
found to be significantly higher in proteinuria group (p = 0.009).
The mean BMI (Body Mass Index) values were increased at follow-up (p
<0.001). There were no correlation between the BMI and proteinuria and
SMA angle value and PV ratio. However, in children with high BMI
levels, supine AMB RV diameters were higher (r = 0.335; p = 0.017).
Higher PRV diameters had a decrease in spot protein/creatinine ratio at
follow-up (r = -0.378; p = 0.033).
Conclusion: Nutcracker syndrome is a rare syndrome that is thought to
contain many unknowns. More prospective studies are needed.

IPN11340-80 COMPLICATIONS OF PERITONEAL DIALYSIS:
EXPERIENCE FROM A SINGLE-CENTER STUDY

A. Boussetta, D. Louati, H. Charfi, M. Ferjani, M. Jellouli, T. Gargah
Pediatric Nephrology Departement, Charles Nicolle Hospital - Tunisia

Introduction: Peritoneal dialysis (PD) is a commonly used method for
renal support in pediatric patients and can be associated with the risk of
infectious and catheter-related complications (CRC).
Material and methods: We conducted a cross-sectional study at the
nephrology pediatric department at Charles Nicolle hospital in tunis,
Tunisia. The medical records of all patients who were treated with PD
during the month of April 2019 were reviewed. We looked for all types of
complications of PD.
Results: There were 40 patients (22 male, 18 female) aged between 4
months and 17 years. The mean duration of PD was 32 months. Common
complications included peritonitis (42.5%) and CRC (32.5%) mainly migra-
tion or malposition (25%), perforation (5%) and blockage (2.5%). Eighteen
patients had no complication. The incidence of peritonitis was 0.14 episodes
per patient-year. Peritonitis was caused by Gram-positive organisms in
24.1% of episodes and Gram-negative organisms in 13.7% of episodes.
No organismswere cultured in 62%of episodes. Themean duration between
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PD commencement and the first episode of peritonitis was 18.3 months with
extremes between 12 days and 58months, it was between 3 days and 4 years
for CRC. Constipation was the common risk factor for CRC and lack of
asepsis for peritonitis. The treatment was medical for peritonitis and surgical
for CRC including repositioning or removing the peritoneal catheter.
Conclusion: Peritonitis and CRC are the major causes of morbidity in
patients treated with PD. The prevention of these complications is based
mainly on keeping a normal intestinal transit and respecting the measures
of asepsis.

IPN11343-83 SUCCESSFUL THROMBOLYSIS OF ACUTE
ARTERIAL THROMBOSIS IN A PATIENT WITH A
NEPHROTIC SYNDROME

A. Boussetta 1, N. Kharbach 1, D. Louati 1, Y. Hammi 1, M. Jellouli 1, F.
Ghedira 2, T. Gargah 3

1 Pediatric Nephrology Departement, Charles Nicolle Hospital - Tunisia,
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Introduction:Although venous thromboembolic complications are com-
mon in nephrotic syndrome, arterial thrombosis have been rarely
reported.
Material and methods: This is a case report of an acute upper limb
ischemia in a child with a nephrotic syndrome who was manage-
ment in the pediatric nephrology department at Charles Nicolle hos-
pital tunis, Tunisia
Case report: A 4-year-old patient with a history of steroid-dependent
nephrotic syndrome was admitted for acute ischemia of the upper limb
evolving for 24 hours. He presented with severe pain in his right arm
which was cold with reduced sensation and motor activity. Physical exam
revealed a cold upper limb, a time of capillary recolouration greater than 3
seconds, absent radial and cubital pulses. Doppler’s ultrasonography con-
firmed the thrombosis of the lower third of the right humeral artery.
Anticoagulation therapy with unfractionated heparin has been started as-
sociated with thrombolysis and followed by antivitamin k therapy. The
evolution was favourable with an improvement of the local state and
reversal of the arteries of the right upper limb.
Conclusion: Arterial Thromboembolic complications during nephrotic
syndrome are rare but life threatening.Management is not codified during
acute limb ischemia. The therapeutic means are thrombosis and
thrombectomy. Physical activity, proscription of vascular punctures and
anticoagulation are the essential preventive measures.

IPN11344-84 ASSOCIATION BETWEEN KLOTHO AND END
ORGAN DAMAGE IN CHILDREN WITH CHRONIC KIDNEY
DISEASE

S. Shah, I. Agarwal, S. Babu, G. Varghese
Christian Medical College, Vellore - India

Introduction: Klotho is a single-pass transmembrane protein expressed
primarily in the renal tubules which functions as a co-receptor for
Fibroblast growth factor-23 (FGF23), a pathogenic contributor to the
progression of chronic kidney disease (CKD). It is associated with vas-
cular calcification, cardiac hypertrophy and secondary hyperparathyroid-
ism. Studies have shown Klotho deficiency to be an early change and
hence may serve to be a biomarker of CKD and end organ damage.
Objectives: To measure the serum levels of Klotho in children with
CKD, to assess end organ damage by echocardiography (LVMI index)
and retinal vascular imaging by Optical coherence tomography (OCT).
The association between Klotho, FGF 23 and end organ damage will be
studied.

Methodology: Included children were classified into CKD stages. Serum
samples for Klotho and FGF23 levels were stored at -80C for later eval-
uation using ELISA kits. ECHO and OCTwere performed by a cardiol-
ogist and ophthalmologist. Data was statistically analyzed.
Results: Of the 120 children, 83.3% were males. Majority belonged to
Stage 2 (27/120-22%) and 3B (29/120- 24%). The commonest etiology
was obstructive uropathy (52.5%), followed by primaryVUR (7.5%). Of
the total 29% were hypertensive, predominantly from Stage 4 (35.4%).
The mean Klotho values were lower in Stage 5 (7.4 ng/ml) compared to
stage 2 (13.3ng/ml). Klotho and eGFR values had a positive correlation ( r
=0.043, p = 0.667) The negative correlation between eGFR and LVMI,
r=-0.260, was statistically significant (p=0.010) There was a negative
correlation between Klotho and LVMI (r= -0.054, p value=0.593).
Analysis with FGF23 levels and OCT data is awaited.
Conclusion: The study demonstrated the association between Klotho
levels, progression of CKD and cardiovascular dysfunction. Data on the
utility of OCTas a novel method to detect early microvasculature changes
is awaited. Early institution of cardioprotective measures will help to
decrease morbidity from kidney disease.

IPN11345-85 HYPERTENSION IN PAEDIATRIC LONG-TERM
HAEMODIALYSIS PATIENTS

A. Boussetta, H. Charfi, D. Louati, Y. Hammi, O. Naija, T. Gargah
Pediatric Nephrology Departement, Charles Nicolle Hospital - Tunisia

Introduction:Hypertension is frequent in child on log-term dialysis ther-
apy. However, data regarding it prevalence in are still limited.
Methods: A retrospective descriptive study was performed within our
haemodialysis unit, having included 31 patients. Data has included age, sex,
primary cause of end stage renal disease (ESRD), date of onset of
haemodialysis, balance blood pressure, and the different treatments prescribed.
Results: Twenty-four patients were under antihypertensive treatment at the
beginning of haemodialysis. our study showed a prevalence of hypertension
of 77,41%. Of these, 54% were girls with sex ratio of 0.84. The average age
was 18 years old. The primary cause of ESRDwas urinary tract malformation
in 53% of cases, it was followed by glomerular and vascular nephropathy
represented respectively by 16.66% and 12.5%. During evolution, 12,5% of
patients had stabilized their blood pressure and did not requiremore treatment,
after an average of three years in haemodialysis. More than eighty percent
of patients had obtained a blood pressure balance by keeping an optimal
antihypertensive treatment a good compliance with hygienic and dietetic
measures.
Conclusions: Haemodialysis has proven it efficiency on control of hy-
pertension in long term haemodialysis patients. An optimal control of
blood pressure in hemodialysis patients should include the lengthening
of the dialysis time, an accurate identification of the dry weight and a
reduction of intradialytic weight gain by respecting dietetic measures.

IPN11347-87 RENAL EVALUATION OF PAEDIATRIC
PATIENTS WITH TUBEROUS SCLEROSIS COMPLEX IN A
NATIONALTSC MULTIDISCIPLINARY CLINIC

J. Patterson 1, S. Joss 1, I. Shaheen 2

1 West of Scotland Regional Genetics Service, Queen Elizabeth University
Hospital, Glasgow, UK. - United Kingdom, 2 Renal Unit, Royal Hospital
for children, Glasgow, UK. - United Kingdom - United Kingdom

Introduction: Tuberous Sclerosis Complex (TSC) is a dominantly
inherited multisystem disorder characterised by development of
hamartomas in several organs, including renal manifestations such as
angiomyolipomas (AMLS) and cysts. Renal manifestations are common
in TSC and have been reported as the most frequent cause of TSC-related
death in affected individuals.
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To review the renal evaluation of paediatric patients with TSC attending
the Queen Elizabeth University Hospital TSC multi-disciplinary clinic.
Methods: Electronic patient records of children attending the national TSC
MDT clinic were audited regarding renal surveillance and sequelae.
Results: Data were obtained for 40 children (23 girls, 17 boys). Current age
range: 23 weeks to 18 years (mean 8.7 years). Details of abdominal imaging
were available in 37/40 (92.5%). Abdominal imaging (all US) within a year
of diagnosis was documented in 25/40 (62.5%). Seven had renal abnormal-
ities on baseline imaging including; (bilateral cysts aged 4months, bilateral
AMLs age 8 years, bilateral AMLs aged 14 years and bilateral cysts aged 15
months). Renal symptoms at diagnosis were documented in 6/40. There was
wide variability in timing of interval scanning and modality, however 34/
37(92%) had had abdominal imagingwithin the last 3 years with 8/40 having
had an abdominalMRI. 13 patients had documented renal lesions (sevenwith
AML lesions, five cystic lesions, one with both) on follow up imaging. Four
patients with renal lesions have been commenced on mTOR inhibitors, one
having previously had embolization. Presence of renal lesions was broadly
associated with a more severe phenotype affecting other systems.
Conclusions: TSC is a clinically heterogeneous disorder with manifesta-
tions that range in severity but also in the case of renal sequelae age of
onset. With the advent of molecular targeted therapy this population has
demonstrated the requirement for early and regular surveillance with a
view to early intervention.
Keywords: Tuberous Sclerosis complex, Surveillance, angiomyolipomas,
mTOR inhibitors.

IPN11351-82 'HOW FAR HAS THE APPLE FALLEN?'
IMPORTANCE OF 'REVERSE PHENOTYPING' IN RARE
PAEDIATRIC RENAL DISORDERS

J. Patterson 1, S. Joss 1, I. Shaheen 2, P. French 3, B. Reynolds 2

1 West of Scotland Regional Genetics Service, Queen Elizabeth University
Hospital, Glasgow, UK. - United Kingdom, 2 Renal Unit, Royal Hospital
for children, Glasgow, UK. - United Kingdom, 3 Paediatric pathology,
Queen Elizabeth University Hospital, Glasgow, UK - United Kingdom

Background: Genomic technologies have revolutionised the diagnosis
of rare inherited disorders but bring a new challenge of interpreting rare
variants to determine their pathogenicity. Interpretation can be aided by
‘reverse phenotyping’, an approach which inverts the usual diagnostic
process using genotype data to direct further clinical evaluation.
Materials and Methods: We present a paediatric case investigated by
trio whole genome sequencing (WGS) through the Scottish Genome
Partnership, allied to the UK 100, 000 Genomes Project. Unclassified
variants identified on WGS prompted re-evaluation of clinical investiga-
tions, which confirmed the diagnosis.
Results:Amale child was incidentally found to have end stage renal disease
(Urea 20.8mmol/L Creatinine 93umol/L) at 3 years old, during evaluation for
developmental delay and autism. Native kidney biopsy demonstrated prim-
itive glomeruli, chronic tubulo-interstitial fibrosis and atrophy. He underwent
living related donor transplant aged 6 years. Extra-renal manifestations in-
cluded recurrent steroid-responsive panniculitis. Additionally, he developed
persistent neutropenia and thrombocytopenia post transplant, with unremark-
able bone marrow assessment and no detectable antibody-mediated cause,
which responded to intravenous immunoglobulin.
WGS at age 9 years identified biallelic novel missense variants of uncer-
tain significance in SARS2; (c.1366G>A and c.217G>C.) SARS2 has a
role in mitochondrial protein synthesis, and biallelic mutations have been
associated with severe multiorgan disease ‘HUPRA’ (Hyperuricaemia,
pulmonary hypertension, renal failure in infancy and alkalosis).
Re-appraisal of the native kidney biopsy by electron microscopy in light
of this result revealed giant and abnormal mitochondria and
tubulointerstial fibrosis, consistent with previously reported cases of
HUPRA, though this case had none of the ‘classical’ phenotypic features.
On this basis, the variants could be reclassified as likely pathogenic.

Conclusions: This case demonstrates the power of non-hypothesis driven
technologies such as WGS to diagnose rare diseases that may not be
suspected clinically. Interpretation of genomic data, including reverese-
phenotyping, requires close collaboration between multiple specialties.
Keywords: Whole Genome Sequencing. Reverse Phenotyping, Rare
Variants.

IPN11353-84 FOLLOW-UP OF GITELMAN SYNDROME
PATIENTS: SINGLE CENTER EXPERIENCE

B. Avci, M. Inozu, Z. Aydin, O.Y. Aksoy, F.S. Cayci, U.S. Bayrakci
University of Health Sciences, Ankara Child Health and Diseases,
Hematology Oncology Training and Research Hospital, Department of
Pediatric Nephrology, Ankara - Turkey

Objectives: Gitelman Syndrome (GS) is a rare disease being the most
common genetic tubulopathy in adulthood. GS is an inherited autosomal
recessive renal tubular disorder characterized by hypokalemia, hypomag-
nesemia, hypocalciuria and alkalosis. In this study, the characteristics and
follow-up of the patients who were diagnosed and followed as GS in our
center were documented.
Materials and Methods: The records of 10 patients with GS who
were followed-up between 2004-2019 were analyzed retrospectively.
Results: The mean age of our patients were 9,5±4,4 years,
male/female ratio was 2/8. The symptoms of the patients were fa-
tigue (30%), muscle paralysis (20%), abdominal pain and vomiting
(20%), growth retardation (20%), and 10% was asymptomatic. At
the time of the diagnosis body weight and height persentile were
below 3p in 20% of patients, 3-10p in 30% of the patient. Blood
pressure adjusted for age and height were at 50p for all patients.
Hypokalemia (mean potassium level 2,88±0,29 mmol/L) was detect-
ed in every patient, and hypomagnesemia (mean magnessium level
1,7±0,34 mmol/L) was detected in eight patients. Hypocalciuria was
documented in all of the patients, mean urinary calcium excretion
was 0,01±0,009 mg/mg. All of the patients had metabolic alkalosis.
Renin and aldosteron levels were high in seven patients whose test
results had obtained. Urinary ultrasonographic evaluation was nor-
mal in all of the patients. Mean follow up time of the patients were
43±20,7 months. The patients were administered potassium and
magnesium replacement therapies. At the end of the follow-up pe-
riod nine patients were asymptomatic. At the last visit, six patients’
weight persentile and five patients’ height persentile were found to
be increased.
Conclusion: GS is generally an asymptomatic disorder with vague
features. In a patient with growth retardation and electrolyte imbal-
ances GS must be kept in mind. Early diagnosis and proper treat-
ment is important to prevent growth retardation and other
complications.
Key Words: growth retardation, Gitelman Syndrome

IPN11354-85 POSTERIOR URETHAL VALVE AT A
PAEDIATRIC NEPHROLOGY UNIT IN SOUTH WESTERN
NIGERIA- AN UPDATE

T. Lawal 1, A. Ademola 1, A. Asinobi 1, T. Lawal 2, A. Takure 2, D.
Olulana 3, O. Ogundoyin 3

1 Department of Paediatrics, University College Hospital - Nigeria,
2 Department of Surgery, University College Hospital - Nigeria,
3 Department Of Surgery, University College Hospital - Nigeria

Introduction: Posterior urethral valve (PUV) is the most severe form
of obstructive uropathy in children and occurs only in boys.
Management of posterior urethral valves remains a challenge in
many parts of sub-Saharan Africa. To provide data on Posterior
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urethral valves in sub-Saharan Africa, we reviewed the cases of
PUVs seen over a period of 33 months.
Methods: Information was obtained from the unit data base of all
children admitted with a diagnosis of posterior urethral valve be-
tween March 2016 and December 2018.
Results: Thirty-six cases were seen during the study period. Their
ages ranged from 1 hour of life to 13 years with the median age
been 24 months. Fourteen (38.9%), presented within the first year
of life, and half of them presented in the neonatal period. The
commonest cause of hospital admission was urosepsis, 34.5% of
the urine cultures however yielded no growth. The commonest
organism cultured was Klebsiella pneumoniae
14(38.9%) had surgical intervention (Mohan’s valve ablation or
Endoscopic Valve ablation). Sixteen (44.4%) had renal failure 3
Three of the subjects received dialysis and of this number, two had
haemodialysis. The in-hospital mortality rate is (8.3%)
Conclusion: PUVs are not uncommon and remain an important
cause of urosepsis and chronic kidney disease in the paediatric
population in sub-Saharan Africa. Efforts to further improve out-
comes are needed.
Keywords: Posterior urethral valves, urosepsis, paediatrics

IPN11357-88 ACUTE KIDNEY INJURY IN NEONATES WITH
PERINATAL ASPHYXIA-EFFECT OF THERAPEUTIC
HYPOTHERMIA AND BIOMARKER PROFILE

N. Kamath 1, S. Nesargi 2, A. Iyengar 3
1 Dept. Of Pediatric Nephrology, St Johns Medical College Hospital,
Bangalore - India, 2 Dept. Of Neonatalogy, St. John's Medical College,
Bangalore - India, 3 Dept. Of Pediatric Nephrology, St. John's Medical
College, Bangalore - India

Introduction: Perinatal asphyxia is a risk factor for neonatal acute kidney
injury (AKI). Influence of therapeutic hypothermia(TH) on AKI and pro-
file of urinary biomarkers in neonates with perinatal asphyxia not been
studied extensively. We prospectively studied the effect of TH on inci-
dence of AKI and analysed urinary biomarkers in neonates with hypoxic
ischemic encephalopathy(HIE).
Methods: Neonates ≥ 28weeks gestation with HIE (modified
Sarnat classification)recruited over 12 months. Serum creatinine
was done on day 2 of life or on day of admission in neonates
≥48 hours old. In neonates ≥34 weeks of gestation, urine sample
collected within 24 hours of admission for beta 2 microglobulin,
Neutrophil gelatinase associated lipocalin(uNGAL) and cystatin C
using Luminex assay. TH administered within six hours of life
based on standard criteria –requirement of positive pressure ven-
tilation at birth, metabolic acidosis on cord blood and neurologi-
cal abnormality. The incidence of AKI (modified KDIGO classi-
fication) was compared between neonates treated with TH (TH+)
and those not treated with TH (TH-). Urinary biomarkers were
compared between those with and without AKI.
Results: Twenty nine neonates (83% male, 31% preterm) had HIE.
AKI seen in 17(58%) [stages 1(40%), 2 (33.2%) and 3(26.6%)].
Birth weight, gestational age, stage of HIE, duration of cooling,
prevalence of other risk factors for AKI and stage of AKI were
comparable between TH+ (58.6% (17/29) and TH- neonates.
Incidence of AKI was significantly lower in TH+ (41%) than
TH- neonates (75%) (p=0.022). Relative risk of AKI with TH
was 0.39 (95%CI 0.17-0.87)(p=0.02). On multivariate analysis,
TH found to be associated with lower risk of AKI (p=0.019).
uNGAL ng/ml (n=25) significantly higher in neonates with AKI
vs without AKI [390.8 (519.6, 882.2) vs 134.7 (98.4,
161.9]p=0.02.
Conclusion: In neonates with HIE, TH is associated with lower
incidence of AKI and uNGAL is an early marker of AKI.

IPN11358-89 PRUNE BELLY SYNDROME (PBS): MANAGEMENT
IN A RESOURCE POOR REGION- THE SOUTH EASTERN
NIGERIA.

U. Muoneke 1, O. Ezeanosike 2, N. Onyire 2, I. Nwokoye 2, L. Nwokeji-
Onwe 2, O. Daniyan 2, O. Oduneye 2

1 Department of Paediatrics, University of Nigeria,Enugu - Nigeria,
2 Department of Paediatrics Federal Teaching Hospital Abakaliki,
Ebonyi State. - Nigeria

Abstract: Prune belly syndrome (PBS) is a rare congenital disorder oc-
curring in 1 per 30,000-40,000 live births, affecting mostly males with
4% of all cases being products of twin pregnancies. In under-developed
and developing countries, this disorder is extremely rare with outcome
not well known as few and isolated cases have been reported. This report
was to showcase the unforeseen presence of this globally acknowledged
rare disease diagnosed in 2 babies admitted into the facility. It is hoped
that the report would raise its awareness among the medical doctors, other
health care professionals and the general public.
Case presentation: A review of 2 male neonates admitted and managed
for Prune Belly Syndrome (PBS) in the neonatal unit of the Paediatric
department of the Federal Teaching Hospital Abakaliki (FETHA), both
within the months of August and September 2018. Both Babies were de-
livered outside this tertiary institution and presented with respiratory dis-
tress, fever, abnormally shaped and wrinkled abdomen with partial absence
of the abdominal muscles. The kidneys were ballotable with a distended
bladder, well formed phallus, small scrotum and absent testes.
Efforts at resuscitation weremade but attempt at surgical intervention was
rejected by both parents on account of financial constraints. One patient
was discharged against medical advice while the other died during the
course of treatment.
Conclusion: PBS presents with a spectrum of features which present an
overwhelming challenge to both the parents and the managing physician
especially in most resource-poor countries.
Keywords: PruneBelly, Tertiary Institution, sub-Sahara.

IPN11360-82 INTERLEUKIN-5 STAINING IN KIDNEY OF
PATIENTS WITH IGA VASCULITIS NEPHRITIS AND IGA
NEPHROPATHY

S. Yuksel 1, M. Oguz 1, N. Yalcin 2, I. Girisgen 1, N. Yilmaz 1, M. Arslan 3

1 Pamukkale University, Pediatric Nephrology - Turkey - Turkey - Turkey,
2 Pamukkale University, Pathology - Turkey - Turkey - Turkey, 3 Pamukkale
University, Radiology - Turkey

Introduction: In terms of histo-pathological features, IgA Vasculitis
Nephritis (IgAVN) and IgA nephropathy (IgAN) are very similar dis-
eases. No major biological differences have been found between the
two illnesses. In contrast to IgAN, IgAVN has been described in associ-
ation with hypersensitivity. Interleukin-5 (IL5) is a glycoprotein that plays
a role in natural immunity by inducing mucosal IgA production and
allergic diseases. To date, the relationship between IL5 and IgAVN/
IgAN has not been described. We aimed to investigate the presence of
IL-5 and intensity of it in renal biopsy specimens of patients with IgAVN
and IgAN.
Material andMethods: Renal biopsy tissues were stained with IL5 in
28 IgAVN and 10 IgAN patients. Immunohistochemical staining was
compared with visual grading system (staining intensity classified as
0:no, 1=mild, 2=heavy). Twenty normal human renal tissues obtained
from kidney nephrectomized for renal carcinoma were used as
controls.
Results: IL5 staining was detected in 16 of 28 IgAVN patients (ac-
cording to ISKDC, stage I in 7, stage II in 16, and stage III in 5
patients). IL5 staining increased as the stage increased (mild stain-
ing in 2 of 7 patients with stage I, mild staining in 9 of 16 patients
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with stage II, mild staining in 4 and heavy staining in 1 of 5 patients
with stage III). IL5 staining was detected in 7 of 10 patients in IgAN
patients (according to Oxford classification, M0E0S0T0 in 3 pa-
tients, M1E0S0T0 in 4, M1E0S0T1 in 1, M1E0S1T0 in 1,
M1E0S1T2 in 1). We observed IL5 staining was only associated
with severe mesangial hypercellularity in the glomeruli.
Conclusions: IL5 accumulation of renal tissue was detected in both dis-
eases. According to our result, IL5 seems to be only related to mesangial
inflammation. Further studies are needed to understand what IL5 means
in IgAN and IgAVN.

IPN11361-83 IDENTIFICATION OF DIAGNOSTIC AND
PROGNOSTIC BIOMARKERS IN CHILDHOOD IGA
NEPHROPATHY

A. Cambier 1, P.J. Gleeson 2, L. Abbad 2, G. Deschenes 3, J. Hogan 3, L.
Berthelot 2, M. Rabant 4, O. Boyer 4, T. Ulinski 5, M. Peuchmaur 3, T.
Robert 6, L. Mesnard 7, R. Monteiro 2

1 Robert Debré Hospital, Service Néphrologie Pédiatrique. INSERM
U1149,CNRS,Pr Renato Monteiro Laboratory, Paris Diderot
University, Labex Inflamex. - France, 2 INSERM U1149,CNRS,Pr
Renato Monteiro Laboratory, Paris Diderot University, Labex Inflamex.
- France, 3 Robert Debré Hospital, Service Néphrologie Pédiatrique. -
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Introduction: Childhood IgA nephropathy (cIgAN), diagnosed by
the presence of IgA deposits on kidney biopsy, is one of the most
common primary glomerular diseases and affects children world-
wide. The severity of the disease and the therapeutic approach is
based on a combination of clinical features (eGFR, proteinuria)
and histologic findings, as summarized in the Oxford classifica-
tion. However, clinical and pathologic features are imperfect
guides for initiating and adjusting therapy. Hence, there is a need
for biomarkers in patients with cIgAN that can allow for
more informed therapeutic intervention. IgAN is an autoimmune
disease and its pathogenesis involves galactose deficient (Gd) IgA1, anti-
GdIgA1 IgG autoantibody and soluble CD89-IgA (sCD89-IgA) immune
complexes.
Material and methods: 57 children IgAN and 42 controls (congen-
ital kidney abnormalities) have been included in a cross sectional
study. The following clinical biological parameters and histologic
features were collected for each patient at time of renal biopsy
and time of measurement of immune complexes (GdIgA1, IgG
anti-IgA, and sCD89-IgA) in the serum. Renal biopsies were
scored for Oxford classification
Results:Circulating GdIgA1 and IgA complexes (IgA1-sCD89 and
IgA-IgG) were increased in cIgAN, compared to the controls (re-
spectively p<0,0001, p=0.0012 and p=0,004). The IgA-sCD89
complexes were linked to the proteinuria (g/mmol creatininuria)
(R=0,55, p=0,001) and the microalbuminuria (mg/mmol
créatinuiria) (p=0,001 et R=0,56) but not to eGFR. Moreover,
Gd-IgA1 and sCD89-IgA1 complexes levels were also higher in
the presence of proliferative lesions, endocapillary proliferation
(E1) (p<0.01) and extracapillary proliferation (C1) (p<0.01)] but
not in the presence of mesangial proliferation glomerulosclerosis
or Focal Segmental Glomerulosclerosis.
Conclusion: Gd IgA and IgA complexes could be valuable bio-
markers to measure disease activity. Their measurements could be
a new technique for a non-invasive assessment of the disease
severity while avoiding repeated kidney biopsies. They could
guide treatment and personalize therapy for each patient.

I P N 1 1 3 6 2 - 8 4 P E D I AT R I C I N D I C AT I O N S O F
IMMUNOADSORPTION: EXPERIENCE IN AN INTERNATIONAL
PEDIATRIC REFERENCE CENTER

V. Perez Beltran 1, S. Krid 2, O. Boyer 2, R. Salomon 2

1 Pediatric Nephrology, Vall d'Hebron Hospital, Universitat Autonoma
de Barcelona, Barcelona - Spain, 2 Pediatric Nephrology, Marhea –
Necker Hospital – APHP, Imagine Institute, Paris Descartes University,
Paris - France

Introduction: Immunoadsorption (IA) indications are increasing. Most
recent ASFA guidelines (2016) include 12 different IA indications.
However there aren’t specific pediatric recommendations and experience
is limited so far, with only 10 cases reported in the largest European study
regarding pediatric apheresis.
Material and methods: Retrospective review of all patients treated with
IA at an International Pediatric Reference Centre. We classified and ana-
lyzed them by disease group, epidemiology and associated therapy.
Results: 71 treatments were performed in 62 patients from 2012 to 2018.
Population age –median (range) was 8,5years (7months – 20years), and
weight 29kg (6-120kg). Disease group distribution was: Nephrology
43.3%, Neurology 23.9%, Cardiology 11.3%, Dermatology 8.5%,
Haematology 8.5%, Bowel and liver transplantation 2.8% and
Rheumatology 1.4%. 52.1% IA treated patients were related to solid organ
or bone marrow transplantation. Main indications were: acute humoral
rejection in organ solid transplantation (28.2%), anti-RNMDA encephalitis
(11.3%) and recurrence of corticosteroid-resistant nephrotic syndrome after
kidney transplantation (9.9%). Median number of sessions per patient was
10, IQR(10-26). Rituximab and methylprednisolone were administered si-
multaneously in 68.5% and 54.8% of cases, respectively.
We observed an adverse event in 28.8% of patients that were severe only
in 2 cases. Most common complication was central catheter infection
(52.6%). In 59.2% of cases IA therapy was considered effective. We
observed a positive statistical correlation between the presence of serum
antibodies (70.4% of cases) and IA effectiveness [χ2 (p<0.05)].
Conclusions: Immunoadsorption is a safe and may be an effective therapy
in children. The predominance of Nephrology patients can be explained by
knowledge and availability of the technique, most frequent indication in
solid organ transplant complications and the pre-existent vascular access.
This retrospective single centre study was not designed to assess the out-
come of IA and to compare its results with other treatments. However, it
supports IA therapeutic use in antibody-mediated diseases.

IPN11363-85 PENTRAXIN-3 STAINING IN KIDNEY OF
PATIENTS WITH IGA VASCULITIS NEPHRITIS AND IGA
NEPHROPATHY

S. Yuksel 1, M. Oguz 1, N. Yalcin 2, I. Girisgen 1, N. Yilmaz 1, M. Arslan 3

1 Pamukkale University, Pediatric Nephrology - Turkey - Turkey - Turkey,
2 Pamukkale University, Pathology - Turkey - Turkey - Turkey, 3 Pamukkale
University, Radiology - Turkey

Introduction: IgA Vasculitis Nephritis (IgAVN) and IgA nephropa-
thy (IgAN) have similar histo-pathological abnormalities, although
presentation, clinical course and prognosis are different. It is more
likely that they would have different molecular changes in the kid-
neys. Pentraxin-3 (PTX3) is an acute phase protein that plays an
important role in the primary local activation of innate immunity
and inflammation. We investigated PTX3 staining in renal biopsy
specimens of patients with IgAVN and IgAN.
Material andMethods: Renal biopsy tissues were stained with PTX3 in
28 IgAVN and 10 IgAN patients. Immunohistochemical staining was
evaluated with visual grading system (staining intensity was classified
as 0=no, 1=mild, 2=heavy). Twenty normal human renal tissues obtained
from kidney nephrectomized for renal carcinoma were used as controls.
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Results: PTX3 staining was detected in 14 of 28 IgAVN patients (accord-
ing to ISKDC, stage I in 7, stage II in 16, and stage III in 5 patients). PTX3
staining increased as the stage increased (mild staining in 2 of 7 patients
with stage I, mild staining in 7 of 16 patients with stage II, mild staining in
2 and heavy staining in 3 of 5 patients with stage III). The most intensive
staining (heavy) was detected in the presence of crescent. PTX3 staining
was detected in 5 of 10 patients in IgAN patients (according to Oxford
classification, M0E0S0T0 in 3 patients, M1E0S0T0 in 4, M1E0S0T1 in
1,M1E0S1T0 in 1,M1E0S1T2 in 1). Themost intensive staining (heavy)
was detected in the presence of tubular atrophy/interstitial fibrosis.
Conclusions: Although a previous study PTX3 accumulation in mesangial
cells was shown in IgAN,we showed that PTX3wasmore related to crescent
in IgAVN and tubular atrophy/interstitial fibrosis in IgAN. Further studies are
needed to understand what PTX3 means in IgAN and IgAVN.

IPN11364-86 THE SPECTRUMAND RISK FACTORS OF CAKUT
IN CHINESE - A FIVE YEAR RETROSPECTIVE REVIEW

W. Chan 1, T. Ma 2, M. Kuok 1, W. Hui 1, A. Chan 1

1 Department Of Paediatrics, Hong Kong - Hong Kong, 2 Department of
Obstetrics and gynacology, Queen Elizabeth Hospital - Hong Kong

Introduction: CAKUT is increasingly identified by prenatal ultrasound.
It constitutes a group of disorder with great impact in clinical practice.
CAKUT was found to be a predominant cause of End Stage Renal
Disease in Childhood. However, the incidence and natural history of these
anomalies are not clear in the local population.
Objective:To study the incidence, the spectrum and outcome of CAKUT
diagnosed in a regional center in Hong Kong. Risk factors for the devel-
opment of CAKUTwould also be studied.
Study Design: This is a retrospective review of live births in Queen
Elizabeth Hospital, Hong Kong, from 1st January 2011 to 31st
December 2015. Newborn with any congenital anomaly was identified.
Birth characteristics including gender, gestation, birth weight, and the
number of congenital anomalies are recorded. Maternal factors including
maternal age, pre-existing disease, pre-existing drug history, and compli-
cations of pregnancy are reviewed.
Results: From 2011 to 2015, there was 30,869 live birth delivered in
Queen Elizabeth Hospital. Among these live births, 345 babies were
identified to have some form of CAKUT. Six patients have more than
one congenital anomaly of the urinary system. Combinations of duplex
kidney with multicystic dysplastic kidney (MCDK) was the commonest
(1.4%) combined anomalies.
Among all these CAKUT, Congenital hydronephrosis was the commonest
(83%), followed by Renal Agenesis (5.1%), Renal cyst including MCDK
(5.1%), Duplex kidneys (2%), ectopic kidney (1.4%). Other malformations
were extreme rare like horseshoe kidney was found 1 in 351, Potter syn-
drome 1: 351, ARPKD 1: 351, and Renal tumour 1 in 351. Comparing
babies with CAKUT and without CAKUT. There was no difference in
gestational age and birth weight. However, male baby and babies with
higher birth order aremore likely to have CAKUT. There was no significant
difference between maternal factors in CAKUT and non-CAKUT groups.

IPN11365-87 A CASE REPORT OF MYH9-RD AND
LITERATURE REVIEW

W. Li 1, X. Fang 2, Y. Zhai 2, H. Xu 2, Q. Shen 2

1 IPNA fellow inChildren’sHospital of FudanUniversity, Shanghai;Northwest
women and children hospital, Xi'an - China, 2 Department of Nephrology,
Children’s Hospital of Fudan University, Shanghai - China

Abstract
Introduction:MYH9-ralated-disease (MYH9-RD) is an autosomal dom-
inant disorder characterized by congenital macrothrombocytopenia

and(or) leukocyte inclusions, nephritis, sensorineural hearing loss,
presenile cataract. We now report a case of MYH9-RD and review the
literatures ofMYH9-RD.
Methods:Wecollected clinical data of the patient andwhole-exon-sequencing
was performed. We further performed literature review ofMYH9-RD.
Results: The patient was diagnosed with thrombocytopenia when he was 5
years old. He developed proteinuria and hematuria at the age of 10 and was
admitted to our department 1 year later. Renal function (eGFR 118ml/min/
1.73m2) and blood coagulation are normal. His peripheral blood smear and
bone marrow aspiration revealed the presence of large platelets, without
inclusion bodies in the neutrophilic cytoplasm. Hearing examination showed
high frequency hearing loss, and ophthalmologic examination was normal.
A de novo missense mutation (c.2105G>A, p. R702H) was found inMYH9
17 exon. After treated with ACEI for one year the patient’s proteinuria was
improved and the renal function was still normal. We reviewed 62 articles
about MYH9-RD, including 215 patients from 56 sporadic cases and 63
unrelated families. 81 cases presented extra-hematological symptoms includ-
ing deafness(n=65) which was the most frequent and followed by
nephropathy(n=45). Among the 45 patients with renal diseases, 17 cases
of proteinuria, 11 with CKD and 17 developed ESRD. Motor domain mu-
tations were associated with a higher percentage of extrahematological
symptoms as compared to those affecting the tail domain.
Conclus ion: Genetic test is recommended to those with
macrothrombocytopenia and(or) hearing loss or renal diseases. The severity
of disease is closely related to the mutation loci ofMYH9.

I PN113 6 6 - 8 8 SUCCESSFUL TREATMENT OF C3
GLOMERULOPATHY WITH PREDNISOLONE AND
MYCOPHENOLATE COMBINATION

B. Kiran 1, K. Sathe 2, S. Khubchandani 3, U. Ali 4, A. Mukherjee 1, T.
Khadpe 1, S. Ghatol 1, N. Kumari 1, P. Birangane 1, A. Kondekar 1, S.Malik
1
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Introduction: C3 Glomerulopathy (C3G) represents rare renal disease
resulting from alternative complement pathway activation. It is usually
resistant to standard immunosuppression and 25%-50% cases progress to
end stage renal disease eventually.
Aim: We describe a young boy diagnosed with C3G who had complete
remission with oral steroid and mycophenolate based immunosuppression.
Material & Method: A ten year old boy presented with nephrotic syn-
drome. He was well grown, normotensive without systemic symptoms. He
had normal creatinine, normocytic anaemia and active urine sediment (4+
proteinuria, 20-25 RBCs, >50 pus cells, and hyaline casts). Complement C3
was persistently low with normal C4, absent antistreptolysin O and antinu-
clear antibody. Viral markers (HbsAg, Anti HCVand HIV) were negative.
Renal biopsy revealed membranoproliferative glomerulonephritis
(MPGN) on light microscopy. Immunofluorescence revealed 3+C3 stain-
ing along capillary loops and mesangial deposits; 1+ IgM deposits along
capillary loops with absent IgG, IgA and C1q. Tissue for electron micros-
copy was devoid of glomerulus. Diagnosis of C3 glomerulopathy was
considered. He was initially treated with daily prednisolone along with
enalapril. His nephrotic parameters improved but he developed hyperten-
sive encephalopathy which was successfully treated. The transient reduc-
tion in dose of steroid was associated with worsening of proteinuria.
Subsequent treatment was prednislone (1mg/kg/day on alternate days)
with mycophenolate mofetil [250 mg twice daily (500mg/m2/d)], enala-
pril, nifedipine and prazosin. At nine months since initial presentation, he
is active, normotensive with absent edema, no proteinuria, normal serum
albumin, normal creatinine and normal urine sediment.
Result: There was complete remission with prednisolone and mycophe-
nolate combination in moderate doses.
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Conclusion: Patients with MPGN (C3G) may develop severe hyperten-
sion which may preclude use of high dose prednisolone as mentioned in
protocols. Combination of mycophenolate with alternate day
Prednisolone in moderate dose worked well in our patient and is may
be an option for children with C3G.
Keywords: membranoproliferative glomerulonephritis, proteinuria, hy-
pertension

IPN11367-89 REPORT ON CYSTINOSIS IN IRANIAN
CHILDREN- INCIDENCE, MANAGEMENT, AND OUTCOME

N. Hooman
Ali-asghar Clinical Research Development Center, Iran University of
Medical Sciences - Islamic Republic of Iran

Abstract: Cystinosis is an inherited autosomal recessive with a deficien-
cy of cystin lysosomal transport protein. The outcome and the quality of
life varies depends on the family income or patient compliance.
In overall, 185 (47% females, 53% males) patients identified in Iran with
an incidence of 1.15 per 100000 population. Diagnosis traditionally was
based on clinical findings, detection of crystal accumulation on cornea, or
bonemarrow, measurement of cystin level in leukocytes, or genetic study.
Half of patients had novel mutation and the rest showed the common
mutation in exons 6 and 7.
Treatment include cystagon (1300 mg/m2/day), eye drop of cystamin
HCl, bicarbonate solution ( as citrate ), phosphate , L-carnitin, mineral
supplements, calcium, vitamin D, rGH , and levothroxin. We found that
58% of patients receive adequate dosage of cystagon according to recom-
mended dosage or the measurement of cystine level of leukocytes.
The outcome of nephropathic cytinosis is ESRD. It included 3-6.5% of
CKD cases being under CAPD, HD or transplanted preemptively with a
four year graft survival of 86% and patient survival of 100%.
Conclusion: Nephropathic cystinosis is rare disease require multi-
disciplinary approach in care and management to achieve suitable quality
of life in survived cases

IPN11369-91 ACQUIRED PARTIAL LIPODYSTROPHY IN A
CHILD WITH DENSE DEPOSIT DISEASE

S. Siddhu 1, K. Sathe 2, U. Ali 3, S. Khubchandani 4, R. Redkar 1, S.
Shimpiger 1, M. Borgaonkar 1, S. Kondekar 1, S. Rathi 1, S. Malik 1

1 T N M C & B Y L Nair Charitable Hospital, Mumbai - India, 2 Sir H N
Reliance Foundation Hospital & Research Centre, Mumbai - India,
3 Lilavati Hospital,Mumbai - India - India, 4 JaslokHospital,Mumbai - India

Introduction: Dense deposit disease (DDD) and acquired partial
lipodystrophy (APL) are rare conditions resulting from abnormal alterna-
tive complement pathway (AP) activation and are known to coexist. We
describe rare case of DDD manifesting with APL.
Material & Method: A ten year old boy, well grown, born to non-
consanguineous parents presented with recurrent painless cola coloured
haematuria, depressed serum C3 over past 3 years. There was an initial
transient rise in creatinine with nephrotic proteinuria. Serum C4, ANA,
ASO negative. P ANCA 4+ (1:40), anti MPO negative. Renal biopsy
revealed diffuse proliferative glomerulonephritis on light microscopy;
immunofluorescence negative; electron microscopy reportedly normal.
He received oral prednisolone 2 mg/ kg/ day X 4 weeks followed by
1.5 mg/ kg/ day alternate day X 4 weeks. There was transient improve-
ment in Serum C3 and no occurrence of haematuria for next 8 months.
The haematuria later recurred with further drop in C3, normal creatinine
and no proteinuria. Genetic complement testing revealed duplication of
CFHR1 and CFHR3. Anti-factor H Antibody assay was normal. Second
renal biopsy done 2 years later revealed focal proliferative glomerulone-
phritis on light microscopy. Immunofluorescence was negative for C3,

immunoglobulins; immunoperoxidase faintly positive for C4d. Electron
microscopy revealed dense deposit disease. C3 nephritic factor testing
could not be done. There was progressive loss of fat over cheeks and
shoulders over past few years (compared with old photographs, not seen
in other family members). Genetic testing ruled out congenital
lipodystrophy. Eye examination was normal. Fasting sugar, lipid profile,
liver function, serum leptin was normal. He was recently started on alter-
nate day oral Prednisolone 1 mg/ kg/ day and mycophenolate mofetil 500
mg/ m2/day.
Result: He has been asymptomatic for past two months with stable renal
function.
Conclusion:APL in a patient with renal disease with hypocomplentemia
may point to an underlying DDD.
Keywords: alternative pathway, hypocomplementemia, renal disease

IPN11371-84 RELATION OF BLOOD PRESSURE TO OBESITY
IN SCHOOL CHILDREN AND ADOLESCENTS

T. Papalia, R. Greco, R. Bonofiglio
Nephrology dalysis and transplantation department, Annunziata
Hospital, Cosenza - Italy

Introduction: Obesity is recognized as a significant risk factor for hy-
pertension. The aim of this study was to examine whether BMI, WC and
WHtR are related to BP among Southern Italian healthy schoolchildren.
Methods: School-going adolescents aged 13-16 years enrolled in three
secondary schools between 2008 and 2016. Weight, height, BP, WC were
recorded; BMI andWHtRwere calculated. Based on percentiles of BMI, the
subjects were classified as underweight, normal-weight, overweight and
obese. Students with SBP or DBP >95th percentile for gender, age and
height were considered as hypertensive. Central obesity was defined as
WC>75th or WHtR≥0.5. Logistic regression analysis was performed to
evaluate the anthropometric variables associated with hypertensive-level BP.
Results: 1900 Southern Italian healthy students were evaluated.
According to the IOFT definition, 12.7% were obese and 17.6% were
overweight. 29% with a WC>75th and 29.5% with a WHtR>0.5. The
prevalence of hypertension was 7.6%.Logistic regression showed a
strong correlation between BMI and high-BP (OR 1.030, p < 0.0001),
between WC and high-BP (OR 1.029, p<0.0001). Also WHtR (OR
3.403, p <0.0001) resulted as risk factor for high-BP. In the male group
all the variables considered showed a good capability to predict high-BP,
while in the females only BMI (OR 1.019, p < 0.05) and WHtR (OR
2.685, p < 0.05) were able to predict “Hypertension”.
Conclusions: Child obesity is an important predictor of hypertension. In
our studyWHtR showed a significant ability to predict high BP both boys
and girls and it might be the best predictor of CV risk in adolescents.
Hypertension in childhood is excessively common and an early screening
should start at the age of 3 years old. Excess body weight up to obesity
and lack of physical activity are the main causes of constantly higher
blood pressure values. The mainstay of treatment should be dietary and
lifestyle modifications.

IPN11372-85 RENAL ANGIOPLASTY IN PATIENTS WITH
ALAGILLE SYNDROME AND RENOVASCULAR
HYPERTENSION: IS IT SAFE AND EFFECTIVE?

M. Rubens, E.D. Kurt-Sukur, P. Patel, D. Roebuck, S. Marks, K. Tullus,
J. Stojanovic
Great Ormond Street Hospital for Children NHS Foundation Trust,
London - United Kingdom

Introduction: Whilst renal involvement in Alagille syndrome is com-
mon, its manifestation is varied and bilateral renal artery stenosis is rela-
tively rare. Patients with Alagille syndrome are at increased risk of
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bleeding and this must be taken into account when planning invasive
procedures such as percutaneous transluminal angioplasty (PTA). We
reviewed four cases of children with Alagille syndrome and renal artery
stenosis who were referred to the renovascular service at a large tertiary
paediatric nephrology centre for management of hypertension. We aimed
to determine whether PTA was safe and effective for the treatment of
renovascular hypertension in such patients.
Methods:A retrospective search was conducted of a local database of all
patients with confirmed Alagille syndrome and renovascular hyperten-
sion treated with PTA. Data for each patient was then collected from
medical and electronic records.
Results: Four patients were identified with Alagille syndrome and renovas-
cular hypertension. In total, 8 PTA procedures were carried out including one
for management of renal artery aneurysm. There were no intra or peri-
operative complications including significant bleeding. In addition, two pa-
tients needed unilateral nephrectomies for non-functioning kidneys. 75% of
patients had improvement in blood pressure at last follow up. There was a
peri-procedural rise in serum creatinine of 10-73% in 57% of PTA proce-
dures, the majority of which normalised at last follow up.
Conclusions: In a tertiary paediatric renovascular centre, PTA can be
safely performed in patients with Alagille syndrome. Improvement in
blood pressure was observed in 75% of cases. Furthermore, this study
confirms that patients with Alagille syndrome and renovascular hyperten-
sion might need more than one PTA and these should be done in a
specialist centre with experience in this patient cohort.

IPN11373-86 THE EFFICACY OF CONTRAST ENHANCED
UROSONOGRAPHY IN THE DIAGNOSIS AND GRADING OF
VESICOURETERIC REFLUX

S. Bathina 1, U. Ali 2, M. Mehta 2

1 Lilavati Hospital and Research Centre , Mumbai - India, 2 Lilavati
Hospital and Research Centre, Mumbai - India

Voiding cystourethrogram (VCUG) is currently the gold standard for
detecting and grading vesicoureteric reflux (VUR). However, it exposes
the child to significant radiation. Contrast enhanced voiding urosonogram
(CeVUS) is a newer method for diagnosing and monitoring VURwithout
any radiation exposure.
Objective: To compare the efficacy of CeVUS with VCUG for the de-
tection and grading of VUR.
Methods: Thirty children who required an imaging study for the
diagnosis and staging of VUR were included in the study. A stan-
dard VCUG test was first performed and the VUR graded accord-
ing to the International Reflux Grading System. The CeVUS was
done on the same day by a single sonologist who was blinded to
the VCUG results. CeVUS was done following instillation of
second-generation contrast agent into the bladder via a urinary
catheter with subsequent sonographic imaging of the bladder, ure-
ters and renal areas. The presence of the contrast seen as
microbubbles was documented and the severity graded as per the
sonography criteria. The sensitivity and specificity of CeVUS was
calculated and the level of agreement with VCUG was analysed
using Bland Altman plots
Results: 58 Kidney and ureter units (KUU) studied in 30 children detect-
ed VUR in 17 by VCUG and in 21 by CeVUS. The sensitivity of CeVUS
was 100% and specificity 92.4%. The positive predictive value was
85.7%. The negative predictive value was 100%. The Altman Bland plot
comparing the grades of VUR seen onVUS andVCUG showed excellent
agreement with 52 / 58 grades (90%) being identical. A difference of 1
grade was seen in 5 KUUs. 98.5% of the values were within the 95%
limits of agreement
The radiation free CeVUS is as effective as VCUG in the detection and
grading of VUR. CeVUS can replace VCUG as an imaging modality for
the detection and grading of VUR.

IPN11374-87 ANALYSIS OF GUT MICROBIOME AND
TRYPTOPHAN METABOLITES IN PEDIATRIC CKD
PATIENTS

J. Holle 1, A. Thuermer 2, O. Drechsel 2, S. Kitschke 1, D. Engler 1, D.L.
Vu 3, J. Kirwan 3, D. Mueller 1
1 Charité-Universitätsmedizin Berlin, Pediatric Nephrology - Germany,
2 Robert Koch Institut, Berlin - Germany, 3 Charité-Universitätsmedizin
Berlin, Max-Delbrück Center - Germany

Introduction: In adult patients with chronic kidney disease (CKD), sev-
eral factors induce qualitative and quantitative changes in gut
microbiome, leading to an impaired metabolism of nutrients. Especially
in catabolism of amino acids, e.g. tryptophan, toxic metabolites accumu-
late due to impaired renal function. Recent studies suggest that these gut-
derived uremic toxins correlate inversely with glomerular filtration rate
(eGFR), promote CKD progression and cardiovascular disease. However,
such studies are lacking in the pediatric population.
Methods: Included were pediatric patients with different CKD stages at a
university medical center. Blood and stool samples were collected. Gut
microbiome was analyzed using 16S-RNA sequencing and liquid
chromatography-mass spectrometry was performed for quantitative anal-
ysis in plasma of over 30 tryptophan metabolites.
For microbiome analysis, operational taxonomic units were determined
by clustering sequences of the complete experiment to 97% similarity.
Subsequently, analyses was performed on phylogenetic family and phy-
lum level.
Results: Overall, 50 patients with a mean age of 10.7 years (21 females)
in 4 groups (CKD stage IV-V, maintenance hemodialysis, renal
transplantation, healthy controls) were enrolled at baseline visit.
The gut microbiome profile revealed a high variability within the groups
and only subtle differences between the groups on phylogenetic family
level could be detected.
The analysis of tryptophan metabolites showed significant differences
between the groups for several metabolites, e.g. indoxyl sulfate.
Children on hemodialysis showed the highest values, while they de-
creased significantly after renal transplantation.
Conclusions: We provide first data of gut microbiome analysis in euro-
pean children with CKD. Subtle differences could be detected although,
due to the small sample size, the statistical power of our study was low.
Additionally, several plasma tryptophan metabolites were significantly
elevated in patients with CKD. Our results allow a first look at the inter-
play between kidney function, gut microbiome and tryptophan metabo-
lism. Further investigations with more participants are under way.

IPN11377-90 SNAPSHOT ON MALFORMATIVE UROPATHY
AND GENDER D IFFERENCE IN A PED IATR IC
NEPHROLOGY CLINIC

T. Papalia, R. Greco, R. Bonofiglio
Nephrology Dialysis and Transplantation department, Annunziata
Hospital, Cosenza - Italy

Introduction and Aims: CAKUTs comprise a wide range of renal sys-
tem structural malformations. The aim of this work is to evaluate the
incidence of these anomalies in a pediatric population and whether there
are gender differences.
Methods: We analyzed 326 second out-patients visits performed in our
Pediatric Nephrology Clinic in the last year and we selected children
suffering from CAKUT, such as renal hypo/dysplasia, unilateral renal
agenesis, multicystic renal dysplasia, hydronephrosis, megaureter, poste-
rior urethral valves (PUV), vesicoureteral reflux (VUR) and double or
horseshoe kidney. Moreover we evaluated possible gender differences in
the prevalence of different malformative uropathies using the student's T
test.
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Results:Data from 72 patients, (47M and 25F) with mean ageM 9.2±3.2
and F 7.5±2.8, was recorded. Seven children with PUV were excluded.
Simple renal ectopia was present in 20% of females and in 12.5% of
males (p<0.01). Unilateral renal hypoplasia was present in 12% of fe-
males and in 22.5% of males (p< 0.01). Vesicoureteral reflux was present
in the 32% of girls and in 30% of boys (p ns), while the dysplasia in 12%
ofF and in 25% ofM (p< 0.01). The unilateral congenital renal agenesia
was 16% among the females and 15% among the males (p ns).
Conclusions: A gender approach in pediatrics has not had much devel-
opment so far. Although the ethiopathogenesis has not yet been complete-
ly clarified,the Cakuts represent a model of how gender differences dur-
ing fetal life can lead to the development of urological anomalies. Our
study of malformative uropathy confirms that some congenital abnormal-
ities such as dysplasia, are more frequent inmales, while ectopia and renal
agenesis are more common in females. Since we do not know yet if the
cause of these differences lies in genetic, metabolic, hormonal, environ-
mental or other, it would be appropriate to activate differentiated screen-
ing protocols for primary prevention, considering exposure to different
sex-specific environmental risk factors.

IPN11378-91 ARC SYNDROME: AN INTENSIVE SUPPORTIVE
APPROACH IMPROVED LIVER CHOLESTASIS AND
ALLOWED HOME CARE

E. Bodrero 1, R. Camilla 2, F. Mattozzi 2, B. Gianoglio 2, R. Bonaudo 2,
P.L. Calvo 3, D. Dell'olio 4, L. Peruzzi 2
1 School of Pediatrics, University of Turin, Turin - Italy, 2 Pediatric nephrol-
ogy Regina Margherita Children’s Hospital, Turin - Italy, 3 Pediatric
gastroenterology Regina Margherita Children’s Hospital, Turin - Italy,
4 Regional transplant center, University of Turin, Turin - Italy

Introduction: ARC syndrome (Arthrogryposis, Renal dysfunction,
Cholestasis) is a rare multisystemic disease due to mutation in
VPS33B-VIPAR complex, involved in vesicular trafficking and apical-
basolateral polarity regulation. Cardinal signs are congenital
arthrogryposis, renal tubular dysfunction, neonatal cholestasis with nor-
mal γ-glutamyl-transpeptidase levels. Additional features include platelet
dysfunction, nephrogenic diabetes insipidus, ichthyosis, central nervous
system anomalies, deafness and failure to thrive.
Material & methods: Five months-old patient was admitted to hospital
with dysmorphic features (such as flexion contracture and rocker-bottom
feet), axial hypotonia, poor feeding and ichthyosis. Laboratory investiga-
tion showed elevated conjugated bilirubin and bile acids, with normal
value of γ-glutamyl-transpeptidase, constant acidemia with
hyperchloremia and low level of bicarbonate and potassium. Proximal
tubular features of Fanconi-type with glucosuria, aminoaciduria, tubular
proteinuria, hyperphosphaturia, low phosphate reabsorption, hypercalci-
uria, increasing polyuria and normal glomerular filtration were defined.
The patient presented a tendency to dehydration with severe
hypernatremia due to important loss of liquid (200-300 ml/kg/die).
CGH-array found a small duplication in 19p13.2 region without patho-
genetic significance and genetic analyses demonstrated the presence of
VPS33B gene variant (c.1519C>T), diagnostic for ARC syndrome.
Intensive supportive care, including total parenteral nutrition,
spironolactone and supplementation with potassium citrate, sodium bi-
carbonate, ursodeoxycholic acid and fat-soluble vitamins, was adminis-
tered to improve quality of life. Enalapril and indomethacin improved
water balance without increased bleeding.
Results: Intensive supplementation of fluids, potassium and bicarbonate
reduced constant acidemia and normalized electrolytes, whereas enalapril
and indomethacin improved water balance and allowed safe discharge with
intensive home care. The patient also presented an unconventional improve-
ment of cholestasis and is still alive and clinically stable at 12 months of life.
Conclusion: Currently there is no specific treatment and prognosis re-
mains poor. In this case supportive care, heavy supplementation of fluids

and reduction of urine output with enalapril and indomethacin improved
quality of life and allowed safe hospital discharge.

IPN11379-92 AKI & BILATERAL NEPHROMEGALY AS A
PRESENTATION OFACUTE LYMPHOBLASTIC LEUKEMIA

N. Azad, S. Agarkhedkar, M. Matnani
DR.D Y Patil Hospital, Pune - India

We report an interesting case of a 5 yr old boy AK who presented with
edema, oliguria and joint pains with no fever initially, and developed high
grade fever subsequently.
Clinical examination revealed pallor, hepatosplenomegaly, massively en-
larged kidneys, and submandibular lymph node enlargement.
He was fairly normotensive and had rapidly progressive renal failure
(progressively worsening serum creatinine; peak of 4 mg/dl & decreasing
urine output) with anemia & thrombocytopenia and features of tumor
lysis syndrome (raised LDH & uric acid (18 mg/dl), hyperphosphatemia,
hypocalcemia and hyperkalemia).
USG-KUB revealed massively enlarged kidneys (11 cms x 6cm) with
increased echogenicity and altered CM differentiation.
He was started on regular hemodialysis with PRP and PCV transfusions.
Once uremia settled, a renal biopsy and bone marrow aspiration & biopsy
were performed. BMbiopsywas suggestive of High grade pre-B cell type
ALL. Renal biopsy showed extensive infiltration of the renal parenchyma
with lymphocytes and changes of acute tubular injury with glomerular
sparing, IF was negative.
ATN resolved subsequently with nadir serum creatinine of 0.3
mg/dl and continues to be the same while on chemotherapy
(Cyclophosphamide, Methotrexate, Vincristine, Cytosine,
Prednisolone, and Rituximab)
Although renal infiltration is relatively frequent in acute lymphoblastic
leukemia, nephromegaly is unusual. This child presented with a rare
manifestation of bilateral nephromegaly with no evidence of peripheral
blood smear abnormalities. Lymphoblastic infiltration should be
suspected in any child who presents with enlarged kidneys.

IPN11380-84 PHARMACOKINETIC PROFILE AND CLINICAL
RESPONSE IN STEROID RESISTANT NEPHROTIC
SYNDROME: ASSOCIATIONWITH GENE POLYMORPHISMS

I. Agarwal 1, V. Theophilus 2, S. George 1, D. Kumar 1, R. Prabha 3, B.
Susan Philip 3, D. H Fleming 3, S. Varughese 2, D. Philip 4

1 Pediatric Nephrology Unit , Christian Medical College, Vellore - India,
2 Nephrology Department, Christian Medical College, Vellore - India,
3 Clinical Pharmacology Unit, Christian Medical College, Vellore -
India, 4 Biostats Department, Christian Medical College, Vellore - India

Background:Genetic polymorphisms in drug metabolizing enzymes are
important contributors to inter-individual variability in drug response and
can lead to adverse reactions or therapeutic failure. SNPs in MDR1 genes
are associated with altered drug distribution and response to steroids,
while CYP3A5 genotypes impact Tacrolimus dose response. Their utility
in management of nephrotic syndrome is still under study.
Objective: To study the association between polymorphisms in MDR1
gene (C1236T,G2677T /A,C3435T) and lack of response to steroid and
Tacrolimus therapy and to see if inter-individual variations in Tacrolimus
response correlates with CYP3A5 genotype and bioavailability.
Methodology: Prospective study comprising 452 children between age
of 1-18 with 226 having nephrotic syndrome (Steroid resistant = 113
(Tacrolimus AUC = 60 and Tacrolimus trough = 53) and steroid sensi-
tive=113). After consent, blood was collected and stored after DNA ex-
traction for study of SNPs in MDR1 and CYP3A5 genes. The data col-
lected was statistically analyzed.
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Results: Median age was 7 years (IQR 4 – 11yrs). Males predominated
(66.6%). When Tacrolimus AUC was done, 20 (33.3%) were in remission,
5 (8.3%) were in partial remission and 35 (58.3%) were not in remission.
The dose of Tacrolimus (mg/kg/day) had better correlationwithAUC levels
(r= 0.307, p=<0.017) than trough (r=0.215 p=0.1). Tacrolimus AUC had a
significant correlation with Tacrolimus trough (r=0.891p=<0.001), dose
(r=0.307, p=0.0017) and albumin level (0.295, p=0.022) while
Tacrolimus trough had a significant association with UP/UC ratio
p=0.032). Molecular assays once analyzed will show whether the rate of
metabolism due to genetic polymorphism of MDR1 and CYP3A45 will be
one of the reasons for non-response to steroids and Tacrolimus in children
receiving therapeutic doses.
Conclusion: Genotyping an individual for polymorphisms in drug-
metabolizing enzyme genes will facilitate individualized treatment. In
cases where genotype indicates non-response, early use of alternate drugs
will reduce financial burden and risk of adverse reactions.

IPN11382-86 HIGH-VOLUME AUTOMATED PD RESCUES A
SEVERE INFLUENZA A CHILD WITH MULTIPLE ORGAN
DYSFUNCTION SYNDROME

Y. Chen , Y. Zhang , S. Huang , J. Zhou
Department of Pediatrics, Tongji Hospital, Tongji Medical College,
Huazhong University of Science and Technology - China

Background: The high mortality rate among critically ill AKI patients
remains an unsolved problem in ICU in spite of the technological ad-
vances in RRT over the past four decades. In recent years, CRRT has
become the most commonly used dialysis method in AKI children.
Nevertheless, peritoneal dialysis (PD) is still used for AKI in developing
countries. Gabriel et al. demonstrated that, with careful thought and plan-
ning, critically ill patients can be successfully treated by high-volume PD.
Case presentation: Here, we report a 3-year-old child (weight 13kg) pre-
senting with acute-on-chronic renal failure, severe influenza A (H1N1), re-
spiratory failure and heart failure (APACHE II score 21 ) that made a rapid
recovery with peramivir injection, mechanical ventilation and prompt initia-
tion of high volume continuous PD (Kt/V = 0.6 per session) via a flexible
catheter (Tenckhoff) and automated PD with a cycler. BUN concentrations
stabilized after 4 sessions, creatinine after 6, and bicarbonate and pH after 2.
Fluid removal was 0.8 ± 0.1 L/day. Creatinine clearance was 14.6 ± 3.3 mL/
min. Normalized creatinine clearance was 100.5 L/week/1.73 m2 body sur-
face area. Serum albumin values were stable during continuous PD. Ten days
later, the patient was transferred out from PICU.
Conclusion: The experience of our case points to that high-volume con-
tinuous PD by cycler was an effective RRT for MODS. It provided high
solute removal and fluid removal. High-volume automated PD can there-
fore be considered as an alternative to CRRT in MODS children.

IPN11383-87 END STAGE RENAL DISEASE IN PEDIATRIC
POPULATION IN A SOUTHERNE ALGERIAN PROVINCE

M. Hadj Mahammed
Dr TIRICHINE Brahim Hospital of Ghardaia - Algeria

Background: End stage renal disease (ESRD) in pediatric population is a
major challenge for medical and paramedical staff
In Algeria, the number of children reaching ESRD increases annually. but
there is no operable national register.
The objective of this study was to determine the epidemiological charac-
teristics of dialyzed children
Methods:A retrospective study, including all patients under the age of 19
years at the time of the ESRD, living in Ghardaïa, treated at least 03
during the period between 01/01/2005 to 12/31/2018.
Information was collected from the medical files.

Results: Thirty (34) children were included. The average age was 12
years (1-19), sex ratio (M / F) was 0.88 (16/18).
The average annual incidence was: 12 pmarp / yr. and The prevalence is :
135 pmarp (Per million age related population)
The frequency was high for patients between 10 and 14 years of age (44%)
Congenital abnormalities of kidneys and urinary tract (CAKUT) were the
first cause (26 %) hereditary nephropathies (23 %) primary Glomerular
nephropathy (20 %).
Hemodialysis was the first treatment method for incident (61%) and
prevalent (67 %) patients.
A very high mortality rate (23 %) was founded mainly due to dialysis
insufficiency, A very low school enrollment (45 %) and significant retar-
dation of growth (73 %).
15 % was regularly followed in pediatrics during years of dialysis.
The transplant rate (9 %) is very low, only 3 patients have been
transplanted
Conclusion: Our study is of the few works on the pediatric ESRD in
southern of Algeria; we were able to raise the following remarks:
- A high incidence and prevalence of pediatric ESRD compared to Europe
or the USA
- Delayed diagnosis of chronic kidney disease detrimental to patient
survival
- Very limited access to specialized therapies (urological surgery, genetic tests)

IPN11384-88 RARE HETEROZYGOUS DELETERIOUS GDF6
VARIANTS IN PATIENTS WITH RENAL ANOMALIES

H. Martens 1, I. Hennies 2, M. Getwan 3, A. Kosfeld 1, F. Brand 1, A.
Weiss 4, A.C. Gjerstad 5, Z. Gucev 6, R. Geffers 7, A. Christians 8, T.
Seeman 9, A. Kispert 4, V. Tasic 6, A. Bjerre 5, S.S. Lienkamp 3, D.
Haffner 2, R.G. Weber 1
1 Department of HumanGenetics, Hannover Medical School, Hannover -
Germany, 2 Department of Pediatric Kidney, Liver and Metabolic
Diseases, Hannover Medical School, Hannover - Germany,
3 Department of Medicine, Renal Division, Medical Center, University
of Freiburg, Freiburg - Germany, 4 Institute of Molecular Biology,
Hannover Medical School, Hannover - Germany, 5 Division of
Paediatric and Adolescent Medicine, Oslo University Hospital, Oslo -
Norway, 6 Medical Faculty Skopje, University Children’s Hospital,
Skopje - Macedonia, The Former Yugoslav Republic of, 7 Genome
Analytics Research Group, Helmholtz Centre for Infection Research,
Braunschweig - Germany, 8 Institute of Pathology, Division of
Neuropathology, Hannover Medical School, Hannover - Germany,
9 Department of Paediatrics, Second Faculty of Medicine, Charles
University Prague, Prague - Czech Republic

Introduction: Around 50 genes are known to play a role in the patho-
genesis of renal anomalies, a common cause of end-stage kidney disease
in children. Nevertheless, the etiology remains unclear in most patients
making the identification of genes newly associated with renal malforma-
tion an important objective.
Material and methods: To detect the genetic cause in a family affected
by renal and extrarenal anomalies, we performed whole-exome sequenc-
ing. To assess the frequency of rare variants in GDF6, the genemutated in
affected family members, 200 patients with renal anomalies were ana-
lyzed by targeted sequencing. GDF6 expression was assessed during
Xenopus and murine development, and on human infant kidney sections.
A possible role of GDF6 during renal development was investigated by
using a CRISPR-Cas9 generated Gdf6 knockout kidney cell line in a
migration assay, and examining pronephros development in Xenopus
embryos upon gdf6 knockdown.
Results: In all affected family members, we identified a rare heterozygous
GDF6 variant known to causeKlippel-Feil syndrome type 1 (KFS1). KFS1 is
a rare congenital disorder associated with skeletal, ear and eye anomalies,
while to date renalmalformations have not been described as a hallmark. Rare
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GDF6 variants were found in a total of 1.6% of patients with renal anomalies,
and in 5.4% of cases additionally presenting with extrarenal malformations.
Gdf6 expression was detected during Xenopus and murine urogenital tract
development. AGdf6 knockout resulted in diminished kidney cell migration
in vitro, which was rescued by re-expression of wildtype but not of mutant
proteins. In Xenopus embryos, downregulated gdf6 expression resulted in
impaired pronephros development.
Conclusion: Our data suggest that GDF6 plays a role in renal development
and that rare GDF6 variants are associated with kidney anomalies. For pa-
tients with renal and KFS1-associated extrarenal anomalies,GDF6mutation-
al analysis is advisable. Renal sonography is recommended in KFS1 patients.

IPN11385-89 REVERSE PHENOTYPING AFTER WHOLE-
E XOME S EQUENC I NG REVEAL S FREQUENT
PODOCYTOPATHY PHENOCOPIES IN STEROID-RESISTANT
NEPHROTIC SYNDROME

F. Becherucci 1, S. Landini 2, B. Mazzinghi 1, M. Allinovi 2, A. Provenzano
3, V. Palazzo 3, F. Ravaglia 1, E. Bosi 2, G. Sansavini 1, F. Guzzi 2, L. Cirillo
1, M. Materassi 1, R.M. Roperto 1, H. Anders 4, S. Giglio 3, P. Romagnani 1
1 Nephrology and Dialysis Unit, Meyer Children's Hospital, Florence -
Italy, 2 University of Florence, Florence - Italy, 3 Medical Genetics Unit,
Meyer Children's Hospital, Florence - Italy, 4 Medizinische Klinik and
Poliklinik IV, Klinikum der Ludwig Maximilians University (LMU,
München - Germany

Background and objectives: Primary idiopathic nephrotic syndrome
(NS) is a typical presentation of genetic or non-genetic podocytopathies
but occasionally other genetic nephropathies can present as clinically
indistinguishable phenocopies. We hypothesized that such phenocopies
of steroid resistant NS (SRNS) represent a relevant percentage of patients
with primary NS explaining frequent multi-drug resistance.
Design, setting, participants and measurements: All patients affected
by primary NS referred to our center between 2000 and 2018 were in-
cluded in the study. Whole-exome sequencing and in silico filtering of
298 nephropathic genes were combined with reverse phenotyping per-
formed right after genetic diagnosis in all the patients and families.
Results: A total of 111 patients (64 SRNS and 47 steroid sensitive NS,
SSNS) were included in the final analysis. Not a single pathogenic variant
was detected in the SSNS group. As expected, 20/64 (31.3%) SRNS patients
had pathogenic variants in podocyte genes. However, 17/64 (26.6%) showed
pathogenic variants in many other genes related to clinically unrecognized
genetic nephropathies, i.e. in the absence of clinical signs of the underlying
disorder at onset. Reverse phenotyping permitted the identification of minor
clinical signs of the underlying genetic nephropathy in the patient or the
family, confirming the diagnosis and explaining multi-drug resistance.
Genetic patients did not experience recurrence of post-transplant NS (0/11),
while NS relapsed in 40% of the others (4/10).
Conclusion: Our unique interdisciplinary workflow based on extended
genetic analysis and reverse phenotyping can significantly increase the di-
agnostic accuracy in patients referred with the diagnosis of SRNS, avoiding
mistreatment and predicting outcome in a large percentage of these patients.

IPN11386-90 CHANGES AND SIGNIFICANCE OF SERUM
FGF21 IN CHILDREN WITH NEPHROTIC SYNDROME AND
CHRONIC RENAL FAILURE

F. Yang , N. Wei
Department of Pediatrics, First Affiliated Hospital of Jinan University,
Guangzhou. - China

Objective: To investigate the changes and significance of the serum
fibroblast growth factor 21(FGF-21) in children with primary nephrotic
syndrome(PNS) and chronic renal failure(CRF).

Methods: 26 children with PRN in active stage and normal renal
function were selected as PNS group, 11 children with CRF were
selected as CRF group, and 20 healthy children were selected as
control group. Enzyme linked immunosorbent assay was used to
detect the FGF-21 level. Serum total cholesterol (TC), triglyceride
(TG), high density lipoprotein (HDL) and low density lipoprotein
(LDL), serum albumin and 24-hour urinary protein quantitative of
PNS group were detected as well.
Results: 1. The serum FGF-21 level in PNS group, CRF group, control
group was289.65±430.03, 2605.89±3269.11, 71.51 ±68.96 respectively.
Comparing with the control group, Serum FGF-21 level in PNS group
and CRF group increased significantly (P<0.05), the FGF-21 level in
CRF group increased more significantly (P<0.05).
2. Comparing with the control group, the levels of serum TC, TG, HDL and
LDL increased significantly in PNS group (P<0.05); the serum TG and
HDL increased significantly in CRF group (P<0.05) while the serum TC
and LDL showed no difference (P>0.05) comparing with the control group.
3.The correlation coefficient between serum TC, TG, HDL, LDL, serum
albumin, 24-hour urinary protein quantitative and serum FGF21 level in
the PNS group was 0.202, 0.064, 0.204, 0.069, 0.122 and 0.168 respec-
tively, which showed none correlation (P>0.05). These indexes showed
the same relationship between control group and CRF group.
Conclusion: The level of serum FGF21 in children with PRN obviously
higher than the control group. The serum FGF21 in children with CRF are
significantly higher than PRN group. Serum FGF21 may play an important
role in the occurrence and development of kidney disease in childhood.
Renal impairment may be more serious when the FGF21 lever is higher.

IPN11387-91 HEPCIDIN LEVEL IN PEDIATRIC CHRONIC
KIDNEY DISEASE WITH ANEMIA

J. Aras 1, A.K. Kardani 2, R. Kurniawan 3, R.V. Prasetyo 3, N.
Asmaningsih 3, S. Noer 3, I.D.G. Ugrasena 4

1 Nephrology Division, Pediatric Department, Dr.Wahidin Sudirohusodo
Hospital, Faculty of Medicine Hasanuddin University, Makassar -
Indonesia, 2 Nephrology Division, Pediatric Department, Dr.Saiful
Anwar General Hospital, Faculty of Medicine Brawijaya University,
Malang - Indonesia, 3 Nephrology Division, Pediatric Department,
Dr.Soetomo Academic Hospital, Faculty of Medicine Airlangga
University, Surabaya - Indonesia, 4 Hemato-oncology Division,
Pediatric Department, Dr.Soetomo Academic Hospital, Faculty of
Medicine Airlangga University, Surabaya - Indonesia

Introduction:Anemia is a frequent complication of chronic kidney
disease (CKD) in children and it causes an increase of morbidity,
mortality and accelerates the rate of progression of CKD. In
CKD, inflammation and impaired kidney clearence increase plas-
ma hepcidin, inhibiting duedenal iron absorption and sequestring
iron in macrophages. However, the influenced of hepcidin to in-
creases risk of anemia in children with CKD not well investigated
in Indonesia. This study aimed to investigate the association of
hepcidin level in pediatric CKD with anemia.
Material & Methods: A Cross sectional study was conducted in Dr
Soetomo Academic Hospital from December 2018 to February 2019.
The population of this study was children with pre-dialyis CKD.
Laboratory tests including complete blood count, serum hepcidin and
serum ferritin were performed. The correlation between Hepcidin and
ferritin level and between ferritin level and anemia were analyzed with
Spearman correlation.
Results:ATotal of 47 children (27 boys vs 20 girls) between 3 months to
18 years old, was diagnosed CKD, not underwent on dialyis and no
history of erythropoetin administration and blood transfussion within 3
months were included. The primary disease that causes of CKD were
lupus nephritis (38.3%), nephrotic syndrome (23.4%), urologic disorder
(23.4%) tubulopathy (10.6%) and others (4.3%). The results showed that

Pediatr Nephrol (2019) 34:1 –8 01 22 2 62064



there was a significant correlation between hepcidin and ferritin level
(p=0.006), and between ferritin level and anemia (p=0.001). The value
of Spearman correlation coefficient between hepcidin and ferritin level
was 0.392 (positive correlation).
Conclusions:Hepcidin increases feritin level and induces anemia in chil-
dren with pre-dialyis CKD. Serum hepcidin provides useful information
about the level and availability of iron during inflammation and could be
used in the evaluation of anemia in pediatric CKD.
Keywords: Hepcidin, Anemia, children, chronic kidney disease

IPN11388-92 COMPARISON OF AKIN, KDIGO, PRIFLE
CRITERIA & BIOMARKERS IN PREDICTION OF POST CPB
AKI IN CHILDREN

A. Bhattacharjee 1, S.K. Patnaik 1, H. Ramamurthy 2, N. Tiwari 3
1 Army Hospital Research & Referral, Department of Pediatrics, New
Delhi - India, 2 Army Hospital Research & Referral, Department of
Pediatric Cardiology, New Delhi - India, 3 Army Hospital Research &
Referral, Division of Pediatric Cardiothoracic Surgery, NewDelhi - India

Introduction: Acute Kidney Injury (AKI) following congenital heart
disease surgery with cardiopulmonary bypass (CPB-AKI) is common.
Limited studies have compared newer definitions of AKI in relation to
early noninvasive urinary biomarkers for prediction of post CPBAKI.We
evaluate a) incidence using pRIFLE, AKIN andKDIGO criteria, b) utility
of urinary protein creatinine ratio (UPCR), modified urine microscopy
score and NGAL as predictive early AKI and c) risk factors for post CPB-
AKI.
Material & methods: Serial blood and urine samples were collected
for all children (2 mo-18 y) undergoing congenital heart surgery
with CPB between Nov 2017 to Apr 2019 at pre surgery,6,24,48
hrs, day 7, day 30. Incidence of AKI was calculated as per standard
definitions. Urine samples were analysed for UPCR and NGAL &
modified urine microscopy score. Risk factors predisposing to AKI
were analysed by multivariate analysis. ROC analysis was done for
urinary biomarkers taking KDIGO as gold standard definition of
AKI.
Results: Amongst 76 children with CHD, incidence of AKI was 51%
with AKIN/KDIGO criteria and 55% with pRIFLE criteria. Urinary
NGAL rose within 6 hrs of CPB. A cut-off >84 ng/ml had 95% specificity
with only 45% sensitivity (AUC-ROC 0.71). At 24 hrs, urine PCR was
significantly high (AUC-ROC 0.7686) while urine microscopy score was
similar in cases who developed AKI. Ventilation >48 hrs, exposure to
multiple antibiotics and sepsis were significantly associated with AKI.
Conclusion: Combination of pRIFLE with AKIN/KDIGO increased de-
tection of post CPB AKI by 4%. In our cohort urinary NGAL at 6 hours
and UPCR at 24 hours had a moderate predictive value.
Keywords: Acute Kidney Injury, Urinary Biomarkers, Urinary Protein
Creatinine Ratio

IPN11389-93 EFFECTS OF GLUCOCORTICOIDS THERAPY
ON BODY COMPOSITION IN CHILDREN WITH STEROID
SENSITIVE NEPHROTIC SYNDROME

P. Kumar 1, S. Patnaik 1, M. Bamal 1, M. Yadav 1, M. Kanitkar 2
1 Division of Pediatric Nephrology, Dept of Pediatrics, Army Hospital
Research and Referral, Delhi Cantt, New Delhi, India – 110010 - India -
India, 2 Dept of Pediatrics, Armed Forces Medical College, Pune, India
411040 - India

Introduction: Glucocorticoid therapy retards growth during childhood
and is believed to lead to a Cushingoid body habitus. Little information
exists on body composition in children with steroid-sensitive nephrotic

syndrome (SSNS). The objective of present study is to assess the body
composition and growth in children with SSNS and healthy controls.
Material and methods: Children with SSNS with age range 2-18 years
without any edema and healthy controls were recruited. The following
data were collected from themedical records: duration of treatment; age at
treatment onset; total dose of steroids (mg/ kg and mg/kg/d); weight and
height; albuminemia, total proteinuria, total cholesterol values. Thyroid
profiles along with Vitamin D levels were also tested. DXA Z Score, Fat
mass/Height, Total Body fat, Trunk/ Limb Fat mass ratio and Soft lean
masses were assessed by Hologic DXA Scan System in all subjects.
Outcomes were expressed as SD scores (SDS). Non-parametric statistics
was used with significance level of p < 0.05.
Results: 134 children with SSNS (75.3% male, age 6.2 ± 3.2 years) were
compared to 104 healthy controls (50.5% male, age 8.3 ± 3.8 years). 51
(38%) SSNS patients were found to be obese (body mass index (BMI) >
95th percentile) as compared to control group. Edema Score (SSNS: 0.38 ±
0.19 vs. control: 0.31 ± 0.15; p=<0.001) andDexa Z score (SSNS: 4.1 ± 9.5
vs. Control Group: 1.3 ± 2.7; p=0.001) were found to be statistically sig-
nificant different between SSNS and Control group. Median of total relapse
was 6 (range 1 to 26) and cumulative dose of glucocorticoids was 14,240
(range 3,490 to 32,330) mg. A significant association between cumulative
steroid exposure and body fat percentage was observed (p=0.003).
Conclusion: Our findings illustrate to avoid an unnecessary prolonged
course of treatment with large doses of glucocorticosteroid.
Keywords: Body Composition, Nephrotic syndrome, Glucocorticoids,
Growth, obesity, Body mass Index

IPN11390-85 PROMOTING AWARENESS THROUGH LEADS
AN EFFORT TO PREVENT KIDNEY DISEASES IN
DEVELOPING COUNTRIES

E. Ekpenyong , E. Ikpeme
Department of Pediatrics, University of Uyo Teaching Hospital Uyo,
Akwa Ibom State - Nigeria

Introduction: In some parts of Sub- Saharan Africa, the overall preva-
lence of chronic kidney disease (CKD) is as high as 30.2% and it is
responsible for least 2.4 million deaths per year. The cost of renal replace-
ment therapy is extremely high in developed countries and out of reach in
developing countries. Transplantation, the most cost-effective treatment
of CKD requires highly specialized teams, availability of donors, dialysis
back up, physical and legal infrastructure. There is the barrier of cultural
bias against organ donation. Creating awareness is the first step to help
with to protect the kidneys and prevent CKD.
Materials and Methods: We set out during the world kidney day
2019, to raise awareness among school age children of the high
and increasing burden of kidney diseases worldwide and strategies
for its prevention and management. A team of four doctors and
three nurses, conducted educational classes for pupils in schools
in Uyo, Akwa Ibom State highlighting healthy habits to take care
of the kidneys using the mnemonic LEADS.
Limit intake of high fat foods and sweets
Exercise
Avoid herbal concoction and overuse of NSAIDS
Drink enough water
Sleep
A session for questions and answers to assess their level of knowledge of
kidney diseases and its causes with screening of 200 pupils in the schools
for hypertension and proteinuria was carried out.
Results: At the end of the world kidney day, we were able to;

& Raise the awareness of the burden for kidney diseases and the need
for prevention
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& Educationally reinforce to pupils’ and their teachers’ healthy habits
to keep kidneys healthy.

& Screen the pupils for proteinuria and hypertension, conditions that
can lead to CKD.

& Nine (4.5%) of the children screened had microalbuminuria and were
referred for further evaluation and proper management.

Conclusion:With the high cost of renal replacement therapy in develop-
ing countries, prevention of CKD remains the best option.

I PN11391 - 8 6 NEONATAL RENAL IMMATURITY,
PROTEINURIA AND GLOMERULAR FILTRATION RATE: A
NEGLECTED, CLOSE INTERKNIT TRIO.

S. Pandit 1, Y. Saini 2
1 Department of Paediatrics, Mahatma Gandhi Medical College and
Hospital, Jaipur - India, 2 Department of Paediatrics, Paediatric
Nephrology Ward, Leeds General Infirmary, Leeds, United Kingdom
and Department of Paediatrics, Mahatma Gandhi Medical College and
Hospital, Jaipur - India

Introduction: Proteinuria in neonatal period is not much-discussed topic
but its clinical implications in neonates suffering from AKI is quite de-
batable. It usually creates confusion when assessing improvement in renal
function in neonates with AKI when normally their eGFR is < 30ml/min/
1.73m2. Various renal biochemical parameters vary with gestational age,
thus further adding to the confusion. Therefore, we conducted a study to
assess how renal biochemical parameters vary with gestational age in
normal newborns.
Materials and methods: Cross sectional study was conducted at tertiary
hospital in India. We randomly selected 175 normal newborns of different
gestational ages. Newborns whose Apgar score <7, were large for date,
whose cord blood serum creatinine was >1mg/dl and suffering co-morbid
illness were excluded from the study. Newborns whose mothers were
suffering from any illness during antenatal period were also excluded.
Spot urine and blood samples were taken at 24 hours of life to estimate
urine total protein, urine microalbumin, urine creatinine and serum creat-
inine. eGFR was calculated using modified Schwartz formula.
Results: Minimum and maximum eGFR was 18.3 and 37.1 ml/min/
1.73m2 having positive correlation between gestational age. But serum
creatinine values were almost constant ranging from 0.7 to 0.8 mg/dl.
Spot urine total protein increased with gestational age, ranging between
10-30 mg/dl. Whereas, spot urine microalbumin values were much less
than urine total protein, majority ranging from 0.9 – 9.1mg/dl.
Conclusion: Serum creatinine values remain within a fixed range
throughout different gestational periods but eGFR show improvement
with gestational age which is misleading because eGFR uses length of
newborn for estimation which increases with age thus increasing eGFR.
Hence, Serum creatinine is superior marker of renal function than eGFR
in neonates. About 80% of urine protein is tubular protein thus tubular
immaturity is much prominent than glomerular immaturity.
Keywords: Newborns, Proteinuria

IPN11392-87 CARNITINE PALMITOYL TRANSFERASE II
DEFICIENCY PRESENTED AS ACUTE KIDNEY INJURY

N. Esfandiar , E. Emami
Pediatric Nephrology Research Center, Research Institude for Children
Health, Shahid Beheshti University of Medical Sciences,Tehran, Islamic
Republic of Iran

Introduction: Recurrent rhabdomyolysis and myoglobinuria in adoles-
cence could be caused by myopathic form of carnitine palmitoyltransferase

type II deficiency that is triggered by prolonged physical exercise, fasting,
or viral infections. Myoglobinuria with brown-colored urine occurs during
the attacks. The most severe complications are massive rhabdomyolysis
followed by acute kidney injury (AKI) requiring hemodialysis, acute he-
patic lesion, respiratory insufficiency and paroxysmal heart arrhythmias.
Case presentation: Patient was a fourteen-year old wrestler boy present-
ed with generalized myalgia, oliguria, edema and hematuria proceeding a
respiratory tract infection episode three days prior to admission.
Laboratory data showed uremia, hypocalcemia, hyperphosphatemia, hyper-
uricemia, increased level of muscular and hepatic enzymes microcytic ane-
mia and decreased levels of complements were detected. Urine analysis was
positive for proteins and blood and a few red blood cells. Ultrasound studies
illustrated increased size and corticomedullary echo pattern and differenti-
ation for both kidneys. He underwent hemodialysis for about one month.
Kidney biopsy result showed mild interstitial edema, dilation in some
proximal tubules with attenuation and vacuolization of cytoplasm were
seen. Cellular debris in the lumen of some distal tubules was identified
suggesting rhabdomyolysis. Muscle biopsy showed mild myopathic at-
rophy with multiple dispersed basophilic degenerative /regenerative fi-
bers compatible with chronic stage of rhabdomyolysis. Possible slight
increase in lipid content of some muscle fibers suggesting lipid
myopathies.
Whole exome sequencing showed a heterozygous missense pathogenic
variant in CPT II gene also a heterozygous slice region likely pathogenic
variant in CPT II was seen as a novel mutation. Bezafibrate, riboflavin
and L-carnitine and diet limitations were administered. In serial follow-
ups he had more physical activity tolerance without myoglobinuria.
Conclusion: CPT II gene mutation should be considered in differential
diagnosis of rhabdomyolysis.

IPN11393-88 EVALUATION OF DIFFERENT EGFR
EQUATIONS AND URINARY CYSTATIN-C FOR DEFINING
PEDIATRIC CIN-AKI

A. Sisodia 1, S.K. Patnaik 1, V. Kumar 1, R. Ramamurthy 1, B.Mukherjee
2, A. Gupta 2, M. Kanitkar 3
1 Dept of Pediatrics, Army Hospital Research and Referral, Delhi - India,
2 Dept of Biochemistry, Army Hospital Research and Referral, Delhi -
India, 3 Dept of Pediatrics, Armed Forces Medical College, Pune - India

Abstract

Introduction: Little information exists about contrast-induced nephrop-
athy acute kidney injury (CIN-AKI) following cardiac catheterization
using current definitions and biomarkers of AKI.We conducted this study
to test the hypotheses that a) using eGFR calculated with newer Serum
Creatinine(SCr) and/or cystatin C(CysC) based equations instead of
Schwartz equation as used in original pRIFLE will enhance detection of
CIN-AKI, b) Urinary CysC measurements may be additive for early
prediction and c) Height-independent eGFR equations are better.
Material and methods: Between Oct 2016-Oct 2018, consecutive 120
children (2mo-18y) undergoing cardiac catheterization for congenital car-
diac disease with standardized prophylactic fluid loading had serial mon-
itoring of SCr(ECREA method) and serum/urinary CysC (Latex en-
hanced immunoturbidimetric assay) at 0,12, 24 and 48 hrs postcath.
AKI was defined using KDIGO and pRIFLE with eGFR calculated by
either SCr (Schwartz 1987, Bedside Schwartz , Flanders updated
Schwartz, British Columbia Children Hospital (BCCH), Pottel),
CysC(Grubb) or both(CKiD). Diagnostic performance was compared
with eGFR-Schwartz using Bland-Altman analysis, bias (absolute and
relative) and accuracy (P15,P30). ROC analysis to detect CIN-AKI using
KDIGO and pRIFLE was done for urinary CysC and eGFR equations.
Results: Incidence of CIN-AKI varied between KDIGO (10.6%) and
pRIFLE(10.6 % (CKiD), 14.7% (Schwartz and Pottel), 15.6% (Grubb),
and 18.03% (BCCH)). eGFR by various formula showed wide variability
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(highest by Grubb and least by CKiD and Flanders). Urinary CysC was a
poor predictive biomarker on 1st day postcath. At 48 hrs AUC-ROC
0.711 of KDIGO surpassed various eGFR equations based pRIFLE.
CIN-AKI defined by KDIGO was best detected by Pottel equation
(AUC-ROC 1.00) while CIN-AKI defined by pRIFLE, height-
independent equations (Pottel,BCCH) had AUC-ROC 1.00.
Conclusion: KDIGO alone underestimates CIN-AKI compared to
pRIFLE. While eGFR equations differ widely from each other, height
independent equations perform better than Schwartz equation for use in
pRIFLE criteria. Urine CysC is a poor CIN-AKI biomarker.

IPN11394-89 IMPAIRED ENDOTHELIAL CELL MIGRATION:
NEW INS IGHTS INTO THE MECHAN I SMS OF
COMPLEMENT-MEDIATED ENDOTHELIAL CELL INJURY

V. Bruno 1, M. Riedl Khursigara 2, C.W. Teoh 3, C. Pecoraro 1, C. Licht 3
1 Division of Nephrology, Santobono-Pausilipon Children's Hospital,
Naples - Italy, 2 Cell Biology Program, Research Institute, The Hospital
for Sick Children, Toronto - Canada, 3 Division of Nephrology, The
Hospital for Sick Children, Toronto - Canada

Objectives: Recent evidence suggests impairment of cell migration
as a new mechanism of complement-mediated endothelial cell
(EC) injury leading to thrombotic microangiopathy (TMA). We
aimed to further evaluate complement-mediated impairment of
EC migration.
Methods:Healthy donor blood outgrowth endothelial cells (BOECs) were
sensitized with anti-CD59 antibody and exposed to 50% Normal Human
Serum (50%NHS). As controls, BOECwere exposed to 50%NHSwithout
sensitization with anti-CD59 or to 50% Heat Inactivated Serum (50% HIS,
complement inactive). Cell viability and proliferation assays were per-
formed to evaluate percentage of necrosis/apoptosis and proliferation, re-
spectively. Scratch wound assay was used to study cell migration.
Results: We found significant differences (p<0.001) in wound closure
between BOECs exposed to complement or not. Compared to controls,
wound closure was reduced in BOECs after 4, 6, 8 and 10 hours of
complement activation (11.59 % vs 22.95 % after 4 hours; 19.99 % vs
38.27% after 6 hours; 31.99% vs 53.03% after 8 hours; 43.20% vs 67.43
% after 10 hours. Figure). Of note, impairment of BOEC migration was
reversible after a short complement exposure (2-4 hours). Cell death and
impaired proliferation were excluded as cause for the defective wound
closure (no significant difference in the rate of proliferation/viability com-
pared to controls).
Conclusions: We described a new functional effect of complement acti-
vation on ECs, impaired cell motility, opening new horizons in under-
standing of thrombotic microangiopathy pathogenesis. We also found a
better recovery of ECs with shorter complement exposure, suggesting a
time-dependent ability of ECs to survive complement-mediated injury.
Keywords: thrombotic microangiopathy, complement, cell migration

IPN11395-90 TUBULAR REABSORPTION OF PHOSPHATE
AND PHOSPHATE INTAKE IN ASSESSMENT OF MINERAL
BONE DISORDER IN CKDCHILDREN
R. Pal 1, I. Agarwal 1, S. Murugesan 1, V. Srinivasan 1, V. Srinivas 2, M.
Gowri 3
1 Christian Medical College, Pediatric Nephrology Division, Vellore -
India, 2 Christian Medical College, Department of Biochemistry,
Vellore - India, 3 Christian Medical College, Department of
Biostatistics, Vellore - India

Introduction: The association of hyperphosphatemia with bone
diseases, vascular calcification and cardiovascular mortality is
well known. Serum Phosphate is a late marker of mineral bone
disorders while FGF-23, a phosphaturic hormone rises early.

Tubular handling of phosphate is best studied by evaluating
Tubular reabsorption of phosphate (TRP). Relating it to dietary
intake and markers of disease progression will provide useful
information on management.
Objective:To study the relation between TRP& dietary phosphate intake
and its association with Mineral Bone Disorder (MBD) and progression
of CKD.
Material & Methods: 57 children between 1-18 years, with CKD
stage 2-5 were recruited. Serum phosphorus, 24hours urine phos-
phorus & creatinine, PTH, 25-hydroxy-vitaminD, FGF-23 were
measured; eGFR (glomerular filtration rate) and TRP were calcu-
lated. Dietary phosphate intake was calculated using 3-day recall
method. Data was statistically analysed.
Results: Median age was 12 years; Males predominated (84.2%).
Hyperphosphatemia was prevalent in 21 (36.8%). Mean phosphate level
was higher in stage 4 (5.14mg/dl) and lowest in stage 2 (4.99mg/dl).
Mean TRP was significantly higher in stage 2 (90.2%) compared to stage
5 (64.9%) (p<0.001; r=0.583). TRP correlated well with increase in PTH
(p=0.003, r = -0.387) and fall in eGFR but there was no association with
FGF-23 (p=0.954. r = -0.008). Using multiple linear regression model (r2

=0.543), with PTH as the dependent variable, TRP (β= -.371, p=0.010)
and 25-hydroxy-vitaminD (p=0.051, β= - 2.009) showed a strong corre-
lation. Dietary phosphate intake did not show a significant correlation
with serum phosphate level (p=0.08, r = -0.228) or TRP (p=0.773, r
=0.046). Mean serum phosphate level did not differ between those on
vegetarian (15.8%)(p=0.060) and non-vegetarian diet. (84.2%)(p=0.508).
Conclusion: TRP is an economical surrogate marker of mineral bone
disease in CKD children and correlates well with eGFR. The association
between phosphate intake and serum phosphate needs further study.

IPN11397-92 THE NORWEGIAN KIDNEY BIOPSY REGISTRY
IN LIGHT OF THE 2018 ERA-EDTA CODING SYSTEM

A.C. Gjerstad 1, C. Tondel 2, S. Leh 3, R. Skrunes 4, A. Asberg 5, A.K.
Bjerre 6

1 Division of Paediatric and Adolescent Medicine, Oslo University
Hospital - Norway, 2 Department of Pediatrics, Haukeland University
Hospital - Norway, 3 Department of Pathology. Haukeland University
Hospital, - Norway, 4 Department of Clinical Medicine, Haukeland
University Hospital, - Norway, 5 Department of Transplantation
Medicine, Oslo University Hospital - Norway, 6 Division of Paediatric
and Adolescent Medicine, Oslo University Hospital, University of Oslo,
Norway

Introduction: In 1988, Norwegian Kidney Biopsy Registry (NKBR)was
established. In 2012, the 2012 ERA-EDTA Coding system for Primary
Renal Disease was included in the evaluation of the biopsy. The 2012
ERA-EDTA Coding system include both the list of Primary Renal
Disease (PRD) and other kidney conditions not necessarily ending In
End Stage Renal Disease (ERDS).
Materials & Methods: We conducted a retrospective review of the
NKBR data from 1988 until 2014 from 579 children (female 45.3 %,
mean age 9.5 years, range 18 days to 15.9 years). The purpose was to
evaluate the pathology diagnosis and clinical information in the light of
the newly updated 2018 ERA-EDTA Coding system for Primary Renal
Disease.
Results: Fifty three different diagnoses were found using the ERA-
EDTA Coding system. Minimal Change Nephropathy (MCN, 13.8
%) was the most common finding, followed by IgA nephropathy
(11.1 %), Henoch Schönleins Purpura nephritis (HSP, 10.5 %),
Mesangioproliferative glomerulonephritis (MesPGN, 7.1 %), Focal
and Segmental Glomerulosclerosis (FSGS, 6.7 %), Systemic lupus
erythematosus nephritis (5.7 %), Membranoproliferative glomerulone-
phritis (5.5 %), Tubulointerstitial nephritis (TIN, 5.4 %),
Endocapillary glomerulonephritis (3.6 %), Nephronopthisis (3.5 %),
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Alport and Thin basement membrane disease (3.3 %), Wegener’s
granulomatosis (2.1 %), Fabry disease (1.7 %), Thrombotic
Microangiopathy syndroms (1.4 %), Membranous Nephropathy (1.0
%), Congenital nephrotic syndrome (1.0 %), ESRD (1.0 %) and
miscellaneous (4.5 %).
In 0.9 % biopsy data was missing, in 2.4 % the sample was not represen-
tative and in 4.5 % there was no definitive pathology. 3.3 % had an
unclassified glomerulonephritis.
Conclusion: The 2018 ERA-EDTA Coding system was useful for diag-
nostic purposes also in NKBR and gave a detailed overview of diagnosis.
To major findings in the biopsy registry, MesPGN and TIN, could have
been more precise in the 2018 ERA-EDTA Coding system for use in
children without ESRD.

IPN11398-93 CICLOSPORIN MONOTHERAPY IS EFFECTIVE
FOR SEVERE HENOCH SCHÖNLEIN PUPURA NEPHRITIS
(HSN)

G. Mccall , A. Kaur , M. Shenoy
Royal Manchester Children's Hospital, Manchester Foundation Trust,
Manchester - United Kingdom

Aim: Retrospective study to investigate the outcome of 15 children with
biopsy proven HSN grade 3b treated with ciclosporin monotherapy.
Methods: Outcomes for 15 children treated in a single UK tertiary paedi-
atric nephrology centre with biopsy proven HSN 3b, according to ISKDC
classification, between January 2013 to March 2019 were analysed.
Results: 15 children diagnosed with grade 3b, 53% were male.
Mean age at presentation was 9 (±3.9) years. Time between diag-
nosis and biopsy was 4.8 (±1.6) weeks. At time of biopsy, mean
urine PCR 675 (IQR 521) mg/mmol, serum albumin 22 (±4.7)
g/L and eGFR 120 (±31) ml/min/1.732. Three children are under-
going treatment and therefore have been excluded from follow up
analysis.
Follow up period was 35.9 (±17.9) months. At 6 months;
ciclosporin had been discontinued in 33.3% children. Mean urine
PCR 60 (IQR 34.3) mg/mmol, serum albumin 35.4 (±1.71) g/L
and eGFR 114.2 (±31.7) ml/min/1.732. At 12 months; ciclosporin
had been discontinued in 58.3% children. Mean urine PCR 33.5
(IQR 49.5) mg/mmol, serum albumin 38.8 (±2.9 g/L) and eGFR
113.4 (±26.1) ml/min/1.732. At 18 months; ciclosporin had been
discontinued in 83.3% children. Mean urine PCR 46.4 (IQR 44)
mg/mmol, serum albumin 38.2 (±2.7) g/L and eGFR 136.8
(±27.7) ml/min/1.732. At 24 months all children had discontinued
ciclosporin treatment. Mean urine PCR 27.1 (IQR 29.5) mg/mmol.
Mean duration of ciclosporin therapy was 49.6 (12-104, IQR 38) weeks.
Ciclosporin levels were maintained between 50-125 (mean 77.6) ug/l. 7%
(n=1) hypertensive at presentation, 20% (n=3) developed hypertension
during treatment. At 12 months, all were normotensive. 1 child reported
hypertrichosis.
Conclusion: Ciclosporin monotherapy appears to be safe and ef-
fective in HSN 3b disease leading to a reduction in proteinuria
with no impairment of eGFR.

IPN11399-94 GRADE 1-3A HENOCH-SCHÖNLEIN PURPURA
NEPHRITIS (HSN): A SELF-LIMITING DISEASE?

G. Mccall , A. Kaur , M. Shenoy
Royal Manchester Children's Hospital, Manchester Foundation Trust,
Manchester - United Kingdom

Aim: Retrospective study to investigate the outcome of 15 children with
biopsy proven HSN grade 1-3a, who did not receive immunosuppressive
therapy.

Method:Outcomes for 15 children treated in a single nephrologyUK centre
diagnosed with HSN 3a or above between January 2013 to March 2019
were analysed. A renal biopsy was performed if nephrotic range proteinuria
≥ 4 weeks and histology graded according to ISKDC classification.
Pharmacological interventions and outcomes were reviewed. Patients who
received long-term immunosuppressive therapy were excluded.
Results: 45 children underwent renal biopsy. 23 patients had grade 1-3a
HSN, 8 excluded, leaving 15 children (66% stage 3a, 34% stage 2). Mean
age at initial presentation 9.2 (±3.7) years, 60% female. Mean time be-
tween diagnosis and biopsy 18.4 (±15.2) weeks. Mean urine protein cre-
atinine ratio (uPCR), plasma albumin and eGFR at time of renal biopsy
were 323, (IQR 237) mg/mmol, 33 (±5) g/L and 136 (±33) ml/min/1.732

respectively.
Mean uPCR at 6 months was 59, (IQR 74) mg/mmol and at 12 months
was 45, (IQR 59) mg/mmol. After a mean follow up period of 2.4 (±1.3)
years, none developed CKD. (Mean eGFR of 125 (±38) ml/min/1.732).
One child was lost to follow up due to failure to attend clinic.
40% were treated with angiotensin-converting enzyme inhibitors (ACEi)
and 47% were treated with angiotensin II receptor blockers (ARB). 20%
remain on ACEi/ARB therapy. None required escalation to immunosup-
pressive therapy. 7% of children had documented hypertension at the time
of initial presentation. 20% developed hypertension during follow up, all
of whom were off ACEi/ARB therapy by 18 months and normotensive.
Conclusion: HSN grade 1-3a appears to be a self-limiting disease in the
vast majority of children with the proteinuria improving on anti-
proteinuric therapy without the requirement for immunosuppressive
agents.

IPN11401-78 VITAMIN D LEVEL IN CHILDREN WITH
CHRONIC KIDNEY DISEASE ON CONSERVATIVE
TREATMENT

N. Oleksik 1, K. Mieleszko 1, G. Pracik 1, M. Kleszyk 2, P. Adamczyk 3,
E. Machura 3, M. Szczepanska 3

1 Students’ Scientific Circle at the Department of Pediatrics, School of
Medicine with the Division of Dentistry in Zabrze, Medical University of
Silesia, Katowice - Poland, 2 Department of General Pediatrics,
Teaching Hospital No.1, Medical University of Silesia, Zabrze -
Poland, 3 Department of Pediatrics, School of Medicine with the
Division of Dentistry in Zabrze, Medical University of Silesia, Katowice
- Poland

Introduction: Children with chronic kidney disease (CKD) present the
alteration of mineral metabolism of calcium and phosphorus related to
phosphate retention, secondary hyperparathyroidism and vitamin D hy-
droxylation disorder in kidneys. Additionally, bone disorders can be aug-
mented by vitamin D deficiency. Study aimed at investigation of vitamin
D serum level in children with CKD on conservative treatment.
Material andMethods:The study group included 28 children with CKD
in stage 2-5 (10 girls and 18 boys; mean age 9.5±5.4 years), all of them
not yet on dialysis. Data were collected during the whole 2017 year. As
the etiology of CKD inmost cases congenital anomalies of the kidney and
urinary tract (CAKUT) were listed. Sixty percent of patients were sup-
plemented with vitamin D formulas. The control group comprised 81
children. The evaluation of serum vitamin D level was conducted during
the routine visit in Department of Nephrology. Serum levels of 25(OH)D
were measured using electrochemiluminescence assay.
Results: In examined group, mean height was 126±29 cm, and 29% of
childrenwere under 3rd percentile for height. The mean hemoglobin level
was 12.4±1.9 g/dL; mean creatinine level 181.2±133.6 μmol/l, phosphate
level 1.5±0.2 mmol/l; total calcium level 2.4±0.1 mmol/l, mean PTH
level 84.5±62.3 pg/ml. Mean estimated GFR was 40.3±23.1 ml/min/
1.73m2. Mean vitamin D serum level was 38.3±14.9 ng/ml without the
difference between the seasons of sampling. This level was significantly
higher as compared to control group (p<0.0001).
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Conclusions: According to the current Polish recommendations of vita-
min D level in children 60% of examined children with CKD had normal
vitamin D serum level, which resulted from the continuous supplemen-
tation and good compliance of parents contrary to healthy children.
However, despite of the proper supplementation of vitamin D and con-
servative therapy of CKD, the growth of 29% of children was still under
3rd percentile.
Keywords: vitamin D, chronic kidney disease

IPN11402-79 KIDNEY GROWTH AND FUNCTION IN
EXTREMELY PRETERM BORN CHILDREN WITH AND
WITHOUT NEONATAL NEPHROCALCINOSIS

A. Rakow 1, A. Laestadius 2, U. Liliemark 1, S. Kaiser 3, L. Legnevall 1,
M. Backheden 4, M. Vanpee 1

1 Neonatal Unit, Department of Women and Child Health, Karolinska
University hospital, Karolinska Institutet, Stockholm - Sweden,
2 Pediatric nephrology Unit, Department of Women and Child Health,
Karolinska University hospital, Karolinska Institutet, Stockholm -
Sweden, 3 Pediatric radiology Unit,Department of Women and Child
Health, Karolinska University hospital, Karolinska Institutet, Stockholm
- Sweden, 4 Karolinska Institutet, Unit for Medical Statistics, Stockholm -
Sweden

Introduction: Extremely preterm (EPT, <28 weeks gestational age) chil-
dren are born prior to completed nephrogenesis and are often exposed to
nephrotoxic drugs during neonatal intensive care. Reduced kidney volume
(KV) following premature birth is a proxy for reduced nephron number
and has been associated with development of hypertension and chronic
renal failure in adults.We investigatedwhether extreme prematurity effects
KV, renal function and blood pressure (BP) in school age children and if
neonatal nephrocalcinosis (NC) had additional worsening effects.
Methods:We investigated 59 children (40 children born EPT, whereof 20
with NC (NC+) and 20 without NC (NC-), as well as 19 children born
healthy at term (controls)) with different perinatal exposure, at a mean age
of 7.7 (1.1) years.). We measured KV by ultrasound, collected blood and
urine samples to evaluate renal function, office-BP and ambulatory BP
measurements (ABPM).
Results: At school age, children born EPT, in particular girls, had signif-
icantly smaller kidneys compared to controls (p=0.018) and lower but
normal estimated glomerular filtration rate (p=0.035). KV tended to be
smaller in the NC+ group compared to NC- although not significant.
Change in KV in relation to BSA (KV/BSA) from the neonatal period
to school age significantly showed that EPT children with neonatal NC
are having a negative evolution of KV (p=0.0036). All children were
normotensive, however 50% of EPT had a less than 10% day-to-night
decline in ABPM.
Conclusion:Kidney growth and volume is affected by EPT birth with NC
being a potential aggravating factor. Circadian blood pressure regulation
seems abnormal in EPT born children, but no effect on eGFR was detect-
able at school age. Neonatal NC might thus be an additional risk factor for
renal impairment in children born EPT but further studies including ex-
panded cohort and long-term follow up are needed to confirm this.

IPN11403-80 NEONATAL AKI KDIGO CALSSIFICATION’S
EFFICACY IN EVALUATION AKI OUTCOME IN NICU
PATIENTS.

M. Lipka , T. Michitashvili , K. Gvalia
Tbilisi Referral Hospital, Tbilisi - Georgia

Introduction: AKI in hospitalized newborns is often and has significant
negative impact on treatment outcome and mortality. The neonatal mod-
ified KDIGO definition is predictive on a short term basis. Our aimwas to

find a correlation between neonatal AKI severity and kidney function on
discharge
Materials and methods: 84 neonates with risk factors of AKI treated in
NICU of Tbilisi Referral Hospital were included to the study. They se-
verity of AKI has been evaluated on the basis of Neonatal Modified
KDIGO criteria. The measurement of creatinine has been performed at
discharge in patients, whose hospitalization was longer than 30 days after
the inclusion. The patients who were hospitalized longer than 60 days
were excluded from the study.
Results: According to KDIGO neonatal AKI scale, 62 patients (73,8%)
where classified as having stage 0 AKI, 8 neonates (9.5%) as stage 1, and
11 patients (13,1%) appeared to be in AKI stage 2 group. 3 patients
(3.6%) in study group were classified as having stage 3 of AKI, and 2
of them were treated with dialysis. Finally, 24 patients has finished the
study. 16 patients (66,6%) having AKI stage 0 did not have significant
rise in SCr on discharge, as well as 5 patients (20.8%) with AKI stage 1
group. 2 patients (8.3%) with AKI stage 2 group had SCr >1.5 x reference
level, but less than SCr >2 x reference level. 1 patient (4.2%) with stage 3
AKI finished the study with SCr >2.5 x reference level.
Conclusion: All children with presence of risk factors were observed
as candidates of AKI, and 22 of them (26.1%) were classified as
having stage 1 -3 AKI. Outcome of AKI episode may have predictive
value for development of CKD in future, but it needs longer term of
observation.

IPN11404-81 MYASTHENIA ASSOCIATED TO CHILD'S
ERITEMATOS SYSTEMIC LUPUS

I.M. Starcea 1, M. Munteanu 2, R. Russu 3, M.A. Mocanu 4, C.
Gavrilovici 4, I. Miron 4

1 Sf. Maria Emergency Childrens Hospital, Pediatric Nephrology
Department, Grigore t. Popa University of Medicine and Pharmacy,
Iasi - Romania, 2 Sf. Maria Emergency Childrens Hospital, Pediatric
Nephrology Department, Iasi - Romania, 3 Sf. Maria Emergency
Childrens Hospital, Pediatric Nephrology Department, Iasi - Romania,
4 Grigore t. Popa University of Medicine and Pharmacy, Iasi - Romania

Introduction: Systemic lupus erythematosus (SLE) and myasthenia
gravis (MG) are autoimmune diseases, rarely associated. These have
some common characteristics, such as female gender, antinuclear an-
tibody positivity, evolution with exacerbations and remissions. We
present the case of a female teenager who presented herself in our
clinic in January 2016, under conditions of recurrence of a prolonged
febrile syndrome, associated with progressive neurological symptoms
(dysphonia, dysphagia, dysplasia). The neurological evaluation re-
vealed signs of ataxia, dysphagia, dysphonia over the course of the
day. She developed acute respiratory failure as well as nephritic-
nephrotic syndrome. Cranio-cerebral and thoracic CT have excluded
expansive processes, or vascular accidents. The Anti-MuSk antibodies
and anti-acetylcholine (Ach) antibodies were positive in high titer (>
100 U / ml), as did the ANA 9 profile, outlining the diagnosis of MG
in SLE. Renal biopsy revealed IV-S (A / C) class of Lupus nephritis.
Treatment with methylprednisolone and cyclophosphamide was
followed in monthly pulsations with nephritis remission. 10 months
after onset she develops acute pulmonary edema. In the context of
maintaining the increased Ach antibodies titer, the decision was made
with piridostigmine therapy, reconsidering the diagnosis in SLE asso-
ciated with MG. The need for Pyridostigmine has increased rapidelly,
so, for controlle of miastenic manifestations she required 5 sessions of
plasmapheresis, followed by thymectomy.
Conclusions: A patient's likelihood of developing an association of two
autoimmune diseases simultaneously is low. For this reason, the diagnosis
and the establishment of a therapeutic scheme were difficult, requiring a
complex team of specialists and a personalized therapeutic scheme.
Keywords: LES, MG, autoimmunity.
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IPN11405-82 DOESBLOODCOUNT TESTS PREDICT FORTHE
DIAGNOSIS OF ESBL (+) ECHERICHIA COLI AND
KLEBSIELLA PNEUMONIAE?

E. Soyaltin 1, G. Erfidan 1, M. Kavruk 2, S. Arslansoyu Camlar 1, D.
Alaygut 1, F. Mutlubas 1, B. Kasap Demir 3
1 University of Health Sciences Izmir Tepecik Training and Research
Hospital, Department of Pediatrics, Division of Pediatric Nephrology -
Turkey, 2 University of Health Sciences Izmir Tepecik Training and
Research Hospital, Department of Pediatrics - Turkey, 3 Izmir Katip
Celebi University, Department of Pediatrics, Division of Pediatric
Nephrology and Rheumatology - Turkey

Introduction: Community-onset urinary tract infections (UTI) caused by
extended-spectrum b-lactamase (ESBL)–producing Escherichia Coli (E.
Coli) and K.Pneumoniae, which are resistant to beta-lactam antibiotics,
are increasing worldwide. Early diagnosis of these patients and the initi-
ation of appropriate empirical treatment for the agent may prevent renal
injury that may develop secondary to pyelonephritis. The aim of this
study was to evaluate the predictability of ESBL (+) bacteria with labo-
ratory markers showing inflammation in patients with pyelonephritis until
the urine culture results.
Material and methods: Neutrophil-to-lymphocyte ratio (NLR),
platelets-to-lymphocyte ratio (PLR), Mean Platelet volume (MPV) and
other inflammation markers [white-blood-cell (WBC), CRP,
procalcitonin] in children were diagnosed with febrile UTI and detected
ESBL(+)/(-) E. Coli and K.Pneumoniae.
Results: Total of 102 patients diagnosed with pyelonephritis, were in-
cluded. E. Coli was isolated in 87 (88,7%) and K. Pneumoniae. was
isolated in 15 (11,3%) cases in urine culture. ESBL production was de-
tected in 33 (37,9%) of E.Coli and 6 (40%) of K.Pneumoniae strains.
Thirty nine (38.2%) ESBL (+) was identified in a total of 102 urine
cultures. There was no significant difference in NLR, PLR and WBC in
complete blood count analysis in cases who had pyelonephritis due to
ESBL(+) and ESBL(-) E.Coli and K.Pneumoniae (p: 0.775, p: 0.440
p:0,545). There was no significant difference in the mean C-Reactive
Protein levels between groups (p:0,948). Procalcitonin was measured in
22 cases with ESBL(+) and in 29 patients infected with ESBL(-)E.Coli
and K.Pneumoniae and was detected significantly higher in cases with
ESBL(+)E.Coli and K.Pneumoniae. MPV that is accepted as another
marker of inflammation was not significantly different between the two
groups either.
Conclusion: Although NLR, TPR and MPV values were not efficient in
predicting the presence of ESBL (+) E.Coli and K.Pneumoniae in the
etiology of pyelonephritis, procalcitonin can be used as a diagnostic
marker.

IPN11406-83 EVOLUTION PARTICULARITIES OF POST
DIARRHEAL HEMOLYTIC URAEMIC SYNDROME IN
CHILDREN

I.M. Starcea 1, M. Munteanu 2, A. Mocanu 3, C. Gavrilovici 3, A. Ivanov
3, R. Russu 3, I. Miron 3

1 sf. Maria Emergency Childrens Hospital, Pediatric Nephrology
Department, Grigore T. Popa University Of Medicine And Pharmacy
Iasi - Romania, 2 sf. Maria Emergency Childrens Hospital, Pediatric
Nephrology Department, Iasi - Romania,

3

grigore T. Popa University
Of Medicine And Pharmacy Iasi - Romania

Post-diarrheal Haemolytic Uraemic Syndrome (eHUS) is common cause
of acute renal injury in childhood. The aim is to find predictors of severe
evolution of HUS. Descriptive, retrospective study, carried out in our
clinic, from Jan 2014–Dec 2018. We defined HUS - hemolytic anemia,
thrombocytopenia and acute kidney injury (AKI). Monitored demo-
graphics dates, clinical, laboratory parameters, evolution, treatment.

Results: 78 children between 4 and 192 monts (mo), diagnosed with
eHUS. 71% - age less than 18 mo, 75% boys. Mean follow-up 24
mo. Anuria was present in 75% cases. Faster recovery of renal func-
tion (17d) was in patients in whom dialysis was initiated in the first
24h. 55% patients needed dialysis. Neurological phenomena was in
20%cases. 66% had hypertension, in 13 patients complicated with
pulmonary edema and strokes. 35% patients had leukocytes more
than 20.000, 27% was with severe thrombocytopenia, less than
30.000. The combination of the two established a strong correlation
(p <0.01) with renal during recovery. All patients who associated
anemia, correlates directly with slow renal function recovery.
Persistent proteinuria after one year was identified in 31% cases,
correlates directly with poor renal long term prognosis .
Unfavorable evolutions to death occurred in 7% cases. All patients
who died were aged less than 18 mo, and associated late presenta-
tion, prolonged anuria, neurological involvement, HTA, leukocyto-
sis, severe thrombocytopenia, infectious complications.
Conclusion: eHUS is important AKI cause in children. Over 50%
patients requiring dialysis. Bad prognostic factors are leukocytosis,
thrombocytopenia, duration of anuria, neurological phenomena, se-
vere hypertension. Persistent proteinuria at 1 year is a predictor of
unfavorable evolution. Rapid recognition increase the chance of
complete recovery of renal function. Keywords: eHUS, children,
AKI

IPN11407-84 THE FACTORS AFFECTING ERYTHROPOIETIN
RESISTIVE INDEX IN PERITONEAL DIALYSIS

A.S. Pinarbasi , N. Gunay , S. Yel , M.H. Poyrazoglu , A. Gencer Balaban ,
R. Dusunsel , I. Dursun
Erciyes University, Faculty Of Medicine, Pediatric Nephrology, Kayseri -
Turkey

Purpose: Anemia in chronic kidney disease is an important cause
of morbidity that negatively affects the patient’s quality of life.
The most common cause was erythropoietin deficiency and also
uremia, inflammation and nutritional deficiencies. Erythropoietin
resistive index (ERI) is an important parameter in which we eval-
uate resistance to erythropoietin stimulating agent (ESA) therapy.
In this study, we wanted to investigate ERI and the factors affect-
ing this parameter in peritoneal dialysis patients.
Method: The study included patients who had undergone peritoneal di-
alysis for at least one year between 1988 and 2018. Demographic infor-
mation, residual renal function, adequacy of dialysis, peritoneal glucose
exposure, hospitalization and medications were recorded. ERI was calcu-
lated as the ratio of ESA dose per week weight to hemoglobin value and
divided into 3 groups. Factors that could affect anemia were compared
with ERI.
Results: A hundred patients were included in the study and 51%
were male. The median age at onset of dialysis was 127.71 ±
70.85 months. In 47% of the patients, the cause of CRF was
the congenital urologic anomaly of the urogenital system. The
mean ESA dose was 119.8 ± 66.22 u/kg/week. The mean ERI
was 13.01 ± 7.52 u/kg/week/g/dl and classified into 3 groups.
There was positive correlation between blood-urea nitrogen, phos-
phorus, vitamin D level, and the number of hospitalization and a
negative correlation with age, BMI, neutrophil / lymphocyte ratio,
creatinine clearance. There was no significant difference between
ERI and peritoneal glucose exposure and also with mortality.
Conclusion: The growth as the most important indicator of peritoneal
adequacy but not the Kt/Wand also the patient’s age were found the most
important risk for ESA resistance. Unlike many studies, the association
between ERI and inflammation parameters such as neutrophil/
lymphocyte ratio were not shown. More studies are needed for ESA
resistance in pediatric patients.
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IPN11409-86 Hypercalcemia as a cause of nephrocalcinosis in chil-
dren with inherited disorders

S. Papizh , L. Prikhodina
Research and Clinical Institute of Pediatrics, Russian National Research
Medical University, Moscow - Russian Federation

Introduction:Medullary nephrocalcinosis (NC) in children is the most fre-
quent cause of inherited disorders with hypercalciuria. Data about frequency
of hypercalcemia as a cause of childhoodNC are scarce. The aim of our study
was to evaluate the frequency, clinical and molecular spectrum of inherited
disorders with hypercalcemia in Russian cohort of children with NC.
Methods: 68 children (52M/16F) with NC were examined. The median
age of patients was 3.0 (IQR: 1.0; 6.0) years. Genetic analysis was per-
formed in all children using by NGS in 73.5%, direct Sanger sequencing
in 22.1%, and fluorescence in situ hybridization in 4.4%.
Results: Hypercalcemia as a cause of NC was found in 26 (38%) patients
(16M/10F). Among them idiopathic infantile hypercalcemia, type 1 (IIH1)
was diagnosed in 38.5%, hypophosphatemic rickets with hypercalciuria
(HHRH) in 30.8%, idiopathic infantile hypercalcemia, type 2 (IIH2) in
19.2% and Williams syndrome (7q11.23 deletion) in 11.5% of cases. 26
causative mutations associated with these inherited disorders were identi-
fied, including 10 (38.4%) novel mutations, mostly was found in patients
withHHRH (70%). These children presentedwith hypercalcemia in 69.2%,
increased serum ALP activity in 53.8%, hypercalciuria in 42.3% and re-
duction of TmP/GFR in 19.2% (all with HHRH). Failure to thrive and
decreased PTH had 57.7% of children, rickets and/or osteomalacia had
50% of cases. Majority of patients with hypercalcemia due to inherited
disorders had medullary NC grade 2-3 (61.5%), including in 100% of
children with IIH1 and IIH2, 75% with HHRH and in 66.6% with
Williams syndrome. Decreased kidney function with eGFR<60 ml/min/
1.73 m2 was revealed in 19.2% of children with NC due to hypercalcemia.
Conclusion: We found that hypercalcemia was the cause of early-onset
medullary NC in 38% of children with inherited disorders. Our findings
demonstrated the importance of recognition genetic diagnosis and proper
treatment of hypercalcemia in these patients.

IPN11410-78 LONG-TERM USE OF RITUXIMAB IN
DIFFICULT-TO-TREAT HISPANIC CHILDREN WITH
NEPHROTIC SYNDROME

E. Lopez-Gonzalez , N. De Jesus-Gonzalez ,M. Suarez-Rivera , A. Plaud,
M. Bonilla-Felix
University of Puerto Rico - School of Medicine, San Juan - Puerto Rico

Introduction: Rituximab has been used in children with difficult-to-treat
nephrotic syndrome (NS), but the effectiveness in steroid-resistant NS
(SRNS) and long-term safety are unknown. We collected retrospective
data in a cohort of Hispanic children with steroid-dependent (SDNS) and
SRNS who had received at least 1 dose of rituximab.
Materials and Methods: A total of 11 children treated at University
Pediatric Hospital with rituximab (375 mg/m2/dose) were studied. Data
is reported as median (range) and frequencies (percentages).
Results: From 2012 – 2017, 11 children with SDNS (n=4) or SRNS
(n=7); male: 8 (73%); age of diagnosis: 2y/o (1 – 6); age of rituximab
initiation: 12y/o (5 – 20) were treated. Patients were followed for 57
months (25 – 85) after first dose of rituximab. Prior to rituximab,
SDNS patients had failed to maintain remission with 2 (1 - 2) immuno-
suppressants, including chlorambucil, cyclosporine, tacrolimus, and my-
cophenolate. SRNS patients had failed to respond to prednisone and
additional 2 (2 – 4) immunosuppressants. 8 (73%) patients responded;
6 (75%) complete-remission. 4 (100%) patients with SDNS accom-
plished complete-remission for at least 12 months after initial course of
rituximab (2 - 4 doses/course), while 3 (75%) maintained remission for >
24 months. 4 (57%) patients with SRNS responded to rituximab, 2

complete-remission (1 in remission 53 months after first dose; 1 has
received rituximab every 5 – 8 months for 63 months as sole treatment).
2 (29%) SRNS patients (1 partial-remission; 1 resistant to rituximab)
progressed to end stage renal disease. No major toxicity was observed;
4 episodes of infections requiring hospitalizations (2 skin abscesses, 1
cellulitis, 1 spontaneous peritonitis) were observed in 2 SRNS patients. 1
SRNS developed hypersensitivity reaction during infusion requiring
discontinuation.
Conclusions: Long-term use of rituximab is effective and safe in children
with difficult-to-treat NS, including SRNS who have failed to respond to
multiple immunosuppressants.

IPN11411-79 PHENOTYPIC SPECTRUM OF ALPORT
SYNDROME AMONG TUNISIAN CHILDREN: A SINGLE
CENTER REPORT

S.Mabrouk , A. Lachiheb , S. Nouir , F.Majdoub ,M. Tfifha , H. Ajmi , J.
Chemli , S. Hassayoun , N. Zouari , S. Abroug
University Hospital Sahloul Departement of Pediatrics(Sousse) - Tunisia

Introduction: Alport syndrome is a rare hereditary disease. It is defined
by a hematuric glomerular nephropathy that progresses to end-stage renal
failure associated with extra-renal signs, namely perceptual deafness and
ocular involvement.
The aim of this report was to describe the particularities of Alport syn-
drome in Tunisian pediatric patients
Methods: Descriptive retrospective study including children with Alport
syndrome, managed in the department of pediatrics in Sousse (Tunisia)
during a 20 years period (1998 - 2018)
Results: 15 patients from 11 different families were included, 9 boys and
6 girls with a mean age of 13 (range: 11- 15 years). Positive family history
of nephropathy in 9 cases.
X linked transmission concerned 6 families while autosomal transmission
concerned 5 families
Revealing symptoms were microscopic hematuria (12 cases), hyperten-
sion (8 cases), edema (7cases), nephrotic syndrome (3cases) and CKD (8
cases). 6 patients were already on ESRD at diagnosis.
Kidney biopsy was performed in 5 patients showing: glomerular ne-
phropathy with tubulo-interstitial lesions (2 cases), chronic interstitial
nephropathy (1 case), FSGS with interstitial lesions (1 case), and an
optically normal kidney (1 case).
9 patients presented with a deafness, while ocular involvement was
found in 5 patients: retinitis pigmentosa (3 cases), Lenticonus (2
cases) ad cataract 3
6 patients required hemodialysis and none of our patients received a kidney
transplant. 1 death was registred 1 year 3 months after disease diagnosis.
Conclusion:Although rarely described autosomal recessive transmission
of Alport syndrome seems particularly frequent in the Tunisian pediatric
population.

IPN11412-80 INFANTILE CYSTINOSIS AMONG TUNISIAN
CHILDREN

S. Mabrouk 1, A. Omrane 1, S. Nouir 1, F. Majdoub 1, H. Ajmi 1, M.
Tfifha 1, S. Hassayoun 1, J. Chemli 1, S. Wanness 2, N. Zouari 1, S.
Chouchène 3, S. Abroug 1

1 University Hospital Sahloul, Departement of Pediatrics (Sousse) -
Tunisia, 2 University Hospital Tahar Sfar, Departement of Pediatrics
(Mahdia) - Tunisia, 3 University Hospital Fattouma Bourguiba,
Departement of Pediatrics (Monastir) - Tunisia

Introduction: Infantile cystinosis is a hereditary, autosomal recessive,
multisystemic disease characterized by lysosomal accumulation of cysteine
that leads to end-stage renal failure during childhood. Cysteamine and Renal
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transplantation have transformed patients' prognosis in terms of growth, qual-
ity of life and life expectancy. However, this disease remains challenging in
developing countries.
This report aims to describe the clinical, biological and the outcome of
infantile cystinosis among Tunisian children
Methods: A retrospective multicenter descriptive study, of the cases of
infantile cystinosis, diagnosed and managed in the Pediatric departments
of Tunisian central region, between 1980 and 2018
Results: 15 patients were included.Mean age at diagnosis was 20months
[6.75-25.5 months] with an average delay after symptom onset of 13
months [1 -10 months]. Consanguinity was found in all cases with pos-
itive family history of cystinosis in 7 cases.
Patients presented with, rickets in 10 cases, dehydration in 9 cases and
failure to thrive in 13 cases with a Fanconi syndrome in 14 cases. The
diagnosis confirmation was made by the dosage of intraleucocytic cyste-
ine in 6 patients, molecular biology in 2 patients,
Cysteamine was prescribed in 7 patients. Only one patient has had par-
enteral nutrition. Five cases of death were recorded, 4 of which were not
treated with cysteamine.
At last examination, 8 patients were on chronic renal failure, 3 under
hemodialysis and 13 patients had growth retardation. Ocular involvement
occurred in 8 patients, hypothyroidism was found in 4 patients and
Hepatic impairment was found in one patient.
Conclusion: In Tunisian children, infantile cystinosis is still associated to a
poor prognosis, because of treatment as well as diagnosis tools accessibility.

IPN11413-81 COMPLETELY EXPRESSED MIDDLE AORTIC
SYNDROME OR ATRESIA OF ABDOMINAL AORTA IN A
NEWBORN

G. Novljan 1, G. Nosan 2, M. Weiss 3, N. Battelino 4

1 Department of Pediatric Nephrology, University Children's Hospital,
Ljubljana, Faculty of Medicine, University of Ljubljana - Slovenia,
2 Department of Neonatology, University Children's Hospital, Ljubljana
- Slovenia, 3 Department of Cardiovascular Surgery, University Medical
Centre, Ljubljana - Slovenia, 4 Department of Nephrology, University
Children's Hospital, Ljubljana - Slovenia

Introduction: Middle aortic syndrome (MAS) is a rare disease that
presents in children and young adults and constitutes 0.5–2% of all
the cases of aortic stenosis. The majority of cases reveal a segmental
or diffuse narrowing of the abdominal and/or distal descending tho-
racic aorta, with varying involvement of renal and visceral branches.
MAS is an important cause of renovascular hypertension in children
and adolescents. Although it was first described almost 6 decades ago,
the etiology of the disease remains unknown and its pathogenesis
largely speculative.
Case report:We present a case report of a newborn who presented in the
first day of life with a heart murmur. He was born after a full-term
noneventful pregnancy to Caucasian nonconsanguineous parents. The
second day after birth, he was tachipnoic, had an overactive precordium
and a heart murmur left parasternaly (2/6). Due to suspicious congenital
heart defect an echocardiogram was performed, which revealed and open
ductus Botalli and a hemodynamically insignificant patent foramen ovale
(PFO), there was no coarctation of the aorta, but left ventricular hyper-
trophywas present. Otherwise his clinical evaluationwas normal, femoral
pulses symmetrically present. An elevated blood pressure was measured
and its systolic values ranged from 95 to 120 mmHg. An abdominal
ultrasound and an MR arteriography were performed; both revealed a
completely absent abdominal aorta with large collaterals with renal arter-
ies branching from the collaterals. He had no signs of Allagile's or
William' syndrome.
Conclusion: It has been suggested that MAS may be an embryological
defect explained by failure of normal fusion of the 2 dorsal aortas, but this

has never been proven.Moreover the disease is most often confined to the
perirenal segment of the abdominal aorta. Our case, together with the
upper observations suggests that MASmay be an aberrant developmental
abnormality.

IPN11414-82 POSTNATAL FOLLOW-UP OF PRENATALLY
DETECTED URINARY TRACT MALFORMATIONS –
UPDATED POLISH GUIDELINES.

M. Tkaczyk 1, K. Kilis-Pstrusinska 2, M. Maternik 3, S. Warchol 4, P.
Czarniak 3, P. Kaczmarek 5, M. Panczyk-Tomaszewska 6, P. Sikora 7, D.
Drozdz 8, P. Adamczyk 9, A. Wasilewska 10, A. Zurowska 3
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3 Department of Kidney Diseases of Children and Adoslescents,
Medical Univeristy of Gdansk - Poland, 4 Department of Surgery and
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- Poland, 9 Department of Pediatric Nephrology, Silesian Medical
University - Poland, 10 Department of Pediatrics and Pediatric
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Introduction: The postnatal management of neonates and infants
with prenatally detected congenital malformations of urinary tract
has significantly changed over the last years due to accumulation
of evidence from long term follow-up cohorts and outcome
studies.
Objective: To update the 2009 recommendations for postnatal man-
agement published by the Polish Association of Paediatric
Nephrology. The presentation contains a short version of updated
recommendations concerning malformations of the urinary tract with
flowcharts.
Evidence Review: A Working Group was established who per-
formed a literature search in biomedical databases (MEDLINE,
EMBASE, Cochrane Library) from 2009-2018. GRADE method-
ology was used to develop the clinical recommendations which
were discussed by e-mail and during a consensus meeting in
September 2018. In the discussion the guidelines were adjusted
to specific Polish healthcare situation, based on clinical experi-
ence of referral centers of prenatal interventions, neonatology
and pediatric urology/nephrology.
Findings: The presented recommendations concern streamlined ini-
tial management according to identified morbidity risk groups and
indications for initiating antibiotic prophylaxis of UTI and the early
management of newborns with urinary tract dilatation, obstructive
uropathy, myelomeningocoele, kidney agenesis/hypoplasia, paren-
chymal kidney diseases (abnormal echogenicity) and urinary tract
abnormality in newborns with multiple malformations. The authors
created simple algorithms for pediatricians in order to stratify the
patients with immediate need for urology or nephrology referral and
those who require planned evaluation.
Conclusions and relevance: The presented updated guidelines may con-
stitute an useful tool in the initial postnatal diagnostic management of
children with prenatally suspected urinary tract malformation. They
may contribute to the standardization and optimisation of the postnatal
care of these children.
Preparation of guidelines was supported by Polish Society for Pediatric
Nephrology and Polish Mother’s Memorial Hospital Research Institute
(2016/IV/54-GW).
Keywords: CAKUT, prenatal diagnosis, postnatal, guidelines

Pediatr Nephrol (2019) 34:1 –8 01 22 2 62072



IPN11415-83 FUROSEMIDE ALONE VERSUS FUROSEMIDE
AND ALBUMIN FOR THE TREATMENT OF NEPHROTIC
EDEMA; A SYSTEMATIC REVIEW.

E. Hedin 1, V. Bijelic 2, N. Barrowman 3, P. Geier 4
1 Department of Pediatrics, Children's Hopistal of Easter Ontario,
University of Ottawa - Canada, 2 CHEO Research Insitute - Canada,
3 CHEO Research Institute, Department of Pediatrics, University of
Ottawa - Canada, 4 Division of Nephrology, Department of Pediatrics,
Children's Hopistal of Easter Ontario, University of Ottawa - Canada

Introduction: The symptomatic treatment of edema in nephrotic syn-
drome (NS) is controversial. Medical treatment is indicated when edema
is massive and leads to adverse effects.
Methods: We conducted a systematic review looking at change in urine
volume and change in urine sodium excretion after treatment with furose-
mide only versus furosemide and albumin in edematous patients with NS.
The search included all randomized or quasi-randomized controlled trials
in English and French using MEDLINE, Embase, CENTRAL Trials
Registry of the Cochrane Collaboration using the Ovid interface.
ClinicalTrials.gov and the International Clinical Trials Registry Platform
were also searched. Studies were independently screened by two authors
and assessed for quality. Since studies report urine excretion over different
time periods and units, comparisons were expressed using standardized
mean difference (SMD) and pooled using random effect meta-analysis.
Results: The search yielded 476 records, and after screening, five studies
were included in the systematic review and four studies in the meta-
analysis. Overall the studies were found to be at risk of significant bias.
Urine excretion was greater after treatment with furosemide and albumin
versus furosemide alone (SMD 0.82, 95%CI = 0.30 to 1.33). Results for
sodium excretion were inconclusive (SMD 0.28, 95%CI = -0.18 to 0.74).
Conclusions: The current evidence for using furosemide and albumin to
treat edema in NS appears to favour the use of albumin to promote urine
output, but is inconclusive regarding change in sodium excretion. There is
some evidence that adding albumin is useful in only some individuals,
possibly representing a heterogenous population. Since the quality of the
studies was suboptimal, high-quality trials are needed to obtain more ro-
bust estimates of the effect of this treatment as well as to confirm our
suspicion that this is a heterogenous population. Consideration of random-
ization based on volume status may provide further insight on this topic.

IPN11417-85 12-MONTHOUTCOMEAFTER PRENATALVESICO-
AMNIOTIC SHUNTING IN LUTO – AN OBSERVATIONAL
SINGLE-CENTRE TRIAL

M. Tkaczyk 1, M. Stanczyk 1, W. Krzeszowski 2, J. Wojtera 2, M.
Litwinska 2, K. Szaflik 2, I. Maroszynska 3, K. Fortecka-Piestrzeniewicz
4, T. Talar 5, B. Pawlowska 5, A. Krygier 6, R. Swiechowski 6, A.
Niewiadomska 6, M. Podgorski 7, D. Olejniczak 8
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Mother's Memorial Hospital Reserach Institute - Poland,
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Mother's Memorial Hospital Research Institute - Poland, 3 Department
of Intensive Care and Congenital Maolformations of Newborns and
Infants. Polish Mother's Memorial Hospital Research Institute -
Poland, 4 Department of Intensive Care and Congenital
Maolfoarmations of Neonates and Infants. Polish Mother's Memorial
Hospital Research Institute - Poland, 5 Department of Neonatology.
Polish Mother's Memorial Hospital Research Institute - Poland,
6 Medical Laboratory Diagnostic Centre, Polish Mother's Memorial
Hospital Research Institute - Poland, 7 Departmen of Diagnostic
Imaging. Polish Mother's Memorial Hospital Research Institute - Poland,
8 Department of Pediatric Surgery, Urology and Transplantology.
Polish Mother's Memorial Hospital Research Institute - Poland

Introduction: The question of the success of any prenatal intervention in
obstructive uropathy in fetuses remains unanswered despite the observa-
tional and randomised trials. We aimed the study to assess the survival
rate and 1-y renal outcome in PUV fetuses with prenatal vesico-amniotic
shunting (VAS).
Material and methods: The study group consisted of 36 fetuses
suspected with LUTO who were treated with prenatal VAS intervention.
Children were monitored until the 1st year of life in the tertiary reference
centre with the schedule of assessments at 28 d, 6 and 12 months.
Results: 26 children were born alive (72%). 8 pregnancies were lost
(22%) and 2 lost to follow up. Mean APGAR score was 8 (range 1-10).
In the neonatal period 3 subjects died and 23 stayed alive (20 confirmed
LUTO, 3 not confirmed). Amongst LUTO were 19 boys with PUVand 1
girl with urethral atresia).
20 children survived the neonatal period (20/31 – 64%). Renal function
was compromised in 10/20 of LUTO subjects with mean eGFR on 28th
day of 31 (5-79) ml/min/1.73m2, 13/20 had significant acidosis.
After 6 months 19/20 LUTO children were alive (19/31 – 62%). One
patient was dialysed. Renal function was compromised in 10/19 of
LUTO subjects with mean eGFR of 52 (5-130) ml/min/1.73m2; 2/19
had significant acidosis.
After 12 months 19/20 LUTO children were alive (19/31 – 62%). Two
patients were dialysed. Renal function was compromised in 15/19 of
LUTO subjects with mean eGFR of 48 (5-107) ml/min/1.73m2, 4/19
had significant acidosis.
Conclusions: Children with LUTO treated with VAS during pregnancy
are still at high risk of renal function impairment with a significant num-
ber of unfavourable outcomes. Neonatal period constitutes the crucial
point of survival, but eGFR deteriorates later in survivors.
The study was granted by Polish Mother’s Memorial Hospital Research
Institute - internal grant 2016/IV/54-GW.

IPN11418-86 HEREDITARY HYPOPHOSPHATEMIC RICKETS
WITH HYPERCALCIURIA: COMPARATIVE ANALYSIS IN
CHILDREN WITH BIALLELIC AND MONOALLELIC
SLC34A3 MUTATIONS

S. Papizh , L. Prikhodina , E. Nikolaeva , M. Kharabadze , O. Piruzieva ,
T. Lepaeva
Research and Clinical Institute of Pediatrics, Russian National Research
Medical University, Moscow - Russian Federation

Introduction: Hereditary hypophosphatemic rickets with hypercalciuria
(HHRH) is an autosomal recessive renal phosphate-wasting disorder
caused by homozygous/compound heterozygous mutations in SLC34A3
gene. Heterozygous carriers of SLC34A3 mutations may exhibit pheno-
type of HHRH. The aim of the study was to compare the clinical features
and mutational spectrum of HHRH in Russian children with biallelic and
monoallelic SLC34A3 mutations.
Methods: 9 children (7M/2F) with biallelic (n=6) and monoallelic (n=3)
SLC34A3 mutations were examined. The median age at the first exami-
nation was 7.0 (6.0; 10.0) years. Molecular genetic analysis was per-
formed in all children using by NGS.
Results: Among patients with biallelic SLC34A3 mutations increased
ALP was revealed in 6/6 (100%), medullary nephrocalcinosis (NC) and
hypercalciuria in 5/6 (83.3%), rickets in 4/6 (66.7%), short stature, de-
creased PTH, TmP/GFR levels and osteomalacia in 3/6 (50%),
hypophosphatemia in 2/6 (33.3%). Patients with monoallelic SLC34A3
mutations had NC in 3/3 (100%), hypercalciuria and osteomalacia in 2/3
(66.7%), short stature, rickets, increased ALP, hypophosphatemia, de-
creased TmP/GFR and PTH levels in 1/3 (33.3%). Serum level of
1.25(OH)D3 was within normal range in all children. CKD2-3 had 5/6
(83.3%) of patients with biallelic SLC34A3 mutations and 3/3 (100%)
with monoallelic. In patients with biallelic SLC34A3 mutations NGS
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analysis identified previously reported mutation c.1453C>T in 3/6 (50%)
of cases and 2 novel mutations с.1094-3C>T and c.1382G>А. Children
with monoallelic mutations had 2 novel mutations c.1394C>T and
c.586G>T.
Conclusion: Patients with monoallelic SLC34A3 mutations have a wide
range of clinical symptoms of HHRH as children with biallelic mutations.
The most prevalent features of HHRH were medullary NC, hypercalciuria,
osteomalacia and decreased eGFR. The most frequent SLC34A3mutation in
our cohort was c.1453C>T, that differs from the European cohort of patients
with HHRH. Genetic screening for mutations in SLC34A3 gene in children
with medullary NC can be helpful in definitive diagnosis.

IPN11420-79 CONTINUOUS AMBULATORY PERITONEAL
DIALYSIS (CAPD) IN CHILDREN: A SUCCESSFUL CASE IN
A DEVELOPING COUNTRY

Y. Keita 1, A.A. Ndongo 1, C.B. Engome 2, N.F. Sow 3, N. Seck 4, L.
Thiam 5, P.M.D. Diouf 6, A.T. Lemrabott 7, I. Basse 8, A. Niang 9, S. Krid
10, C. Moreira 6, R. Salomon 10, A. Sylla 6, O. Ndiaye 11, B. Diouf 7
1 Pediatric Unit, Cheikh Anta Diop university, Dakar - Senegal, 2 Pediatric
Unit, Aristide Le dantec hospital, Dakar - Senegal, 3 Pediatric Unit,
Aristide Le dantec, Dakar - Senegal, 4 Pediatric Unit, Regional Hospital
Centre, Saint Louis - Senegal, 5 Pediatric Unit, Regional Hospital Centre,
Ziguinchor - Senegal, 6 Pediatric Unit, Aristide Le Dantec Hospital, Dakar
- Senegal, 7 Nephrology Unit, Aristide Le Dantec Hospital, Dakar -
Senegal, (8) Pediatric Unit, Diamniadio Hospital, Dakar - Senegal, (9)
Nephrology Unit, Dalal diam Hospital, Dakar - Senegal, (10) Pediatric
unit, Necker Hospital,Paris - France, (11) Pediatric Unit, Albert Royer's
Children Centre, Dakar - Senegal

Abstract: The authors report on the first case of successful perito-
neal dialysis (PD) in a developing country performed about a 13-
year-old adolescent followed-up for stage V Chronic Kidney
Disease (CKD) with anuria. After 3 months of hemodialysis, the
parents opted for CAPD as they wished to return home located
121 Km from Dakar. After PD catheter insertion, the plan proposed
to the patient consisted 3 4-hours stasis of isotonic dialysate during
the day and a night stasis of 8 hours of icodextrin for an injection
volume of 1L per session. The patient and his mother were trained
and assessed on the PD technique. After dialysis adequacy was
tested while hospitalised, they were able to return home and contin-
ued the sessions following the same plan prescribed and while keep-
ing in touch, by telephone, with the medical team. The technique
assessment at the day hospital every 2 weeks revealed dialysis ad-
equacy and satisfactory tolerance of PD at home after 14 months of
observation. It was the first case of successful CAPD in the pediat-
rics unit in this context. Scaling this technique is a challenge for the
pediatric nephrologist in developing countries like Senegal.
Keyterms: Peritoneal dialysis, Developing countries, Child, Senegal.

IPN11421-80 KIDNEY TRANSPLANTATION IN BRAZIL:
COMPARATIVE ANALYSIS OF A SINGLE CENTER,
NATIONAL DATA AND NAPRTCS

K. Castro Zocrato , M.G. Moreira Guimaraes Penido , C. Moura Diniz
Ferreira Leite , J.V. Silva Araujo Cortez ,M. Guimaraes PenidoDe Paula ,
M. Sousa Tavares , A. Souza Alvarenga
Pediatric Nephrology Unit, Nephrology Center, Santa Casa de Belo
Horizonte Hospital, Belo Horizonte, Minas Gerais - Brazil

Introduction: Kidney transplantation (KTx) is the modality of renal
replacement therapy best suited for children and adolescents with
chronic kidney disease stage V (CKD V). The recognition of

patients’ profiles and KTx outcomes in comparison to other centers
are essential to improve the center’s performance and possible forms
of improvement. The objective was to compare patients’ profile and
outcomes of pediatric kidney recipients in a Brazilian Pediatric
Kidney Transplantation Center in Southeast Brazil (Santa Casa de
Belo Horizonte - SCBH), with national results and data from
NAPRTCS 2014.
Material & Methods: A cohort of pediatric kidney recipients of
SCBH, from the Brazilian Pediatric Transplantation Registry
(CoBrazPed-RTx 2004–2013) and North American (NAPRTCS
2014) were analyzed.
Results: Forty-eight kidney transplantations were performed, 98% of
deceased donors, median of KDPI 21% and median of final creatinine
0.72 mg/dL; 18.7%were preemptive KTx.Mean age: 11.08 years, 68.7%
were male and 62.5% were on hemodialysis. Median of cold ischemia
time (CIT): 11.5h; 53.1% received Basiliximab; 40.6% had delayed graft
function and 18.7% had rejections. Median of glomerular filtration rates
with 3, 6 and 12 months after KTx were 64, 65.4, 67, 57.4 mL/min/
1.73m2 BS. Allograft survival at 60 months was 82.5%.
Similarities: Predominant male gender, first transplantation, deceased
donor, thrombosis as main cause of graft loss, 5-year-survival rate and
the 3 main etiologies of kidney failure: CAKUT, glomerular diseases and
renal displasias.
Differences: Age at transplantation (younger in the Brazilian
Center), RRT modality (Hemodialysis: Brazil; Peritoneal
Dialysis: USA); induction (Basiliximab: Brazil; Thymoglobulin:
USA). Rejection rate: higher in the Brazilian Center; proportion
of CIT>24h (6.5%).
Conclusions: Despite the small count of transplantations, outcomes were
satisfactory and similar to Brazilian and NAPRTCS data.

IPN11422-81 NEPHROPATHY RELATED TO SEVERE
PLASMODIUM FALCIPARUM MALARIA IN CHILDREN IN
SENEGAL : ABOUT 79 CASES

Y. Keita 1, A.A. Ndongo 1, M.M. Cissé 2, A. Sylla 1, E.H.F. Ka 2, B. Diouf
2, M.G. Sall 1
1 Pediatric Department of Aristide Le Dantec Hospital, Dakar - Senegal,
2 Nephrology Department of Aristide Le Dantec Hospital, Dakar -
Senegal

Abstract
Aim: The severity of malaria is linked to its possible visceral
complications. The purpose of this work was to describe the
contemporary kidney complications of the infectious episode of
severe malaria with Plasmodium falciparum in pediatric
hospital.
Result: During the study, 189 cases of severe malaria were hospitalized,
including 41.80% (n = 79) children with contemporary renal impairment.
The mean age of the children was 7.9 ± 4.04 years. Acute tubular necrosis
(ATN) in 56.9% (n = 45), acute glomerulonephritis (AGN) in 8.8% (n =
7), mac-roscopic hemoglobinuria (MH) in 0.75% (n = 6) Hemolytic ure-
mic syndrome (HUS) in 3.8% (n = 3) and hemoglobinuric fever in 1.26%
(n = 1). For treatment, quinine was administered to 90% (n = 71) of
patients while artemether was used in 10% (n = 8) of the cases. Healing
with complete recovery of renal function was noted in 78.48% (n = 62) of
patients. Patients with poor renal prognosis were anu-ria (p = 0.04), and
presence of AGN (p=0.003).
Conclusion: ANT and AGN were the two most common findings in our
patients. Autors recommend the systematic evaluation of renal function
and prevention of ANT during severe malaria of the child.
Keywords: Severe malaria, kidney disease, children, Dakar
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IPN11424-83 PEDIATRIC KIDNEY TRANSPLANTATION:
EXPERIENCE OF 20 YEARS IN A HIGH COMPLEXITY
HOSPITAL OF COLOMBIA

V.Ochoa-Jimenez 1, E.Manzi-Tarapues 2, J. Forero-Delgadillo 1, J. Riano
3, K. Villa 3, A.M. Arrunategui 4, L.A. Caicedo 5, J. Restrepo-Restrepo 6
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Introduction: This study describes the clinical outcomes and risk factors
for graft loss of pediatric kidney transplantation, graft and patient survival
in southwestern Colombia.
Materials andmethods: This is a retrospective cohort study that describe
clinical, para clinical and histopathological features in pediatric patients
with kidney transplantation in a high complexity hospital of Colombia
between 1995 and 2016. We used median for continuous variables, pro-
portions for qualitative variables and Kaplan-Meier curve to describe
survival of the patient, graft and acute rejection. Cox regression was used
to identify risk factors for graft loss.
Results: 147 pediatric kidney transplants were performed. 13% of pa-
tients did not require pre-transplant dialysis. 47.6% of patients had CKD
caused by CAKUT. The median age at transplant was 12.8 years, 53%
received kidneys from living donors. The most frequent immunosuppres-
sion treatment were Induction + TMP (tacrolimus + mycophelonate
Mofetil and prednisone) 40.6% and, CAP without induction (cyclospor-
ine + azathioprine and prednisone) 20.3%. Acute rejection analysis was
performed for periods according to years 1995-2000, 2001-2005, 2006-
2010 and 2011-2016, the incidence in the first period was 21.7%, 11.1%,
23.6% and 10%, respectively (p=0.2332). Graft survival at 1, 5, 10 and 15
years were 92%, 77%, 67% and 57%; and the patient survival were 96%,
93%, 93% and 93%. Use of Induction +TMP was a HR=0.5 (IC95%:
0.20-1.04; p=0.064) for graft loss.
Conclusion: Renal transplantation is consider the best treatment option
for patients with CKD. In this patients group the use of Induction + TMP
had a tendency for protective factor for graft loss. Acute rejection was
21.7% vs 10% at last period.
Keywords: child, kidney transplantation, graft rejection, graft survival.

IPN11425-84 LATE DIAGNOSIS OF LESCH-NYHAN DISEASE
WITH END STAGE RENAL DISEASE AND TOPHI BURST
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Background: Lesch-Nyhan disease is an X-linked recessive inborn error
of purine metabolism due to deficiency of hypoxanthine-guanine-
phosphoribosyltransferase (HPRT) enzyme.
Case presentation:We describe a 15-year-old Indonesian boy with LND
and end-stage renal disease (ESRD). First, our patient was previously
diagnosed as a patient with cerebral palsy and bone abnormalities since

he had severe psychomotor retardation, extrapyramidal symptoms and
lumps on his left hand and left ankle. The diagnosis of LND was
suspected when the lump on the left ankle looked like an abscess, which
was then proven to be a tophus. The tophus soon burst and discharged
thick masses containing blood, debris and white crystal materials. The
patient showed three classic manifestations of LND, which are increased
production of uric acid, neurological disorder and self-injurious behav-
iour (SIB). Diagnosis of LND was confirmed by the presence of exon 1
deletion of HPRT1 gene. The patient received oral allopurinol daily as
well as treatment for ESRD including regular dialysis, vitamin and min-
eral supplementation and subcutaneous erythropoietin. There was an im-
proved clinical condition with a 71% reduction of the uric acid level after
he received regular dialysis and allopurinol treatment.
Conclusion: In developed countries, LND can be diagnosed early as
early as three days after birth; however, the diagnosis for the present case
was delayed since the disease is a rare case and there are limited facilities
for genetic counselling in Indonesia. The late diagnosis causes ESRD
complication and irreversible abnormalities. Early diagnosis of LND in
infants should be considered based on clinical manifestations such as
delayed motor development, increased production of uric acid, which is
characterised by orange sand-like sediment in the diapers and gout in
order to improve prognosis. The present case report is the first case of
LND reported in Indonesia along with a unique clinical presentation of
tophus burst.

IPN11426-85ANGIOPOIETIN IKEPROTEIN 4RELATEDWITH
HYPERLIPIDIMEA AND PROTEINURIA IN PATIENTS WITH
PRIMARY NEPHROTIC SYNDROME

X. Gao 1, H. Liu 2, Y. Wang 3, M. Zhang 3, Q. Liu 2

1 Nephrology department, Guangzhou Women and Children’s medical
center, Guangzhou city 510623 - China, 2 Gansu University of Chinese
medicine, Lanzhou city 730000 - China, 3 Ningxia Medical University,
Yinchuan city 750000 - China

Introduction: It’s known that the abnormal secretion of
angiopoietin-like protein 4 (ANGPTL4) by glomerular podocytes
participates in podocyte injury and is closely related to proteinuria
in rats with nephrotic syndrome (NS). Until now, the expression
of ANGPTL4 in PNS patients had not been reported. In this
study, we investigated the relationship between the expression of
ANGPTL4 in serum or urine and blood lipid or urine protein of
patients with primary nephrotic syndrome (PNS).
Methods: The study collected 116 patients with PNS and 20 healthy
people as control group. The levels of ANGPTL4 in serum and urine of
the all subjects were tested by Enzyme-linked immunosorbent assay.
Serum creatinine (Scr), blood urea nitrogen (BUN), lipid metabolism
markers and 24-hour urinary protein (24 hUP) were measured by auto-
matic biochemical analyzer. SPSS 20 statistical software was used to
analyze the data.
Results: (1) The level of serum ANGPTL4 in PNS patients was signifi-
cantly higher than that in control group [44.62 (22.52, 63.90) ug/L vs
13.67 (8.49, 18.87)ug/L, P<0.001]; and the level of urine ANGPTL4 in
PNS patients was also markabley higher than that in control group
[55.544 (32.000, 61.000) ug/g vs 11.903 (7.962, 14.303) ug/g,
P<0.001]. (2) Serum ANGPTL4 level was positively correlated with
TG (r =0.199, P=0.047), negatively correlated with 24 hUP (r = -0.415,
P<0.001), and urine ANGPTL4 level was positively correlated with 24
hUP (r = 0.227, P = 0.041). (3) The levels of ANGPTL4 in serum or urine
of PNS patients were different between different levels of 24 hUP
(P=0.01l; P=0.004) ). (4) There was no significant difference in
ANGPTL4 levels in serum and urine between groups with different path-
ological types of PNS.
Conclusions:The level of ANGPTL4 in PNS patients is a valuable
marker for the degree of dislipidemea and proteinuria.
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IPN11427-86 THE FIRST 5-YEAR EXPERIENCE OF PEDIATRIC
PERITONEAL DIALYSIS: A SINGLE CENTER EXPERIENCE
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Tambunan 1, H.A. Puspitasari 1, E.L. Hidayati 1, S.O. Pardede 1

1 Department of Child Health, Faculty of Medicine University of Indonesia -
Cipto Mangunkusumo Hospital, Jakarta - Indonesia, 2 Department of
Nephrology, Hospital Tuanku Ja’afar, Seremban, Negeri Sembilan - Indonesia

Introduction: Peritoneal dialysis (PD) is a safe dialysis modality for
children that can be well tolerated. We aimed to report the characteristics
and outcomes of continuous ambulatory peritoneal dialysis (CAPD) in
children at Cipto Mangunkusumo Hospital (CMH), Indonesia.
Material and Methods: Our study was a retrospective study with a
period of study between January 2014 and January 2019. Data were
collected from medical records of patients aged less than 18 years with
end-stage renal disease (ESRD) who underwent CAPD. Patient survival
and PD technique were analyzed using Kaplan-Meier survival curve.
Results: Out of 60 patients who underwent CAPD, 36 (60%) of them were
boys. The mean age was 12 years (95%CI: 11-13 years). The mean duration
of follow up was 12 months (range: 0.07-47.23 months). The peritonitis rate
was 0.42 episodes per year at risk and the most common etiology was
Streptococcus alphahemolytic (5/24, 20.8%). Negative-culture peritonitis oc-
curred in 5 (20.8%) cases. The 1- and 3-year patient survival rateswere 69.6%
(95%CI: 52.5%-81.5%) and 58% (95%CI: 31.2%-77.5%). Cardiovascular
disorder was the main cause of death (5/13; 38.5%), which was followed
by infection (3/13; 23.1%). The 1- and 3-year technique survival rates were
60.3% (95% CI: 44.5%-72.9%) and 43.9% (95% CI: 23.2-62.9%).
Conclusions: The peritonitis rate and technique survival rates in our unit are
relatively good; however, it is not the case for patients’ survival rate. In order
to improve the outcomes of pediatric CAPD program, serious measures
should be taken, particularly to prevent the development of infection and to
manage cardiovascular comorbidity, which makes the greatest contribution.
Keywords: continuous ambulatory, child, chronic kidney disease, perito-
neal dialysis, peritonitis, survival

IPN11429-88 COLLAPSING GLOMERULOPATHY IN AN
INFANT: GALLOWAY- MOWAT SYNDROME
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Mutlubas 1, B. Ozyilmaz 2, E. Soyaltin 3
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Introduction: Galloway-Mowat syndrome (GMS) is an autosomal reces-
sive disease characterized by nephrotic syndrome and central nervous sys-
tem involvement. Here, a 7-month-old infant was presented with nephrotic
syndrome, in renal biopsy, collapsing glomerulopathy, microcephaly and
nystagmus findings, was considered to be compatible with GMS.
Case Report: A 7-month-old male patient was admitted to our hospital
with anasarca edema. Physical examination revealed a weight of 8780 g
(+0.24 SD), a height of 65 cm (-1.66 SD), and head circumference of
41.5 cm (-2.14 SD). There were lateral nystagmus in both eyes.
Complete blood count was normal and in biochemistry hypoalbuminea and
hyperlipidemia. Acute phase reactants were negative. Urine analysis revealed
1025 density, ph 6.5, 3+ protein, 3+ erythrocytes. The patientwas hospitalized
with the diagnosis of infantile nephrotic syndrome. The ratio of protein/
creatinine in spot urinewas 16.4mg /mg. In the examinations of the aetiology
of nephrotic syndrome, complement levels were normal, viral serological
markers and autoimmune serologic markers were negative. Renal biopsy
was performed and Prednisolone at a dose of 2mg / kg / day and cyclosporine
5 mg / kg / day, and 0.1 mg / kg / day Enalapril were started.
Histopathological examination revealed collapsing glomerulopathy. Blood
creatinine level increased to 2.0 gr / dl at 4th week of follow-up and oligouria

developed. Acute peritoneal dialysis program was initiated. No mutation was
detected for NPSH 1, NPSH 2, WT1, DGKE, LAMB2, PLCE1 for NS.
Discussion: A case of Galloway-Mowat with histopathological diagnosis of
collapsing glomerulopathy accompanied by nystagmus and microcephaly is
presented. It should be kept in mind that this syndrome has phenotypic
features in different and expanded spectrum after the year it was defined.
Keywords: infantile nephrotic syndrome, collapsing glomerulopathy

IPN11430-80 6-MONTHSVERSUS 3-MONTHSPREDNISOLONE
FOR INITIAL THERAPY OF STEROIDSENSITIVE
NEPHROTIC SYNDROME: OPENLABEL RCT
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Introduction:While meta-analysis of recent high quality studies shows that
prolonging prednisone therapy for initial episode of steroid sensitive nephrotic
syndrome beyond 2-3 months does not reduce the risk of relapse or frequent
relapses, subgroup analyses in two RCTs indicate its benefit in patients <4-6
yr-old.
Methods: This ongoing open label RCT, at one center in India and three
in USA, is enrolling patients <4-yr-old with the first episode of SSNS.
Following 12 weeks’ standard therapy, patients are randomized 1:1 to
receive tapering prednisolone or no therapy for the next 12 weeks
[CTRI/2015/06/005939; NCT03141970]. Patients with initial steroid re-
sistance and those relapsing on initial standard therapy are excluded.
Modified intention-to-treat analyses shall compare proportions of patients
with relapse (primary outcome), frequency of relapses and proportions
with sustained remission, frequent relapses, adverse effects of steroids
and change in anthropometric parameters at 1- and 2-years follow up.
Proportions of T and B lymphocytes are being compared serially in 30
consecutive patients. Based on proportions with relapse in a previous
RCT from India, 156 patients require to be randomized to detect signif-
icant between group differences at 90% power and α=0.05, allowing for
10% loss.
Results: Of 187 patients screened since July 2015, 79 and 81 patients
have been randomized to receive prolonged and standard therapy. The
two groups have similar proportions of boys (67.1% versus 71.6%), com-
parable age at onset (32±11versus 35±9months), blood albumin (1.9±0.7
versus 1.9±0.8 g/dl) and estimated glomerular filtration rate (127±64
versus 135±60 ml/min/1.73 m2). Thirty consecutive patients show com-
parable proportions of naïve and memory CD4+and CD19+ cells at base-
line. Enrolment will close in August 2019 and outcomes available in
October 2021.
Conclusions: Results of this study have implications for guiding the
duration of therapy of the initial episode of nephrotic syndrome in patients
<4-yr-old.

IPN11431-81 URINARY SYSTEM INFECTION IN A HEALTHY
CHILD: AN ATYPICAL MICROORGANISM HAFNIA ALVEI

D. Alaygut 1, A. Bayram 2, E. Soyaltin 1, C. Alparslan 1, S. Arslansoyu
Camlar 1, F. Mutlubas 1, O. Yavascan 1, B. Kasap Demir 3
1 Tepecik Training and Research Hospital Department of Pediatric
Nephrology - Turkey, 2 Tepecik Training and Research Hospital
Department of Clinical Microbiology - Turkey, 3 Katip Celebi University
Faculty of Medicine Department of Pediatric Nephrology - Turkey

Introduction: Hafnia alvei is a gram-negative bacillus, the only known
species of the genus Hafnia, a bacterium that leads to more opportunistic
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infections. Most of the cases described in the literature are adult patients
with immunosuppressive or comorbidities. In children, the defined case is
much less.
Case Report:An 8-year-old girl with a history of recurrent urinary
tract infection was admitted to our clinic with complaints of fever,
abdominal pain, and urine burning for the last two days. There
was no evidence suggesting voiding dysfunction in the history.
On physical examination, vital signs with no toxic appearance
were normal. In urine analysis, density 1023, pH 6.0, leu +3,
pro +1, leukocyte and leucocyte clusters were found in microsco-
py. Renal function tests were normal, acute phase reactants were
negative. The case was evaluated as lower urinary tract infection.
Gram negative, lactose negative colonies were observed alone and
abundant in the medium. The identification of suspected colonies
was performed by VITEK 2 (bio Merieux, France). 100,000 CFU
/ ml Hafnia alvei growth was shown in the urine culture.
Trimetroprim sulfomethoxazole treatment was started empirically.
No reproduction was observed in urine culture after completion of
treatment for 10 days.
Discussion: This case is the second case in the literature that we come
across if it is related to H. alvei-related urinary tract infections.

IPN11432-82 PHENOTYPE OF CHILDREN WITH COL4A5
MUTATIONS FROM A NATIONAL ALPORT SYNDROME
COHORT
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Introduction: Alport syndrome is a hereditary disease characterized by
progressive haematuric nephritis with sensorineural hearing loss. Most of
the cases are caused by COL4A5mutations (X-linked Alport syndrome).
Objectives: Describing the phenotype of Polish children with COL4A5
mutations.
Material & methods: A National Alport Syndrome Registry was
established in 2017 involving 13 paediatric nephrology centres in
Poland. Clinical data of children with familial heamaturia was collected
into an online database. Proteinuria was defined as urine protein-
creatinine ratio >0.2 mg/mg, albuminuria as urine albumine-creatinine
ratio >30 mg/g. eGFR was es t imated by FAS equa t ion .
Simultaneous analysis of encoding sequences of COL4A3-5 genes

by NGS technology was performed. Findings were verified by
Sanger sequencing. A cohort of 123 children with X-linked Alport
syndrome was identified. Project was financed by the National
Science Centre, Poland (2017/25/N/NZ5/00466).
Results: To date 123 children (68 girls, 55 boys) with COL4A5
mutations were identified at a median age of 9 (2-18) years. 63
children (51%) had a positive family history of renal failure.
Persistent haematuria was present in 89% children, recurrent in
11%. 27.5% of subjects had a history of gross heamaturia episodes.
Proteinuria was detected in 58.5% of boys (median age 5 years) and
in 51% of girls (median age 6 years). Additionally 15% of non-
proteinuric patients presented albuminuria. eGFR was less than 90
ml/min/1.73m2 in 14% of boys and 12% of girls. A minority of
children demonstrated hypertension. Sensorineural hearing loss
was diagnosed in 35.5% of boys and 9% of girls.
Conclusions: Symptoms of kidney disease progression (proteinuria and
albuminuria) were manifested early and present in a significant propor-
tion of children with COL4A5 pathogenic variants.
Genetic testing facilitates early diagnosis of X-linked Alport syn-
drome and accurate nephrological care.

IPN11433-83 SEVERE ACUTE KIDNEY INJURY SECONDARY
TO INTRAVASCULAR HEMOLYSIS AFTER BONE MARROW
TRANSPLANTATION

D. Alaygut 1, G. Erfidan 1, E. Soyaltin 1, Z. Sivis 2, S. Arslansoyu Camlar
1, F. Mutlubas 1, B. Kasap Demir 3
1 Tepecik Training and Research Hospital Department of Pediatric
Nephrology - Turkey, 2 Tepecik Training and Research Hospital
Department of Pediatric Hematology - Turkey, 3 Katip Celebi
University Faculty of Medicine Department of Pediatric Nephrology -
Turkey

Introduction: Bone marrow transplantation (BMT) is used as a
curative treatment for many hematological, autoimmune and in-
flammatory diseases. But after renal dysfunction continues to be
an important problem.
Case report: A 15-year-old girl who was being followed-up for
thalassemia major was referred for BMT from her brother. She
had O Rh (+) blood group and underwent BMT when she was 15
years old. Her brother had A Rh (+) blood group. Immediately after
BMT product application, the patient developed macroscopic hema-
turia and anuria and concomitant hypertension. Her creatinine level
was 0.6 mg / dl and his creatinine level increased to 1 mg / dl and
then to 4.5 g / dl. Concurrent AST, ALT, LDH elevation, anemia,
thrombocytopenia and indirect hyperbilirubinemia occurred. No he-
molysis was detected in peripheral smear. Urine color was macro-
scopically hematuric, in the dip stick reaction +3 blood was posi-
tive, there was no erythrocyte in the microscope. On physical ex-
amination, the liver was painful and palpated at 6 cm. Renal doppler
was found to be normal due to sudden hematuria and anuria.
3000 cc / m2 IV hydration of the patient underwent furosemide
infusion. ADAMTS-13 was sent for thrombotic thrombocytic pur-
pura. Because of thrombocytopenia and painful hepatomegaly
defibrotide treatment dose was increased. During the follow-up pe-
riod, anemia and thrombocytopenia was continued and HDF and
high flow oxygen therapy was started by increasing the creatinine
of the patient who did not have enough urine output despite the
maximum increase in furosemide infusion. After 2 days of HDF
and 3 sessions of conventional hemodialysis, there was no need
for additional dialysis. In the follow-up, the creatinine levels
returned to baseline and the chimerism was found to be 100% after
BMT.
Discussion:Acute kidney injury is a known complication of intravascular
hemolysis and hemoglobinuria.
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Introduction: Sensitization with development of a broad-spectrum of
anti-HLA antibodies as a result of previous kidney transplantation (KT)
or transfusions is an increasing problem, associated with decreased access
to organs, increased waiting times on dialysis, risk of death whilst on the
waiting list, higher healthcare costs and poorer outcomes for subsequent
grafts. Desensitization protocols have improved the rates of transplanta-
tion in highly sensitized adult populations and are generally well tolerat-
ed. We intend to describe the outcome of two highly sensitized adoles-
cents submitted to desensitization protocol and KT.
Case Report: Case 1: 15 years-old boy, end stage renal disease (ESRD)
due to neurogenic bladder. Peritoneal dialysis since 2007. Cystoplasty
and first KT in 2009, transplantectomy at day 1 (thrombosis). Transfer
to hemodialysis in 2010. Second KT (2011): panel reactive antibody
luminex (PRA) of 50% and positive donor-specific antibody (DSA),
mean fluorescein intensity (MFI) = 80000. Cytotoxic crossmatch was
negative but positive flow cytometry crossmatch. Case 2: 15 years-old
boy, ESRD due to congenital obstructive uropathy. Peritoneal dialysis
since 2012. First KT (2013), transplantectomy at day 2 (thrombosis).
Peritoneal dialysis re-start. Second KT (2015): calculated PRA of 97%,
positive DSA (MFI = 9388). They received a kidney from a living and
deceased donor, respectively. We adopted our well-established desensiti-
zation protocol, including a combination of intravenous immunoglobulin,
plasma exchange, and lymphocyte-depleting agent - rituximab. Induction
therapy included thymoglobulin and both patients were started on triple
immunosuppression with prednisolone, mycophenolate mofetil and ta-
crolimus. After 8 and 4 years of follow-up, respectively, both patients
have stable renal allograft function and no rejection episode to report.
Discussion:We undertook effective patient desensitization enabling suc-
cessful KT of two highly sensitized kidney recipients from their HLA-
antibody-incompatible donors. Our protocol may be a safe option with no
rejection episodes and good long-term renal outcome.
Keywords: Desensitization, Pediatric, kidney transplantation

IPN11438-88 CARDIAC GEOMETRIC CHANGES IN
CHILDREN AFTER RENAL TRANSPLANTATION,
OUTCOME AFTER ONE YEAR

H. Bazaraa 1, S. Sabry 1, A. Altantawy 1, H. Saad 1

1 Cairo University, Cairo - Egypt

Introduction: Left ventricular dilatation or left ventricular systolic dys-
function, is reported to be a predictor of cardiovascular morbidity and
mortality in patients with end-stage of renal disease including renal trans-
plant patients. Left ventricular hypertrophy, is an adaptive response to
volume and pressure overload. We hypothesized that some risk factors
could independently predict the course and outcome of left ventricular
remodelling in the first post-transplant year
Aim of the study:was to determine the prevalence of LVH and change in
left ventricular remodeling before and follow-up after transplantation and
risk factors on LV remodelling in the first year after transplantation.
Materials and methods: The study populations were recruited from The
Center of Pediatric Nephrology and Transplantation, Children Hospital,
Cairo University and included 21 pediatric renal transplant recipient who

were transplanted from 5/2010 to 12/2011. Each patient had at least two
complete echocardiographic evaluations done before and near the end of
the first year after transplantation. All patients data , blood pressure, BMI,
blood haemoglobin, serum creatinine and were recorded just before kid-
ney transplantation and after the first post-transplant year.
Results: Before transplantation: The mean LVM was 72.08±26.9 g, and
LVMI was 74.7±31.71 g/m2, prevalence of left ventricular hypertrophy was
24%.The RWTwas normal in (14.3%) with elevated LVMI, classifying it as
eccentric hypertrophy, (9.5%) were considered having concentric hypertrophy
as RWTwas increased in addition to increased left ventricularmass. Therewas
also (19%) had increased RWTwith normal LVMI indicating concentric re-
modeling. Shortening fraction was normal in all patients (41.14±9.6%).
LVMI, LVM were worsened ( increased ) after transplantation .The total
LV abnormal geometry was increased after Tx, and was significance
(p:0.01) at one year, dyslipidemia and rejection episodes requirind deplet-
ing Abs, diastolic blood pressure index after transplantation.
Conclusions: left ventricular hypertrophy, abnormal geometry and relat-
ed risk factors is still present after successful renal transplantation.

IPN11440-81 LONG-TERM RENAL OUTCOME IN PATIENTS
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Background: Renal outcome was investigated in patients with Wilms
Tumor (WT) who were treated with chemotherapy (CT) and/or radiother-
apy (RT) after nephrectomy.
Methods: A total of 61 WT patients (age 14.5±9.1 years; 38 women) were
enrolled in this single-center study. Patients were subdivided according to
tumor stages and treatments. Renal outcome was assessed considering de-
creased glomerular filtration rate (GFR) and presence of hypertension,
microalbuminuria, and tubular dysfunction. Estimated GFR was calculated
with serum creatinine and cystatin-C-based CKiD formula in under 18-year-
old patients and CKD-EPI formula in patients ≥18 years. Hypertension was
assessed by ambulatory blood pressure monitoring. 24-h urine was tested for
microalbumin and tubular markers (β2microglobulin, NGAL, L-FABP and
KIM-1). Residual kidney volume was measured using ultrasound and kid-
ney volume index (KVi) (kidney volume/height) was calculated.
Results: Seventeen patients (29%) had advanced-stage WT (stage 3-4).
All patients underwent nephrectomy, 57 patients received CT and 25
patients received RT. A total of 33 patients (54%) underwent nephrotoxic
therapy. The mean duration after diagnosis was 11.5±8.9 (1.3-35) years.
Median eGFR was 97 mL/min/1.73m2; 24 patients (39%) had chronic
kidney disease (CKD). Of these, 21were classified as Stage 2 and three as
Stage 3 CKD. Five patients (9%) had hypertension and 11 patients (19%)
had microalbuminuria. eGFRwas positively correlated with only residual
KVi (p=0.018). Urinary albumin levels were higher in patients with
advanced-stage tumor (p=0.037), and in patients received nephrotoxic
therapy (p=0.001) and RT (p=0.008). Neither 24-h mean arterial blood
pressure nor tubular markers was associated with tumor stages, use of
nephrotoxic therapy or residual KVi.
Conclusion: Patients withWTare at increased risk for CKD in long-term
follow-up. Glomerular filtration rate is closely associated with residual
renal volume. Microalbuminuria appears to be a valuable marker related
with tumor and treatment characteristics. Cases ofWTshould be regularly
followed for renal function after oncologic remission.
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Introduction: Idiopathic hypercalciuria (IHC) is the most common met-
abolic risk factor in pediatric and adult urolithiasis (UL) and may be
associated with reduced bone mineral density (BMD). However, the
etiopathogenesis of bone loss in IHC remains a matter of debate.
Therefore the aim of this study was to evaluate the relationship between
IHC, BMD and bone turnover markers (BTM) in pediatric stone formers.
Materials and methods: The study comprised 45 children with a
median age of 8.2 years with UL and IHC and 30 healthy age-
matched controls. In all of them selected parameters of calcium-
phosphate homeostasis and BTM, including blood levels of calci-
um, phosphate, parathyroid hormone, alkaline phosphatase,
25(OH)D3, 1,25(OH2) D3, N-terminal propeptide of type I
procollagen, C-terminal telopeptide of type I collagen (CTX), os-
teoprotegerin, sclerostine, fibroblast growth factor 23, Klotho pro-
tein and osteocalcin were assessed. In addition, to evaluate BMD,
dual-energy x-ray absorptiometry (DEXA) was used. Osteoporosis
was defined as Z- score of total body less head (TBLH) < -2.0.
Results: Osteoporosis was found in 9/45 (20%) children with IHC. They
showed significantly higher median plasma CTX level in comparison to
patients with IHC and normal BMD and controls, 3.06 vs 2.13 vs 2.1
ng/ml (p<0.05), respectively. Daily urinary calcium excretion positively
correlated with plasma CTX and negatively with TBLH; r= 0.8 (p<0.05)
and r= -0.83 (p<0.01), respectively. Children with osteoporosis showed
significantly higher median serum 25(OH)D3 than controls, 34.8 vs 23.2
ng/ml (p<0.05), respectively. There were no statistically significant dif-
ferences in other assessed parameters.
Conclusions:Our results showed that pediatric patients with UL and IHC
are at risk of osteoporosis. It seemes to be related to bone resorption but its
exact pathomechanism is still not clear.
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Introduction: No study to date has examined the association between
muscle strength and CKD in a large cohort of pediatric patients. The
objectives of this study were to analyze the association between muscle

strength, assessed by grip strength measurement, and renal function in
children with CKD, and to explore factors mediating any association that
exists between muscle strength and CKD progression.
Material and Methods: We included 411 patients that underwent 699
visits with grip strength assessment at age > 6 years old and matched each
patient-visit with a healthy control from the NHANES cohort on age, sex
and height. Linear mixed models were used to assess factors associated
with grip strength.
Results: Mean grip strength z-score was -0.60 (SD 1.18) among CKD
patients. Grip-strength z-score decreased by CKD stage, but the correla-
tion between eGFR and grip-strength z-score was weak and only signif-
icant among non-glomerular patients. Compared to healthy controls,
CKD patients had a decreased grip-strength z-score (p<0.0001) indepen-
dently of height, race/ethnicity and BMI. Other factors associated with
reduced grip strength included younger age, longer duration of CKD, pre-
pubertal status, delayed puberty, neuro-psychiatric comorbidities, need of
feeding support, need for alkali therapy, and anemia. Decreased grip
strength was also associated with both a lower frequency and intensity
of physical activity.
Conclusion: CKD is associated with impaired muscle strength in
children independently of growth retardation and BMI status.
Exposure to CKD at a young age and for a prolonged time is a
major risk factor for impaired muscle strength. Potential mediators
of the impact of CKD on muscle strength include growth retarda-
tion, acidosis, poor nutritional status/low BMI, and low physical
activity. Further studies are needed to assess the efficacy of inter-
ventions targeted at these risk factors.

IPN11444-85 NEONATAL ACUTE KIDNEY INJURY IN THE
VERY LOW BIRTH WEIGHT INFANTS AND MORTALITY

L. Fagundes Pasini 1, B. Fauth De Araujo 1, L. De Lima Kuchart 2, S.
Assoni Bilibio 1, L. Valiati Boff 1, L. Da Silva Selistre 3, V. De Souza 3

1 Universidade de Caxias do Sul – Centro de conhecimento Ciências da
Vida, Caxias do Sul - Brazil - Brazil, 2 Hospital Geral de Caxias do Sul,
Caxias do Sul - Brazil - Brazil, 3 Programa de Pós-Graduação em
Ciências da Saúde, Universidade de Caxias do Sul, Caxias do Sul -
Brazil - Brazil

Introduction:Acute kidney injury (AKI) is common in neonates admitted
to the neonatal intensive care unit (NICU) and associated with an increased
risk of morbidity and mortality. We aimed to evaluate the incidence of AKI
in the first 15 days of life, and mortality associated to AKI in premature
neonates admitted to a single university center NICU in Brazil.
Material and Methods: This prospective cohort study included all very
low birth weight (VLBW) infants who received NICU care between 2017
March and 2019 January. AKI was defined according to the modified
neonatal Kidney Disease: Improving Global Outcomes (KDIGO) defini-
tion. The primary outcome was mortality. Hazard ratios, 95% confidence
intervals (95% CI), and P values for time-to-event analyses were derived
from a Cox-proportional hazard model in the overall population.
Results: 91 VLBW infants were admitted to the NICU in the
study period. Twenty-two participants were excluded: 4 due to
complex congenital malformations, 10 due to death before 48h,
7 due to a single collection of serum creatinine and 1 refusal.
Sixty-nine patients with at least 2 serum creatinine measurements
were thus retained for the analysis. The incidence of AKI was of
21.7% (n=15), being higher when gestational age was less than
28 weeks (40.0%) and only 20% had a reduction in urine output.
The AKI group had 6.8 times the hazard of death (95% IC, 1.2 –
38.2) compared with those with no AKI, adjusting for birth
weight, gestational age, and perinatal asphyxia (Apgar score at
5 min < 7).
Conclusion: The present study suggests that AKI in the VLBW infants is
associated with increased mortality even adjusting for confounders.
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IPN11445-86 RENAL INVOLVEMENT IN HENOCH
SCHÖNLEIN PURPURA

D.N. Yildirim 1, Z.B. Ozcakar 2, N. Cakar 2, F.F. Yalcinkaya 2

1 Ankara University Medical School, Department of Pediatrics, Ankara
Turkey, 2 Ankara University Medical School, Department of Pediatrics,
Division of Pediatric Nephrology & Rheumatology, Ankara Turkey

Introduction: Henoch Schönlein Purpura ( HSP) is the most common
systemic vasculitis in children. Long term prognosis of the disease de-
pends on the degree of renal involvement. In this study we aimed to
evaluate clinical findings and renal involvement of patients with HSP.
Material & methods: The study included all patients who were followed in
our Pediatric Rheumatology&Nephrology clinic between 2011 and 2018. The
diagnosis ofHSP is based on the classification criteria of the EULAR/PRINTO/
PRES.Renal biopsy findingswere classified according to ISKCDclassification.
Results:A total of 200 patients (112male, 88 female; mean age: 7.5 ± 3.6
years) were included. Patients were followed with a mean duration of
31.5 ±23,27months. The onset of disease was most commonly in autumn
(33%). Gastrointestinal system involvement was seen in 84 (42%) pa-
tients. Renal involvement occurred in 58 (29%) patients; 18 had hematu-
ria, 22 had proteinuria and 18 had both hematuria and proteinuria. Renal
biopsy was performed in 18 patients. According to ISKDC classification
7 patients had Stage 1, 3 had Stage 2, 7 had Stage 3, and 1 had Stage 5
disease. Only one patient developed end stage renal disease. Sex, age,
joint and testicular involvement were not found to be significantly related
with the occurence of renal findings. However, renal involvement was
more common in patients with gastrointestinal involvement (p<0.05).
Mediterranean Fever genemutation analysis was performed in 68 patients
and 32 had at least one pathogenic mutation. During follow-up 11 (5.5%)
patients had the diagnosis of Familial Mediterranean fever (FMF).
Conclusion: Renal findings were seen in 1/3th of patients with HSP and
majority of them had mild involvement. Patients should be followed
carefully for the development of FMF in certain ethnic populations.

IPN11446-87RENALFUNCTIONSANDSERUMELECTROLYTES
IN FULMINANT HEPATIC FAILURE OF VIRAL ETIOLOGY

D. Bhat , G. Dhooria
Dayanand Medical College and Hospital, Ludhiana - India

Abstract
Back ground: Fulminant hepatic failure occurs in about one percent of
patients hospitalized with acute viral hepatitis. In children the predomi-
nant causative agent appears to be hepatitis A virus alone or in combina-
tion with other infectious agents .Keeping such patients in intensive care
units has achieved survival rates upto 30-40 percent. An important aspect
in successful management of such patients is monitoring their renal func-
tions and serum electrolytes.
Aims&Objectives: To determine the pattern of viral markers in children
with fulminant hepatic failure of viral etiology and to correlate the clinical
and biochemical profile with etiological agents.
Materials & Methods: This study was conducted on children aged 1-15
years admitted in a tertiary care hospital,in north Indian province of Punjab.
This was a prospective study conducted over a time period of one and half
year. Children of fulminant hepatic failure of viral etiology were only includ-
ed. Renal function tests and serum electrolyteswere done in all of the patients.
Observations: In this study total of 30 childrenwith fulminant hepatic failure
of viral etiology were studied. Male to female ratio was 2.3:1.Hepatitis Awas
the commonest virus associated with fulminant hepatic failure. Out of 30
patients, 7 (23.3%) developed renal failure.4 (13.3%) patients developed
hyponatremia and 5 (16.6 %) developed hyperkalemia. Overall mortality
rate was 26.6 percent in our study..
Conclusions: Survivors as a group had significantly better renal func-
tions as compared to non survivors. Monitoring renal functions and

timely ICU care will help in saving many a children with fulminant
hepatic failure.

IPN11449-90 SUPERIOR SAGITTAL AND CORTICAL SINUS
VENOSUS THROMBOSIS IN STEROID DEPENDENT
NEPHROTIC SYNDROME(SDNS)

B.N. Alpman 1, E. Isiyel 2, N. Buyan 3

1 Ankara Gazi University Pediatric Nephrology Department - Turkey,
2 Ankara Hacettepe University General Pediatrics Department - Turkey,
3

Ankara Gazi University Pediatric Nephrology Department - Turkey

Introduction: Cerebral sinüs venosus thrombosis is a rare and serious
complication of Nephrotic Syndrome (NS). Incidence of thromboembolic
events in children is %3-5, it is even lower in central nervous system. We
present a case of Steroid Dependent Nephrotic Syndrome (SDNS) who
had sinüs venosus thrombosis.
Case: 12 year old male who was diagnosed with SDNS for 6 years
had two relapses during this period presented with a 2 day history of
abdominal pain ,edema , sore throat and loose unbloody stools. BP
was 90/60 mmHg, tonsiller hyperemia and periorbital and (++)
pretibial edema was detected. Lab showed Hb: 16 gr/dl, Wbc:
9960/mm3, Plt: 352.000/mm3, sedim: 89/mm3, Crp: 2.8 Bun: 64
mg/dl, serum creatinine 0.52 gr/dl, alb: 1.5 gr/dl, t. prt: 3.9 gr/dl
Na: 135 mEq/dl, K: 5.4 mEq/ dl and 24 hour proteinüria was 12 gr.
Stool exam negative for virüs or bacteria. Hydration , albümin in-
fusions with furosemide and 60 mg steroid therapy was started for
his relapse while discharge. He returned with blurred consiousness
in the next 24 hours. Urine output and BP was normal. Serum
creatinine was 0.5mg/dl, electrolytes and blood gases were normal
except d- dimer:8854 and fibrinogen : 522. Cranial MR showed
thrombosis in cortical and superior sagittal proximal vein and min-
imal subarachnoid hemorrhage on the left santral gyrus and
perirolandic area. Mr angiography and cranial CT confirmed sub-
arachnoid hemorrhage secondary to thrombüs. Enoxaparine was
started. He was heterozygous for MTHFR mutation and discharged
without neurologic comprimise and antitrombotic treatment was
planned to last at 6 months. He had four more relapses and short
term salycilate for polycytemic periods were added.
Discussion: Loss of anticoagulant proteins, increase in
procoagulant activity, thrombocytosis, hyperlipidemia, diuretic
therapy,steroids and severe hypoalbüminemia increase thrombosis
risk in NS. Cerebral thrombus should be suspected and MRI be
planned for neurological signs and prompt therapy should be ini-
tiated.

IPN11450-82 LONG-TERM FOLLOW-UP OF PREMATURE
INFANTS WITH URINARY TRACT INFECTION

L. Goldberg 1, A. Lebel 2, N. Sokolover 3, M. Davidovits 4

1 Department of Pediatrics B, Schneider Children's Medical Center,
Petah Tikva - Israel, 2 Sackler faculty of medicine, Tel-Aviv university,
Tel Aviv - Israel, 3 Neonatal Intensive Care Unit, Schneider Children's
Medical Center, Petah Tikva; Sackler faculty of medicine, Tel-Aviv uni-
versity, Tel Aviv - Israel, 4 Institute of pediatric nephrology, Schneider
Children's Medical Center, Petah Tikva; Sackler faculty of medicine, Tel-
Aviv university, Tel Aviv - Israel

Introduction: Urinary tract infections (UTI) are common in premature
infants. We assessed the long-term outcomes of UTI in premature infants,
and the incidence of UTI recurrence.
Methods:Data on preterm infants diagnosed with UTI during 1996-
2008 at Schneider Children’s Medical Center were obtained from
the archives of the hospital’s neonatal intensive care unit (NICU).
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Patients with prenatal diagnosis of kidney and urinary tract abnor-
malities (CAKUT) were excluded. The eligible individuals were
invited for evaluation in the nephrology clinic (weight, height,
blood pressure, blood creatinine; and urine protein, albumin and
creatinine were measured). Questionnaires assessed additional epi-
sodes of UTI. Those who did not attend were interviewed by phone.
Results: Of 89 preterm infants with UTI, 23 were lost to follow-up, and
seven were excluded from the analysis due to prenatal diagnosis of
CAKUT. None of 18 individuals (mean gestational age 29.4 weeks, cur-
rent mean age 17.1 years, 16 males (89%)) who arrived for nephrology
evaluation had recurrence of UTI since NICU hospitalization. All had
normal plasma creatinine and urea level. Four (22%) had systolic blood
pressure >90th percentile (one of them >95 percentile). Three of these
(75%) were overweight (>85% BMI percentile).
None had proteinuria (mean protein/creatinine ratio 0.09 mg/dL) and
none had albuminuria (mean albumin/creatinine ratio 10.2 mcg/mgCr).
Renal ultrasonography follow-up done in the first years of life in 12
(66%) demonstrated normal kidney size and structure. None of the 41
interviewed by phone reported problems related to kidney function.
Conclusions: The single episode of UTI in long-term follow-up of
premature infants without CAKUT does not constitute a risk fac-
tor for recurrence of infections or impairment in renal function in
the first two decades of life. Thus, for premature patients with
UTI, further imaging and long-term nephrology follow-up are
unnecessary.

IPN11455-87 KIDNEY STONE RECURRENCE AMONG
CHILDREN IN ELBASAN, ALBANIA

I. Palloshi 1, R. Xhepa 2, V. Stavileci 3, D. Shtiza 4, O. Xhango 5

1 Pediatric Hospital of Elbasan - Albania, 2 Department of Pediatric,
Service of Nephrology and Dialyses, UHC Mother Tereza, Tirane -
Albania, 3 University Clinical Center, Kosovo - Albania, 4 Department
of Pediatric, Service of Nephrology and Dialyses , UHC Mother Tereza,
Tirane - Albania, 5 Deparment of Pediatric, Service of Nephrology and
Dialyses , UHC Mother Tereza, Tirane - Albania

Introduction: Kidney stone in children is a serious problem due to its
incidence, recurrence and damage that it causes to renal function. Kidney
stone is associated with metabolic abnormalities.
Material and methods: This is a retrospective study. During 2003-
2018 we examined all children admitted in our hospital with recur-
rent kidney stone. We examined 61 children aged 14.2±2.88 years in
their second episode of kidney stone, 33 of which were male. Male
/female ratio was 1.17:1.We analyzed their records for clinical
features,the timing of second episode of stone reappearance and
their anamneses on positive family history for kidney stone. We
examined their blood for urea, creatinine and uric acid and 24 -
hour urine in which we measured sodium, potassium, creatinine,
calcium, citrate, oxalate, and magnesium. We evaluated Calcium/
Creatinine,Sodium/Potassium and Magnesium/Creatinine ratio.
Results: Themost common clinical feature was abdominal pain in 43.9%
of patients,followed by haematuriain 30% of patients. The second episode
of kidney stone was developed in an average of 5.47 years.
Hypercalciuria 79%, followed by hypomagnesuria 17.5% and
hypocitraturia 10.5% were detected as abnormality metabolic features
for recurrent kidney stone in our patients. Children with positive family
history ofkidney stones were 54.6%(23.8% first generation,30.8% second
generation). We found a significant relationship between Calcium/
Creatinine ratio and positive family for urolithiasis (p =0.002) and
Calcium/Creatinine and Sodium/Potasium ratio (p=0.001).
Conclusion: Children with kidney stone very often may develop
another episode. Metabolic evaluation of 24-hour urine is very im-
portant to decrease lithogenic risk especially in children having re-
current kidney stone and positive family history with urolithiasis.

IPN11460 - 8 3 SPECTRUM OF NEUROMUSCULAR
INVOLVEMENT IN A COHORT OF NEPHROPATHIC
CYSTINOSIS PATIENTS

R. Selim 1, N. Elkhateeb 2, R. Helmy 1, I.I. Abouelwoun 3, M.A.
Elmonem 4, N.A. Soliman 1
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Rehabilitation, Cairo University - Cairo - Egypt - Egypt, 4 Clinical and
Chemical Pathology Department, Cairo University - Cairo - Egypt - Egypt

Background: Cystinosis an autosomal recessive lysosomal storage dis-
order caused by mutations in the CTNS gene encoding for the carrier
protein cystinosin leading to intra-lysosomal cystine accumulation in
multiple organs. The kidneys are the main and initially affected organ
during the first year of life. Other affected organs include eyes, thyroid,
pancreas, gonads, muscles and CNS. Skeletal muscle affection has been
described with distal myopathy presenting with wasting and weakness. It
is a treatable disorder through oral cysteamine therapy.
Patients and methods: This prospective study included 15 patients
with nephropathic cystinosis. Muscle enzymes (Serum LDH, creat-
inine phosphokinase (CPK), Total and free plasma carnitine and
electromyography and nerve conduction velocity studies were done
to all patients.
Results: Age of onset of symptoms ranged from 4 to 36 months,
while the age at diagnosis ranged from 6 months to 119 months.
Nine of them were males. Four were on regular hemodialysis, 3/15
had renal transplantation and 2/15 were on regular cysteamine
therapy. 2/15 patient showed clinical features suggestive neuromus-
cular affection, with age of developing neuromuscular manifesta-
tions (90-218 months). Three patients had an abnormal nerve con-
duction study consistent with peripheral neuropathy, while 1/15
patient had an abnormal electromyographic features consistent with
proximal myopathy. All four patients were hypothyroid but well
controlled on L-thyroxine, CK ranged between (47-207), LDH
ranged between (169-270).
Conclusion: Our data suggest that neuromuscular involvement has var-
ious clinical presentations in cystinotic patients and is multifactorial in
origin. A combination of clinical and neurophysiological phenotyping is
required for diagnosis. Deep clinical phenotyping and phenotype-
genotype correlation could link specific mutations to different patterns
of neuromuscular involvement in these patients. Further research is need-
ed in order to establish a possible phenotype-genotype correlation in
nephropathic cystinosis.

IPN11461-84 EPIDEMIOLOGICAL PROFILE OF PEDIATRIC
HEMODIALYSIS PATIENTS IN A UNIVERSITY HOSPITAL

M.L.D.M.D. Val , M.G. Rockenbach , D.O. Batista , G.J. Maftum ,
A.L.C.S. Abreu , M.C. Andrade
Universidade Federal de São Paulo - UNIFESP - Brazil

Abstract
Introduction: In children, the frequency of end stage renal disease
(ESRD) is lower than in adults. Considering the intensity of the symp-
toms associated with the disease, the high morbimortality rate and the
comorbidities that affect the health of the child, it is necessary the search
for epidemiological data in the pediatric population with ESRD in
hemodialysis.
Material and Methods: Observational, descriptive and cross-sectional
study based on a retrospective sample of data obtained from the medical
records of patients from the pediatric hemodialysis unit at a school

Pediatr Nephrol (2019) 34:1 –8 01 22 2 6 2081



hospital in São Paulo, Brazil, between August 1999 and May 2019, the
inclusion criterion was individuals less than 18 years of age and perma-
nence of more than 2 months in the institution.
Results: Of 239 children who underwent hemodialysis in the peri-
od, 213 were eligible for the study. Of these, 138 were male
(64.8%) and 75 female (35.2%), mean age was 9.1 years (3 months
to 17 years and 4 months) and weight 24,243g on admission. The
length of stay in the institution was 1.25 years (2 months to 6
years). The most common vascular access at admission was per-
manent catheter (35.68%) followed by arteriovenous fistula
(32.86%). The etiology of ESRD in hemodialysis was classified
as CAKUT (41.5%), Glomerulopathies (23.7%), others (20.2%)
and indeterminate cause (14.6%). The outcome was renal trans-
plantation in 116 patients (54.7%) and 24 (11.3%) died.
Conclusion: Knowing the profile of children who initiate dialysis in our
country can help us design policies for access to renal replacement ther-
apy and implement strategies for conducting treatment in this group of
patients.
Keywords: dialisys, end renal stage disease
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Introduction:minimal changes disease is the most common single
form of nephrotic syndrome in children. In children with biopsy-
proven minimal changes disease, hypocomplementemia is very
rare. We report the first recognized case of a child with minimal
changes disease nephrotic syndrome and hypocomplementemia
secondary to a novel mutation in the C3 gene.
Case Report: we describe the case of a previously healthy 8-year-old
boy, with no parental consanguinity and a positive family history of
chronic kidney disease of unknown cause. The boy was first diag-
nosed with nephrotic syndrome at age 7. He presented with nephrotic
proteinuria, hypoalbuminemia, hyperlipidemia and anasarca, with a
good response to steroids. The initial study revealed decreased serum
C3 levels (71 mg/dL) with normal C4 levels. Since then he had three
relapses, always during steroids tapering phases, that responded to a
dose increase. He sustained low C3 levels (minimum 59 mg/dL), with
normal C4 levels. Renal biopsy revealed unremarkable glomeruli on
light microscopy, no deposits on immunofluorescence microscopy
and extensive foot process effacement on electron microscopy, with
no immune complexes in sub endothelial, intramembranous or sub
epithelial location. Genetic testing revealed a novel heterozygous
mutation (c.3257_3259delTTC, p.Phe1086del) in the C3 gene. The
family has not yet been studied.
Conclusions: we found some reports in literature describing an associa-
t ion between C3 defic iency and renal disease, including
membranoproliferative glomerulonephritis type 1, mesangiopathic glo-
merulonephritis, IgA nephropathy and membranous nephropathy.
However, to our knowledge, this is the first reported case of a child with
minimal changes disease nephrotic syndrome and hypocomplementemia
secondary to a novel mutation in the C3 gene.

IPN11463-86 KIDNEY AND BLADDER FUNCTION IN RARE
ANORECTAL MALFORMATIONS AND BLADDER
EXTROPHY.

M. Maternik 1, I. Chudzik 1, M. Drozynska-Duklas 1, A. Golebiewski 2,
L. Komasara 2, A. Zurowska 1

1 Department Pediatrics, Nephrology and Hypertension, Medical
University of Gdansk, Gdansk - Poland, 2 Department of Surgery and
Urology for Children and Adolescents, Medical University of Gdansk,
Gdansk - Poland

Introduction: Children born with anorectal malformations (persis-
tent cloaca and inperforated anus) and bladder extrophy require
surgical/urological intervention and ongoing care. The aim of the
study was to evaluate kidney and bladder function in school age
children treated for these rare anomalies.
Material & methods: a cross sectional analysis was performed for
the presence of kidney and urinary tract damage in 23 children (15
F, 8 M), born with anorectal malformations (12) or bladder
extrophy (11). The mean time of follow-up was 6 years. The pres-
ence of VUR at birth was recorded from initial VCUG. Ultrasound
examination was performed for signs of renal damage and
hydronephrosis. Renal function (eGFR) was assessed by Schwartz
formula and bladder function by evaluation of FBC (functional
bladder capacity), continence (in children >5yrs) and the necessity
of performing CIC (clean intermittent catheterization).
Results: 16/23 (70%) children had VUR at birth (9 bilateral and 7
unilateral), in 8 subjects it was high grade (III-V). 4 children dem-
onstrated kidney ectopy and one unilateral renal agenesis. At a mean
age of 6 years 66% (15/23) of children demonstrated structural ab-
normalities of the kidney or upper urinary tract: 7 had persistent
hydronephrosis (bilateral in 3 and unilateral in 4) and 11 demon-
strated kidney scarring. 21/23 had eGFR > 90ml/min/1.73m 2 but
2/23 had developed CKD stage 2 and 3. 52% (12/23) required CIC
and 70% (16/23) had a FBC below 100% EBC (expected bladder
capacity). Among children > 5 years of age only 4/11 were dry.
Conclusions: A significant proportion of children with anorectal
malformations or bladder extrophy demonstrate structural abnormal-
ities of the kidney or upper urinary tract and bladder dysfunction at
follow up.
Children with these anomalies are at risk of long term bladder
dysfunction and renal damage and therefore require both urologic
and nephrologic long term surveillance.

IPN11464-87ANALYSISOFTHEGENOTYPEOF 33CHILDREN
WITH DISTAL RENAL TUBULAR ACIDOSIS: DATE FROM
CCGKDD

L. Huang 1, X. Wang 1, J. Luan 1, C. Qi 1, J. Ding 1, G. Zhu 1, L. Yuan 2
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College, Huazhong University of Science & Technology, Wuhan - China

Objective: To analyze the genotype of patients with distal renal
tubular acidosis (dRTA) from Chinese Children Genetic Kidney
Disease Database (CCGKDD).
Methods: The clinical data and gene detection results of 33 chil-
dren who suspected diagnosis with dRTA recruited to our multi-
center registration system (CCGKDD)) from 2015 to 2019. The
whole exome sequencing and targeted gene panel were used to
identify the mutations.
Results: Positive genes reports had been identified in 18 of 33
(54%) patients include SLC4A1, ATP6V1B1, ATPV0A4. All the
patients were accorded to the diagnostic criteria of dRTA.
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Mutation in the SLC4A1 gene had been identified in 10 patients
(55.5% in patients with positive genes), which encode both ery-
throid (eAE1, band 3) and kidney (kAE1) isoforms of Anion
exchanger1 (AE1) protein, and the G701D, R589C, R589H were
the high-frequency mutation sites, include 9 patients were autoso-
mal dominant inheritance (AD), and only 1patient is autosomal
recessive inheritance (AR), almost the mutations in R589H,
R589C were de novo. Compound heterozygous autosomal reces-
sive mutations in the ATPV1B1 gene had been identified in 5
patients, (27.7% in patients with positive genes) which encode
the B1 subunit of vacuolar H+-ATPase, is the causative gene of
the dRTA often accompanies with sensorineural hearing loss
(SNHL), the F452Lfs*35 is the high-frequency mutation site.
Compound heterozygous mutations in the ATPV0A4 gene had been
identified in 3 patients (16.6% in patients with positive genes), which
encodes the A1 subunit of vacuolar H+-ATPase, can also accompanies
with SNHL, and S473F had been identified in two patients. All the
patients with ATPV1B1 and ATPV0A4 mutations were in the AR
hereditary mode.
Conclusions:Mutations in SLC4A1, ATP6V1B1, ATPV0A4 genes
had been identified to result in primary dRTA, Genetic analysis is
significant for patients who suspected of dRTA to improve the
diagnosis and to help for clinical phenotypic screening.
Keywords: Distal renal tubular acidosis; Genetic analysis; geno-
type
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Abstract
Introduction: IgM Nephropathy was described in 1978 by Cohen and
Bhasin and there is no consensus in the literature about the definitions
used for diagnosis and impact on clinical outcome. The intention of our
study was to evaluate the significance of glomerular IgM deposits in
Nephrotic Syndrome (NS) in children.
Material and Method: Sixty-four children with NS submitted to
renal biopsy at a university hospital and were stratified into IgM
positive (n = 32) and IgM negative (n = 32) and analyzed retro-
spectively. Minimal change disease (MCD), segmental and focal
glomerulosclerosis (GESF) and Mesangial Proliferation (MP) were
included in the histopathological analysis. In immunofluorescence,
positivity was defined with the presence of IgM in the
glomerulus.
Results: Of the 64 patients, optical microscopy revealed 46
(71.9%) with MCD, 10 (15.6%) with GESF and 8 (12.5%) with
MP. The median age at diagnosis was 3.29 years (0.33-14.17) and
mean follow-up time was 9 years. In the positive IgM group,
43.8% were in remission, 34.4% with active disease and 21.9%
in renal replacement therapy. In the IgM negative group 43.8% in
remission, 50% with active disease and 6.3% in renal replacement
therapy. IgM deposits have implied different significance in clin-
ical course and outcome in NS. Our data showed more initial
steroid resistance in the IgM negative group compared to positive
IgM (43.8% vs. 40.6%), but the difference was not significant.
The remission rate was the same in both groups (43.8%). In the
positive IgM group, 31.3% of the patients evolved with a de-
crease in renal function and in the control group 9.4% (OR =
4.39; CI = 1.08-17.89; p = 0.03).
Conclusion: This study has limitations due to the relatively small
cohort, but a significant risk of reduced glomerular filtration rate
was found in the positive IgM group.
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Introduction: Encapsulated Peritoneal Sclerosis (EPS) is a rare
complication of peritoneal dialysis (PD) which has severe morbid-
ity and mortality presenting with continuous or relapsing obstruc-
tion symptoms due to the cohesions of diffusely thickened peritoneal
membranes. Duration of PD, high glucose concentration of fluid, frequent
peritonitis and genetic predisposition increase the risk for EPS. Treatment
involves immunsupressants, antifibrotics and/or partial or complete
entorolysis. We present a case who underwent kidney transplantation just
after EPS diagnosis.
Case: 16 years old female with unknown etiology for chronic renal failure
was on PD for 6 years presented with abdominal pain, decreased ultrafil-
tration and vomiting. She had malnutrition and abdominal distention. BP:
130/80 mmHg. Her Hb : 8.2 gr/dl, Wbc: 18200/mm3, trombocytes:
431.000/ mm3, sedimentation: 73 mm/hr, CRP: 9.2 mg/dl, serum BUN:
13 mg/dl, serum creatinine: 4.14 mg/dl, albümin: 3.7 gr/dl. USG showed
large ascites in abdominal cavity. Paracenthesis fluid had 60 leucocyte/
mm3, 30 erytrocyte/mm3 and was culture negative. Loculated fluid de-
scending from perihepatic area through pelvis on abdominal CT con-
firmed EPS radiologically along with her clinics. PD catheter was re-
moved, she started hemodialysis. 1 mg/kg/day prednisolone and 10 mg/
day tamoxifen was started. On the second week she had a cadaveric renal
transplantation from 2 HLA compatible donor. She received ATG for
induction, MMF, tacrolimus and steroid and tamoxifen as maintenance
therapy. Serum creatinine was 0.5 mg/dl on discharge. Loculated fluid
was found decreased on USG and tamoxifen was stopped a year later.
Discussion: Mortality of EPS in children is around %27. It can be
complicated with intestinal obstruction, perforation, hemoperitoneum
,abdominal mass and malnutrition. Patients who had PD for long
periods may be diagnosed with EPS after transplantation. Renal
transplantation of EPS patient is rare and management has risks for
patient and graft survival. Medical and surgical treatment must be
done in experienced clinics.

IPN11467-90 SUCCESSFUL ABO AND HLA INCOMPATIBLE
RENALTRANSPLANTATION IN CHILDREN IN THE UNITED
KINGDOM

E.Y. Hew 1, N. Mamode 2, N. Kessaris 2, M. Christian 3, J. Dudley 4, D.
Milford 5, Y. Tse 6, N. Webb 7, R. Baker 8, J. Stojanovic 2, S. Marks 1

1 University College London Great Ormond Street Institute of Child
Health, London - United Kingdom, 2 Great Ormond Street Hospital for
Children NHS Foundation Trust, London - United Kingdom,
3 Nottingham University Hospitals NHS Trust, Nottingham - United
Kingdom, 4 Bristol Royal Hospital for Children, Bristol - United
Kingdom, 5 Birmingham Children’s Hospital, Birmingham - United
Kingdom, 6 Great North Children's Hospital, Newcastle Upon Tyne -
United Kingdom, 7 Royal Manchester Children’s Hospital, Manchester
- United Kingdom, 8 St James’ Hospital, Leeds - United Kingdom

Introduction: There is increasing evidence of good short- and medium-
term outcomes of ABO incompatible (ABOi) and HLA incompatible
(HLAi) with pre-transplant positive crossmatches in paediatric practice.
However, there still remain concerns regarding the higher risks of infec-
tive complications and antibody-mediated rejections. The aim of our
study is to show long-term follow-up on all ABOi and HLAi paediatric
renal transplant recipients (pRTR) in the UK.
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Materials & Methods: Questionnaires specifying renal transplant type,
desensitisation requirement and graft function were sent to 10 paediatric
and adult renal transplant centres on all children (aged <18 years) who
received an ABOi/HLAi transplant between 1 January 2006 and 31
December 2016 and compared to ABO compatible transplants.
Estimated glomerular filtration rate (eGFR)was calculated using themod-
ified Schwartz formula with plasma creatinine values and heights. Results
on biopsy proven acute rejection episodes were obtained where available.
Results: Pre-emptive transplantation occurred in 35% and 25%ofABOi and
HLAi recipients with delayed graft function in 3%, 6% and 0% of
ABOc/HLAc, ABOi and HLAi respectively with no cases of primary non-
function. Renal allograft survival was 100% in each group although there
were two deaths of ABOi pRTR with a functioning graft. Seventeen recipi-
ents received desensitisation to post-titre levels below 1:8. For ABOi trans-
plants (17), the median and interquartile range (IQR) eGFR was 62 (47 - 77)
mls/min/1.73m2, and for HLAi eGFRwas 65 (54 - 83) mls/min/1.73m2. The
eGFR in ABOc/HLAc group had amedian (IQR) of 101 (74 - 144) mls/min/
1.73m2. No reports of biopsy proven acute rejection episodes were made.
Conclusion: The long-term follow-up have shown that ABOi and HLAi
renal transplantation are feasible for paediatric renal transplant recipients
where no compatible donors are available, and that minimising
desensitisation is a possible option.

IPN11468-91 CAUSES OF DEATH IN PATIENTS WITH LOWE
SYNDROME

M. Zaniew 1, M. Serrano 2, M. Szczepanska 3, A. Staples 4, V. Said-Conti
5, V. Tasic 6, A. Bokenkamp 7, D. Bockenhauer 8, M. Ludwig 9

1 Department of Pediatrics, University of Zielona Gora, Zielona Gora -
Poland, 2 Pediatric Neurology, U-703Centre for Biomedical Research on
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4 Department of Pediatric Nephrology, Children's Hospital of New
Mexico, University New Mexico - United States, 5 Department of Child
and Adolescent Health, Mater Dei Hospital - Malta, 6 Department of
Pediatric Nephrology, University Children's Hospital, Medical Faculty
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Introduction: Lowe syndrome (LS) is a rare multisystem disorder
caused by mutations in the OCRL gene. Death is reported to typi-
cally occur in the 3rd-4th decade of life from renal failure, but there
are few actual data on mortality and its relation to progressive kid-
ney disease.
Aim:We aimed to investigate possible causes of death in LS and potential
associations with renal dysfunction and genotype.
Material andmethods:We performed a literature search and approached
pediatric nephrologists worldwide to identify cases.
Results: The literature search identified 10 cases (from 8 families) of death
with LS and another 5 cases were reported by personal communication.
Age of death ranged between 4 days to 44 yrs. Six patients died at an age
below 2 yrs, and two died in adulthood. Genotype was available for 7
patients. There was no recurrent mutation except one present in 2 cousins
from the same family. End-stage renal disease was reported in 3 patients
(aged 18, 30 and 44 yrs); 1 received a kidney transplant. The causes of
death were not well specified. Overall, a presumed cause was provided for
10 cases and a direct cause in 5 (respiratory failure in 4, and cardiac failure
in 1). Presumed causes included pulmonary infections/sepsis (5 cases),
multiorgan failure, cardiomyopathy, sudden unexpected death in epileptic
patients (SUDEP), severe acidosis, Ewing sarcoma (1 case each).

Conclusions: Renal failure in this series is not the primary cause of death
in children with LS. The rarity of cases and the lack of reported causality
of deaths limits strong conclusions.
Keywords: death, Lowe syndrome, mortality, OCRL

IPN11469 - 92 INITIAL PRESENTATION OF BETA
KETOTHIOLASE DEFICIENCY: CASE REPORT.

M.C. Andrade , M.G. Rockenbach , M.U. De Castillo , M.L.A. Maia
Universidade Federal de São Paulo - UNIFESP - Brazil

Abstract
Introduction: Beta ketothiolase deficiency is a rare disease (<1 /
1,000000 live births), with autosomal recessive transmission, due to mu-
tations in the mitochondrial acetyl-coenzyme (ACAT1 gene), predispos-
ing to episodic ketoacidosis. The symptoms of this disease begin between
6 and 24 months of age, with vomiting, dehydration, tachypnea, lethargy
and seizures. These episodes are known as ketoacidosis attacks.
Case report: A previously healthy 21 month old male, suddenly had the
inability to walk, had tachypnea and lowering of the level of conscious-
ness with hallucinations and recurrent severe metabolic acidosis.
Normoglycemic metabolic acidosis with Anion Gap (AG)> 20, was ob-
served during investigation. On initial investigation in which mitochon-
drial acetoacetyl-CoA thiolase deficiency was discovered, and confirmed
with molecular diagnosis that identified homozygous variant in the
ACAT1 gene (Acetyl-CoA Acetyltransferase). After dietary recommen-
dations and oral sodium bicarbonate, the infant showed clinical improve-
ment and presented with only 1 relapse after 2 months of follow-up,
associated with an infectious condition.
Discussion: In metabolic acidosis due to beta ketothiolase deficiency,
there is an accumulation of non-volatile acids, produced in excess that
alter the pH of the organism. In most patients with this pathology, clinical
suspicion begins with the demonstration of metabolic acidosis with ele-
vated serum AG and ketosis, as reported in our patient, but it is only
confirmed by urinary organic acid analysis (2-methyl-3-hydroxybutyrate,
2-methylacetoacetate and tigilglycine) or by acylcarnitine analysis during
metabolic decompensation and ratified by the genetic study, but on sus-
picion, the introduction of a protein-controlled diet should be followed
until diagnostic confirmation.
Conclusion: Beta ketothiolase deficiency is a rare disease that should be
considered in previously healthy children, with recurrent and refractory
metabolic acidosis, associated with increased serumAG, especially if it is
inbreeding, to ensure correct treatment and a more positive prognosis for
the patient.
Keywords: ketosis, beta-ketothiolase, isoleucine catabolism

IPN11471-85 CONTRAST ENHANCED UROSONOGRAPHY
(CEVUS) IN DIAGNOSIS OF VESICOURETHRAL REFLUX

S. Abdovic , A. Geljic , I. Hizar , D. Pispek , M. Stanic , M. Cuk
Department of Pediatric Nephrology, Children's Hospital Zagreb -
Croatia

Introduction: Two-dimensional contrast-enhanced voiding
urosonography (2D ceVUS) has become a well-established method for
the diagnosis and treatment monitoring of vesicoureteral reflux (VUR) in
children due to high sensitivity while avoiding exposure to ionizing radi-
ation. Aim of this study was to analyze which patient and disease char-
acteristics are significantly associated with finding VUR during ceVUS.
Methods: A total of 596 children were included between June 2016 and
May 2019 with a median age of 6.3 months (2,1-21,1 months). 2D
ceVUS was performed using the GE Logiq 7 ultrasound device, 3.5C
convex probe (2.0-5.0 MHz), with intravesical administration of 1% sul-
fur hexafluoride (SonoVue)/normal saline solution.
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Results: There were 222 boys and 374 girls with a median age of 2.9
months (0.9-8.3 months) and 12.2 months (4.2-36.3 months), respectively.
VUR was found in 54.8% of girls compared to 36.5% of boys (p ˂ 0.001,
OR 2.11, 95% CI 1.50-2.97). Children with repeated febrile urinary tract
infections (UTI) had VUR in 54.3%, compared to 42.4% in patients who
had ceVUS performed after the first febrile UTI (p=0.030, OR 1.62, 95%
CI 1.05-2.49). Finding phimosis in boys or labial fusion in girls was statis-
tically in favor of not finding VUR (OR 0,551, 95% CI 0,32-0,95); 34.4%
vs. 49.0% when compared to children with an unremarkable genital exam.
Conclusion: 2D ceVUS is a well-tolerated diagnostic procedure with a
favorable safety profile. Female gender, repeated febrile UTIs, and ab-
sence of phimosis or labial fusion were significantly associated with find-
ing VUR during ceVUS.

IPN11472-86 LONG-TERM FOLLOW-UP OF PEDIATRIC AGE-
ONSET PRIMARY TUBULAR DISORDERS

C. Blazquez 1, H. Gil-Pena 1, M. Fernandez-Fernandez 2, F. Ordonez 1, F.
Santos 3

1 Hospital Universitario Central de Asturias. - Spain, 2 Complejo
Asistencial Universitario de León. - Spain, 3 Hospital Universitario
Central de Asturias. University of Oviedo. - Spain

Background and Objective: Primary tubulopathies (PT) are rare dis-
eases. Data on its long-term follow-up are very limited. Our aim was to
find out the current state of glomerular filtration rate (GFR), height and
quality of life (QOL) of a series of patients diagnosed of PT at our pedi-
atric nephrology unit.
Patients andmethods:We studied 54 patients diagnosed at a median age
of 5.2 years (range: 0.1-18.3) of Gitelman syndrome (GS) (35%), distal
renal tubular acidosis (DTRA) (15%), cys t inuria (13%),
hypophosphatemic rickets (9%), cystinosis (5%), nephrogenic diabetes
insipidus (4%), Dent-Lowe syndrome (7%), hypomagnesemia-
hypercalciuria (4%), mitochondrial diseases (4%), Gordon Syndrome (1
case) or epidermal growth factor receptor mutation (1 case). Height (Z
score), estimated GFR (Schwartz formula) and QOL measured by SF-36
questionnaire were assessed 16.6 years (0.46-43.8) after diagnosis.
Results: One out of five patients had chronic renal failure. Two cystinotic
patients had undergone kidney transplant. The estimated genetic height
according to the parental height was -0.78±0.88 SDS and the final adult
height was -1.37±1.44 SDS. In those older than 14 years, the SF-36 ques-
tionnaire yielded the following scores (X±SD, Maximum score 100): phys-
ical functioning 82.1±22.9, role limitations due to physical problems 76.9
±29.8, body pain 69.2±30.4, social functioning 74.3±28.2, general mental
health 65.7±23.2, role limitations due to emotional problems 76.9±29.4,
vitality 58.0±27.1, general health perceptions 57.1±25.2.
Conclusion: Altogether, PT diagnosed in infancy and childhood involve
a significant risk of long-term chronic renal failure, impair growth poten-
tial and adversely interfere with QOL in adulthood.

IPN11474-88 NOVEL MUTATIONS IN TTC21B GENE OF ONE
CHINESE PEDIGREE

Y. Zhang 1, Y. Zhai 2, X. Fang 2, H. Xu 2, Q. Shen 2

1 IPNA fellow in Children’s Hospital of Fudan University,Shanghai -
China, 2 Department of Nephrology, Children’s Hospital of Fudan
University, Shanghai - China

Introduction: The TTC21B gene was described to have the causative
andmodifying role in glomerular and cystic kidney diseases.We aimed to
report a Chinese pedigree with two siblings harboring the samemutations
but with different phenotypes.
Methods: The clinical manifestation and laboratory data of the siblings
were summarized. The next generation sequencing was performed to

identify the mutations in TTC21B gene among the family members.
Mutations were verified by Sanger analysis.
Results: The proband was a one-year old girl. She was admitted to the
department of hepatology in the hospital due to delayed resolution of jaun-
dice at 48 days after birth, with moderate amount of proteinuria. The liver
biopsy at her 6-months old showed hepatic fibrosis. The girl was found to
have compound heterozygous mutation in TTC21B gene (c.1552T> c
(p.C518R) (missense mutation )and c.1656-1659del(truncated mutation).
The same mutation was detected in her elder brother, who was thought to
be “healthy” and diagnosed with dextrocardia and growth retardation at
two-months old. The brother had a history of fetal hyperhydramnios and
was diagnosed of caput quadratum, genu valgum, nystagmus andmyopia at
the age of two. At the age of 5, he was admitted to our hospital and detected
to have the same TTC21B gene mutation as her sister’s by Sanger verifi-
cation. He was further found to have abnormal liver function, moderate
proteinuria, renal failure, retrograde position of liver and spleen, intracranial
cyst, and incomplete atrio-ventricular block in ECG. He started peritoneal
dialysis at the age of 6 in our center.
Conclusion: TTC21B gene is associated with a variety of glomerular and
cystic kidney disease. In this study we showed that siblings with the same
TTC21B gene mutations may have different phenotypes, which suggests
the heterogeneity of the disease.

IPN11481-86 GENETIC ANALYSIS IN TURKISH CHILDREN
WITH ALPORT SYNDROME: NOVEL MUTATIONS AND
VARIATIONS

N. Cicek 1, N. Yildiz 1, P. Ata 2, I. Gokce 1, M. Sak 1, H. Kaya 3, H. Alpay 1

1 Marmara University Medical School, Department of Pediatric
Nephrology, Istanbul - Turkey, 2 Marmara University Medical School,
Department of Genetics, Istanbul - Turkey, 3 Marmara University
Medical School, Department of Pathology, Istanbul - Turkey

Objectives: Alport Syndrome (AS) is an inherited progressive renal disease
caused by mutations in COL4A3, COL4A4, and COL4A5 genes encoding
α3,α4,α5 chains of type IV collagen. Theremay still be undetectedmutations
and variations that can cause Alport syndrome.
We aimed to evaluate the effect of mutations and variations on the clinical
phenotype and to report novel mutations that may be effective in the
clinical course of AS patients.
Patients and methods: We analyzed the clinical characteristics, patho-
logic findings, treatments and genetic analysis of the patients with AS,
and evaluated the genotype-phenotype correlation.
Results: Forty-six patients (28 females, 18 males) were included into the
study. The mean age at admission and the mean follow-up time were 9.09
±4.38(2.9-17.4) and 4.28±3.23(0.1-16) years, respectively. Twenty-eight
pathogenic mutations and 25 variations were found, and 8 of these pa-
tients have both a pathogenic mutation and a variation. The variation in
COL4A4(c.3979G>A; p.Val1327 Met) was the most common variation
found in 19 patients. No pathogenic mutation was found in 13 of 19
patients and nine of them were presented with nephritic range proteinuria,
two with hematuria and two with parenchymal hyperechogenity on ultra-
sonography. Five novel mutations; one hemizygous and two heterozy-
gous in COL4A5, one heterozygous in COL4A4 and one homozygous in
COL4A3 were detected in six patients. A previously unreported hetero-
zygous variation in COL4A3 and two heterozygous in COL4A4 were
detected in three patients.
In 20 patients (44%) initially presented with proteinuria, the most common
mutation was COL4A3(c.3646G>A; p.Gly1216Arg) in three patients and the
variation was COL4A4(c.3979G>A; p.Val1327 Met) in 11 patients.
Conclusion: According to our results, five novel mutations, two in
COL4A3, one in COL4A4, 3 in COL4A5 may effect the renal phenotype
of AS. In addition, COL4A4(c.3979G>A; p.Val1327Met) variation that was
previously reported benign may have pathogenicity. However, we need fur-
ther large deletion/duplication studies of the COL4A3/A4/A5 genes.
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WITH TUBEROUS SCLEROSIS

C. Rubio 1, M. Matias 2, R. Valério Alves 3, R. Baeta Baptista 4, L.
Nascimento 5, T. Francisco 6, M. Abranches 6
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Introduction: Tuberous sclerosis (TS) is an autosomal dominant disorder
characterized by the development of hamartomas in multiple organs due to
increased mTOR activity. Everolimus is an mTOR inhibitor that has been
approved for the treatment of renal angiomyolipomas (AML) in adult pa-
tients. In paediatric patients, everolimus is used off-label for the treatment of
AML. This off-label use is based on a post-hoc analysis of the EXIST-1 trial
of everolimus for the treatment of subependymal giant cell astrocytomas,
which showed an AML volume reduction in paediatric patients. Continued
monitoring of real world clinical data on the efficacy and safety of everolimus
for the treatment of AML in paediatric patients is needed.
Objective:We aimed to evaluate the efficacy and safety of everolimus for the
treatment of AML in paediatric patients with TS, at six months of follow-up.
Material and methods: Longitudinal analysis of a case-series.
Results:We evaluated four patients (one boy and three girls) with AML
and genetically confirmed TS, who have completed at least 6 months of
treatment with everolimus. All patients had TSC2 mutations, two of
whom had TSC2/PKD1 contiguous gene syndrome. The median age at
treatment initiation was 17.0 years (range 12.0-19.0; interquartile range
(IQR) 14.0;18.5). The median AML longest axis before treatment by
magnetic resonance imaging was 5.40 cm (IQR 4.65;6.55). At six months
of follow-up, the median reduction in the AML longest axis was 39.7%
(median reduction -1.50 cm; IQR -1.85;-0.15). The observed adverse
events were dyslipidaemia (4/4), stomatitis (3/4), and acne (1/4). None
of these adverse events required withholding the drug.
Conclusions: Our results suggest that everolimus may be effective and safe
for the treatment of AML in paediatric patients with TS. Larger studies with
long-term follow-up are required to assess whether these results are
confirmed.
Keywords: everolimus; tuberous sclerosis; angiomyolipoma; child.
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Background: Donor-derived cell free DNA (ddcfDNA)has been used as
a noninvasive biomarker for monitoring health of solid organ allograft
transplants and elevated levels of ddcfDNA have been correlated with
solid organ rejection.

Methods: Blood from paediatric recipients of solid organ trans-
plants (heart, kidney, lung) was taken at various time points
(baseline, before/after biopsy) and clinical status recorded. A mul-
tiplex PCR assay consisting of 61 highly heterogeneous single
nucleotide polymorphic markers (SNPs) was designed and validat-
ed by using genomic DNA (gDNA) samples spiked with known
foreign DNA concentrations. For the initial samples, donor geno-
type was determined by biopsy analysis of the donated organ.
Afterwards, a statistical model using R was developed to perform
donor genotype-free analysis.
Results: From the five gDNA spike-ins analysed, seven informative
SNPs were identified. When the known genotype donor fractions
were calculated and compared to the donor fractions calculated using
the R statistical analysis method, the results were comparable. The
mean technical background level was 0.12% based on SNPs homo-
zygous for the same allele from each genomic contribution. These
results indicate a lower detection limit of 0.28% donor fraction.
In total, 149 transplant patients (90 heart, 43 kidney and 16 lung) have
been recruited with 176 samples’ analysis and 6 biopsies. The highest
percentage of ddcfDNAwas 12.16% (heart), 10.86% (kidney) and 3.0%
(lung) with a total of 7,7 and 11 informative SNPs, respectively.
ddcfDNAwas below the limit of detection in 55.9% heart , 18.9% kidney
and 9.52% of lung samples.
Conclusions:We present the first study in pediatric heart, lung and
kidney transplant recipients using ddcfDNA screening as a poten-
tial noninvasive surrogate marker for monitoring allograft function
in a genome-free analysis background. Identification of ddcfDNA
through a specific panel of SNPs is a promising and reliable
biomarker for monitoring the health of solid organ allograft.

IPN11484-89 DDCFDNA AS A BIOMARKER IN PEDIATRIC
KIDNEY TRANSPLANTATION; VALIDATION OFA NEWASSAY

E. Preka 1, D. Ellershaw 2, N. Chandler 2, H. Ahlfors 2, H. Spencer 3, M.J.
Fenton 3, S.D. Marks 1

1 Department of Paediatric Nephrology, Great Ormond Street Hospital
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East Thames Regional Genetics Service, Great Ormond Street Hospital
for Children NHS Foundation Trust, London - United Kingdom,
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Foundation Trust, Great Ormond Street, London - United Kingdom

Background: Donor-derived cell-free cell free DNA (ddcfDNA) is a
noninvasive biomarker undergoing investigation in adult kidney allograft
recipients. Elevated ddcfDNA levels have been correlated with active
rejection, most robustly for antibody-mediated rejection. No data exist
in the paediatric population.
Methods: Blood from 47 paediatric renal transplant recipients
(pRTR) was taken at various time points (baseline, before/after biop-
sies) and the clinical status was recorded. Two patients had serial
sampling immediately after kidney transplantation. A multiplex
PCR assay consisting of an initial panel of 61 highly heterogeneous
single nucleotide polymorphic markers (SNPs), HLA exon 3 and Y-
markers was designed and validated by using genomic DNA
(gDNA). A statistical model using R was then developed to perform
donor genotype-free analysis.
Results: The ddcfDNA assay showed a limit of blank (LoB) of 0.12%
(based on SNPs homozygous for the same allele from each genomic
contribution) and a limit of detection/quantification (LoD/LoQ) of 0.28%.
Six patients had biopsies due to clinical suspicion of rejection but biopsies
were finally negative and ddcfDNA levels were effectively low (max
1.12%) confirming no rejection. One patient presented an acute T-cell
mediated rejection before his sample was taken and it was after treatment
with ATG and pulses of methylprednisolone; subsequently his ddcfDNA
levels were found to be 0.34%. The highest percentage of ddcfDNA in our
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cohort was 1.6% with the exception of samples taken Day 1-3 post kidney
transplantation (where the levels were high but decreased progressively
reaching baseline in the first week). It was not possible to obtain a result in
one sample (1.89%)
Conclusions: We present the first study in pRTR validating the perfor-
mance of a SNP-based PCR essay to detect the ddcfDNA fraction as a
potential noninvasive surrogate marker for monitoring renal allograft
function in a genome-free analysis background.

IPN11490-86 INFLUENZA VACCINATION UPTAKE AND
REASONS FOR NON-VACCINATION

M. Medugno 1, G. Walsh 2, P. Rasmussen 2, E. Rigby 2, E. Macmahon 3,
J. Clothier 2
1 Sapienza Universita di Roma, Rome - Italy - Italy, 2 Department of
Paediatric Nephrology, Evelina London Children's Hospital, London -
United Kingdom, 3 Department of Infectious Diseases, Guy's and St.
Thomas' NHS Foundation Trust - United Kingdom

Background:Childrenwith chronic kidney disease (CKD) and nephrotic
syndrome are at risk of severe influenza. Influenza vaccination is recom-
mended, safe and effective in these patients. We aim to establish the
influenza vaccination uptake rate among our patient cohort and under-
stand reasons for non-immunisation.
Methods: Single centre, anonomised parental questionnaire, reviewing vacci-
nation uptake 2018-2019 in consecutive patients attending paediatric nephrol-
ogy clinics, April-May 2019. Analysis using median and Chi-squared tests.
Results: 95 questionnaires returned, 2 excluded. Median age 10 years (0-
18). Vaccination uptake 63.4% (100% dialysis, 81% kidney transplant,
68.4% pre-dialysis CKD, 27% nephrotic patients).
In the vaccinated group more parents deemed vaccination was important
(84.7%), effective (83.1%) and believed in vaccinations (88.1%) than the un-
vaccinated group (32.4%, 26.5% and 52.9%) (P<0.05). More parents thought
influenza could be dangerous (59.3%) and knew their childwas at risk of severe
influenza (64.4%) than in the unvaccinated group (23.5%and20.6%) (P<0.05).
In the unvaccinated group, parents had received less vaccination advice
from their GP (20.6%) and nephrology clinic (17.6%) than the vaccinated
group (52.5% and 72.9%) (P<0.05). Fewer parents were aware vaccina-
tion is recommended (38.2%) and had received enough information
(32.4%) compared with the vaccinated group (83.1% and 78%)
(P<0.05). 35.3% of parents would have accepted vaccination, had it been
provided by the hospital clinic.
The commonest statements associated with non-immunisation were:
child ill at the time (20.6%), lack of knowledge (14.7%) and not believing
in the vaccination (11.8%).
Conclusion: Influenza vaccination rates are higher in our population
(63.4%) than in a published study. Provision of information and advice from
their GP and/or nephrology clinic favourably influenced parental decision.
The results of this survey suggest that vaccine uptake rates may be enhanced
by ensuring all parents receive information and advice. Offering vaccination
in the nephrology clinic may also improve vaccine uptake.

IPN11492-88 UROLOGICAL ANOMALIES AND CHRONIC
KIDNEY DISEASE IN CHILDREN WITH ANORECTAL
MALFORMATIONS
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Canpolat 1, M. Elicevik 3, S. Caliskan 1, L. Sever 1
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Cerrahpasa, Cerrahpasa Medical Faculty, Department Of Pediatrics,
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Medical Faculty, Department Of Pediatric Surgery, Istanbul - Turkey

Introduction: This study aims to predict urological anomalies and fre-
quency of chronic kidney disease (CKD) in children with anorectal
malformations (ARM).
Method: In this study, children with ARM who received surgery
and were followed at least one year between 1990-2018 were
involved. We retrospectively reviewed clinical and radiological
features and laboratory findings of the patients. Glomerular filtra-
tion rate (GFR) was calculated by Schwartz formula. Patients who
had GFR level <90 ml/min/1.73m2

, were diagnosed as CKD and
CKD stages were defined based on recommendations of Kidney
Disease: Improving Global Outcomes (KDIGO).
Results: Forty-nine children [aged 8.8+5.3 (1-19) years, 59%
boys] with ARM were studied. ARM’s were classified by PENA
classification. Twenty eight (57%) patients had ARM without fis-
tulas. Renal parenchymal abnormalities (agenesia,/displasia,
ectopia/fusion defects) were determined in 23 patients (46%).
The most common urological anomaly was vesicoureteric reflux
(46%). Bladder- bowel dysfunction was seen in 21 patients
(42%); 14 of them had spinal cord anomalies (31%). Twenty
patients (44%) performed clean intermittent self-catheterization.
At last visit, mean GFR was 112±61 ml/min/1.73m2. CKD was
diagnosed in 19 patients (42%); 2 of them were in stage 5.
Conclusions: Renal parenchymal and urological anomalies exist
frequently in patients with ARM. Prevalences of bladder disease
and CKD are high in this patient population. Early identification
of renal and urological abnormalities in infants with ARM is
important for renal survival.

IPN11493-89 PEDIATRIC RENAL TRANSPLANTATION:
RESULTS AND PERSPECTIVES

T. Chikhi , A. Seba , M. Hamouche , F. Moussi , L. Badaoui
Department of Nephrology University Hospital of Tizi Ouzou - Algeria

Introduction: Kidney transplantation is widely accepted as the
optimal treatment modality for children with chronic kidney dis-
ease (CKD) it improves patient survival, growth and development,
it offers better quality of life and avoids dialysis complications.
Material and methods: Our study focuses on 19 renal transplant
patients in our department over a period of 11 years out of a total
of 174 performed between 2007 and 2018.
Results: The proportion of children transplanted is 11% in our series.
It is transplantation from a related living donor (58% from the mother,
37% from the father and 5% from the brother).
Among the recipients; 53% are girls and 47% are boys. The age is be-
tween 8 and 16 years old with an average of 12 years.
Initial nephropathy is hereditary and malformative in 36% and indeter-
minate in 21% of cases.
The replacement therapy before renal transplantation was hemodialysis in
58% and in 26% peritoneal dialysis.
The evolution after a follow-up ranging from 12 months to 11 years
(average of 6 years), shows the following results: DFG according
SCHWARTZ formula and / or MDRD according to age is between 60-
100 ml / min in 62% of cases, survival of patients in 100% of cases, while
graft survival at 01 year: 94% and at 09 years of 87%.
The main post transplant complications are: non-Hodgkin's lym-
phoma with a good evolution under treatment, 02 cases of steno-
sis of the ureter, a case of visceral leishmaniasis, 03 cases of
chronic rejection with 02 cases of return in hemodialysis.
Conclusion: Kidney transplantation is the treatment of choice for
end-stage renal failure in children. Moreover, we must make an
effort to the therapeutic education of the big Child to avoid the
return on dialysis by unobserved treatment.

Pediatr Nephrol (2019) 34:1 –8 01 22 2 6 2087



IPN11495-91 INCIDENCE OF ACUTE KIDNEY INJURY IN
NICU IN TERTIARY CARE HOSPITAL BY NEONATAL RIFLE

S. Panombualert 1, N. Laoaroon 2, S. Wisanuyotin 1, P. Kiatchoosakun 3

1 Division of Nephrology, Department of Pediatrics, Faculty of
Medicine, Khon Kaen University, Khon Kaen - Thailand,
2 Department of Pediatrics, Faculty of Medicine, Khon Kaen
University, Khon Kaen - Thailand, 3 Division of Neonatology,
Department of Pediatrics, Faculty of Medicine, Khon Kaen
University, Khon Kaen - Thailand

Introduction: Acute kidney injury (AKI) is an important contributing
factor to the morbidity and mortality of critically ill neonates. Early de-
tection and prompt treatment can prevent complications, however the
standardized definition of AKI for this population is still inconclusive.
After adult and pediatric RIFLE score has been widely used, neonatal
RIFLE score has been proposed in 2013(Z. Ricci, C. Ronco., 2013). This
study aims to identify the incidence of AKI in critically ill neonates by
using neonatal RIFLE.
Material &Methods: In this descriptive, retrospective study included all
neonates admitted to the tertiary care NICU for duration of 24 months.
The patient demographics, co-morbidities, and outcomes data were re-
corded. AKI was classified by neonatal RIFLE into urine output-based
criteria and serum creatinine-based criteria. The objectives were 1. To
determine the incidence of AKI as defined by neonatal RIFLE score in
NICU. 2. To identify factors affecting AKI in critically ill neonates.
Results: A total of 263 neonates were enrolled. The incidence of AKI by
neonatal RIFLE was 24.3%, compared with 8% of those diagnosed by
attending physicians (p<0.001). Forty-eight of 64 patients (75%) with
AKI were classified by urine output criteria only, eight patients (12.5%)
were diagnosed by eGFR criteria only and eight patients (12.5%)matched
both criteria. Congenital heart diseases and administration of vancomycin
were found to be significant independent factors of AKI in the NICU
(p<0.05). Most neonates with AKI (81.3%) had complete renal recovery.
The mortality rate of neonates with AKI by neonatal RIFLE was 26.5%
compared to 4% of neonates without AKI.
Conclusion: Assessment of urine output value by neonatal RIFLE is
useful to detect early neonatal AKI.

IPN11498-94 EFFECTS OF GENISTEIN TREATMENT IN
CYSTINOTIC MICE

L.R. Rega 1, E. De Leo 1, R. Raso 1, A. Taranta 1, F. Bellomo 1, F. Emma 2

1 Laboratory of Nephrology, Department of Rare Diseases, Bambino Gesù
Children’s Hospital, Rome - Italy, 2 Laboratory of Nephrology, Department of
Rare Diseases and Division of Nephrology, Department of Pediatric
Subspecialties, Bambino Gesù Children’s Hospital, Rome - Italy

Abstract
Introduction: Cysteamine is currently the only therapy for nephropathic
cystinosis. It significantly improves life expectancy and allows delaying
progression to end-stage renal failure. However, it cannot prevent it.
Finding better therapies is therefore a priority in the field of cystinosis
research. We previously observed that genistein, an isoflavone particular-
ly enriched in soy, is able to revert in vitro part of the cystinotic cellular
phenotype that is not sensitive to cysteamine.
Material andMethods:To test the benefits of genistein in vivo,we fed 2-
month old wild type and Ctns -/- female mice with control diet or with a
genistein-supplemented diet (n=6 per group) for 14 months.
Results: Genistein (160 mg/kg/day) did not affect mouse growth nor
hepatic functionality. After 8 months of treatment, urinary levels of the
low molecular weight protein marker CC16 (Clara cell secretory protein)
were reduced in genistein-treated mice (890 ± 340 μg/g of creatinine in
Ctns -/- mice fed with genistein, as compared to 2948 ± 974 μg/g of
creatinine in age-matched Ctns -/- control animals; p < 0.05). At 12

months of age, Ctns -/- mice fed with genistein had creatinine clearance
values (0.79 ± 0.14 ml/min) similar to wild type mice (0.96 ± 0.14 ml/
min), while untreated Ctns -/- animals had significantly reduced values
(0.43 ± 0.05 ml/min, p < 0.05). Immunohistochemistry studies showed
significant preservation of megalin expression in the brush border of
proximal tubular cells in Ctns -/- mice treated with genistein (~2-fold
increase; p < 0.05).
Conclusions: These data show that genistein delays the onset of kidney
dysfunction in cystinosis and has a good safety profile. Genistein therapy
represents a potential treatment to improve outcome of patients with cystinosis.

IPN11504-82 PREVALENCE OF HELICOBACTER PYLORI
INFECTION AMONG CHILDREN WITH NEPHROTIC
SYNDROME: A SINGLE CENTER STUDY.

A. Mahmoud 1, Y. Wahba 1, A. Elsaid 2, A. Bakr 3
1 Faculty of Medicine, Mansoura University,Pediatric Department,Mansoura
- Egypt, 2 Mansoura University Children’s Hospital,Biochemistry section
of Genetic Unit, Mansoura - Egypt, 3 President of Mansoura
University,Pediatric Department,Mansoura - Egypt

Introduction: Increasing attention has been paid for the role of
helicobacter pylori (H.pylori) infection in nephrotic syndrome
(NS) pathogenesis. We investigated the frequency of H. pylori in-
fection in NS children using H.pylori stool antigen (HpSA) test.
Materials & Methods: We conducted a cross-sectional comparative
study in Mansoura University Children’s Hospital, Egypt during the pe-
riod from January 2017 to January 2019 enrolling 100 children with NS
(NS group) and 100 healthy controls. We assessed cases both on clinical
and laboratory levels for symptoms and signs of NS andH.pylori gastritis.
H. pylori infection was assessed using HpSA test. Renal biopsy was
obtained for only 38 indicated cases. Chi-square, Fisher exact and
Mann-Whitney tests were used for statistical analysis.
Results: NS and control groups were matched regarding the age and
gender. Most NS patients with H. pylori were asymptomatic for gastritis
77.3% (34 out of 44 HpSA positive patients). Neither statistically signif-
icant difference was found between NS and control groups
(P = 0.193) nor between steroid sensitive and steroid resistant NS sub-
groups (P = 0.286). Mesangioproliferative glomerulonephritis and mini-
mal change disease (MCD) were the most common biopsy findings in NS
group {16 patients (42.1%) and 10 patients (26.3%), respectively}.
Minimal change disease (MCD) was the most frequent biopsy finding
in H.pylori positive patients (9 patients, 45%) with statistically significant
difference in comparison to H.pylori negative patients (P = 0.013). High
dose steroid was associated with an increased risk of H.pylori infection
among NS children {Odds ratio (OR) = 3.8; 95% confidence interval (CI)
= 1.3-11.3}. Steroid duration did not increase H.pylori risk.
Conclusions: There is a doubt about the role of H.pylori infection in NS.
MCD is the most common renal biopsy finding in H.pylori infected NS
children. High dose steroid is considered an important risk factor for
H.pylori occurrence in NS.

IPN11513-82 PEDIATRIC PERITONEAL DIALYSIS IN ACUTE
RENAL FAILURE

M. Hamouche , A. Seba , K. Amaouche , L. Badaoui
Department of Nephrology University Hospital of Tizi Ouzou - Algeria

Introduction: Acute renal failure (ARF) is less frequent in children than in
adults, but it can be life-threatening by the risk of acute lung edema and
hyperkalaemia, requiring early implementation treatment. Peritoneal
Dialysis (PD) remains the technique of choice for infants and young children.
Methods:We retrospectively studied 15 cases of childrenwith acute renal
failure treated with peritoneal dialysis between 2006 to 2016.
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Results: The age of these childrenwas 3 years with a range from newborn
to 15.5 years of age. The children are male in 86% and only 14% female.
Causal nephropathy is a hemolytic-uremic syndrome in 100% of cases.
They received continuous ambulatory dialysis (CAPD) with transfusion
of red blood cells in 53% of cases, antihypertensive treatment in 23% of
the cases, platelet transfusion in 11% of cases, only 01 patient benefits
from a specific treatment based on eculizumab. Recovery occurred in
80% of the cases, 13% died and 6% developed ESRD.
Conclusion: Peritoneal dialysis (PD) is an extra-renal (ERA) method that
should be proposed as a first-line treatment for acute renal failure in children

IPN11516-85 ACUTE KIDNEY INJURY IN CHILDREN,
ETIOLOGIES AND RESULTS

A. Seba , M. Hamouche , T. Yahiamessaoud , L. Badaoui
Department of Nephrology University Hospital of Tizi Ouzou - Algeria

Introduction: Acute renal failure (ARF) is a life threatening condition
especially in children, with significant increased morbidity and mortality.
The etiology of ARF can be pre-renal, renal and post-renal with pre-renal.
ARF being themost common form in children. Themortality rates among
children with ARF differ in the various studies reported and depend on
the nature of the underlying disease, with the highest mortality rates
reported in children with multi-organ failure (MOF).
Methods: Our study is retrospective. It was conducted in our
Department,between 2015 and 2018. Patients were selected from the
hospitalization register of our department. We included all children with
acute renal injury during this time period.
Results:Over the four years, 26 patients (34%male and 64% femals) with
a median age of 7 years (range 40 days to 15 years) were managed. The
most affected age group in our study is [12-16] with a frequency of
36%.The circumstances of discovery in the majority of our patients being
revealed by digestive signs and that related to the etiology of AKI . In our
study, 44% of the patients have thrombocytopenia associated with AKI;
and this is due to the origin of this syndrome .The etiology of AKI is :
Nephropathy glomerular in 37% hemolytic and uremic syndrom in 54%
and obstructive nephropathy in 9%.Patients survived in 92 % of
the cases and 58% of them had a normal renal function. We had 7% of
death. Peritoneal dialysis is the most commonly used emergency treatment
for AKI in children at a frequency of 37%. Also Hemodialysis is more used
Conclusion: At present, thanks to the development of resuscitation tech-
niques and extrarenal treatment, including in neonates and prematures,
and thanks to early management, the mortality observed in the IRA is no
longer linked to renal damage. but the gravity of the associated attacks.

IPN11517-86 INCIDENCE OF HYPERTENSION IN PEDIATRIC
NON-RENAL SOLID ORGAN TRANSPLANT RECIPIENTS

A. Stojanova 1, J. Fitzpatrick 1, J. Vasilevska-Ristovska 1, T. Banh 1, J.
Browne 1, V. Ng 2, M. Solomon 3, A. Dipchand 4, D. Hebert 5, C.W. Teoh
5, R. Parekh 5

1 Child Health Evaluative Sciences, Research Institute, The Hospital for Sick
Children,Toronto - Canada, 2 Division of Pediatric Gastroenterology,
Hepatology and Nutrition, Hospital for Sick Children, Toronto -
Canada, 3 Division of Pediatric Respiratory Medicine, Hospital for
Sick Children, Toronto - Canada, 4 Labatt Family Heart Centre,
Hospital for Sick Children, Toronto - Canada, 5 Division of Pediatric
Nephrology, The Hospital for Sick Children, Toronto - Canada

Introduction: Solid-organ transplantation is the treatment of choice for
childrenwith end-stage organ failure.While hypertension is common among
renal transplant recipients, incidence of hypertension and its contributing
factors is poorly characterized in pediatric non-renal solid-organ transplant
recipients.

Material & Methods:We conducted a longitudinal cohort study of 492
pediatric non-renal solid-organ transplant recipients (heart, lung, and liv-
er) who received their first solid-organ transplant at The Hospital for Sick
Children, Toronto, Canada, between January 1st, 2002-December 31st,
2015. Patients with prevalent hypertension at transplant were excluded.
Hypertension was defined as having a blood pressure ≥ 95th percentile on
two separate occasions based on sex, age, and height, and/or use of anti-
hypertensive medication. Sensitivity analyses stratified by use of ACE
inhibitors and diuretics.
Results: Among 456 children transplanted (167 heart, 253 liver, and 36
lung) at median age of 3.6 years (interquartile range [IQR]: 0.7-11.9),
50.4% were male without prevalent hypertension. Median follow-up time
was 1.1 years ([IQR]: 0.2-3.6). A total of 193 children (75 heart, 102 liver,
and 16 lung recipients) developed hypertension (incidence rate: 188 per
1000 person-years). Inclusion of ACE inhibitor and diuretic use increased
the incidence to 429 per 1000 person-years. Median time to hypertension
was 2.8 months post-discharge ([IQR]: 1.4-11.3). After adjusting for age at
transplant, organ type, body mass index, and sex, lung transplant recipients
had the highest risk of hypertension (adjusted hazard ratio [aHR]: 2.22, 95%
confidence interval (CI):1.24,3.99) than liver transplant recipients.
Cumulative prednisone exposurewasmodestly associatedwith hypertension
([aHR]: 1.01, 95% CI:1.01,1.02).
Conclusions: Hypertension affects over 40% of children with non-renal
solid-organ transplant early after transplantation, with lung transplant
recipients at highest risk. Our findings highlight the importance of vigi-
lant blood pressure screening among non-renal solid-organ transplant
recipients to identify those requiring medical therapy and possible reduc-
tion in adverse outcomes.

IPN11518 -87 MYOCARDITIS AND MYOCARDIAL
DYSFUNCTION IN HEMOLYTIC AND UREMIC SYNDROME IN
CHILDREN

C. Tanné 1, E. Javouhey 2, J. Bacchetta 3, A. Sellier-Leclerc 3

1 Pediatric nephrology, Hôpital Femme Mère Enfant,Hospices Civils
Lyon, Bron - France, 2 Pediatric Emergency and Intensive Care Unit,
Bron, Hôpital Femme Mère Enfant - France, 3 Pediatric nephrology,
Hôpital Femme Mère Enfant, Bron

Background: The aim of the study was to investigate myocarditis in
pediatric Hemolytic and Uremic Syndrome (HUS), which is a known
but rare complication, with an incidence ranging from 0.5 to 8%. We
conducted a nationwide observational, retrospective case-control study
describing factors associated with the occurrence of myocarditis among
HUS children.
Methods: Cases were identified according to the definition of myocardi-
tis appearing within the framework of the following HUS in Pediatric
Intensive Care Unit (PICU) in France between January 2007 and
December 2018. Control children were HUS patients hospitalized in
PICU in Lyon (France).
Results: A total of 20 cases of myocarditis in HUS children was reported
among 8 PICUs. The mean age of was 38.7 months (Interquartile range,
IQR). There was no difference between myocarditis and control group
(n=66) concerning the season and the typical or atypical HUS classification.
Maximal leukocyte count was higher in myocarditis group (29.1+/-
16.3G/L compared to 21.0+/-9.9G/L, p=0.04). The median delay be-
tween hospitalization and first cardiac symptoms was 3 days (IQR 0 –
19 days), 4 (%) patients presenting myocarditis the first day of admission.
Patient survival in myocarditis group was lower than in the control group
(40.0% vs 1.5%, p < 0.001). Thirteen (65.0%) children from the myocar-
ditis group received platelet transfusion against 19 in the control group
(28.8%, p=0.03).
Conclusion: Our study confirmed that this rare HUS complication is
potentially lethal and identified platelet transfusion as a possible risk
factor of myocarditis.
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IPN11519-88 CHRONIC KIDNEY DISEASE SECONDARY TO
IFOSFAMIDE AFTER CHONDROBLASTICOSTEOSARCOMA :
6 PEDIATRIC CASES

A. Paul 1, L. Dubourg 2, S. Lemoine 2, A. Sellier-Leclerc 1, J. Bacchetta 1,
P. Marec-Berard 3, C. Tanné 1

1 Pediatric nephrology, Hôpital Femme Mère Enfant,Hospices Civils
Lyon, Bron - France, 2 Exploration Fonctionnelle Rénale et
Métabolique, Hôpital Edouard Herriot, Lyon - France, 3 Department of
Paediatric Haematology and Oncology, Centre Léon Bérard, Lyon -
France

Background: Osteosarcoma treatment is based on poly chemotherapy
including several nephrotoxic drugs as Ifosfamide, MTX, Cisplatinum.
Chronic Renal toxicity is a frequent complication but severe grade 4
failure requiring dialysis are rare. We report a series of 6 cases of grade
4 toxicity arising after treatment of osteosarcoma and observed that all of
them were chondoblastic osteosarcoma.
Case –diagnosis /treatment: We retrospectively reviewed studied clini-
cal history, the delays in the development of tubulopathy and renal failure
after chemotherapy, the type of treatment and the evolution of these 6
cases. It is often used with others nephrotoxic treatments.
Conclusions: Although we know more about chronic kidney disease over
the years, it is important to be able to predict it and ensure its early detection. It
is crucial to find a compromise between the necessary therapeutic dose of
Ifosfamide and its complications, especially renal complications.

IPN11520-80 INFLAMMATORY MARKERS IN CHILDREN
UNDERGOING CHRONIC HEMODIALYSIS: RELATION WITH
RESIDUALRENAL FUNCTIONANDCARDIOVASCULARRISK

M.F.C.D. Camargo , C.L. Henriques , M.F.S. Jardim , S. Vieira , P.C.K.
Nogueira
Hospital Samaritano de São Paulo - Americas Serviços Medicos - Brazil

Introduction: A possible association of inflammatory markers (C reac-
tive protein, Procalcitonin, and B2 Microglobulin) with residual renal
function and also with cardiovascular risk in children undergoing chronic
hemodialysis was tested.
Method: Prospective cohort of 33 patients on chronic hemodialysis
with CAKUT (60%) as the most common etiology, median weight
11.2kg (IQR = 9 to 20) and age at the beginning of the HD of 1.6
yrs (IQR = 0.5 to 7.4). Eighteen patients had anuria. At the begin-
ning of the follow-up, the dosages of C-reactive protein (CRP),
Procalcitonin, and B2 microglobulin were performed before the start
of the hemodialysis session (mid-week). No patient had clinical signs
of infection. Doppler echocardiography and left ventricular mass z
score were also evaluated (The Boston Children’s Hospital z score
calculator). The mean of interdialytic weight gain (IDWG) and ultra-
filtration rate of 60 days were calculated. After 18 months, the exams
and echocardiogram were repeated in 16 patients who were still on
hemodialysis.
Results: A correlation of serum B2 microglobulin with left ventricular
mass Z score was observed. At the study baseline, the median B2 micro-
globulin dosage was 25.2 mg / L . Patients who had B2 microglobulin at
baseline below themedian, had a decrease of -1.7 SDS (95%CI = -0.1 to -
3.3) of left ventricular mass over the 18 months, while those with dosage
above the median presented a z score elevation. The B2 microglobulin
was found to be 8.20 mg / L higher in anuric patients. On the other hand,
there was no correlation between IDWG, ultrafiltration rate, CRP, and
Procalcitonin dosages with z score of left ventricular mass in this sample.
Conclusion: B2 microglobulin was a marker of residual renal
function and also a potential marker for cardiovascular disease,
which is a significant cause of morbidity/mortality in hemodialy-
sis patients.

IPN11521-81 HISTOMORPHOMETRIC PATTERN OF BONE
BIOPSIES IN CHILDREN AND ADOLESCENTS WITH
CHRONIC KIDNEY DISEASE IN DIALYSIS

E.M.D. Soeiro 1, L.C. Sylvestre 2, R.P. Bernardes 2, V. Jorgetti 1, R.M.A.
Moyses 1

1 LIM16doHospital dasClínicas daFaculdade deMedicina daUniversidade
de São Paulo - Brazil, 2 Hospital Pequeno Príncipe, Curitiba-PR - Brazil

Introduction: Bone mineral disorders in children with CKD results in
increased risk of fractures, growth failure, low quality of life and death.
Bone biopsy is the gold standard for the diagnosis of renal osteodystrophy
(RO). Efforts have been made in the attempt to use circulating bio-
markers, as well as diagnostic imaging techniques.
Objectives: To characterize bone biopsy parameters and their relation-
ship to clinical features, biochemical markers, as well as densitometry
(DXA) in children with CKD.
Methods: Forty-two patients, mean age 11.3±4.3 with 5D CKD,
underwent bone biopsy. Demographic, clinical and biochemical data,
and DXAwere obtained at that time.
Results: Low bone turnover was present in 59% of patients, abnormal
mineralization in 29%. High and low bone volume was present in 19%
and 7% of patients, respectively. Abnormal mineralization occurred in
older (year 13.4±3.5 vs. 10.5±4.4; p=0.05) and shorter children (Z-score
height/age -2.2±1.7 vs. -3.4±1.5; p=0.04). There was no difference in
bone parameters among white and non-white children, neither between
patients with CKD secondary to CAKUTand those with glomerulopathy.
DXA Z-score showed an inverse correlation with osteoid volume (OV/
BV) (r = -0.52; p< 0.001) and osteoid surface (OS/BS) (r = -0.34;
p=0.04). PTH and alkaline phosphatase (AP) showed a positive correla-
tion with bone turnover, but not with mineralization. In ROC analysis,
AUC for PTH in predicting low turnover was 0.75 (sensitivity 0.64;
specificity 0.82) and for AP 0.72 (sensitivity 0.68; specificity 0.76). For
high turnover it was 0.62 (sensitivity 0.86; specificity 0.54) for PTH and
0.59 (sensitivity 0.71; specificity 0.60) for AP.
Conclusion: In our series, there was a predominance of low bone turn-
over and a significant number of children with abnormal mineralization.
PTH and AP were poor predictors of bone turnover, reinforcing the need
of bone biopsy for the assessment of RO.

IPN11522-82 CAREBURDEN AND INFLUENCE FACTORS OF
BURDEN ON PRIMARY CAREGIVER OF CHILDREN WITH
NEPHROTIC SYNDROME

J. Ren , W. Chen
Children's Hospital of Shanghai Affiliated to Jiaotong University - China

Objective: To explore care burden and the influencing factors of burden on
primary caregivers of children patients with Nephrotic Syndrome(NS).
Methods: Totally 116 caregivers of children patients with NS who were
admitted in Shanghai Children's Hospital from May 2018 to May 2019
were selected using convenient sampling and investigated with the gen-
eral information questionnaire and Caregiver Burden Inventory(CBI).
Totally 116 questionnaires were distributed, and 108 valid questionnaires
were collected.
Results: The score of CBI on the 108 primary caregivers of children
patients with NS(47.18±13.62), ranging from 13 to 84. Multiple regres-
sion analysis showed that family support and payment method were the
main influencing factors of caregiver burden(P< 0.05).
Conclusions: The burden on primary caregivers of children patients with
NS is heavy, and family support and payment method were the main
influencing factors of caregiver burden. Medical workers should pay
attention to the burden on primary caregivers of children patients with
NS and provide psychological and social support to them properly to
improve their living quality.
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IPN11532-83 DENY-DRASH SYNDROME WITH WT1 MUTATION
PRESENTING AS ATYPICAL HEMOLYTIC UREMIC
SYNDROME: A CASE REPORT

C. Cheng , S. Wen , Z. Lin , L. Chen , Y. Mo
The Center of Pediatric Nephrology, the First Affiliated Hospital, Sun
Yat-sen University, Guangzhou - China

Introduction: WT1 mutation is confirmed to be pathogenic to Deny-
Drash Syndrome (DDS), a rare disorder consisting of early onset nephrot-
ic syndrome and renal failure, pseudo-hermaphroditism and Wilms’ tu-
mor. Initial manifestations of DDS can be vague and indistinguishable.
Material & Methods: To review the clinical profile of a case proven
DDS with WT1 mutation.
Results: A 2-year-old child had diffusely distributed rashes followed by
abdominal pain, loose stools, anasarca and anuria for a month. The patient
was admitted to local hospital on Oct. 18th, 2018, with anemia (Hb 87g/
L), thrombocytopenia (PLT 82×109/L) and KDIGO stage-3 AKI (SCr
961μmol/L, CCr 4.6ml/min/1.73m2 and BUN 77.2mmol/L) and no ab-
dominal pain, loose stools or vomit. Continuous renal replacement ther-
apy (CRRT) was initiated at the first time. The child was transferred to our
hospital 7 days later. Physical examination demonstrated hypertensive,
pallor, generalized edema, hepatomegaly and normally developed female
external genitalia. Laboratory investigation was consistent with moderate
anemia and KDIGO stage-3 AKI while PLT had returned to the baseline
level. Reticulocyte percentage was increased (5.39%). Helmet erythro-
cytes were seen in peripheral blood smears. Coombs test (-). Urinalysis
showed hematuria and proteinuria. Stool culture was negative for
Escherichia coli. Paroxysmal nocturnal hemoglobinuria screening test
(-). Abdominal CT scan found no abnormal renal mass. Complement
Factor H auto-antibodies (-). Diagnosis of atypical hemolytic uremic syn-
drome (aHUS) was made, but hemolysis and renal function was
progressing after 6 sequences of TPE. Whole exome sequencing detected
none of mutation genes coding complement regulatory proteins.
Unexpectedly, a de novo heterozygous c.754G>A missense mutation in
exon-9 of WT1 gene was detected resulting in a p.D252N substitution,
reported to be pathogenic to DDS. A karyotype of 46, XY was then
confirmed by karyotyping.
Conclusion: DDS caused by WT1 mutation that manifested as aHUS
gives novel insights to this rare disorder.

IPN11539-90 CURRENT PRACTICE AND RESOURCES FOR
MEDICATION ADHERENCE ASSESSMENT AMONG
PEDIATRIC KIDNEY TRANSPLANT PROGRAMS

N. Huda 1, D. Hooper 2, C. Pruette 1

1 Johns Hopkins University School of Medicine - United States,
2 Cincinnati Children's Hospital - United States

Background: Adolescent/young adult kidney transplant recipients have
3 times the risk of allograft failure compared to other age groups. This is
multifactorial, but barriers to medication adherence are a major contribu-
tor, present in up to 40%. To inform future adherence interventions, we
assessed current practice patterns and resources available to address bar-
riers to medication adherence among US pediatric kidney transplant
programs.
Methods: Kidney transplant team members, including physicians (MD/
DO), nurse practitioners (NP), physician assistants (PA), social workers
(SW), and pharmacists, from 22 kidney transplant programs in the
Improving Renal Outcomes Collaborative were surveyed about institu-
tional characteristics, resources and current practice assessing medication
adherence. 64 unique surveyswere included, with representation from 22/
26 (85%) of IROC-affiliated institutions.
Results: All teams indicated they have at least one MD/DO, nutri-
tionist, and SW, which form the core team. Additional roles of NP,

PA, transplant nurse, pharmacist, psychologist, and child life spe-
cialist were available in only some institutions. Each of 10 common
barriers to medication adherence was reported to be assessed by at
least one provider type during routine clinic visits. The majority
reported assessing barriers to adherence at every clinic visit.
However, subjective assessment methods were most commonly
used, including forming a clinical impression based on history/
exam and indirect and direct questions. Objective assessment
methods, such as pharmacy refill records, were utilized less fre-
quently, as were parent-completed surveys of adherence barriers.
Conclusion: Provider assessment of medication adherence for pediatric
kidney transplant patients varies among practices. While centers report
that it is frequently assessed, subjective measures, which may overesti-
mate adherence, are used most commonly. There is opportunity to stan-
dardize adherence barriers assessment with standard surveys/tools and to
use objective measures, such as pharmacy refill records, to more accu-
rately assess adherence. Future studies are needed to improve assessment
of adherence.

IPN11540-82 GENOTYPIC VARIABILITY IN PATIENTS WITH
CLINICAL DIAGNOSIS OF CLASSIC BARTTER SYNDROME

L. Madariaga 1, L. Gondra 1, M. Aguirre 2, M. Herrero 2, A. Zugazabeitia
2, M. Ortega 3, N. Garcia-Perez 4, A. Garcia-Castano 5

1 Pediatric Nephrology Deparment, UPV/EHU, Biocruces-Bizkaia,
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Spain, 3 Pediatric Nephrology Deparment, Cruces University Hospital,
Barakaldo - Spain, 4 Pediatric Nephrology Deparment, UPV/EHU,
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5 Genetic Department, Biocruces-Bizkaia, Barakaldo - Spain

Introduction: Bartter syndrome (BS) is a salt-losing hereditary
tubulopathy characterized by hypokalemic metabolic alkalosis with
secondary hyperaldosteronism. Confirmatory molecular diagnosis
may be difficult due to genetic heterogeneity and overlapping of
clinical symptoms. The aim of our study was to describe the differ-
ent molecular findings in a cohort of patients with clinical diagnosis
of classic BS.
Material & methods: we included 27 patients (26 families), with a
clinical diagnosis of classic BS, whose samples and data were received
in our lab from 2003 to 2016. No mutations in CLCNKB had been found
previously. We used an in-house designed gene panel that included 44
genes related to renal tubulopathies.
Results: In 17 patients (63%) a confirmatory molecular diagnosis was
reached. Pathogenic variants in SLC34A3 were found in 7 (Gitelman
syndrome). Median age at diagnosis was 10 years (range 1-31), and no
history of prematurity or polyhydramnios was recalled. Magnesemia was
low in 3 (43%) but calcium excretion was normal in all, with no
nephrocalcinosis.
Pathogenic variants in SLC34A1 were found in 5 patients (BS type
1); and in KCNJ1 in 3 (BS type 2). These patients with antenatal BS
(BS type 1 &2) had a history of polyhydramnios in 4 (50%), and the
average gestational age was 34.8 weeks. The median age at diagno-
sis was 2.25 years (range 0.1-25). Chronic kidney disease and
nephrocalcinosis was present in 2 (25%) and 6 (75%) patients,
respectively.
A pathogenic variant was found in CLCN5 in one patient, confirming
Dent disease. A probably activating mutation in NR3C2 (mineralocorti-
coid receptor) was found in another patient.
Conclusions: Patients clinically diagnosed as classic BS can have
other molecular diagnosis due to clinical overlapping of these syn-
dromes. The use of gene panels for the study of these diseases
becomes more cost-effective that the study gene by gene with
Sanger sequencing.
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IPN11541-83 GENETIC BACKGROUND OF INFANTS WITH
URINARY TRACT INFECTION AND TRANSIENT
PSEUDOHYPOALDOSTERONISM TYPE 1

M.H. Tseng 1, J. Ding 2, S. Lin 2

1 Chang Ging Memorial Hospital - Taiwan, 2 Tri-Service General
Hospital - Taiwan

Object: Transient pseudohypoaldosteronism type 1 (PHA1) is a rare but
severe complication of urinary tract infection (UTI) in infants. A detailed
clinical and molecular analysis for this patient cohort is still lacking.
Study design: Infants with UTIwho exhibited features of transient PHA1
were prospectively enrolled after the exclusion of renal function impair-
ment, preexisting electrolyte imbalance or medication-induced PHA.
Clinical characteristics, laboratory studies, and renal images were deter-
mined with follow-up. Direct sequencing of NR3C2, SCNN1A, SCNN1B
and SCNN1G genes responsible for genetic PHA1 was performed.
Results: They included twelve infants (9 male) with an age of 1-8
months. All of them exhibited hypovolemic hyponatremia (125.3
± 3.3 mmol/L), hyperkalemia (6.4 ± 0.2 mmol/L), metabolic aci-
dosis (HCO3

- 15.1 ± 1.5 mmol/L), low TTKG (3.3 ± 0.5), and
relatively elevated FENa (2.4 ± 0.2 %), high plasma renin (476.2
± 295.2 pg/ml) and aldosterone levels (869.8± 280.3 pg/ml). The
time from onset of UTI to occurrence of PHA1 was 2.4 days.
Vomiting and poor feeding were the most common symptoms.
Seven had hyperkalemia-related arrhythmia and two of them de-
veloped life-threatening ventricular tachycardia. With prompt ther-
apy for PHA1 and UTI, clinical manifestations and biochemical
abnormalities were all resolved. Despite vesicoureteral reflux as
the most common urinary tract anomalies, five patients had nor-
mal urinary tract and one of them harbored a novel mutation
at phosphorylation site (heterozygous S549A) of NR3C2. During
follow-up, none of them had recurrence of PHA1 and 4 of them
developed renal scaring.
Conclusions: The development of PHAI from UTI is rapid and may
exhibit severe features. Besides the well-known urinary tract anom-
alies, genetic mutation on NR3C2 may contribute to PHA1 in UTI
infants without identifiable risk factors.

IPN11549-91 VACCINE-INDUCED ANTIBODIES IN CHILDREN
WITH IDIOPATHIC NEPHROTIC SYNDROME

A. Scolari 1, W. Morello 1, L. Ghio 1, G. Puccio 2, R.M. Dellepiane 3, C.
Matinato 4, G. Montini 1
1 Pediatric Nephrology, Dialysis and Transplant Unit, Department of
Clinical Sciences and Community Health, Fondazione IRCCS Ca' Granda
- Ospedale Maggiore Policlinico, University of Milan - Italy, 2 Department
of Sciences for Health Promotion andMother and Child Care, University of
Palermo, Palermo - Italy, 3 Department of Pediatrics, Fondazione IRCCS
Ca' Granda Ospedale Maggiore Policlinico, University of Milan, Milan -
Italy, 4 Laboratory of Clinical Chemistry and Microbiology, Fondazione
IRCCS Ca' Granda Ospedale, Maggiore Policlinico, Milan - Italy

Background: Infections are a frequent complications for children
with Idiopathic Nephrotic Syndrome (INS) and vaccination is the
most effective prophylaxis strategy. However, as a result of immune
dysregulation, immunosuppressive treatment and proteinuria, chil-
dren with INS may have an impaired humoral immunity after
vaccination.
Objectives: To evaluate the persistence of vaccine-induced antibodies
(VIAb) in children with INS and compare it with healthy controls; to
investigate potential variables affecting seroprotection rates in INS.
Methods: All children with INS, in remission or during proteinuria,
vaccinated according to the Italian immunization programme were
included. Antibody concentrations against both live and killed

vaccines were assessed. The study compared seroprotection rates
between patients and healthy children aged 1-19 years evaluated
previously in nationwide cross sectional studies. The following var-
iables were considered: current immunosuppressive therapy, previ-
ous use of Rituximab or Cyclophosphamide, immunoglobulin levels
and lymphocyte typing, age, age at onset, disease duration and
gender.
Results: 83 INS children were included, 65 in remission and 18
during nephrotic-range proteinuria. Lower seroprotection rates were
found in patients in remission compared to healthy controls for
tetanus, hepatitis B in children <6 y, mumps and rubella
(p<0.001). A clear trend toward significance was found for hepatitis
B >6 y (p≤0.06). No differences were detected for measles
(p=0.2582). Immunosuppressive therapy, previous use of
Rituximab, deficit of IgG1, age and male sex affected seroprotection
rates. As expected, seroprotection rates during nephrotic-range pro-
teinuria were lower than in remission (p= 0.0009615). The lowest
seroprotection rates were observed in 6/18 patients with persistent
proteinuria (p= 0.0003176).
Conclusions: Patients with INS have lower VIAb concentrations
than healthy controls; a regular serological assessment is recom-
mended, considering revaccination if unprotected. Nephrotic range
proteinuria is associated with lower VIAb concentrations, there-
fore antibody titers cannot be considered reliable until remission.

IPN11550-83 EFFECTOFRITUXIMABONANTHROPOMETRY
IN CHILDHOOD STEROID DEPENDENT NEPHROTIC
SYNDROME: RETROSPECTIVE MULTI-CENTER REVIEW.

A. Mukherjee 1, S. Banerjee 2, S. Pradhan 3, R. Sinha 4

1 Institute of Child Health, Kolkata - India, 2 Calcutta Medical Research
Institute, Kolkata - India, 3 SVPPGIP & SCB Medical College, Cuttack -
India, 4 Apollo Gleneagles Hospital, Kolkata - India

Introduction: Data on anthropometric outcomes post rituximab among
steroid dependent / frequently relapsing nephrotic syndromes
(FRNS/SDNS) is scarce.
Aims & objecties: Analyze anthropometric outcome among a multicen-
ter cohort of FRNS/SDNS post rituximab therapy.
Materials &methods: Retrospective review of case records was
undertaken to identify FRNS/SDNS who received rituximab
(May 2012 to June 2018). Number of relapses, change in steroid
threshold and anthropometrical parameters (Weight, Height and
Body Mass Index SDS) post rituximab were assessed.
Results: 102 children with SDNS (male: 64%; n = 64) received a
total of 211 rituximab infusions (Total 111 cycles). Median age was
7 (IQR: 4.3 to 9.6) years and median follow up after completing an
individual cycle was 2.1 (IQR: 1.3 to 2.8) years. Changes in anthro-
pometric parameters were analyzed for children ≤ 12 years (n=92).
A significant drop in BMI SDS (0.97 ± 1.98 to 0.25 ± 1.5, p=
0.007) and improvement in height SDS (-0.67 ± 1.84 to -0.186 ±
1.42, p = 0.047) was noted. Obesity (38% to 20%, p =0.003) and
short stature (11% to 3% p =0.02) showed a significant drop post
rituximab. On multivariate analysis apart from duration of follow up
no other variables (age, sex, dose of steroid at start or end) showed
any significant association with anthropometric improvement.
Sustained remission was seen in 52 children (median follow-up of
24.5; IQR: 14 ±31 months) whereas 50 children relapsed at a me-
dian interval of 8 (IQR: 6 to 12.5) months. CD19 target count of
<1% was achieved in all and CD 19 normalized (>5%) by 7 (IQR: 5
to 8) months with only 4 children relapsing with CD19 cell count
<5%. Despite similar follow-up period; 25% of MCNS (n=17) were
off all immunosuppressant in contrast to none with FSGS, p =0.05.
Conclusion: Use of rituximb showed significant anthropometric
benefits.
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IPN11551-84 GRAFT SURVIVAL INRELATIONTOTACROLIMUS
EXPOSURE AND INTRA-PATIENT VARIABILITY IN PEDIATRIC
RENALTRANSPLANTATION

A. Gold 1, B. Doehler 2, B. Toenshoff 1, C. Suesal 2
1 Department of Pediatrics I, University Children’s Hospital Heidelberg -
Germany, 2 Institute of Immunology, University of Heidelberg - Germany

Introduction: Graft survival in pediatric renal transplant recipients varies
with recipient age: Compared to school-age children and infants, adolescent
have by far the lowest graft survival, which is ascribed to immune activation
resulting of non-adherence and/or hormonal changes during puberty. We
therefore hypothesized that a more intense immunosuppressive regimen in
this high-risk age group might be associated with better graft survival.
Methods:Using data of the Collaborative Transplant Study, we analyzed
more than 1.000 ≤17-year-old pediatric patients with a functioning graft
at 1 year post-transplant, who had received a renal allograft from a de-
ceased donor during 2001–2017 and a tacrolimus based regimen. Patients
on mTOR inhibitors and with multi-organ transplants were excluded.
Patients were stratified according to their age at transplantation: Infants
(0–5 years), school-age children (6–11 years) and adolescents (12–17
years). Intra-patient tacrolimus variability (fluctuation) was calculated
as the maximum quotient between the 1- and 2-year trough levels.
Results: In >80% of the patients with a tacrolimus trough level ≥5 ng/mL at
1 year post-transplant, the 5-year graft survival was significantly better than in
those with a trough level <5 ng/mL. This difference was apparent in adoles-
cent patients, but not in school-age children or in infants. Moreover, a high
tacrolimus fluctuation ≥1.5 in adolescents was associated with an inferior 5-
year graft survival compared to those with a fluctuation <1.5 (P<0.001).
Conclusions: Our data indicate that a more intense immunosuppressive
regimen, as reflected by a tacrolimus trough level ≥5 ng/mL at 1 year
post-transplant, and a stable tacrolimus exposure (low fluctuation) are
associated with a superior 5-year graft survival in adolescents. Hence,
the enhanced immune activation during this critical developmental phase
can apparently be counteracted by enhanced immunosuppression.

IPN11552-85 IMPACTOFALCOHOL IMPREGNATEDCAP INA
PEDIATRIC DIALYSIS UNIT: ARBSI REDUCTION AND COST-
EFFECTIVENESS

L. Prado Gil Duarte 1, M.F. Carvalho De Camargo 2, M.L. Nascimento
Moura 1, M. Moreira Dos Santos 1, J. Mara Lima 2, R. Ferreira Martins 2,
S. Cundari 2, V. Cristina Gomes 2

1 Samaritano Hospital - Brazil, 2 Samarim - Brazil

Introduction: Access-related bloodstream infection (ARBSI) is a fre-
quent complication in children with chronic kidney disease that can result
in morbidity related to hospitalization, vascular injury, catheter replace-
ment, antibiotic use and high mortality. Lapses in infection control prac-
tices, such as disinfection of the needleless catheter connectors, can con-
tribute to increase ARBSI rates. Impregnated catheter caps had been
suggested as alternatives to minimize failure in hub desinfection. We
aimed to describe the impact of alcohol impregnated caps implementation
in a pediatric dialysis unit on ARBSI rates and its cost-effectiveness.
Material and methods: This is a 2-phase, quasi-experimental study, per-
formed in the dialysis unit located in a 300-bed private hospital in Sao
Paulo. It assists 50 pediatric patients/month, totalizing 1.000 dialysis ses-
sions/month. Infection Control Team (ICT) detected ARBSI cases by active
surveillance, according to Centers for Disease Control and Prevention
(CDC) criteria. The period from January/2017 to March/2018 was consid-
ered the baseline. Seventy-percent isopropyl alcohol impregnated cap was
introduced in April 2018. The cap was located in the end of each dialysis
session and standard scrub with chlorohexidine 0.5% was performed if
catheter manipulation was required. No other additional measures or train-
ing were performed during the intervention period. ARBSI rates between

baseline and intervention period were compared using Z-test. Costs with
length of stay, catheter replacement, antibiotic prescription and impregnated
caps were measured for both periods to evaluate cost-effectiveness.
Results: The ARBSI rates were significantly different between the pe-
riods (baseline period 33/720 (4.6%) vs intervention period 9/644 (1.4%),
P=.00068). The estimated cost was $133,181 in the baseline period and
$36,181 in intervention period.
Conclusion: There was a 70% reduction of ARBSI rate after implemen-
tation of impregnated cap in a pediatric dialysis unit, with estimated
saving of $97,742.

IPN11553-86 OUTCOME OF RENAL REPLACEMENT THERAPY
IN CHILDREN FROM IMMIGRANT PARENTS IN ITALY
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Introduction: Socio-cultural issues play a key-role in the management of
children with end-stage renal disease.
Material and Methods: Data of incident patients < 18 years , who
underwent a first cycle of chronic dialysis or preemptive kidney trans-
plantation (pTx) between 1st January 2007 to 31th December 2016, were
retrospectively collected from the Italian Pediatric Dialysis Registry.
Renal replacement therapy (RRT) modality, comorbidities and outcome
were compared between patients with at least one immigrant parent
(group A) and children from native parents (group B), and between the
quinquennium 2007-2011 (period 1) and 2012-2016 (period 2).
Results:We enrolled 448 children (26.8% in group A). Between period 1
and 2, the percentage of children included in group A increased from 23
to 30.3% (p=0.08) in the overall population, and from 24.2 to 33.8%
(p=0.03) among patients treated with dialysis.
Patients in group Awere younger than in group B (7.3 vs 8.6 years, p=0.03)
and less often treated with pTx (3.3 vs 13.4%, p=0.009), even after adjust-
ment for age. PD was the preferred RRT modality in both groups.
Comparing period 1 and 2, the percentage of pTx increased significantly
in group B (8.4-18.6%, p=0.006), while remained very low in group A (2-
4.3%, p=0.78). The percentage of children with comorbidities remained
stable (22.6-25.1%, p=0.39). Overall patient survival (90% group A vs
87% group B at 5 yrs, p=0.54), dialysis modality survival and waiting
time to Tx (2.4 vs 2.2 yrs, p=0.52) were not significantly different be-
tween the two groups. A significant center effect was evident as regards
RRT choice.
Conclusions: In the last years, the percentage of patients with at least one
immigrant parent increased among incident patients starting RRT in Italy.
The percentage of pTx increased, but only in children from native parents.
Treatment outcome was not different in both groups.
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Clinical Immunology of Developmental Age - Poland

Introduction: Idiopathic hypercalciuria (IH) is a mildly symptom-
atic metabolic abnormality that may predispose to reduced bone
mineral density and development of urolithiasis in some
children.
Aim: The aim of the study was to assess bone mineral density and levels
of selected markers of bone metabolism in children with urolithiasis and
hypercalciuria.
Material andmethods: Among 47 children (22M) aged from 5.0 to 18.0
mean: 9.47±3.73 years with IH we studied 22 children with urolithiasis.
In all patients, bonemineral density wasmeasured for the lumbar segment
(L1-L4 BMD) and the total body (TB BMD), expressed as the Z-score,
along with serum levels of calcium (Ca), inorganic phosphorus (P), alka-
line phosphatase (ALP) activity, and levels of intact parathormone
(iPTH), sclerostin, osteocalcin, sRANKL, osteoprotegerin, and FGF-23,
25OHD3 and 1,25(OH)2D3. Control group included 33 healthy children
(14M), mean age 10.88±3.28 years.
Results: In the study group reduced bone mineral density in at least one
region of interest was found in 10/22 of those with urolithiasis. Children
with urolithiasis were characterized by significantly lower bone mineral
density (L1-L4 BMD Z-score, TB BMD Z-score) compared to children
without urolithiasis (-0.50±1.16 vs 0.10±1.2; -0.03±1.32 vs 1.18±1.18;
p<0.05, respectively). Children with urolithiasis were older than those
without urolithiasis (10.56±3.7 vs 8.52±3.58). In children with IH and
urolithiasis, the likelihood of reduced bone mineral density (TB BMD)
was increased compared to children without urolithiasis (OR 0.497, 95%
CI0.287÷0.861). Children with IH and urolithiasis had lower mean
sclerostin (2.84±0.57 vs. 3.26±0.83 ng/mL, P<0.05) and significantly
higher mean 1.25(OH)2D3 [66.1(50.2;84.3) vs 29.2(26.0;42.1) pg/mL,
P<0.05) levels compared to control group children.
Conclusions:

1. Children with IH and urolithiasis are predisposed to reduced bone
mineral density.

2. Children with IH and urolithiasis are characterized by lower
sclerostin levels and higher 1,25(OH)2D3 levels compared to
healthy children.

IPN11555-88 BABY NINJA

H. Woollen , C. Slagle , S. Goldstein
Center for Acute Care Nephrology, Cincinnati Children's Hospital
Medical Center, Cincinnati, Ohio - United States

Introduction: Acute kidney injury (AKI) affects 30% of hospitalized
neonates, and is associated with a prolonged hospital stay and an in-
creased risk of death (Jetton JG et al. 2017). Decreased neonatal nephro-
toxic medication (NTMx) exposure through a quality improvement (QI)
screening and decision support process called Baby NINJA (Nephrotoxic
Injury Negated by Just in time Action), has reduced the rate and intensity
of AKI in a single center at The University of Alabama at Birmingham
(data submitted for publication).We aim to implement NINJA in our level
IV Neonatal Intensive Care Unit (NICU) to validate their findings.
Materials andMethods: This prospective QI project implemented Baby
NINJA with an automated electronic health record monitoring system.
Critically ill neonates identified as receiving either 3 or more NTMx
simultaneously or 3 or more consecutive days of IV vancomycin or an

IVaminoglycoside were recommended by clinical pharmacists to receive
serum creatinine (SCr) screening to monitor for the development of AKI.
AKI was defined as a 50% increase in SCr from baseline or a rise of
0.3mg/dL in a 48 hour period with a minimum SCr threshold of 0.5mg/
dL. NTMx exposure rates, SCr monitoring compliance and AKI rates
were monitored.
Results:After 9 weeks of Baby NINJA implementation, we saw a
42% reduction in NTMx exposure days to 29 NTMx exposure
days per 1000 NICU patient days. After 14 weeks, we saw a
27% increase in SCr compliance to 58% of NTMx exposure days
with SCr monitoring. There have only been 4 AKI days since
implementation of Baby NINJA.
Conclusions: Nephrotoxic medication exposure is common in our criti-
cally ill neonatal population and has decreased after implementing sur-
veillance mechanisms.We suggest increased SCr monitoring may uncov-
er AKI not currently being ascertained and we are implementing a num-
ber of measures to increase this rate.

IPN11556-89 NEONATAL URINARY TRACT INFECTIONS IN
NEWBORNS WITH PREVALENT MALE CIRCUMCISION -
CLINICAL PROFILE AND OUTCOME

B. Meidan 1, G. Grisaru 2, D. Blumenthal 3, D. Shapira 3, R. Cleper 3
1Pediatrics Department, Dana-Dwek Children's Hospital, Tel Aviv
Sourasky Medical Center - Israel, 2 Pediatrics Department, Dana-
Dwek Children's Hospital, Tel Aviv Sourasky Medical Center, Sackler
Medical School, Tel Aviv University - Israel, 3 Pediatric Nephrology
Unit, Dana-Dwek Children's Hospital, Tel Aviv Sourasky Medical
Center, Sackler Medical School, Tel Aviv University - Israel

Introduction: Neonatal urinary tract infection(NUTI) might be the first
sign of CAKUT(congenital anomalies of kidneys and urinary tract). The
reported 6months recurrence risk of 28% is associated with potential
secondary kidney damage. Widely prevalent circumcision in male neo-
nates at 8days in Israel might influence NUTI profile and outcome.
Materials and Methods: Medical files of all NUTI (0-3mo age) patients
hospitalized during 1.1.2014-31.5.2017 at "Dana-Dwek" Children's
Hospital were searched for relevant acute phase and follow-up data using
a telephone questionnaire, when needed.
Results: 134 NUTI patients-78(58%)males- were included in the study.
Males(84.5% circumcised) were diagnosed at an earlier age :27.6
±21days(4.7-12) vs 43.4±22(3-77)(P<0.001), were more often afebrile
15.3% vs 3.5%(p=0.02) and had higher rates of prolonged hospitalization
(>4days) 42.3% vs 19.6% (p=0.058) than females , respectively.
Sonog raph i c abno rma l i t i e s h in t i ng to CAKUT: seve r e
hydrourteronephrosis or small/hyperechogenic kidney(s), were signifi-
cantly more prevalent in male than female patients: 11(14%) vs
4(7%)(p<0.001). VCUG performed in 12 of these(11%) showed
VUR(Vesicoureteral reflux) in 5/7(71%) of females vs 2/5(40%)male
post-NUTI without difference between E coli- and non-Ecoli -induced
NUTI. Recurrent UTI occurred in 13.6%(15/110) of this cohort during
mean 29±20(1-66) months follow-up significantly more in females than
males: 13(23%) vs 2(0.25%) (p<0.001). Complete resolution of mild
acute phase sonographic abnormalities was observed in 39/45(86%) dur-
ing follow-up similar rate males and females. Weight at NUTI diagnosis
was positively correlated with prolonged hospitalization(>4days): 4116
±1026 vs 3332±530g, (p<0.001).
Conclusion: In a population with high rates of ritual circumcision, male
patients with NUTI are younger at diagnosis (possibly circumcision-
associated infection) , are more often afebrile and have more frequent
signs of significant CAKUT than females. However, UTI recurrence
and VUR diagnosis are more frequent in females. . Mild sonographic
abnormalities during NUTI resolve spontaneously during follow-up.
Longer hospitalization might be necessary in higher weight infants, pos-
sibly because of increased fluid needs.

Pediatr Nephrol (2019) 34:1 –8 01 22 2 62094
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P. Wang , W. Wang , J. Gao , L. Sun , Y. Wu , Y. Kang , S. Hao , G. Zhu ,
W. Hang
Department of Nephrology and Rheumatology, Children’s hospital of
Shanghai, Shanghai jiaotong university, Shanghai - China

Introduction: To perform a survey to evaluate diet and nutritional status
among children with chronic kidney disease (CKD)
Material andmethods:TheCKDpatients hospitalized in our hospital were
enrolled in this study during June 2014 to December 2018.General charac-
teristics were collected. Subjective global nutritional assessment (SGNA) tool
was used to evaluate the nutrition status of the patients. Dietary information
was collected using three—day food diary under the instruction of dietitians
in some patients who obtained risk scores above 3 using STRONGkids
nutritional risk screening tool. Daily energy, protein, and high quality protein
intake were calculated using corresponding software.
Results:A total of 88 patients(1.4~15.3 years old) with CKDwere enrolled.
52 patients(59.1%)were defined as malnutrition by SGNA evaluation. 43
patients(48.9%)、9 patients (10.2%)belonged to mild, severe malnutrition.
The occurrence of malnutrition in stage 4-5(65.7%)was significantly higher
than that in stage 2-3(23.5%)(P<0.05). 40 cases(45.4%)were shorter than
the third percentile of age-sex-specific height; 34 cases(38.6%)exhibited
lower weight than the third percentile of age-sex-specific weight; Among
36 patients, only 10 patients (27.8%) reached the standard of the recom-
mended intake by K/DOQI on actual daily energy intake. The rate of
standard-obtained in actual daily protein intake was 58.3%, Moreover, the
actual high quality protein intake ratio was 40.3±16.9%significantly lower
than the recommended ratio of 60.0±0.0%(P<0.05).
Conclusions:Malnutrition and growth retardation is highly prevalent among
the children with CKD stage 2 to 5.Moreover, it would becomemore serious
as the renal function worsening. The actual dietary condition is not quite
rational concerning the recommendations by the guideline. Therefore, indi-
vidual nutritional management in CKD patients needs to be enhanced.

IPN11558-91 THE RELATIONSHIP BETWEEN COL4A5 GENE
MUTATION AND CLINICAL PHENOTYPE IN X-LINKED
DOMINANTALPORT SYNDROME

X. Kuang , L. Sun , Y. Wu , W. Huang
Children's Hospital of Shanghai; Children’s Hospital of Shanghai
JiaoTong University - China

Introduction:X-linked Alport syndrome (XLAS) is the most frequent form
of Alport syndrome (AS) , which involves mutations in the COL4A5 gene
coding for the a5 chain of type IV collagen. All affected males and 30%
females with XLAS will ultimately develop end-stage renal disease (ESRD)
before 60 years of age. Children with AS are in the early stage of disease
development, so it is of great clinical significance to understand the relationship
between genotype and phenotype for the prognosis and treatment plan.
Material&methods:Retrospectively analyzed the clinical characteristic
(including general information,clinical features and pathological results)
and genotypes of 60 children diagnosed with XLAS from June 2011 to
April 2019 in Shanghai Children’s Hospital.
Results: Of these 60 cases, 26(43.3%) ones were females and 34(56.7%)
ones were males, the median age of onset was 3.26 years old. Gross
hematuria and hematuria with proteinuria were present in 60%(36/60)
of the children and 37(61.7%) patients had family history.
Immunofluorescence of renal biopsy showed 36/46 (78.3%) children
had negative or intermittent negative a5 chain. Total exon sequencing
detected 62 exon mutations in 60 children, among which missense mu-
tation accounted for72.6%(45/62). Half (33/62, 53.2%) of the mutant
sites were concentrated on exons 21-40, among which missense mutation

accounted for 72.7% (24/33). Compared with other mutations such as
large fragment deletion, insertion, code shifting and nonsense mutation,
the 24h urinary protein level was significantly reduced (P<0.05); howev-
er, there were no significant differences in the onset age, sex, renal func-
tion, or blood pressure in this region compared with other sites.
Conclusion: Exon 21-40 is the main mutation region of COLA5 gene in
XLAS children, and the manifestations of missense mutation in this re-
gion are milder。
Keywords:COL4A5 exonmutations ;Alport syndrome;children,;nephrology
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Abstract body
Introduction: Congenital anomalies of the kidneys and urinary tract
(CAKUT) constitute the most common cause of end-stage renal disease
in children, but the genetic causes of CAKUT remains largely elusive.
Gene mutant mouse models are important research tools for human
CAKUT, to date, 185 genes that if mutated causes murine CAKUT phe-
notypes is in the MGI database (http://www.informatics.jax.org). Most of
them could also be a potential cause of CAKUT in humans.
Methods:To identify novel monogenic causes of CAKUT in humans, we
performed whole exome sequencing (WES) in a worldwide cohort of 703
individuals with CAKUT. Based on the mode of inheritance in mice and
pLI scores (Loss of function intolerant) in the ExAC database for the 185
murine CAKUT genes, we screened for variants in these genes in our
CAKUT WES data to discover novel human candidate CAKUT genes.
Functional studies were carried out to verify the pathogenesis of variants
in these candidate genes.
Results: We identified 6 different dominant heterozygous mutations
and 1 recessive homozygous mutation in PLXNB2 in 8 7 individuals
from 8 unrelated families, one heterozygous mutation occurred de
novo. Affected individuals exhibited a broad spectrum of CAKUT
phenotypes, while 77% of individuals exhibited syndromic features.
With functional studies, we found mutations in PLXNB2
destabilized the PLXNB2 protein, damaged the synthetic PLXNB2
protein transport, weakened the binding ability of the PLXNB2 pro-
tein to its receptor, Semaphorin 4, and influenced the cells migration
and the activity of CDC42 and Ras in cells.
Conclusions:Our results support that mutations inPLXNB2 is a novel cause
of human syndromic CAKUT, as they may affect cell migration via influenc-
ing the activity of CDC42-Ras or through Semaphorin-Plexin signaling.
Keywords: WES, CAKUT, PLXNB2.
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Background: Steroid resistant nephrotic syndrome (SRNS) is an etiolog-
ically and prognostically heterogeneous condition. In 40-50% of children
with SRNS remission is achieved by intensified immunosuppressive (IIS)
therapy, 20-25% suffer from hereditary podocytopathies, and 30-40%
turn out multidrug resistant (MDR) without an identifiable genetic cause.
Long-term renal outcomes are excellent for IIS, poor for genetic, and
intermediate for MDR-SRNS. No biomarkers differentiating these enti-
ties early in the disease course are available to date. Urinary exosome
analysis is a promising non-invasive methodology to obtain information
about pathobiological processes in the cells lining the nephron.
Methods: Urine samples were obtained from patients with IIS-SRNS (n=4)
and MDR-SRNS with or without an identified genetic cause (n=4 each). IIS
patients were studied both during relapse and in remission. Exosomes were
isolated by ultracentrifugation followed by size exclusion HPLC. Protein
isolates were digested with trypsin and LysC, labeled with isobaric tags
(TMT 10-plex) and subjected to two-dimensional LC-MS analysis.
Ingenuity software was used to identify enriched pathways and functions.
Results: We identified 2,713 proteins with high confidence in urinary
exosomes. Comparison of samples from patients with active disease
(IIS-relapse/MDR/genetic) vs remission yielded 739 differentially abun-
dant proteins, respectively, with glomerular and tubular cell damage as
the most prominent disease functions. Exosomal fractions from active IIS
and MDR/genetic patients differed in 124 proteins (most prominently of
complement and coagulation pathways and proteins indicating glomeru-
lar and proximal tubule damage), whereas only 16 proteins were differ-
entially abundant in MDR with and without an identified genetic cause.
Biomarker filter analysis for individual proteins discriminating between
disease states yielded highly significant candidates.
Conclusion:Urinary exosome analysis is technically feasible and provides
a reflection of disease-related tissue alterations on the proteome level. The
deregulated molecular pathways identified in this study might allow to
differentiate etiologically and prognostically distinct entities in SRNS.

IPN11561-85 EVALUATION OF BODY MASS INDEXES OF
CHILDRENWITH LOWERURINARYTRACTDYSFUNCTION

N. Ulug 1, A. Kavaz Tufan 2, N. Cetin 2
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2 Eskisehir Osmangazi University School Of Medicine,Pediatric
Nephrology - Turkey

Lower urinary tract dysfunction (LUTD) is one of the most common
health problems of childhood. In recent years, studies have reported that
LUTD is associated with obesity. The aim of this study was to determine
the prevalence of obesity in patients with LUTD.
Materials andMethods: 500 children between 5-15 years of agewithout
any diagnosis of voiding dysfunction who were admitted to the general
pediatric outpatient clinic between January 2018 and June 2018 were
included in our study. Dysfunctional Voiding and Incontinence Scoring

System (DVISS) questionnaire was administered. The children with a
score of ≥9 were accepted
as having LUTD. Patients with andwithout LUTDwere compared in age,
gender, anthropometric measurements and DVISS data.
Results: The mean age of the patients was 8.66 ± 2.92 years and
52% was female. LUTD was detected in 8.8 % of all children. The
body mass index (BMI) distribution of all children was 50.8% nor-
mal, 34.6% obese, 9.6% overweight and 5% weak. In patients with
LUTD group 56% was obese, 27.2% was overweight, 4.7% was
normal and 8% was weak. In patients without LUTD group 32.4%
was obese, 9.6% was overweight, 53% was normal and 5% was
weak. Frequency of obesity and overweight were found to be sig-
nificantly higher in patients with LUTD than in those without (p =
0.009). Evaluation of DVISS data of patients with LUTD result as
the symptoms of drop-drop urinary incontinence (66.7%) and sud-
den running to toilet (84%) were significantly higher in obese pa-
tients than others (respectively p = 0.040; p = 0.010).
Conclusion: In our study, we found that the frequency of obesity and
overweight in children with LUTD is significantly higher than others.
Therefore, even if there is no complaint of voiding dysfunction, we think
that symptoms of LUTD in children with obesity should be well
questioned especially by using DVISS.

IPN11566-90 EVALUATIONOFCONSTIPATION ANDRECTUM
DIAMETER IN CHILDREN WITH LOWER URINARY TRACT
DYSFUNCTION

A. Kavaz Tufan 1, N. Ulug 2, N. Cetin 1, B. Tiryaki Bastug 3

1 Eskisehir Osmangazi University School Of Medicine, Department Of
Pediatric Nephrology, Eskişehir - Turkey, 2 Eskisehir Osmangazi
University School Of Medicine, Department Of Pediatrics, Eskişehir -
Turkey, 3 Eskisehir Osmangazi University School Of Medicine,
Department Of Radiology, Eskişehir - Turkey

Introduction:A wide range of lower urinary tract symptoms such as
urgency, urinary incontinence, frequent urination is associated with
Lower urinary tract dysfunction (LUTD) without any obvious
uropathy or neuropathy. These findings are often accompanied by
constipation. The aim of our study was to determine the prevalence
of constipation and its relation with rectum diameter in patients with
LUTD.
Materials and Methods: 500 children between 5-15 years of age
without any diagnosis of voiding dysfunction who were admitted
to the general pediatric outpatient clinic between January 2018
and June 2018 were included in our study. DVISS questionnaire
was administered. The children with a score of ≥9 were accepted
as having LUTD. Rectum diameter was measured in LUTD group
and patients with greater than 30 mm anteroposterior diameter of
rectum was evaluated as increased rectum diameter and thus inter-
pret to in favor of chronic constipation.
Results: Constipation and LUTD was detected in 12.8% and 8.8 % of all
children, respectively. Constipation symptom was present in 20.5% of
LUTD group and 12.1% of without LUTD. No statistically significant
difference was found between two groups (p = 0.151). When rectal di-
ameter of patients was evaluated, it was seen that 38.6% of patients with
LUTD had an increased anteroposterior rectum diameter as a result of
chronic constipation. This situation was caused by 10 cases who had no
history of constipation symptom mentioned by parents but had a rectal
diameter above 30 mm.
Conclusion: LUTD is a common health problem during childhood.
Frequent coexistence of constipation symptom unnoticed by fami-
lies, although it is questioned. Therefore, we think that the measure-
ment of rectum diameter can be used as a supportive finding in the
presence of clinical suspicion during evaluation of cases with
LUTD.
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IPN11567-91 HOW TO IMPROVE OUTCOME OF PAEDIATRIC
KIDNEYTRANSPLANT INALIMITEDRESOURCECOUNTRY?

K. Mehta , S. Godad
Jaslok Hospital and Research Centre Mumbai - India

Introduction: Paediatric Kidney transplant requires comprehensive care in
a specialised centre equipped with facility of dialysis, paediatric nephrolo-
gist and transplant team. However there are very few such centres in under-
resourced countries and mostly these patients are managed by adult
nephrology/transplant teams which have limited experience in growth, de-
velopment, nutrition, education and psychosocial aspects of children.
Material and methods: This was an observational study comparing data
of paediatric kidney transplant patients during two different periods . Phase
1 (2000-2010) comprised of patients diagnosed and managed primarily by
adult nephrologist/transplant team with paediatric nephrologist in support-
ive role. In phase 2 (2011-2019) the same paediatric nephrologist was
involved in lead role right from the diagnosis , transplant and follow up.
Results: Phase 1 :Total number of transplants-20. Males (18), Females
(2). Age at transplant (6-19 years). Primary disease–CAKUT (6),Chronic
glomerulonephritis(6), Alport syndrome(1), Drug induced(1) and Cause
unknown (6). Preemptive transplant done in 6 and 14 patients required
dialysis for 6-16 months. 3 had acute rejection and 1 patient died.
Phase 2 :Total number of transplants-10.Males(8),Females(2). Age at trans-
plant (8-11 years). Primary disease – CAKUT(7), Hereditary nephrotic
syndrome (1), SRNS (1) and Denys- Drash syndrome(1). Preemptive trans-
plant done in 5 and 5 patients required dialysis. No major complication and
mortality was recorded. Follow up was longer(5-10 years) and also includ-
ed in areas of growth,development, nutrition, education ,employment and
psychosocial aspects .Currently among these patients ,8 are students ,1 is a
banker and 1 is a lawyer. Transitioning clinic ̏ consisting of paediatric and
adult nephrologist was also organised during follow up.
Conclusion: The outcome of short term (1-2years) and long term (>5
years) follow up of phase 2 paediatric transplant patients was better than
phase 1.With this approach the major role of paediatric nephrologist
guiding the patient towards independent adulthood was evident.

IPN11570-85 PREEMPTIVE INTRAVENOUS IMMUNOGLOBULIN
TREATMENT TO PREVENT BK VIRUS NEPHROPATHY IN
PEDIATRIC RENALTRANSPLANT RECIPIENTS

S. Pollack , I. Eisenstein , R. Mokatren , D. Magen
1Pediatric Nephrology Institute, Ruth children's Hospital, Rambam
Health Care Campus, Faculty of Medicine, Technion-Israel Institute of
Technology, Haifa - Israel

Introduction: BK virus nephropathy (BKVN) affects 5%-16% of pedi-
atric renal transplant recipients (PRTR). Significant BK viruria/viremia
usually precedes BKVN. Despite the risk of graft dysfunction associated
with BKVN, consensus prevention guidelines in patients with significant
BK viruria/viremia are lacking. We evaluated the safety and efficacy of
preemptive high dose Intravenous Immunoglobulin (IVIg) therapy in
PRTR with BK viruria/viremia, for prevention of BKVN.
Material & methods: 47 PRTR transplanted at our center between
January 2014 and December 2018 were prospectively followed. Urine
and plasma BK virus was detected using PCR analysis. At diagnosis, BK
viruria at any level, or viremia <104 copies/ml was managed with myco-
phenolate mofetil (MMF) dose reduction and ciprofloxacin. High-dose
IVIg (2 g/kg) was initiated in patients exhibiting either BK viremia >104

copies/ml, or persistently increasing plasma/urine BK viral load after two
months from MMF dose reduction. All patients treated with IVIg had
stable graft function and normal urinalysis prior to IVIg initiation.
Results: During the study period, 17/47 PRTR found positive for BK
viruria/viremia were managed with ciprofloxacin and MMF dose reduc-
tion. 5/17 BK positive patients underwent viral resolution, and 12/17

(70%) patients met indications for high dose IVIg treatment. During
follow-up, 11/12 (91%) patients treated with IVIg demonstrated BK viral
load decline or resolution. One patient (9%) suffered from aggrevated BK
viremia, necessitating cidofovir therapy. IVIg treatment did not induce
significant adverse effects, except transient headache. No patients devel-
oped overt BKVN during the study period.
Conclusions: Our study demonstrates that high-dose IVIg treatment in
PRTR with significantly persistent BK viruria/viremia is safe and effec-
tive in BK virus clearance, and may contribute to the prevention of overt
BKVN. The impact of our protocol on long-term graft survival remains to
be determined.

IPN11571-86 A NOVEL MUTATION IN ATP6V0A4 GENE IN A
PATIENT WITH DISTAL RENALTUBULAR ACIDOSIS
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1, H. Alpay 1

1 Marmara University Medical School Department of Pediatric
Nephrology, Istanbul - Turkey, 2 Marmara University Medical School,
Division of Medical Genetics, Istanbul - Turkey

Introduction: Distal renal tubuler acidosis (dRTA) is a renal tubulopathy
characterized by impairment in urinary excretion of hydrogen ion (H+).
Hereditary forms of distal renal tubular acidosis (dRTA) are rare andmainly
caused by mutations in ATP6V1B1, ATP6V0A4 and SLC4A1. Here, we
report a case with dRTAwho has a new mutation in ATP6V0A4 gene.
Case report: A 10-days-old girl was admitted to hospital with fever,
weight loss and poor feeding. She was a term baby with a birth weight of
2900 gr of consanguineus parents. At admission, she was 2500 gr and
physical examination showed poor skin turgor and sunken eyes.
Laboratory findings revealed hypokalemia, hyponatremia, hyperchloremic
metabolic acidosis with normal anion gap and inappropriate alkaline urine.
Complete blood count and renal function tests were normal. Renal ultra-
sound showed bilateral medullary nephrocalcinosis. She was diagnosed as
dRTA. The treatment included potassium and bicarbonate supplementation
and hydrocholorothiazide for hypercalciuria. Sensorineural hearing loss
(SNHL) occured at the age of nine. Genetic evaluation by next-
generation sequencing showed a homozygous c.2419 >T (p.Arg807*) mu-
tation in ATP6V0A4 gene. Validation study with Sanger se-
quencing method is in progress.
We speculated that it affects protein formation by leading a stop codon
formation and early termination of protein synthesis. Genetic testing of
the parents are still in progress. This mutation is not defined in current
database and in the literature yet.
Conclusion: A novel mutation in ATP6V0A4 gene identified in our
patient with dRTA and SNHL enrich the human gene mutation database
for dRTA.
Keywords: ATP6V0A4, distal renal tubular acidosis, novel mutation

IPN11575-90 PERITONEAL DIALYSIS WITH IMPROVISED
CATHETER IN MANAGEMENT OF CHILDHOOD KIDNEY
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Introduction: Peritoneal dialysis (PD) is a lifesaving form of
renal replacement therapy (RRT). Its use in the management of
Acute Kidney Injury (AKI) is yet to be fully explored in most
paediatric centres in sub-Saharan Africa (resource limited
settings).
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The paediatrics department of FMC Owo has no paediatric ne-
phrologist or an established renal unit. Paediatric patients requir-
ing RRT are either managed by the adult nephrologist or re-
ferred. We report retrospectively 3 cases of PD done for AKI
in children.
Methods: Improvised PD catheters (Feeding tubes) connected to a 2way
stop cock to control inflow and outflow of PD fluid were used. Exchange
was done manually with expired commercially prepared PD fluid.
Intraperitoneal ampicillin/cloxacillin and ceftazidime was given to all
patientsthereby li
Results: All male, age ranged aged between 1 to 5 yearsfour
years. Weight ranged te between 9.6 – 20kg. Aetiology of AKI
were severe malaria in 2 patients (67%) and acute pyelonephritis
in 1 (33%). Serum creatinine at which PD was commenced
ranged between 7 – 13mg/dl and discontinued at 0.9 – 4mg/dl.
Duration of dialysis ranged between 3 – 5days. Two of the 3 Two
of the three patients that were unconsciouPatients regained con-
sciousness within 20 – 48hrs of commencement of PD. All the 3
patients had peri-catheter fluid leakage, catheter outflow obstruc-
tion and hypokalaemia. None had peritonitis or catheter insertion
site infection. Six months follow up visit was without any
complications.
Conclusion: Acute PDeritonea dialysisis a lifesaving in children
with AKI form of RRT and should be considered in a resource
limitedpoor setting like ours where HD is not available. The ad-
vantage in these settings outweighs the challenges.
Keywords: Peritoneal dialysis, AKI, children
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Introduction: Early hospital readmission post-kidney transplant
(kTx) is associated with poor outcomes and higher cost. Some
readmissions are preventable, but accurate predictive models able
to identify patients at high risk of readmission are lacking. This
study aims to develop a predictive model of hospital readmission
within 90 days after pediatric kTx.
Methods: We trained a first model (model 1) on 2005-2016
USRDS data from pediatric (<18) kTx recipients in the US except
Georgia (cohort 1). We performed an external validation on pa-
tients transplanted over the same time period at Children’s
Healthcare of Atlanta (cohort 2). Then, we improved this model
by adding predictors from the Electronic Medical Record (EHR)
such as labs, vitals or pre-kTx ED encounters (Model 2). This
model was validated internally by 5-fold cross validation. We
used a machine learning method called gradient boosting decision
tree classifier (Catboost) to optimize our models’ accuracy.
Results: 10,029 pediatric kTx recipients were included in cohort 1
and 314 in cohort 2. Readmission rates within 90 days were
19.3% and 13.4% in cohort 1 and 2, respectively. Patients’ char-
acteristics were similar between the 2 cohorts. The main predic-
tors from USRDS and included in model 1 were dialysis vintage,
time to wait listing, length of transplant stay and age difference
between donor and recipient. The AUC of model 1 on the vali-
dation cohort (cohort 2) was 0.71. Adding EHR predictors

improved accuracy (AUC 0.75), mostly by inclusion of lab data
(hemoglobin and eGFR at discharge) and BP data (mean DBP
over the transplant stay, percentage SBP measurements above
the 95th percentile during admission).
Conclusion: This first predictive model of early post-kTx readmission in
children is more accurate than prior adult models. This may permit
targeted interventions to prevent readmission.

IPN11582-88 THE ROLE OF UNDIFFERENTIATED
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Introduction:Despite the successes achieved in diagnosis and treatment,
the amount of children suffering from pyelonephritis in Ukraine is in-
creasing. This abstract is to establish the role of undifferentiated connec-
tive tissue dysplasia (UCTD) in pyelonephritis and its severity among the
Ukrainian children.
Material & methods: 148 children aged 6 to 18 years with a
diagnosis of acute pyelonephritis underwent examination, both
clinical and laboratory, according to Brighton's criteria. The chil-
dren were divided into 2 groups: the I group consisted of children
with 3 or more phenotypic signs of UCTD were observed - 92
persons (Group I) and II group - 56 children, without phenotypic
signs (II group). The control group consisted of 65 somatically
healthy children of the same age (III-Control). The genotyping of
the 1269G> A (AluI) COL4A1 collagen gene in blood.
Results: Among the 1st group, phenotypic signs of UCTD were
significantly more often observed: joint hypermobility 9.6 times,
asthenic body structure 2.3 times, visual impairment 2.6 times,
chest deformity 4.8 times. The calculation of body mass indices
and Varg's index in children showed a backlog in physical devel-
opment in 57.61% of children in the first group and in 19.8% of
children.
Molecular genetic studies showed that 21.4% of children of the 1st group
had the carrier of genotypes/alleles of the AA polymorphic locus
1269G>A gene of the COL4A1 gene, in the II group of these children
only 9.8% (in the control group - 4, 8%). This allowed to confirm the
genetically determined presence of violation of fibrillogenesis in part of
children of the 1st group.
Conclusions: The presence of UCTD syndrome in a child with pyelone-
phritis makes it possible to predict the severity of the course of this disease
with the tendency to chronicize the pathological process.

IPN11584-90 TREATMENT AND PROGNOSIS ANALYSIS IN 8
CHILDREN WITH PRIMARY FSGS CAUSED BY GENE
MUTATION

W. Zheng , Y. Kang , W. Huang
Department of Nephrology, Shanghai Children’s Hospital, Shanghai Jiao
Tong University, Shanghai - China

Background: Focal segmental glomerulosclerosis (FSGS) is a common
cause for refractory nephrotic syndrome and end-stage nephropathy
(ESDR). Several pathogenic genes of FSGS have been identified in recent
years, but previous studies on FSGS caused by gene mutation were
limited.
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Methods: The clinical data and gene test results of 8 children with
primary nephrotic syndrome with FSGS were retrospectively ana-
lyzed. The clinical characteristics, treatment and prognosis of these
patient were also studied.
Results: Genetic testing revealed that two children had WT1 het-
erozygous mutations at the locus of c. A1418A >G and c.1432+
5G>A; 1 case had MYO1E gene heterozygous mutation at the
locus of rs751418375G>C; 1 case had heterozygous mutation of
PAX2 gene at the locus of c.383A >G; 1 case had homozygous
mutation of COQ8B gene at the locus of rs769834604G>C; 1
case had COQ6 gene complex heterozygous mutation at the locus
of c.A170A>7 and c.T1298T>C; 1 case had NUP107 heterozy-
gous mutation at the locus of c.A2525A >G; 1 case had NPHS2
gene complex heterozygous mutation at the locus of c.G388G>A
and c.T370T>C. The responses of treatment differed in patients. 1
patient with FSGS caused by PAX2 gene heterozygous mutation
was effectively treated with prednisone, and the remaining 7 pa-
tients showed steroid resistance. After 3 months of cyclosporine
treatment, the urinary protein of 1 patient with FSGS caused by
PAX2 gene heterozygous mutation was relieved, while the urinary
protein was not improved in the remaining 7 patients. At the end
point of observation, 1 patient with FSGS caused by PAX2 gene
heterozygous mutation had normal urine routine and renal func-
tion, while the remaining 7 patients still had persistent proteinuria.
Conclusions: For children with FSGS caused by PAX2 gene heterozy-
gous mutation, prednisone and cyclosporine therapy were effective and
had a good prognosis. The remaining 7 children are not.

IPN11595-92 DIAGNOSIS OF PROTEIN ENERGY WASTING
USING DUAL ENERGY XRAY ABSORPTIOMETRY (DEXA)
AS ADDITIONALTOOL

S. Yadav , U. Ali , M. Deshmukh
Lilavati Hospital and Research Centre, Mumbai - India

Protein energy wasting (PEW) in chronic kidney disease (CKD) is
characterized by muscle wasting with relative preservation of fat
mass. In the absence of a diagnostic biomarker, we used a com-
posite scoring system for diagnosis of PEW using surrogate
markers of protein deficit along with DEXA scan to evaluate lean
body mass (LBM).
Aim: To determine the prevalence of PEW in children with CKD using
DEXA scan as an additional tool.
Methodology: 30 CKD and 20 healthy children (1 -18years) were
evaluated on four markers of PEW. 1)Reduced dietary protein
intake assessed by 24 hour recall 2) Anthropometry showing
weight < 2SD, Height <2 SD or BMI < 5th centile for age and
gender.3) Biochemistry showing serum albumin < 3.8 g/dl ,cho-
lesterol <100 mg/dl or CRP> 1 mg/L 4) LBM < 5th centile for
height age on DEXA scan.
PEW was diagnosed if there was at least one parameter positive
in three out of the four categories. Cases and controls were com-
pared for significant differences in the parameters tested.
Results:Decreased protein intake was seen in 16 (53%), weight <
2SD, height < 2 SD in 15 (50%) patients each, low BMI in 11
(33%), low serum albumin in 7 (23%) and LBM < 5th centile for
height age in 28 (93%). Weight or height < 2SD, BMI or LBM <
5th centile was not seen in any of the controls(p<0.01). PEW in
CKD was diagnosed in 13 (43%). Prevalence of PEW was higher
in advanced CKD 47.6% (10/21) compared to 33.3% (3/9) in
CKD 3 (p<0.01). LBM <5th centile was also seen in 15 CKD
children who did not fulfil all the criteria of PEW.
A composite score including DEXA scan is useful for identifying PEW in
CKD. Reduced LBM on DEXA scan could be a sensitive marker for
subclinical PEW.

IPN11602-81 LOW ALBUMIN IS ASSOCIATED WITH EARLY
NEONATAL ACUTE KIDNEY INJURY: REPORT FROM
AWAKEN STUDY GROUP

A. Nada 1, L. Li 2, R. Griffin 2, J.C. Kupferman 3, M.J. Mhanna 4, J.D.
Mahan 5, D.J. Askenazi 2
1 LeBonheur Children's Hospital. The University of Tennessee Health
Science Center. Memphis, TN - United States, 2 University of Alabama
at Birmingham, Birmingham, AL - United States, 3 Maimonides Medical
Center, Brooklyn, NY - United States, 4 Metro Health Medical Center,
Cleveland, OH, United States - United States, 5 Nationwide Children's
Hospital, Columbus, OH - United States

Background: Studies in adults showed an association between
hypoalbuminemia and acute kidney injury (AKI) in different
settings. Hypoalbuminemia was associated with AKI in children
undergoing cardiac surgery. In this analysis of newborns en-
rolled in the Assessment of Worldwide Acute Kidney Injury
Epidemiology in Neonates (AWAKEN) we hypothesize that
low albumin is associated with increased risk of AKI in the first
postnatal week.
Materials &Methods:AWAKEN included 2162 newborns admitted
to the neonatal intensive care units at 24 institutions (4 countries)
from 01/14-03/14. Inclusion criteria: intravenous fluids for ≥48
hrs. Exclusion criteria: congenital heart disease repair at <7 days
of life, lethal anomaly or death at ≤48 hrs. For this analysis, we
excluded 1461 newborns who had no albumin levels document-
ed,19 who didn't have at least 2 serum creatinines or at least one
day of urine output recorded during first postnatal week. Analysis
was done for the entire cohort and for 3 sub-groups; <29, ≥29 to
<36 and ≥36 weeks gestational age.
Results: A total of 682 babies were included, 47.8% had AKI.
The mean minimum albumin was lower in AKI versus the no-
AKI group (p < 0.0001) for the entire cohort and for each of the
3 sub-groups. Mean maximum Albumin was higher in the no-
AKI group versus the AKI group (p= 0.0001) for the entire
cohort and for the <29 weeks and ≥39 weeks groups. Low al-
bumin was independently associated with AKI. For every 1 g/dL
decrease in albumin the odds of developing AKI increased by
4%. Even after adjusting for confounders including fluid status;
for every albumin of 1 there was 4.6% higher odds of having
AKI.
Conclusions: AWAKEN describes, for the first time, the associa-
tion between low albumin and AKI in the first postnatal week.
This association remained regardless of fluid balance and other
potential confounders

IPN11603-82NPHS2GENEMUTATION INTHREEUNRELATED
CHILDREN WITH CONGENITAL NEPHROTIC SYNDROME

C.S. Costigan 1, M. Riordan 2, M. Stack 2, C. Sweeney 2, N. Dolan 2, A.
Awan 2, E. O'mahony 1, A.M. Murphy 1, O. Franklin 3, D. Coleman 3, T.
Prendiville 3, D. Cody 4, S. O Connell 4, M. Waldron 2

1 Dept of Paediatrics, University Hospital Limerick - Ireland, 2 Dept of
Paediatric Nephrology, Children's Health Ireland, Crumlin &Temple
Street, Dublin - Ireland, 3 Dept of Paediatric Cardiology, Children's
Health Ireland, Crumlin, Dublin - Ireland, 4 Dept of Paediatric
Endocrinology, Children's Health Ireland, Crumlin, Dublin - Ireland

Introduction: The NPHS2 gene encodes Podocin, a critical protein
in the slit diaphragm component of the glomerular filtration bar-
rier. NPHS2 mutations are a recognised cause of congenital ne-
phrotic syndrome (CNS). A spectrum of mutations are described
with varying genotype-phenotype correlation (1,2), and mixed re-
ports of association with cardiac anomalies (3,4).
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Methods: This is a review of three children with CNS, cardiac anomalies
and each with two pathogenic NPHS2 mutations.
Results: We describe three unrelated children; two males aged 10
(Case A) and 6 years (Case B) and a 6 month old female (Case
C), presenting with hypoalbuminaemia, proteinuria and variable
degrees of oedema from infancy. Cases A and B have histological
focal segmental glomerulosclerosis (FSGS), Case C has not un-
dergone biopsy.
Case A presented with clinical NS at 9 months but moderate
hypoalbuminemia was previously noted at cardiac surgery. He
initially had unsuccessful trials of corticosteroids and calcineurin
inhibitors, then changed to chronic CNS management. He showed
variable albumin dependency until pre-emptive unilateral nephrec-
tomy at age 9 years with an expected drop in renal function; he
no longer requires regular albumin.
Case C has required regular albumin infusion, Case B has not. Both
currently have normal renal function.
All three have cardiac lesions: A&B have pulmonary stenosis, C has
hypertrophic cardiomyopathy (C).
One has commenced on growth hormone (GH) therapy, one is
undergoing GH assessment. All have required L-Thyroxine
replacement.
Conclusion: We describe three patients with NPHS2 mutations,
different clinical manifestations and disease progression. Two
have cardiac lesions previously described with podocin mutations
(6/18 children in one cohort)(3). One required nephrectomy with
good clinical response to date. Median renal survival in Podocin
mutations has been reported as 79 months(1), our cases seem
similar.

I PN11 6 0 4 - 8 3 ANTENATAL HYDRONEPHROS I S :
RETROSPECTIVE STUDY OF 5 YEARS

M. Gaia , M. Capela , M. Peixoto , G. Ferreira
CentroHospitalardeVilaNovadeGaia/Espinho,VilaNova deGaia -Portugal

Keywords: antenatal, hydronephrosis, ultrasound
Introduction: Antenatal hydronephrosis (AH) is common in fetal ultra-
sounds. Though it’s mostly transient, it can be associated with congenital
abnormalities and kidney injury.
The authors sought to evaluate the evolution of children with AH and
identify risk groups.
Matherial and methods: Retrospective study of children with AH
from 2013-2017. Renal pelvis anteroposterior diameter of 4 and
7mm or more in the second and third trimester, respectively, de-
fined diagnosis.
Results: 199 cases were identified, with male predominance (76,4%).
The incidence was 2,1%, and it was bilateral in 50,8%. 37,2% had AH
in the second trimester and 86,9% in the third. It persisted in the first
month in 57,9%, mostly improving or maintaining.
Voiding cystourethrography (VCUG), MAG3 and DMSA were per-
formed in 17%, 9,5% and 8%, respectively. 17,6% of VCUG showed
grade I vesicoureteral reflux (VUR), 2,9% grade III and 5,9% grade IV.
MAG3 showed non-obstructive pelvic dilation in 73,7% and obstructive
in 10,5%. DMSA had altered differential kidney function in 25% and one
case of kidney failure.
Family history was present in 6,5%. Other urinary tract anomalies were
detected in 10,1%. 9% had at least 1 episode of urinary tract infection
(UTI) during follow-up. About 1/3 had prophylactic antibiotherapy, due
to moderate/severe degree at birth (72,3%), worsening (13,8%), UTI
(10,8%) and VUR (3,1%).
There was no correlation between sex and degree of hydronephrosis or
occurrence of UTI. The degree in the third trimester was related to post-
natal persistence (p<0,01). Pre or post-natal degree wasn’t related to the
occurrence of UTI.

Conclusions: AH is frequent and requires follow-up. Most cases
resolve spontaneously and only require ultrasounds. The degree in
the third trimester is related to persistence and allows the defini-
tion of risk groups. Although the degree and occurrence of UTI
weren’t correlated, it’s necessary to note that moderate/severe
cases had prophylactic antibiotherapy.

IPN11606-85 RENAL DYSPLASIA IN CHILDREN: A SINGLE
CENTER CROSS-SECTIONAL STUDY

E. Mekik Akar 1, Z.B. Ozcakar 1, N. Cakar 1, H. Eren Ozturk 1, B. Biral
Coskun 1, B. Doganay Erdogan 2, F. Yalcinkaya 1

1 Ankara University School of Medicine, Pediatric Nephrology
Department, Ankara - Turkey, 2 Ankara University School of Medicine,
Biostatistics Department, Ankara - Turkey

Introduction: Renal dysplasia (RD) is one of the common causes of
chronic kidney disease (CKD) in children. Herein, we present a single
center experience about distinguishing features of different subtypes of
dysplasia.
Material-Methods: All children with RD who admitted to our
clinic between January 2018 and January 2019 were included to
the study. Patient data were obtained from hospital records.
Patients were classified according to their clinical features as uni-
lateral RD, bilateral RD, posterior urethral valves(PUV) and
multicystic dysplasic kidneys (MCDK).
Results: A total of 198 patients (114 male), median age 116.5
(1.5-242) months with a follow up period of 80 (1.5-240) months
were included. The study group comprised 108 children with uni-
la tera l RD, 31 bi la tera l RD, 16 PUV and 43 MCDK.
Consanguinity rate was 24% and was more significant in bilateral
RD group (p<0.001) . Addi t ional urogeni ta l anomal ies
(vesicoureteral reflux being the most common) were detected in
66% of the patients. One third of the patients had systemic
malformations which were more common in bilateral RD group
(65%, p<0.001). During follow up, hypertension was detected in
16% of the patients and 20% of the study group had proteinuria
of 16 (5.2-173) mg/m2/h that was significantly higher in PUV and
bilateral RD groups (p<0.001). At the last visit, creatinine and
creatinine clearance levels were 0.51 (0.15-10.6) mg/dl and
113.8(±43.1) ml/min/1.73m2, respectively. Overall rate of CKD
was 23% that was more frequent in bilateral RD and PUV groups
(p<0.001). The age of end stage renal disease was 91.5 (0.5-208)
months including 12 renal transplantation patients.
Conclusions: Patients with RD should be monitored carefully as it
is one of the most common causes of chronic renal failure in
childhood. Children with bilateral RD and PUV had the worst
outcome.

IPN11609-88 FREE 25HYDROXYVITAMIND CONCENTRATIONS
ARE LOWER IN CHILDREN WITH RENAL TRANSPLANT
COMPAREDWITH CHRONIC KIDNEY DISEASE

M.Wan 1, E. Preka 1, K. Price 2, D. Long 2, H. Aitkenhead 3, R. Shroff 1
1 Department of Paediatric Nephrology, Great Ormond Street Hospital
for Children NHS Foundation Trust, London - United Kingdom,
2 Developmental Biology and Cancer Programme, University College
London Great Ormond Street Institute of Child Health, London -
United Kingdom, 3 Department of Chemical Pathology, Great Ormond
Street Hospital for Children NHS Foundation Trust, London - United
Kingdom

Introduction: Total serum 25-hydroxyvitamin D (T-25OHD) is
considered the best marker of vitamin D status. However,
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25OHD is predominantly bound to vitamin D binding protein
(VDBP), while free (F-25OHD) and albumin-bound fractions are
considered bioavailable. Serum calcium, PTH, and bone mineral
density have been shown to correlate more strongly with
F-25OHD than T-25OHD. We assessed T-25(OH)D, measured
F-25OHD (mF-25OHD), calculated F-25OHD (cF-25OHD), and
their relationship with VDBP and biomarkers of mineral metabo-
lism in children with CKD and renal transplant.
Material & methods: Serum T-25(OH)D, F-25OHD, and VDBP
concentrations were measured in 61 children (22 CKD2-3,18 di-
alysis [described as CKD+D] and 21 post-transplant). Serum
T-25OHD was measured by tandem mass spectrometry, and mF-
25OHD and VDBP by ELISA. cF-25OHD was calculated as de-
scribed by Bikle et al.
Results: T-25OHD concentrations were comparable between
CKD+D and transplant groups (p=0.06). In the CKD+D group,
VDBP concentrations were lower than those in the transplant
group (median 5.5 vs. 6.6 μmol/L, p=0.008). Conversely, the
CKD+D group had significantly higher mF-25OHD concentrations
(median 14.8 vs. 9.1 pmol/L, p=0.004). Of note, higher mF-
25OHD concentrations were found in children with CKD2-3 com-
pared to those with transplant (median 13.9 vs. 9.1 pmol/L,
p=0.01) despite comparable eGFR.
Correlations between PTH with T-25OHD, mF-25OHD and cF-25OHD
were only observed in the transplant group (P<0.001 for all).
Multivariable regression analysis showed that in the CKD+D
group mF-25OHD was predicted by T-25(OH)D alone (β=0.9,
R2=74%). In the transplant group, mF-25OHD concentrations
were predicted by both T-25OHD and VDBP (β=0.6, -0.6
resepectively; R2=82%).
Conclusions: In transplanted patients, VDBP concentrations were
significantly higher compared to CKD or dialysis patients, and
consequently F-25OHD concentrations were lower, despite com-
parable T-25OHD concentration. We suggest that F-25OHD mea-
sures may be required in children with CKD, dialysis and trans-
plant, with further research to understand its association with
markers of mineral metabolism.

IPN11611-81 THE RESULTS OF TREATMENT WITH RHGH IN
CHILDREN WITH NEPHROTIC SYNDROME AND GROWTH
HORMONE DEFICIENCY

E. Kuzma-Mroczkowska 1, E. Witkowska-Sedek 2, H.
Szymanik-Grzelak 1, A. Majcher 2, B. Pyrzak 2, M. Panczyk-
Tomaszewska 1

1 Department of Pediatrics and Nephrology, Medical University of
Warsaw - Poland, 2 Department of Pediatrics and Endocrinology,
Medical University of Warsaw - Poland

Introduction: Children with nephrotic syndrome (NS) are at risk
of growth retardation. Aim of the study was to present results of
treatment with recombinant human growth hormone (rhGH) in
children with NS and co-existing growth hormone deficiency
(GHD) due to idiopathic growth hormone pituitary insufficiency.
Material and methods: We analyzed retrospectively 9 children
with NS and GHD (steroid resistant NS - 5, steroid-sensitive
NS – 4). In renal biopsy minimal change disease was found
in 3, mesangial proliferation in 3, focal and segmental
glomerulosclerosis in 1, membrano-proliferative glomerulonephri-
tis in 1. Before rhGH administration all patients were treated with
prednisone (mean duration 98 months), 7 with methylprednisolone
pulses, 8 with cyclosporine A (CsA), 6 with mofetil mycopheno-
late (MMF), 7 with cyclophosphamide, 3 with chlorambucil, 2
with tacrolimus. 75 children with GHD were included in control
group. In all patients height (SDS – standard deviation score),

growth velocity [cm/year] before rhGH treatment and every year
in three following years were analyzed.
Results:Mean age at treatment initiation in NS+GHD and GHD
groups was: 12.6 vs. 12.5 years, height: -3.5 vs. -2.5 SDS,
growth velocity in the year preceding treatment: 3.9 vs. 4.9
cm/year. Growth velocity in the first year was: 8.5 vs. 9.6
cm/year, in the second year: 9.6 vs. 7.8 cm/year, in the third
year: 7.3 vs. 6.5 cm/year. After three years height was -1.25
SDS (NS+GHD) and -1.4 (GHD). During rhGH treatment im-
munosuppressive treatment was used in 8 children: 3 – MMF+
CsA+prednisone, 1 – MMF+prednisone, 2 – CsA/tacrolimus+
prednisone. In 2 children with NS+GHD rhGH treatment was
withdrawn due to diabetes, in 1 after a year due to GFR de-
crease; 3 children are still treated with rhGH, 3 reached target
height.
Conclusions: In children with NS and growth retardation GHD should
always be considered.
The treatment with rhGH is effective in children with NS and GHD.

IPN11612-82 PROTEOLYSIS FACTORS AS PREDICTORS OF
PROGRESSION IN AUTOSOMAL DOMINANT POLYCYSTIC
KIDNEY DISEASE IN CHILDREN

Z. Bashirova
Veltischev Research and Clinical Institute for Pediatrics of the
Pirogov Russian National Research Medical University - Russian
Federation

Introduction: ADPKD is a progressive disease characterized by
interstitial inflammation and fibrosis. Proteolysis factors (MMP/
TIMP) are important in the mechanisms of nephrosclerosis in
ADPKD. In this study, we evaluated the relationship excretion
in urine: MMP-2, MMP-3 and MMP-9 and their inhibitors
TIMP-1 and 2, PAI-I, corrected for the body surface volume of
the kidney and the functional state of the kidneys to use as an
additional criterion of progression of ADPKD
Materials and methods: 24 children (13M/11F) with ADPKD and
normal renal function were examined, no one received
nephroprotective therapy. The mean age was 11.0(IQR: 5.0;14.0)
years. Median follow-up was 4.3 (IQR: 3,0;5,3) years. Laboratory
tests included serum creatinine, MMP/TIMP were determined in
urine by ELISA. Total kidney volume (TKV) was evaluated by
ultrasound, adjusted for standard body surface, and evaluated by
centil tables.
Results: 2 groups depending on the TKV. eGFR was lower in
children with TKV>97‰ than with TKV˂97‰:115(95;121) vs
130(104;138) ml/min/1,73m2 (p=0.02). The median decrease in
eGFR per year in the group of children with TKV>97‰ is great-
er than in the group of children with TKV˂97‰: 10,8(4.26;15.2)
vs 2,71 (0.2;4.98) ml/year (p=0.04). Children with TKV>97‰
were detected more frequently a decrease in MMP-2: 81.25% vs
37.5% (p=0.005), RR=8.66 (95% CI:1.08-55) and MMP-3: 68.7%
vs 25% (p=0.02), RR=13.75 (95%CI:1.6-92) than children with
TKV˂97‰. The detection rate of increased urinary excretion of
TIMP-1 and PAI-I in children with TKV>97‰ was significantly
higher than in the group with TKV˂97‰:68.7% vs 25% (p=0.04),
RR=11 ( 9 5%C I : 1 . 1 - 7 7 ) a n d 7 5% v s 2 5% ( p=0 . 0 3 ) ,
RR=12(95%CI:1.2-83).
Conclusion: The results of our study suggest that proteolysis
factors are an important in renal damage in children with
ADPKD, reflecting the severity of the accumulation of extracel-
lular matrix, which determines the prospects of their use for mon-
itoring the processes of fibrosis in the kidney and as predictors of
ADPKD progression.
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IPN11615-85 MUTATION SPECTRUM OF 29 CHINESE
PATIENTS WITH BARTTER SYNDROME

B. Zheng 1, Y. Chen 2, A. Zhang 2, J. Rao 3, Q. Shen 3, H. Xu 3, Z. Cheng
4, X. Liu 4, Y. Wu 5, L. Hou 5

1 Nanjing Key Laboratory of Pediatrics, Children’s Hospital of Nanjing
Medical University - China, 2 Department of Nephrology, Children’s
Hospital of Nanjing Medical University - China, 3 Department of
Nephrology, Children's Hospital of Fudan University - China,
4 Department of Nephrology, Bejing Children's Hospital Affiliated to
Capital University of Medical Science - China, 5 Department of
Pediatric Renal Rheumatism Immunology, Shengjing Hospital Affiliated
to China Medical University - China

Introduction: Bartter syndrome (BS) is a group of autosomal re-
cessive disorders that due to a defect in sodium, potassium and
chloride reabsorption at the level of Henle's loop. Here, we aimed
to analyze the mutations of the causal genes in 29 Chinese pa-
tients with BS.
Material & methods: We screened 29 patients with a clinical
diagnosis as BS recruited to our multicenter registration system
(Chinese Children Genetic Kidney Disease Database, CCGKDD)
from 2014 to 2018. The male-to-female ratio of the 29 patients
was 19:10. Median age at diagnosis was 5.83 yrs. (range 1
month–17yrs). Genetic analysis was conducted using a targeted
gene panel (21/29), singleton-WES (5/29) or trio-WES (3/29).
Results: Variants that fulfilled the filtering criteria to be causative
were detected in SLC12A3, SLC12A1 and CLCNKB gene in 25
of 29 (86.2%) patients. The most frequently mutated gene in our
cohort was SLC12A3 gene which encodes the thiazide-sensitive
NaCl cotransporter in Gitelman’s syndrome. In particular, we
identified seven compound heterozygotes, one homozygote and
three heterozygotes in SLC12A3. For SLC12A1 gene, encoding
the sodium-potassium-chloride cotransporter NKCC2 in type I BS,
we identified two homozygotes and four compound heterozygotes.
In CLCNKB gene, encoding a basolateral chloride channel in type
III, one homozygote, six compound heterozygotes and one hetero-
zygote were detected.
Conclusions: Exome sequencing can provide conclusive molecular
genetic diagnosis in a high fraction of individuals with BS. A
molecular genetic diagnosis offers advantages for future progno-
sis, management and genetic counseling.

IPN11616-86 A NOVELMETHODFOR INKTCELL-MEDIATED
EX VIVO TREG EXPANSION TO INDUCE TRANSPLANT
TOLERANCE

M. Ikemiyagi 1, R. Ishii 2, H. Katsumata 2, T. Kanzawa 2, T. Yamakawa 2,
H. Ishigooka 2, I. Kamimaki 1, T. Hirai 2, K. Saiga 2, M. Okumi 2, Y. Ishii
3, K. Tanabe 2

1 Department of Pediatrics, National Hospital Organization Saitama
Hospital - Japan, 2 Department of Urology, Tokyo Women's Medical
University - Japan, (3) Vaccine Innovation Laboratory RIKEN Cluster
for Science, Technology and Innovation Hub (RCSTI) - Japan

Introduction: Regulatory T cells (Tregs) are beneficial for
transplant-tolerance induction. We previously reported that Treg
expansion after invariant natural killer T (iNKT) cell stimulation
by ɑ-galactosylceramide (ɑ-GalCer) with CD154 blockade was
essential for establishing mixed chimerism in murine bone mar-
row transplant model. If Tregs can be administered to patients,
they are supposed to play a critical role in immune tolerance.
However, efficient and stable methods for ex vivo Treg expansion
remain unavailable. In this study, it has been shown that human

iNKT cells activated by ɑ-GalCer could promote the proliferation
of human Tregs in vitro.
Material & methods: Peripheral blood cells (PBMCs) derived from
normal healthy volunteers were incubated in the presence or ab-
sence of ɑ-GalCer. The ratio of the CD4+/CD4- iNKT subset and
the phenotype of the Tregs were analyzed using flow cytometry.
IL-2 and other cytokines expression in each iNKT subset was
determined by real-time PCR method.
Results: After the culture of human PBMCs with ɑ-GalCer at a
concentration of 100 ng/mL, the CD4+CD25+Foxp3+ or CD4+
CD25+CD127low phenotype cells corresponding to Tregs were
remarkably expanded. Subset analysis of iNKT cells showed that
the proportion of CD4-CD8- (DN) subset, but not either CD4+
CD8- (CD4+SP) or CD4-CD8+ (CD8+SP) subset was negatively
related to Treg expansion even though the number of total iNKTs
was remarkably high. IL-2 expression of CD4+iNKT cells, but
not that of CD4-iNKT cells, was substantially detected. Taken
together, it was suggested that ex vivo Treg expansion might
depend on the function of CD4+SP iNKT cells such as IL-2
production.
Conclusions: The number of whole iNKT cells in PBMCs posi-
tively contributed to ex vivo Treg expansion after culturing in the
presence of α-GalCer. However, the ratio of CD4+SP subset ver-
sus DN subset in the iNKT cells might be more essential for Treg
expansion.

IPN11617-87 AN ADOLESCENT CASE WHO WAS BROUGHT
BY HYPONATREMIC SEIZURE: DENTAL HYPONATREMIA

M. Torun Bayram, G. Yildiz, A. Soylu, S. Kavukcu
Dokuz Eylül University Medical Faculty, Department of Pediatric
Nephrology,İzmir - Turkey

Introduction: Any situation associated with higher water intake
than the requirement determined by thirst mechanism can cause
dilutional hyponatremia. Early diagnosis and treatment of
dilutional hyponatremia are problematic as the symptoms of acute
hyponatremia are non-specific.
Case report: A previously healthy 15-year-old girl was referred
to our clinic by a local hospital because of persistent uncon-
sciousness following a generalized tonic-clonic seizure. Physical
examination revealed an unconscious, well-developed adolescent
with normal pulse rate, and blood pressure. She was neither
edematous nor dehydrated. There was no cranial nerve deficit,
focal neurologic sign, papilledema, or neck stiffness. Cranial
computed tomography was normal. Laboratory investigations re-
vealed a serum sodium of 118 mmol/L, bicarbonate 22 mmol/L,
blood urea nitrogen 4.3 mg/dL, glucose 98 mg/dL, calcium 9.01
mg/dL, and serum osmolality 240 mosmol/kg. Urine osmolality
and fractional excretion of sodium (FENa) were 325 mosmol/kg
and 1.5%. Toxicologic analysis of urine was negative.
Hypertonic saline infusion was started to correct hyponatremia.
Her consciousness improved rapidly. During follow-up, the pa-
tient was noted to be polyuric and serum sodium normalized
within this period (139 mmol/L after 14 h). The parents stated
that the patient had a toothache due to abscess formation for the
last 3 days and used etodolac during this period. When the
patient regained consciousness, detailed questioning revealed
the cause of hyponatremia. She had consumed cold water for
pain relief. The patient reported that during the 24 h preceding
the seizure she consumed approximately 3 L of cold water and
plenty of ice cubes for dental pain relief. Thus, the cause of
hyponatremia was considered to be dilutional due to high water
intake and also possibly due to inappropriate secretion of
antidiuretic hormone.
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Conclusion: This case demonstrates that hyponatremic encephalop-
athy may develop in children or adolescents if they inadvertently
drink sufficient water in the presence of non-osmotic stimuli for
ADH secretion.

IPN11618-88 EXOME SEQUENCING REVEALS A GENETIC
CAUSE IN 37% OF PEDIATRIC PATIENTS WITH SRNS
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Nephrology、Rheumatology and Immunology, Qilu Children's
Hospital of Shandong University - China, 12 Department of
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13 Department of Nephrology, Children's Hospital of Dalian Medical
University - China, 14 Department of Nephrology and Rheumatology,
Children's Hospital Affiliaten of Zhenzhou University - China,
15 Department of Pediatric, Urumqi City Children's Hospital - China

Introduction: Steroid-resistant nephrotic syndrome (SRNS) is the sec-
ond most frequent cause of chronic kidney disease before 25 yrs.
Currently, more than 50 recessive or dominant genes have been identified
as monogenic causes of SRNS. Our aim was to characterize the distribu-
tion of disease-causing gene mutations in a large pediatric cohort with
SRNS in China.
Material & methods: We screened 273 pediatric patients with SRNS
recruited to our multicenter registration system (Chinese Children
Genetic Kidney Disease Database, CCGKDD). Genetic analysis was
conducted using a targeted gene panel (103/273), singleton-WES (109/
273) or trio-WES (61/273).
Results: Kidney histology data is available in 169 of 273 (61.9%)
patients. Most patients had FSGS (56.8%) on biopsy. Other vari-
ations including minimal change disease and mesangial prolifera-
tive glomerulonephritis were reported in 8.8% and 14.7% of the
169 patients, respectively. Exome sequencing was performed on
273 pediatric SRNS/FSGS patients. The diagnostic yields did not
vary markedly by different sequencing approaches. Variants that
fulfilled the filtering criteria to be causative were detected in
known SRNS genes in 102 of 273 patients (37% of the complete
cohort). They are in the following genes: ADCK4, NPHS1, WT1,
PLCE1, INF2, PAX2, LAMB2, COQ2, CD2AP, ANLN, TRPC6,
MYH9, TTC21B, CUBN, NUP93, KANK1, NPHS2, NUP205,
NUP107, DGKE, OCRL, MAFB. The most frequently mutated
genes in our cohort were ADCK4, NPHS1, WT1 and PLCE1,
and this included 58.8% (60 of 102 patients) of genetic detection
in our cohort. 16 patients with congenital nephrotic syndrome
(CNS) were found to have known or potential mutations in
NPHS1, LAMB2, and WT1.

Conclusions: The diagnostic yield of genetic testing in our cohort was in
concordance with recently published studies. Exome sequencing could be
the best way to achieve a molecular genetic diagnosis for patients with
SRNS.

IPN11621-82 X-LINKEDHYPHOSPHATEMIA INCHILDREN: A
DESCRIPTIVE STUDY IN THE NETHERLANDS

F. Albuainain 1, M. Besouw 1, P. Rump 2, A. Boot 1
1 University of Groningen, Department of pediatrics, University Medical
Center Groningen - Netherlands, 2 University of Groningen, Department
of genetics, University Medical Center Groningen - Netherlands

Objectives:X-linked hypophosphatemic rickets (XLH) is a rare X-
linked dominant inherited disease characterized by decreased renal
phosphate reabsorption and 1,25(OH)2-Vitamin D production,
causing rickets and growth retardation in children. We aimed to
collect disease markers before and during treatment in children
with XLH and to evaluate the XLH genotypes found in the
Netherlands.
Methods: Single-centre retrospective cohort study, investigating clinical
data at diagnosis and during follow-up of all children with XLH, includ-
ing genetic analysis.
Results: In total, 42 patients were included, 17 are male. We
found 40% of patients with a positive family history for XLH;
maternal inheritance appeared in 16 and paternal inheritance in
only 1. Mean age at diagnosis was 3.7 years, and 4.4 years at
therapy onset. Patients with a positive family history were youn-
ger at treatment initiation compared to patients with de novo mu-
tations. Most patients were treated conservatively with oral phos-
phate and active vitamin D, 4 patients were treated with
burosumab for 4 years, another 6 were switched to burosumab
recently. After 2-5 years of conventional treatment, 69% still
had signs of rickets on X-ray of the knee. Three patients (7%)
had craniosynostosis at diagnosis. In total 13.6 % (n=3) suffered
from dental caries, 27.3% (n=6) suffered from oral abscess and
43.8% (n=14) had nephrocalcinosis on ultrasound. Tertiary hyper-
parathyroidism was found in 2 patients. Genetic analysis revealed
mutations in intron 4 (n=5; 3 of whom were related), exon 18
(n=3), exon 12 (n=3) and intron 19 (n=2) .
Conclusion: The diagnosis is often delayed in XLH patients, es-
pecially in the absence of a family history. Even after diagnosis,
there was a mean delay of 0.7 years until initiation of treatment.
Interestingly, a rather large number of patients (69%) still had
signs of rickets after 2-5 years of conventional treatment.

IPN11622-83 POSSIBLE EFFECT OF FLUCLOXACILLIN ON
TACROLIMUS AND EVEROLIMUS LEVELS THROUGH
CYP3A4 INDUCTION: SINGLE-CENTER EXPERIENCE

H. Veenhof 1, H. Schouw 1, M. Besouw 2, D. Touw 1, V. Gracchi 2
1 University of Groningen, Department of Clinical Pharmacy and
Pharmacology, University Medical Center Groningen, Groningen -
Netherlands, 2 University of Groningen, Department of Pediatric
Nephrology, University Medical Center Groningen - Netherlands

Objectives: Tacrolimus and everolimus are commonly used for preven-
tion of allograft rejection and are both metabolized by the hepatic cyto-
chrome P450 (CYP) enzyme CYP3A4. Drugs influencing the activity or
expression of CYP enzymes can cause clinically relevant changes in
immunosuppressant metabolism. Flucloxacillin has been reported to in-
fluence other drugsmetabolized byCYP3A4, but there are no reports thus
far describing an interaction between flucloxacillin and tacrolimus or
everolimus.
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Patients and methods: We describe the case of an 11 years old kidney-
liver transplant patient who received flucloxacillin treatment for pyelone-
phritis. Seven days after the onset of treatment both everolimus and ta-
crolimus trough concentrations dropped, despite dose increase. After
flucloxacillin discontinuation trough concentrations returned to the target
range within three days and increased further in the following days. After
this case, we aimed to investigate the possible drug-drug interaction be-
tween flucloxacillin and tacrolimus and/or everolimus in other patients in
our hospital. In this single-center retrospective cohort study all patients
were included in whom tacrolimus and/or everolimus through levels were
available during flucloxacillin treatment, patients using other CYP inhib-
itors or inducers or having liver failure were excluded.
Results: Including the index case, we found 11 patients that met the
inclusion criteria. All patients were treated with tacrolimus. Besides the
index case, no additional patients were treated with everolimus. All ex-
cept 1 patient showed a marked decrease of through level/daily dose ratio
during flucloxacillin treatment, followed by an increase after cessation.
Conclusion: Changes in tacrolimus and everolimus trough concentra-
tions may be caused by a CYP3A4-inducing effect of flucloxacillin. We
advise physicians to be aware of possible interactions of flucloxacillin
with tacrolimus and everolimus. Additional monitoring of immunosup-
pressant levels during and up to at least 2 weeks after discontinuation of
flucloxacillin is strongly recommended.

IPN11624-85 THE EVALUATION OF THE EFFECT OF ACUTE
GRAFT DYSFUNCTION ON RENAL GRAFT FUNCTIONS IN
CHILDREN

H. Okur Aygok 1, F. Mutlubas 2, E. Soyaltin 2, D. Alaygut 2, S.
Arslansoyu Camlar 2, C. Alparslan 3, O. Yavascan 4, B. Kasap Demir 5
1 University of Health Sciences Izmir Tepecik Training and Research
Hospital, Department of Pediatrics - Turkey, 2 University of Health
Sciences Izmir Tepecik Training and Research Hospital, Department of
Pediatrics, Division of Pediatric Nephrology - Turkey, 3 Diyarbakır
Women's and Children's Hospital, Pediatric Nephrology Clinic - Turkey,
4 Istanbul Medipol University, Department of Pediatrics, Division of
Pediatric Nephrology - Turkey, 5 Izmir Katip Celebi University, Department
of Pediatrics, Division of Pediatric Nephrology and Rheumatology - Turkey

Introduction: The most effective renal replacement therapy (RRT) is
renal transplantation in children with end-stage renal-disease. In order
to prolong the graft life, acute graft dysfunction (AGD) should be recog-
nized. In our study, AGD causes and effects were investigated.
Methods: The patients under 18 years-old who followed with renal trans-
plantation in University of Health Sciences Tepecik Training and Research
Hospital Pediatric Nephrology Center were evaluated with pre/per or post-
transplantation parameters which resulted with AGD retrospectively.
Results: The mean follow-up period was 51,6±35months. There was no
difference in terms of AGD with living (n=31) or deceased (n=24) donors.
Preemptive transplantation was performed in20% and AGD rates were
similar in patients who had dialysis in pre-transplant period. The dialysis
duration before transplantation was longer in AGD patients (24.7±25.1
months) (p = 0.04). No correlation was found between the mean of cold
ischemia time, number of mismatches, induction/maintenance treatments
with AGD. Four delayed-graft-function (DGF) (7,5%) and six Slow-graft-
function (SGF) (11,3%) periods were detected in these patients. There was
no significant difference in presence of DGF /SGF (p=0.33, p=0.2). Acute
tubular necrosis was detected in 17 (39,5%) patients in the zero-hour renal
biopsy and 82,3% of them had AGD. Total 99 AGD attacks were observed
in 38 patients and the most common causes were infection (48,5%), acute
rejection (AR)(22,2%) and CNI-nephrotoxicity (19,2%). There was a sig-
nificant association between BK-virus nephropathy and AGD. Graft loss
was seen in 5 patients (9.1%) due to AGD attacks.
Discussion: It was shown that AR is the greatest risk for graft and it is
emphasized that humoral rejection is more common than cellular

rejection recently. Infections are still a threat to AGD. Preemptive-
transplants are emphasized once again by determining that length of di-
alysis increases the risk of AGD.

IPN11625-86 THE EFFICACYOF CYCLOSPORINE ATREATMENT
IN CHILDRENWITH IDIOPATHIC NEPHROTIC SYNDROME

F. Mutlubas 1, G. Erfidan 1, E. Soyaltin 1, D. Alaygut 1, S. Arslansoyu
Camlar 1, O. Yavascan 2, B. Kasap Demir 3
1 University of Health Sciences Izmir Tepecik Training and Research
Hospital, Department of Pediatrics, Division of Pediatric Nephrology -
Turkey, 2 Istanbul Medipol University Department of Pediatrics, Division of
Pediatric Nephrology - Turkey, 3 Izmir Katip Celebi University, Department
of Pediatrics, Division of Pediatric Nephrology and Rheumatology - Turkey

Introduction: Although nephrotic syndrome can usually be treated with
steroids, sometimes immunosuppressive therapies may be necessary.
Cyclosporine A(CsA), one of these immunsupresive agents, has positive
effects on glomerular membrane. The efficiency of CsA on remission was
investigated.
Methods: Thirty-six INS patients with INS, were followed in University
of Health Sciences, Tepecik Training and Research Hospital, Pediatric
Nephrology Clinic were included. Demographic and clinical data, num-
ber of attacks, treatment responses were evaluated retrospectively.
Results: The mean age of the patients and diagnosis age was 13,3±4,6
years and 4,6±3,4 years respectively. The duration of disease was 8,6
±4,7years and the mean follow-up period was 7,58±4,79years.
According to their response to steroids at the beginning of the study
steroid-sensitive (SSNS;n=32) and resistant (SRNS;n=4) were evaluated.
At the end of study, patients were found to be steroid dependent
(SDNS):72,3%, frequent relapsing(FRNS):2,7% and SRNS:25%.
Thirty-four patients were initially evaluated with renal biopsy, and 56%
had minimal lesion disease. In follow-up biopsy was performed to 18pa-
tients, while the focal segmental glomerulosclerosis rate was increased
from 11,8% to 50%. IgM was accumulated in 47%, while SBNS in 81%.
Remission was achieved with CsA in 29 patients. The average duration of
cyclosporine usage was 57,1±40,1 months. The number of attacks per-
year after CsA treatment was 0,77±0,77 and it was significantly lower
than whole attacks (p=0.018). The mean of attacks of the patients with
IgM accumulation after CsAwas found to be 0,66±0,57 while total num-
ber of attacks was 1,46±1,33. The effect of CsA on attack frequency was
significant in patients with IgM accumulation(p=0.04). The mean of CsA
usage duration was 57,1±40,1 months with a mean dose of 114±68mg/g.
Discussion: CsA treatment has once again been emphasized that it has a
positive effect on frequency of attacks, especially IgM accumulation, and
the need for continue usage in SDNS patients.

IPN11628-89 NEUTRAL ENDOPEPTIDASE/NEPRILYSIN (NEP)
DEFICIENCY: NOT ONLY CONGENITAL MEMBRANOUS
NEPHROPATHY IN THE OFFSPRING

D. Diodato 1, H. Debiec 2, P. Ronco 3, M. Vivarelli 4
1 Unit of Muscular and Neurodegenerative Disorders, Bambino Gesù
Pediatric Hospital and Research Center, Rome - Italy, 2 Sorbonne
Université, Université Pierre et Marie Curie Paris 06, and Institut
National de la Santé et de la Recherche Médicale, Unité Mixte de
Recherche S1155, Paris - France, 3 Department of Nephrology and
Dialysis, Assistance Publique-Hôpitaux de Paris, Tenon Hospital, Paris
- France, 4 Unit of Nephrology and Dialysis, Bambino Gesù Pediatric
Hospital and Research Center, Rome - Italy

Introduction: Congenital membranous nephropathy (MN) is a rare con-
dition in which infants present with neonatal-onset proteinuria, with or
without nephrotic syndrome and renal failure. The condition is due to
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MME gene mutation in the mother, leading to absence of neutral
endopeptidase/neprilysin (NEP), expressed at the podocyte surface.
This determines formation during the first pregnancy ofmaternal antibod-
ies directed against placental NEP protein, which determines a deposition
of anti-NEP antibodies along the GBM, leading to MN of varying sever-
ity in the neonate.
Material &methods:We describe a woman who after a miscarriage had
a first child with moderate proteinuria at birth, which resolved completely
without treatment in the first year of life. Fifteen years later, she had a
second child, who presented with acute renal failure and anasarca at birth.
Renal biopsy showed membranous nephropathy, and high titers of anti-
NEP antibodies were found in the mother and child (Vivarelli M, KI
2015). The mother had NEP deficiency with a truncatingMMEmutation.
Three years later, at the age of 40, she developed wasting of distal muscles
of her legs. Seven years later, electromyography of upper and lower limbs
which showed an axonal sensory-motor polyneuropathy. The last neuro-
logical examination at 49 years of age showed a steppage gait, possible
only with monolateral support; there was symmetrical atrophy of the
interosseous muscles of the arms, moderate atrophy of quadriceps bilat-
erally and marked atrophy of the lower legs and feet. In retrospect, she
reported first complaints of mild leg weakness in her late teens. The
neurological picture was compatible with Charcot-Marie-Tooth disease.
Results: As described, (Higuchi Y, Annals of Neurology 2016),MME mu-
tations can give autosomal-recessive forms of Charcot-Marie-Tooth disease.
Conclusions: This observation suggests that neprilysin/MME is involved
in peripheral nerve myelination and/or functioning. Neurological surveil-
lance is recommended in treatment with neprilysin inhibitors.
Keywords: Congenital membranous nephropathy, Charcot-Marie-Tooth
disease.

IPN11643-86 URINARY SODIUM EXCRETION FROM
MULTIPLE SPOT URINE SAMPLING: REFERENCE VALUES
FOR ITALIAN CHILDREN

G. Ardissino , M. Perrone , A. Bosco , V. Capone , G. Pieri , F. De Luca , S.
DiMichele , L. Filippucci , F. Tel , E. Dardi , T. Bollani , A.Mezzopane , S.
Ghiglia , L. Martelli , P. Salice , M. Brambilla , M. Masciani , R. Buzzetti
www.childproject.org - Italy

Introduction: The estimate of urinary sodium (uNa) excretion is impor-
tant for the management of hypertension (HPT) since restriction of Na
intake, per se, can be an effective treatment in mild HPT while in severe
HPT it greatly enhances the efficacy of medications. We have demon-
strated that urinary sodium excretion can be estimated, more precisely and
more practically, by means of the urinary Na-to-urinary Creatinine Ratio
(uNa/uCrR) in 4 urine samples taken randomly in 4 different days than
with a single 24 hours urinary collection. However, no reference values
are available for this parameter.
Material & Methods: Within a nationwide investigation on the possible
role of water intake on blood pressure (SPA Project), uNa (in mEq/L) and
uCr (in mg/dL) were determined in 4 random spot urine samples collected,
in 4 different days and the mean uNa/uCrRs were calculated in a cohort of
286 healthy Italian, non-overweight (median BMI 15.4; IQR 14.5-16.4),
children (141 females) with a median age of 5.7 years (IQR 5.3-6.1).
Results: The values of the most relevant centiles (and CIs) of uNa/uCrR
the were as follows: 5th: 1.5 (1.4-1.6); 10th: 1.7 (1.6-1.8); 25th: 2.0 (1.9-
2.1); 50th: 2.5 (2.4-2.7); 75th: 3.2 (3.1-3.4); 90th: 3.9 (3.7-4.2); 95th: 4.5
(4.1-4.8).
Conclusions: Normal children showed a very wide range in uNa/uCrR
(0.99-6.74) reflecting the significant variability in Na intake. The possi-
bility of measuring uNa excretion more practically and precisely (com-
pared with 24 hours urinary collection) by means of 4 spot urine samples
taken randomly in 4 different days provides an additional tool for moni-
toring patients on Na intake restriction, for tailoring their treatment and
for simplifying research activities while increasing the reliability.

IPN11644-87 THERAPYANDOUTCOMEOFC3GLOMERULOPATHY
AND IMMUNE-COMPLEX MEMBRANOPROLIFERATIVE
GLOMERULONEPHRITIS

P. Khandelwal , H. Saini , G. Singh , S. Saini , A. Sinha , A. Bagga , P. Hari
All India Institute of Medical Sciences, New Delhi - India

Objective: Information on long-term renal-outcome and response to immu-
nosuppression in children with dense deposit disease (DDD), C3 glomerulo-
nephritis (C3GN) or immune-complex MPGN (IC-MPGN) is limited.
Methods: Eighty-four patients, aged<18-year-old, with DDD (n=45),
C3GN (n=19) or IC-MPGN (n=20) diagnosed by histopathology, immu-
nofluorescence and electron microscopy were included. C3 nephritic fac-
tor (C3Nef; n=18), antibodies to factor H (FH; n=67) and factor B (FB;
n=31) were analyzed. Remission was serum albumin >3.0 g/dL with 24-
hours urine protein <100 mg/1.73m2 (complete) or 100-1000 mg/1.73m2

(partial) and improved or stable eGFR (±15ml/1.73m2/min); adverse out-
come was eGFR<30 mL/min/1.73 m2 or death.
Results: Patients presented with nephrotic syndrome (58%), microscopic
hematuria (80%) and stage-2 hypertension (43%). DDD commonly pre-
sented as rapidly progressive glomerulonephritis (RPGN; 22%). Compared
to IC-MPGN, patients with C3-glomerulopathy (DDD and C3GN) were
C3Nef positive (70% vs. 13%; P=0.024) and had lower serum C3 (median
27 vs. 87 mg/dl; P=0.027). Both subgroups showed antibodies to FH (9%)
and FB (16%). Therapy comprised ACE-inhibition, steroids with myco-
phenolate mofetil (MMF; 66), tacrolimus (36), cyclophosphamide (22),
azathioprine (4), IV rituximab (6) and plasma exchanges (5). Remission-
rate was 24% and 22% with MMF (n=66) and tacrolimus (n=36), respec-
tively (P=0.9). Sustained remission occurred in 13%, 16% and 16% of
patients with DDD, C3GN and IC-MPGN, respectively. Renal survival
was better in IC-MPGN than C3-glomerulopathy (69.8% and 89% at 5-
years, 49.6% and 89% at last follow-up at median 50 months; log-rank
=0.056); patients with DDD and C3GN had similar outcome (log-
rank=0.24). In multivariable analysis, complete or partial remission (HR
18.0; P=0.002), RPGN presentation (HR 5.17; P=0.016) and DDD (HR
4.7; P=0.019) predicted adverse outcome.
Conclusion: Clinical presentation and response to immunosuppression is
similar in C3-glomerulopathy or IC-MPGN. Both C3-glomerulopahty
and IC-MPGN show antibodies to FH and FB in 9% and 16% patients,
respectively. Tacrolimus or MMF fail to significantly lower proteinuria.

IPN11646-89 URINARY TRACT INFECTIONS AND KIDNEY
FUNCTION IN FIRST 6 MONTHS OF LIFE IN PUV PATIENTS.

M. Stanczyk 1, M. Tkaczyk 1, W. Krzeszowski 2, J. Wojtera 2, I.
Maroszynska 3, K. Fortecka-Piestrzeniewicz 3, T. Talar 4, B. Pawlowska
4, D. Olejniczak 5, M. Podgorski 6, A. Niewiadomska 7, R. Swiechowski
7, A. Krygier 7, M. Litwinska 2, K. Szaflik 2

1 Department of Pediatrics, Immunology And Nephrology, Polish
Mother’s Memorial Hospital - Reseach Institute - Poland, 2 Department
of Gynaecology, Fertility and Fetal Therapy, Polish Mother’s Memorial
Hospital - Reseach Institute - Poland, 3 Department of Intensive Therapy
and Congenital Malformations of Newborns and Infants, Polish Mother’s
Memorial Hospital - Reseach Institute - Poland, 4 Department of
Neonatology, Polish Mother’s Memorial Hospital - Reseach Institute -
Poland, 5 Department Of Surgery, Urology And Transplantology,
Polish Mother’s Memorial Hospital - Reseach Institute - Poland,
6 Department Of Diagnostic Imaging, Polish Mother’s Memorial
Hospital - Reseach Institute - Poland, 7 Medical Laboratory Diagnostic
Centre, Polish Mother’s Memorial Hospital - Reseach Institute - Poland

Introduction: Children with diagnosis of PUV are at risk of hav-
ing recurrent urinary infections (RUTI). There is lack of evidence
about efficacy of antimicrobial prophylaxis and recommendations.
The aim of the study was to assess the prevalence of UTI in
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infants with prenatally diagnosed obstructive uropathy and prena-
tal vesico-amniotic shunting. Secondary aim was the assessment
of association between the grade of VUR and kidney function in
6th month of life.
Material and methods: The study group consisted of 18 six months old
infants diagnosed with PUV who underwent prenatal VAS. Children were
assessed at day 28 and at 6 months of life with regard of presence of RUTI.
After birth urological work-up with valve resection were performed.
Results: In neonatal period 44% patients had urinary tract infection. In
62% resistant bacteria were identified. Before resection of PUV 50% had
high grade reflux (IV and V), 27% had no VUR.
After discharge from hospital 67 % received UTI prophylaxis, 73% in 6th

month. 44% had UTI between 1st and 6th month. High grade reflux group
(HGR) didn’t have more urinary infections in first 6 months compared to
low grade group (LGR) (p=0,08). HGR had initially lower eGFR com-
pared to LGR – 18,86 vs 48,43 ml/min/1.73m2 respectively, p=0,002. At
6 months HGR had lower eGFR compared to LGR – 28,3 vs 79,75 ml/
min/1.73m2 respectively, p=0,004. Both groups improved kidney func-
tion (p=0,03, p=0,02 respectively). eGFR of patients with RUTI and free
of infections was similar in 6 month of life (p=0,4).
Conclusions: Despite prophylaxis RUTI with resistant bacteria in chil-
dren with LUTO still occur. It can be hypothesized that the main indicator
of kidney damage is the baseline severity of malformation (presence of
high grade VUR), but not RUTI.
The study was granted by Polish Mother’s Memorial Hospital Research
Institute - internal grant 2016/IV/54-GW

IPN11647-90RITUXIMABIN INDUCTIONIMMUNOSUPPRESSIVE
THERAPYAS A PREVENTION OF THE RFSGS AFTER KIDNEY
TRANSPLANTATION.

A. Rumyantsev , A. Bologov , O. Borisova , J. Kashirina , B. Kushnir , E.
Molchanova , A. Valov
Russian State Children`s Hospital, Moscow - Russian Federation

Introduction: The incidence of recurrence of FSGS (rFSGS) after
kidney transplantation (KTx) varies from 30% to 65% according
to the data of different authors. According to ESPN report
(Pediatric Transpl. 2019; 23: e13385), half of centers start preven-
tive treatment in such patients before transplantation. The aim of
our study is to evaluate the effectiveness of Rtx in induction of
immunosuppression to prevent the rFSGS.
Material andmethods: In our center from 1990 to 2018 there were
823 cadaver KTx from adult donors to 714 children patients, 42
(5,9%) children with idiopathic FSGS received 46 KTx. Five pa-
tients had genetic forms of FSGS. rFSGS was revealed in 22
patients (52,4%). Since 2014 we have used thymoglobulin (1-1,5
mg/kg №3-7), rituximab (Rtx) (375 mg/m2 №1), methylpredniso-
lone (500 mg/m2) in induction of immunosuppression as the
rFSGS prevention. Maintenance immunosuppressive therapy for
all patients consisted of a combination of steroids, tacrolimus/cy-
closporine, and MMF. We evaluated level of proteinuria and renal
graft function (serum creatinine) during 2 years (in early postop-
erative period and then within 1, 6, 12, 24 months).
Results: Patients with idiopathic FSGS who received rituximab in induc-
tion therapy did not have rFSGS during 24 months after KTx. Serum
creatinine (umol/l) was: 67,19±17,04; 67,07±11,03; 67,07±13,90, 75,61
±16,61 after 1; 6; 12; 24 month respectively. Proteinuria (mg/24/hours)
was 91,72±60,81; 133,04±32,91; 142,82±44,74; 211,80±88,11 after 1; 6;
12; 24 month respectively.
Conclusion: According to the data of our center, rituximab in immuno-
suppression induction decreases the likelihood of rFSGS. Further assess-
ment of graft survival and graft function in children with idiopathic FSGS
with Rtx in induction immunosuppressive therapy is necessary. We need
to clarify risk factors, effective prevention therapy for rFSGS after KTx.

IPN11648-91 MULTIPLE FRACTURES WITH BONY
DEFORMITY: A RARE PRESENTATION OF DISTAL RENAL
TUBULAR ACIDOSIS

A.K. Satapathy, K. Ik, H.S. Patro, J. John
All India Institute Of Medical Sciences,Bhubaneswar - India

Introduction: Renal tubular acidosis (RTA) is a clinical syndrome
that causes hyperchloremic metabolic acidosis due to defective
urinary acidification. They usually present with failure to thrive
(FTT), polyuria or refractory rickets. Here, we are reporting 3
case of distal RTA who presented with FTT and bony deformity
with recurrent fractures of bones.
Method & Material We have collected retrospective data of the 3 chil-
dren with distal RTAwho presented with refractory rickets with history of
fracture of long bones along with bony deformity.
Results: The mean age of presentation was 6.6 yrs (SD ± 1.2) though all
of them having FTTsince early infancy.Weight and height of the children
were less than 3rd centile at the time of diagnosis. All of them had histor-
ically having polyuria. There was history of fracture of long bones in all
of them. At presentation, mean serum calcium was 10 mg/dl (SD±0.45),
Phosphate 4.5 mg/dl (SD±0.74), alkaline phosphatase 1268 IU/l(SD
±129) and 25-OH Vitamin D level were 57 ng/dl (SD±22). Serum para-
thyroid levels were 14.1 pg/ml (SD±4.5). There was normal anion gap
metabolic acidosis in all of them with urine PH above 6 (6.6± 0.23).
Hypokalemia (2.5±0.1) and hypercalciuria (calcium:creatinine ratio
>0.4) was documented in all children. Ultrasonography revealed bilateral
medullary nephrocalcinosis in all. X ray had evidence of healed fractures
with bony deformity. They were started on oral bicarbonate and potassi-
um supplement along with hydrocholthiazide. Mutation study could not
be done because of lack of facility and financial constraints.
Conclusion: Though rickets is a presentation in children with proximal
RTA but Distal RTA presenting with severe rickets casing bony deformity
and fracture is rare. As Vitamin D levels were normal in our children, we
attribute it to persistent metabolic acidosis to delayed diagnosis causing
defect in bone mineralization2.

IPN11658-92 DEFECT OF MITOCHONDRIAL CRISTAE
ORGANIZATION IN NEPHROPATHIC CYSTINOSIS

D. De Rasmo 1, A. Signorile 2, E. De Leo 3, E. Polishchuk 4, A.
Ferretta 1, S. Russo 2, R. Polishchuk 4, F. Emma 3, F. Bellomo 3

1 Institute of Biomembrane, Bioenergetics and Molecular Biotechnology
(IBIOM), National Research Council (CNR), Bari - Italy, 2 Department of
Basic Medical Sciences, Neurosciencesand Sense Organs, University of
Bari “Aldo Moro”, Bari - Italy, 3 Renal Diseases Research Unit,
Bambino Gesù Children’s Hospital, IRCCS, Rome - Italy, 4 Telethon
Institute of Genetics and Medicine (TIGEM), 80078 Pozzuoli - Italy

Introduction: Nephropathic cystinosis (NC) is a rare metabolic disease
characterized by an impaired transport of cystine out of lysosomes. NC is
the most frequent cause of Fanconi syndrome in children. In our previous
work, we demonstrated, in CTNS-/- cells, mitochondrial fragmentation
associated to respiratory chain dysfunction and low mitochondrial
cAMP levels.
Material & methods: In the present work we performed an ultra-
structural analysis of mitochondria by transmission electron mi-
croscopy (TEM) and biochemical investigations in human condi-
tionally immortalized proximal tubule epithelial cells (ciPTEC)
carrying the classical 57kb-deletion in CTNS gene.
Results: Analysis of mitochondria by TEM showed a significant reduc-
tion of number of cristae per mitochondrial section in CTNS-/- ciPTEC
respect to CTNS+/+ ciPTEC (1.6±0.2 vs 5.5±0.8, p<0.0001) and cristae
area (9.76±1.69nm2 vs 30.30±4.13nm2, p<0.0001). Because recent evi-
dences described the importance of cristae structure for mitochondrial
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organization and function, we measured them and showed an increase of
the cristae junction width (39.65±4.83nm in CTNS+/+ vs 53.21±10.05nm
in CTNS-/-, p<0.0001) and cristae lumen width (29.68±3.53nm in
CTNS+/+ vs 37.04±6.13nm in CTNS-/-, p<0.0003). The inner mitochon-
drial membrane GTPase OPA1 is involved in the balance between mito-
chondrial fusion/fission processes and maintenance of the mitochondrial
cristae architecture. The analysis by western blotting of protein expres-
sion showed that OPA1 was not significantly changed in CTNS-/- cells
compared to control ciPTEC cells, however, because OPA1 also
oligomerizes at the inner membrane to dictate the cristae structure, we
performed cross-linking experiments by using 1,6-Bismaleimidohexane.
We found in CTNS-/- cells 25% reduction in oligomerization of OPA1,
(p<0.05).
Conclusions: Here, we have demonstrated that changes in OPA1 oligo-
mers are linked to the changes in cristae structure inCTNS-/- cells that well
correlate with previously reported mitochondrial respiratory chain defect.
Then, this study suggests that the severity of the NCmay be associated to
a significant impairment of the mitochondrial structure.

IPN11659-93 MULTICENTER STUDY OF CLINICAL
FEATURES AND MUTATION GENE SPECTRUM OF
CHINESE CHILDRENWITH DENT DISEASE

Q.Ye 1, J. Rao 2,Q. Shen 2,H.Xu 2,A. Zhang 3, B. Zheng 4,Y.Wu 5, L.Hou 5,
X. Liu 6, Y. Shen 6, Z. Chen 6, S. Sun 7, Q. Li 7, X. Dang 8, Y.Wang 8, J.Mao 1

1 Department of Nephrology, the Children's Hospital, Zhejiang
University School of Medicine, Hangzhou - China, 2 Department of
Nephrology, Children's Hospital of Fudan University, Shanghai -
China, 3 Department of Nephrology, Nanjing Children's Hospital
Affiliated to Nanjing Medical University, Nanjing - China, 4 Nanjing
Key Laboratory of pediatrics, Children’s Hospital of Nanjing Medical
University Nanjing - China, 5 Department of Pediatric Nephrology and
rheumatology, Shengfing Hospital of China Medical University,
Shenyang - China, 6 Department of Nephrology, Bejing Children's
Hospital Affiliated to Capital University of Medical Science, Beijing - China,
7 Department of Pediatric, Nephrology, Rheumatism and Immunology,
Shandong Provincial Hospital, Jinan - China, 8 Department of Pediatric,
Xiangya Hospital Central South University, Changsha - China

Objective: Dent disease is a rare X-linked recessive inherited tubular dis-
ease. The clinical characteristics and genetic characteristics of children with
Dent disease are studied to improve understanding of the clinical charac-
teristics andmutation gene spectrum of Chinese children with Dent disease.
Methods: In this prospective cohort, we describe genotype and pheno-
type of the national cohort of children with dent disease from 13 different
regions of China recruited from 2014 to 2018 by building up the multi-
center registration system (Chinese Children Genetic Kidney Disease
Database, CCGKDD).
Results: The age of onset of Chinese children's dent disease was 0.58~12
years old. The age of diagnosis was 1~13 years old. The first symptom
was massive proteinuria, which was confirmed as low molecular protein-
uria with varying degrees of hypercalciuria. Gene sequencing revealed 27
cases of Dent 1 disease caused bymutation of CLCN5 gene, including 10
cases of nonsense mutation, 9 cases of frameshift mutation, 5 cases of
missense mutation, 1 case of exons deletion, 2 cases of splicing site
mutation; 15 of them were the novel mutation. There were 8 cases of
Dent 2 disease caused by OCRL gene mutation, including 6 cases of
missense mutation and 2 cases of frameshift mutation; 5 of them were
reported for the first time; 2 cases of de novomutationwere also included.
Conclusion: The onset of Dent disease in children is concealed.
The main clinical manifestations are low molecular weight pro-
teinuria, and most of them are accompanied by nephrotic protein-
uria, but without hypoproteinemia, with varying degrees of hyper-
calciuria. Most of the disease-causing genes are CLCN5 genes,
and a few are OCRL genes. The types of gene mutations include

missense mutation, nonsense mutation, deletion mutation and
frameshift mutation. Early detection and early diagnosis can avoid
excessive immunosuppression and treatment.
Keywords: Dent disease; CLCN5; OCRL; low molecular weight pro-
teinuria; hypercalciuria

IPN11671-87 CYTOMEGALOVIRUS INFECTION IN
PEDIATRIC KIDNEY RECIPIENTS: A SINGLE BRAZILIAN
CENTER EXPERIENCE

K. Castro Zocrato , M.G. Moreira Guimaraes Penido , M. Guimaraes
Penido De Paula , C. Moura Diniz Ferreira Leite , M. Sousa Tavares ,
A. Souza Alvarenga , J.V. Silva Araujo Cortez
Pediatric Nephrology Unit, Nephrology Center, Santa Casa de Belo
Horizonte Hospital, Belo Horizonte, Minas Gerais - Brazil

Introduction: Survival of renal transplant patients (TxR) improved con-
siderably over the past decades, however, the risk of opportunistic infec-
tions also increased. Cytomegalovirus (CMV) is the most common op-
portunistic pathogen, and has an impact on graft function and the risk of
rejection. The aim of this studywas to outline the clinical profile, survival,
incidence of CMV infection and related outcomes of pediatric TxR.
Material & methods: Cohort study with pediatric TxR in a single
Brazilian Center; data were from patients transplanted between January
2011 to May 2019.
Results: Sixty six patients were evaluated, with the following profile:
median age 12y, main etiology of CKDwas uropathy (39%), 36% female,
CMV IgG + in 70% of TxR and 67% underwent hemodialysis.
Thymoglobulin was used in 54.5%, Tacrolimus in 77.3% and
Mycophenolate in 39%without significant correlation with CMV disease
or positive CMV - antigenemia (Ag CMV +). After the transplantation,
45.5% of all patients developed Ag CMV + and out of this, 53.3% CMV
disease; 12% received prophylaxis. Rejection was observed in 27.3%,
and of these 66.7% Ag CMV +, a positive correlation (p <0.05). Graft
survival was similar between those with positive and negative Ag CMV.
Mean glomerular filtration rate (GFR) was similar for those with CMV +
and - Ag (62.8 and 70.3 mL/min/1.73 m2 BS). The use of extra doses
of Thymoglobulin (in case of rejection) correlated with CMV
Ag positivation (p<0.05). IgG + donors were 15% and unknown in 45%.
Conclusions: The prevalence of Ag CMV + in TxR was compatible with
the Brazilian incidence. Statistical significance was observed between Ag
+ CMV cases and the use of extra dose of Thymoglobuline as also in
cases of rejection. There was no impact on the GFR of patients with CMV
+ Ag or CMV disease.

IPN11677-93 A CASE OF TARDIVE NON INFECTIVE
PNEUMONITIS IN A RENAL ALLOGRAFT RECIPIENT
TREATED WITH EVEROLIMUS

L. Lucchetti 1, R. Labbadia 1, L. Massella 1, I. Guzzo 1, A. Cappoli 1, L.
Antonucci 2, L. Dello Strologo 3, F. Emma 1

1 Department of Pediatric Subspecialties, Division of Nephrology,
Children's Hospital Bambino Gesù - IRCCS, Rome - Italy,
2 Academic Department of Pediatrics, Children's Hospital Bambino
Gesù, University of Rome "Tor Vergata", Rome - Italy, 3 Transplant
Clinic, Department of Pediatric Specialties, Bambino Gesù Children's
Hospital, IRCCS, Rome - Italy

Background: mTOR inhibitors are used as immunosuppressant in solid
organ transplantation and as antineoplastic agent. Non infective pneumo-
nitis is a relative common side effect of this treatment.
Material and Methods we describe the case of an 18 years old girl
transplanted in 2007. Kidney failure was secondary to steroid-resistant
nephrotic syndrome.
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Primary EBV and BKV infection occurred after transplantation and im-
munosuppressive therapy was switched in Cyclosporin and Everolimus.
In 2018, she presented with cough, generalized malaise and chest pain.
Laboratory tests showed mild elevated PCR, moderate kidney failure and
Everolimus within the therapeutic range.
Chest XR showed right lower lobe consolidation. Extensive microbiolog-
ical and autoimmune tests were negative. Empiric antibiotic therapy was
started, without clinical response. CT-scan showed multiple bilateral in-
filtrates, pleural effusion and a ground glass interstitial pattern. BAL
revealed low load copies of S. pneumoniae and C. albicans by PCR, of
unclear interpretation. Linezolyd and Ambisome were started and
Everolimus was stopped. She improved and was discharged after resum-
ing Everolimus treatment.
One week after discharge, she was admitted again with worsened pulmo-
nary picture. Haemoptysis with severe respiratory failure and renal failure
developed, requiring mechanical ventilation and CRRT.
Result: A second CT-scan showed worsened picture; a second BAL was
negative.
Everolimus was stopped again and three methylprednisolone pulses were
performed.
The clinical picture rapidly improved with complete resolution of radio-
logical lesions after 4 weeks. Everolimus was not resumed.
Conclusion: the prevalence of non infective pneumoniae secondary to
Everolimus is 4-13%, Clinical presentation is very heterogeneus and the
median reported time for the development of lung disease after mTOR
inhibition varies between 5 days and 6 years. In our case, pulmonary
toxicity developed more than 10 years after starting therapy.

IPN11679-95 USE OF ARTIFICIAL NEURAL NETWORK FOR RISK
PREDICTIONOFCORONARYHEARTDISEASE INADOLESCENTS

J. Feber 1, H. Badawi 1, L. Obrycki 2, M. Litwin 2

1 Children's Hospital of Eastern Ontario, University of Ottawa - Canada,
2 The Children’s Memorial Health Institute, Warsaw - Poland

Background: The assessment of blood pressure (BP) in children has been
based on the statistical distribution of BP. The aim of the study was to
predict a theoretical risk of developing coronary heart disease (CHD) in
adolescents referred for hypertension.
Methods: Artificial neural network (ANN) was used to analyze
Framingham study on 3832 adults. ANN (NeuralNet, 5 neurons in 1
hidden layer) was trained on 2682 and tested on 1150 adults. Outcome
predictors included gender, age, BMI, systolic and diastolic BP; the
outcome measure was the development of CHD within a 10-yr period.
The ANN accuracy was 84% (95%CI = 82-87%) with PPVof 38% and
NPV of 89% (threshold of 0.3). The ANN model was then used to
predict CHD in 709 adolescents (471 males) aged 13-18 yrs evaluated
for hypertension in Warsaw (n=266) and Ottawa (n-= 443). Office BP
was classified into normal (NT), high normal (HN), stage 1 (HTN1)
and stage 2 hypertension (HTN2) based on absolute BP levels (AAP
2017).
Results: Median CHD risk progressively increased from 0.1 in NT, to
0.14 in HN, 0.19 in HTN1 and 0.25 in HTN2 (p < 0.001) with significant
differences between NT/HN,NT/HTN1,NT/HTN2 and HN/HTN2
groups (post hoc test). CHD risk (>0.3) was observed in 5% NT, 8%
HN, 18% HTN1 and 31% HTN2 patients and was significantly higher
in normotensive and hypertensive boys when compared to girls, respec-
tively (p<0.001). There was no significant difference in CHD risk be-
tween pts with primary and secondary hypertension.
Conclusions: Whilst the estimated probability of developing CHD
was relatively low in most adolescents, their CHD risk progres-
sively increased with the increase of BP level/BP stage, mainly in
boys (71% of hypertensive boys had CHD > 0.3). ANN-powered
CHD risk assessment can be considered as an additional parame-
ter in the management of hypertension in adolescents.

IPN11681-88 ISOLATED ULTRAFILTRATION AS A RESCUE
METHOD OF BOY WITH ENORMOUS NEPHROTIC EDEMA

A. Szydlowski 1, A. Smolarczyk 1, A. Krzykus 1, A.Morawiec-Knysak 2,
K. Broll-Waska 2, A. Jedzura 2, M. Szczepanska 3

1 Students’ Scientific Circle at the Department of Pediatrics, School of
Medicine with the Division of Dentistry in Zabrze, Medical University of
Silesia, Katowice - Poland, 2 Department of Pediatric Nephrology,
Teaching Hospital No.1, Medical University of Silesia, Zabrze - Poland,
3 Department of Pediatrics, School of Medicine with the Division of
Dentistry in Zabrze, Medical University of Silesia, Katowice - Poland

Background: Nephrotic syndrome in children (NS) is a clinical state
characterised by proteinuria, edema, hypoalbuminemia, hypoproteinemia
and hyperlipidemia. The key factor to establish the diagnosis of NS is a
proteinuria exceeding >50mg/kg/day, as well as serum albumin level at
≤2.5g/dl. The prevalence of NS in children is 16/100000 and the inci-
dence 2-7/100000 per year. Initial diagnostics consists of clinical and
laboratory evaluation. Glucocorticoids are preferred to obtain the remis-
sion of NS. Diuretics and albumin infusions are used to edema reduction.
In cases of extreme overhydration it is advised to consider introducing
renal replacement therapy (RRT).
Case Report: Authors describe the case of 16-year-old-boy, admitted to
hospital in critical condition due to massive, increasing edema since ap-
proximately 3 weeks and current anuria. The patient has never been hospi-
talized before and had no significant past medical own or family history. On
admission, a therapy typical for NS was introduced. Due to patient’s critical
state, he underwent continuous hemodialysis and isolated ultrafiltration
therapy, combined with loop diuretics and albumin administration. A total
of 36 l of ultrafiltrate was achieved. After a month of hospitalization, a
complete reduction of edema was noted, with a maximum body weight
loss of 25kg. The patient has been discharged from the hospital in good
condition with remission of NS, to be further treated in specialistic ambu-
latory. Within 6 months from the discharge relapse was not observed.
Conclusions: The presented case of a boy suffering from idiopathic NS is
unusual due to the enormous edema, reaching approximately 30% of the
initial body weight, which led to a vital clinical problem. The use of
CRRT combined with steroid therapy allowed for a safe evacuation of
the edema and obtaining the remission.

IPN11682-89 POLIMORPHYSM OF CFH GENE IN A COHORT
OF C3 GLOMERULOPATHY: A MERE CHANCE?

S. Ascione 1, F. Nuzzi 1, A. Pagano 2, E. Bresin 3, M. Noris 3, C. Pecoraro 1

1 Unit of Nephrology and Dialysis, Santobono Children Hospital, Naples
- Italy, 2 Department of Translational Medical Science, Federico II
University, Naples - Italy, 3 IRCCS-istituto di Ricerche Farmacologiche
"Mario Negri," Centro di ricerche cliniche per le Malattie Rare "Aldo e
Cele Daccò," Ranica - Italy

Introduction: C3 glomerulopathy (C3G) defines a Membranoproliferative-
glomerulonephritis in which there is a C3 staining intensity of ≥2 orders of
magnitude more than any other immune reactant on a scale 0 to 3. It is the
result of an impariment in the alternative pathway of complement. In literature
Iatropoulos described an association between the allelic variants of this path-
way effectors and C3G risk.
Material & methods: We describe our cohort of 18 children (8 female,
10male) with C3glomerulopathy (C3G) undergoing renal biopsy and
screened for genetic complement abnormalities with Next Generation
Sequencing(NGS).
Patients were also sorted by: sex, age, GFR, proteinuria, serum C3 levels
and screened for arterial hypertension.
Results: In our cohort: mean age-at-onset was 8 years. GFRwas impaired
in 11 patients(61%) mean 78.8ml/min/1.73; 12 children (67%) showed
proteinuria which lasted 6 months (+ 6.7 sd), 5 patients (27%) had arterial
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hypertension; hypocomplementemia at onset with a mean 0.40 (+ 0.42
sd) C3 level, which raised to 0.8 after one year follow-up (+0.4 sd).
During follow-up we have seen a residual microhematuria in 6
(33%) patients; proteinuria, at present, persists in 5(27%) children.
NGS showed the p.V62I polymorphism of CFH gene in76.5% (14
children), of whom 4 in homozygosis.
Discussion: In our cohort we found a correlation between p.V62I described
as a polymorphism of CFH gene in in 14/18 of the C3G patients studied.
It is interesting to underline, in agreement with current literature, the role
of allelic variants in the pathogenesis of C3GN: their finding strongly
increases the risk of developing C3G, particularly V62 CFH could be
less efficient than 62I allele at binding and inactivating C3b.
This risk has been defined for the homozygous CFH V62 alleles. By
studing our population we suggest this loss of function even for the
heterozygous allele.

IPN11683-90 ANOREXIA NERVOSA AND KIDNEY INJURY

S. Juozapaite 1, J. Trinkuniene 2, A. Jankauskiene 1

1 Vilnius University, Institute of Clinical Medicine, Center for Pediatrics,
Vilnius - Lithuania, 2 Vilnius University, Institute of Clinical Medicine,
Center of Child Development, Vilnius - Lithuania

Introduction: Various reasons can result in kidney injury. Patients suf-
fering from eating disorders are at risk for kidney damage due to inap-
propriate nutrition, reduced fluid intake and severe electrolyte imbalance
caused by self-induced vomiting.
Material & methods: We performed a retrospective chart analysis of
children (0-17 years), treated for eating disorders in tertiary pediatric
hospital from January 1st, 2019 to February 28th, 2019. Patients were
followed up for 3 months.
Results: There were 18 patients treated for eating disorders, 11 underwent
detailed clinical and laboratory investigation. 7/11 had impaired kidney func-
tion of whom 4 were diagnosed with anorexia and 3 were diagnosed with
bulimia. Median patient age was 16.2 years (range 12.6-17.7 years) in kid-
ney injury group compared with median 14.7 years (range 11.5-16.4 years)
in normal kidney function group. Symptoms, consistent with eating disorder,
lasted for an average 180 days (range 90-1277 days) in kidney injury group
compared with 456 days (range 365-730 days) in normal kidney function
group.Median bodymass index (BMI) was 16.8 kg/m2 (range 15.2-20.2 kg/
m2) in kidney injury group while median BMI was 15.2 kg/m2 (range 11.9-
23.1 kg/m2) in normal kidney function group. Median creatinine was 78.0
mkmol/l (range 66-110 mkmol/l) in kidney injury group with median GFR
80.7 ml/min/1.73 m2 (range 57.5-87.2 ml/min/1.73 m2) in kidney injury
group. None of the patients had arterial hypertension or hyperkalemia.
None of the patients had normal kidney function after 3months of follow up.
Conclusions: Kidney injury is common in patients with eating disorders.
Our data showed that this patient group requires special attention and
extended follow up.

IPN11684-91 STEROID-CSA RESISTANT NEPHROTIC
SYNDROME AND ALPORT SYNDROME GENETICS: ANY
CONNECTION?

S. Ascione 1, D. Molino 1, F. Nuzzi 1, V. Bruno 1, M. Noris 2, C. Pecoraro 1

1 Unit of Nephrology and Dialysis, Santobono Children Hospital, Naples
- Italy, 2 IRCCS-istituto di Ricerche Farmacologiche "Mario Negri,"
Centro di ricerche cliniche per le Malattie Rare "Aldo e Cele Daccò,"
Ranica - Italy

Introduction: SteroidResistant Nephrotic Syndrome (SRNS) represents 15%
of Nephrotic Syndromes in pediatric population and often recognizes genetic
basis.Newer genomic technologies such as next-generation sequencing (NGS)
are rapidly evolving and provide new insights for their comprehension.

Material andmethods:We selected 3 Steroid-CsAResistant NS patients
with different age of onset and family history: the first was15 years and
had nephritis in his family history, the other 2 were 1 year old and had
negative history. No other symptoms were detectable. We performed
renal biopsy and NGS
Results: Renal biopsy showed, in all patients, Minimal Change Disease
(MCD).
NGS showed variants in COl4A3/4/5 genes associated with Alport syn-
drome, 1 also in MYH9 gene associated with Fetchner Syndrome:
Patient 1.Gene COL4A4 variant in heterozygosity g.227927312C>T,
c .19990G>A, Gene COL4A3 var i an t in he te rozygos i ty
g.228029433C>T, c.-10C> T;
Patient 2.Gene COL4A3 variant in heterozygosity g.228144530C>G,
c.2147C>G, Gene MYH9 variant in heterozygosity g.36681163G>C, c.5483+
4C>G, Gene COQ22 variant in heterozygosity g.84205748C>G, c.320G>C;
Patient 3.Gene COL4A5 variant in hemizigosis c.1992G>T, p.K664N.
Patients were also screened for organ involved in Alport and Fetchner
Syndrome and showed no hematuria, hearing loss, ocular abnormalities
or platelet number
Conclusions:All the Steroid-CsA-Resistant NS patients showed variant in
genes associated with Alport syndrome COl4A3/4/5 and one also in gene
MYH9 associated with Fetchner Syndrome. This finding has often been
described in some patients with FSGS and MCD. It opens new insights to
the mechanisms beneath Nephrotic Syndrome. It is reasonable to extend
NGS to all SRNS patients to identify genetic abnormalities leading to
ultrastructural changes of the glomerular basement membrane, that can
appear as proteinuric nephropathies unresponsive to common terapies.

IPN11686-93 TOLVAPTAN THERAPY TO TREAT SEVERE
HYPONATREMIA IN CHILDREN WITH STEROID
RESISTANT NEPHROTIC SYNDROME

J. Delbet , C. Parmentier , T. Ulinski
Trousseau Hospital - France

Objectives: To describe the use of tolvaptan to treat severe hyponatremia
in two children with steroid resistant nephrotic syndrome (NS).
Introduction: Tolvaptan is a selective oral vasopressin V2-receptor
antagonist. Some data have implicated stimulation of arginine va-
sopressin (AVP) as an important factor in oedema formation in a
rodent model of NS and adult NS patients. We report two cases
of severe hyponatremia efficiently treated by tolvaptan.
Cases: Two girls, 19 and 24 months-old, presented first with idiopathic
NS. They were not in remission after a 30-day course of oral steroids and
3 consecutive methyl-prednisolone pulses (1g/1.73 m2 per day). Kidney
biopsy revealed FSGS in each patient. Genetic investigations are ongo-
ing. Tacrolimus was inefficient and there was no response to plasma
exchanges (15 sessions on a daily basis). Severe oedema and ascites
required water restriction and diuretics (furosemide and amiloride).
Both patients had hyponatemia (126-132 mmol/L) since presentation,
but did not require specific treatment at disease onset. In patient 1, after
2 months of treatment, serum sodium reached 116 mmol/L and urinary
osmolarity 90 mosmol/l, suggesting an inappropriate AVP secretion.
Tolvaptan was introduced at 0.3 mg/kg/day and increased to 3 mg/kg/
day after 4 days, leading to a partial natremia correction of 130 mmol/l
and an increase of urinary osmolarity to 500 mosmol/l. In patient 2, serum
sodium reached 125 mmol/L and urinary osmolarity reached 166
mosmol/l. Tolvaptan was started at 1 mg/kg/day, the sodium level nor-
malized after 2 days (134 mmol/l) with a moderate increase of urinary
osmolarity to 300 mosmol/l. the maintenance dose was 2 mg/kg/day. No
side effects such as hypernatremia or polyuria have been detected.
Conclusion: Tolvaptan was very efficient and safe in these two cases of
hyponatremia associated to steroid resistant NS. Tolvaptan should be
considered in the management of therapy resistant hyponatremia in pa-
tients with NS.

Pediatr Nephrol (2019) 34:1 –8 01 22 2 6 2109



IPN11687-94 ONE-POOL PLASMA IOHEXOL CLEARANCE IN
CHILDREN: NEED FOR HARMONIZATION OF FORMULAS

L. Dubourg 1, V.C. De Souza 2, L. Chardon 3, B. Ranchin 4, A.L. Sellier-
Leclerc 4, A. Bertholet-Thomas 4, S. Lemoine 5, P. Cochat 6, J. Bacchetta
6, L. Da Silva Selistre 7

1 Néphrologie, Dialyse, Hypertension et Exploration Fonctionnelle
Rénale, Centre de Référence des Maladies Rénales et Phosphocalciques
Rares,Hospices Civils de Lyon and Université Claude Bernard Lyon 1 -
France, 2 Pós-graduação em Ciências da Saúde-Universidade de Caxias
do Sul- CAPES - Brazil, 3 Laboratoire de biochimie, Groupement
Hospitalier Est, Hospices Civils de Lyon - France, 4 Centre de
Référence des Maladies Rénales et Phosphocalciques Rares, Hôpital
Femme Mère Enfant, Hospices Civils de Lyon - France, 5 Néphrologie,
Dialyse, Hypertension et Exploration Fonctionnelle Rénale, Hospices
Civils de Lyon and Université Claude Bernard Lyon 1 - France, 6

Centre de Référence des Maladies Rénales et Phosphocalciques Rares,
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Introduction: Accurate measurement of glomerular filtration rate
(mGFR, mL/min/1.73m2) is crucial in children with chronic kid-
ney disease (CKD). The one-pool technique plasma iohexol clear-
ance is a simplified and accurate method for mGFR determination
but its final result depends on the formula used. Recently Tondel
demonstrated that the two-point Jodal-Brochner–Mortensen-formu-
la (JBM) displayed the best results but guidelines recommend to
use the combined Brochner-Mortensen correction with early BSA
normalization (BMcomb-pre) .Here we aimed to evaluate the clin-
ical significance of these various formula in reporting GFR ac-
cording to CKD stages and BSA.
Methods: mGFR was assessed in 899 children (1373 measure-
ments, median age 12.5(1.5-17.9) years, median BSA 1.3(0.5-
2.7) m2) at various CKD stages using iohexol plasma clearance
and the BMcomb-pre as the reference method. Biases were com-
pared between different methods: combined Brochner–Mortensen
with late BSA correction (BMcomb-post), Fleming (Flem), JBM
and NSM. Results are presented as median (range).
Results:Median mGFR was 88(15-171). In the whole population,
median biases were significantly higher with BMcomb-post 3.2(-
13.7;84.8) and NSM 4.2(0.1;70.1) compared to Flem 0.12(-0.33;
44.0) and JBM -0.1(0.1;70.1). Bias with BMcomb-post formula
was increased for small BSA below 1,25m2 whereas it did not
change with BSA with the formulas with an early normalization
to BSA. For all formulas, biases increased significantly when
mGFR increased with a significant difference when GFR was
above 135.
Conclusion: The one-pool technique plasma iohexol clearance is
considered as an accurate method of GFR measurement in chil-
dren. Whilst the reproducibility of biological determination of
iohexol concentrations is very good among laboratories, the use
of various formulas leads to significant differences in the results
obtained especially in small children and in hyperfiltrating pa-
tients. Therefore there is a crucial need of harmonization of prac-
tice for GFR determination in pediatrics.

IPN11688-95 NEPHROTOXIC MEDICATION EXPOSURE AND
ACUTE KIDNEY INJURY RATES AMONG CHILDREN
HOSPITALIZED IN THE NINJA COLLABORATIVE

J. Steinke 1, C. Kirby 2, J. Fadrowski 3, D. Askenazi 4, L. Dill 4, S.
Sutherland 5, A. Traum 6, J. Misurac 7, H.S. Shin 8, M. Semanik 9, V.
Chadha 10, S. Goldstein 2
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United States; 2 Cincinnati Children's Hospital, Cincinnati, Ohio -
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Missouri - United States

Introduction:Nephrotoxic medication (NTMx) exposure is a com-
mon cause of hospital acquired acute kidney injury (AKI) in non-
critically ill, hospitalized children. NINJA (Nephrotoxic Injury
Negated by Just-in-time Action), an AKI screening and detection
tool, has proven successful in decreasing exposure to NTMx and
associated AKI at 14 United States children’s hospitals. To further
risk stratify children, we explored NTMx exposure and AKI rates
by admitting service.
Methods: AKI screening was done by daily serum creatinine with
simultaneous exposure to ≥3 NTMx or ≥3 days of intravenous
aminoglycosides or vancomycin. Centers within the collaborative
separately reported data from children admitted to hematology-
oncology (heme) (n=9), bone marrow transplant (BMT) (n=9),
pulmonary (n=8) services over 5 years. Rates for NMTx exposure
and AKI were expressed as events per 1000 patient days.
Adherence to recommended creatinine monitoring was a surrogate
for AKI event reliability (observed/expected x 100).
Results: Heme had the lowest inter-center variance for exposure
and AKI rate. Mean exposure rates were highest in BMT (28.1)
followed by pulmonary (26.3) and heme (9.5). AKI rates were
highest in BMT (8.1) and pulmonary (5.3) compared to heme
(1.6). Percent of exposed patients with AKI was highest in
BMT (28.8%) followed by pulmonary (20.3%), heme (17.2%).
BMT had the greatest #AKI days/100 exposure days (25.5) com-
pared to heme (13.1) and pulmonary (8.1). Creatinine monitoring
compliance varied between institutions (62.5%-100%).
Conclusion: NMTx exposure and AKI rates varied among partic-
ipating children’s hospitals and admitting services. Reasons could
include varying patient volume and severity of illness. Reduced
creatinine monitoring at some institutions could result in
underreporting of AKI. However, both exposure and AKI rates
were consistently higher in BMT and pulmonary compared to
hematology-oncology populations. These findings suggest that
sub-populations are particularly vulnerable to AKI due to NTMx
and support the need for active surveillance in hospitalized
patients.
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IPN11689-96 INCOMPLETE VACCINATION COVERAGE IN
PATIENT WITH NEPHROTIC SYNDROME

C. Herbez , C. Parmentier , T. Ulinski , J. Delbet
Trousseau Hospital - France

Introduction: Infection remains a major complication in children with
idiopathic nephrotic syndrome (INS). This study reports the post vacci-
nation antibody levels in patients with steroid dependant and steroid re-
sistant NS treated by oral immunosuppressive therapy.
Methods: We performed a retrospective study in our pediatric
nephrology unit at Trousseau hospital. All children with a diag-
nosis of INS treated by tacrolimus, mycophenolate mofetil, or
levamisole were included. Post vaccination titres and the follow-
ing clinical and biological parameters were analysed: age at INS
diagnosis, number of relapses, duration of INS, duration of im-
munosuppressive treatment, immunoglobulin levels, the delay be-
tween last relapse and post vaccination serologies and the delay
between last vaccination and serologies. The primary endpoint
was a positive antibody titre.
Results: 34 patients were included. Median age at INS diagnosis
was 3.6 (2.6-5.8) years, median INS duration was 3.2 (1.9-6.7)
years, the median delay between last relapse and post vaccination
serologies was 1 (0.39-1.44) year, the median IgG level was 6.8
(5-9) g/L. 24/34 (70%) patients received calcineurin inhibitors, 23/
34 (68%) mycophenolate mofetil, 38% received both and 6/34
(18%) received levamisole. The median duration of immunosup-
pressive treatment was 2.64 (1.2-4.4) years. The percentage of
positive vaccination titre for hepatitis B, measles, diphteria/
tetanus and varicella was respectively 45%, 65%, 79% and 82%.
A longer duration of immunosuppressive treatment was statistical-
ly associated with a negative varicella antibody titre.
Conclusion: Patients treated with oral immunosuppressive therapy for
INS presented an inadequate post vaccination antibody coverage, which
was not correlated with any specific treatment modality. However, the
duration of immunosuppressive therapy and the number of relapses seem
to be associated with the probability of having insufficient varicella and
hepatitis B antibody titres.

I P N 1 1 6 9 1 - 8 9 C A U S E S A N D S YM P T OM S O F
MONOSYMPTOMATIC AND POLYSYMPTOMATIC
NOCTURNAL ENURESIS IN 5–17 YEAR OLD CHILDREN

Z. Doviltyte 1, S. Rudaitis 2, J. Masalskiene 2, D. Dobiliene 2

1 Medical Academy, Lithuanian University of Health Sciences, LT-50161
Kaunas – Lithuania; 2Department of Pediatrics, Medical Academy,
Lithuanian University of Health Sciences, LT-50161 Kaunas - Lithuania

Introduction: Nocturnal enuresis is a health problem frequently encoun-
tered in childhood. It is a clinical condition with a multifactorial etiology
that generates great impacts on social relationships, self-esteem, family
relationships.
Material and methods: A retrospective study was carried out.
Documentation of children treated in Kaunas Clinics in the period of
01.01.2018 – 31.12.2018 because of monosymptomatic and
polysimptomatic enuresis was analysed. The aim of the study - to find
out the causes and symptoms of monosymptomatic and polysymptomatic
nocturnal enuresis. Definitions conform to the standards recommended
by the International Children’s Continence Society. Statistical analysis
was made by SPSS Statistics and Microsoft Excel 2016 p < 0.05 consid-
ered statistically significant.
Results: The total number of 71 children were enrolled in the
study. 43 (60.6%) of them were boys and 28 (39.4 %) – girls.
Average age of 6.79 ± 2.69 years. Monosymptomatic enuresis
(group A) was diagnosed for 41 (57.7%) and polysimptomatic

enuresis (group B) - for 30 (42.3%). We found no changes in
urinary bladder capacity (23 (56.1%) vs 20 (66.7%)), daytime
urination frequency (27 (36.6%) vs 10 (33.3%)), nocturnal poly-
uria (10 (24.4%) vs 10 (33.3%)), the number of „wet“ nights
(group A - <3 nights per week – 7 (17.1%), 3-6 nights per week
23 (56.1%), 7 nights per week 11 (26.8%) vs group B - <3 nights
per week – 7 (23.3%), 3-6 nights per week 9 (30.0%), 7 nights
per week 14 (46.7%)), ultrasonography findings between both
groups (0 (0%) vs 0 (0%)). Constipations were significant more
frequent in group B (3 (7.3%) vs (8 (26,7%)).
Conclusions: The urinary bladder capacity, daytime urination frequency,
nocturnal polyuria rate, the number of „wet“ nights, ultrasonographic
finfings didn‘t differ in monosymptomatic and polysimptomatic enuresis
groups.
Constipations diagnosed more frequent in polysimptomatic enuresis
group.

IPN11693-91 CENTRAL SYSTOLIC BLOOD PRESSURE IS
DETERMINANT OF ALBUMINURIA IN CHILDREN WITH
PRIMARY HYPERTENSION

P. Skrzypczyk 1, J. Soltyski 1, J. Lesiak 2, M. Daniel 1, M. Panczyk-
Tomaszewska 1

1 Department of Pediatrics and Nephrology, Medical University of
Warsaw, Warsaw – Poland; 2 Student Scientific Group at the
Department of Pediatrics and Nephrology, Medical University of
Warsaw, Warsaw - Poland

Introduction: Vital organs are exposed to central blood pressure.
However, there is uncertainty concerning value of central pressure
for predicting cardiovascular outcomes and target-organ damage in
hypertensive patients. Aim of the study was to find determinants
of urinary albumin excretion in untreated pediatric patients with
primary hypertension (PH).
Material and methods: In this single-center cross-sectional study
in 59 untreated children with PH (mean age: 14.86±3.10 years, 38
boys, 21 girls) we analyzed daily urinary albumin loss [mg/24h],
peripheral and central blood pressure, 24-hour ambulatory blood
pressure monitoring (ABPM), arterial stiffness (augmentation in-
dex – AIx75HR, pulse wave velocity – PWV), common carotid
artery intima media thickness (cIMT), and selected clinical and
biochemical parameters. Elevated urinary albumin excretion
(microalbuminuria) was defined as albuminuria ≥ 30 mg/24h.
Results: In the study group albuminuria was from 2.34 to 257 mg/
24h, median value: 7.6 mg/24h, and microalbuminuria was found in
11 (18.6%) patients. Patients with microalbuminuria were character-
ized by higher systolic and diastolic peripheral blood pressure Z-
scores (2.87±1.17 vs. 2.12±1.09, p=0.047, 2.30±0.65 vs. 1.25±0.81,
p<0.001), higher 24h ABPM mean arterial pressure Z-score (2.47
±1.88 vs. 1.08±1.08, p=0.005), higher central systolic, diastolic, and
mean blood pressures (122.03±7.31 vs. 109.18±8.69, p<0.001,
77.99±9.04 vs. 90.15±11.17, p<0.001, 105.53±8.61 vs. 92.64
±8.61, p<0.001 [mm Hg]), and higher AIx75HR (5.83±17.50 vs. -
4.0±13.00 [%], p=0.049) without differences in sex, age, BMI,
PWV, cIMT, lipids and uric acid. Urinary albumin excretion was
significantly higher in patients with systolic and diastolic hyperten-
sion (n=33) compared to those with isolated systolic hypertension
(n=26) (median values: 10.92 (2.34 – 257) vs. 6.1 (3.5 – 81.5),
p=0.041). In multivariate analysis central systolic blood pressure
was the strongest predictor of urinary albumin excretion (beta=0.39,
95%CI: 0.05-0.70, p=0.024).
Conclusion: Central systolic blood pressure may be a key determinant of
subclinical renal damage in untreated pediatric patients with primary
hypertension.
Keywords: primary hypertension, central blood pressure, albuminuria
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IPN11697-95 UROLOGICAL COMPLICATIONS OF
JUNCTIONNAL EPIDERMOLYSIS BULLOSA IN TWO
BROTHERS TREATED BY SIGMOIDOCYSTOPLASTY AND
MITROFANOFFAPPENDICOVESICOSTOMY

J. De Guillebon , P. Mure , D. Demede , A. Phan , J. Bacchetta , P.
Mouriquand , B. Ranchin
Hôpital Femme-mère-enfant, - Bron - France

Introduction: Renal and urinary tract abnormalities may occur in all
inherited epidermolysis bullosa (EB) types, particularly in junctionnal
EB.
Patients and methods:We report on 2 brothers with junctionnal EB and
severe urinary tract complications.
Results: The first brother had an antenatal diagnosis of junctionnal
EB (homozygous mutation: 4851delCA in integrin-β4 gene) be-
cause of hydramnios secondary to pyloric atresia (surgical man-
agement at one day of life). The two children presented chronic
bladder dysfunction with recurrent urinary tract infections (UTI),
dysuria episodes with hematuria, extremely painful urinations and
bladder spasms. Bladder dysfunction started in the second child
after a ritual circumcision at the age of 4 years. They received α-
blocker, oxybutynin and antibiotic prophylaxis without success. At
the age of 7 years, the youngest child presented with urinary
retention, bilateral hydronephrosis, severe arterial hypertension,
dilated cardiomyopathy and acutisation of an underlying chronic
renal failure (CRF). A supra-pubic catheter was inserted, enabling
partial recovery of the renal function (from 11 to 50 ml/min
/1,73m²), blood pressure control enable progressive cardiac recov-
ery. In the oldest child, severe bladder dysfunction with
hydronephrosis and CRF (35ml/min/1,73m²) also required inser-
tion of a suprapubic catheter at the age of 9 years. Persistence
of bladder spasms, hydronephrosis and recurrent UTI led to a
sigmoidocystoplasty and Mitrofanoff appendicovesicostomy after
22 and 23 months of suprapubic catheterization, respectively. We
observed no healing problems and only two UTI in one child
after a follow-up of 16 months, hydronephrosis improved, renal
function stabilized and growth improved in the oldest child from
–2.9 to -2.2 height SDS. Last but not least, the quality-of-life
dramatically improved after surgery in the two children.
Conclusion: Intestinal cystoplasty with Mitrofanoff is useful in the man-
agement of severe EB, and may be discussed early to improve renal
function, growth and quality of life.

I PN11 70 0 - 8 0 WORLDWIDE EXPERIENCE WITH
PERITONITIS:A REPORT FROM THE INTERNATIONAL
PEDIATRIC PERITONEAL DIALYSIS NETWORK (IPPN)

B. Warady 1, D. Borzych-Duzalka 2, F. Schaefer 3
1 Children's Mercy Kansas City - United States; 2 Medical University of
Gdansk - Poland, 3 University of Heidelberg - Germany

Background: Peritonitis is a risk factor for peritoneal dialysis (PD) tech-
nique failure in children receiving chronic PD. The IPPN contains global
pediatric PD infection related data.
Objective: To describe the peritonitis rate, etiology, antibiotic susceptibility,
clinical presentation and outcome experienced by patients in the IPPN registry.
Methods: Review of prospectively collected data submitted to the
IPPN registry via an Internet-based web platform (www.pedpd.
o rg ) be tween 2007 -2018 . Da t a pe r t a in ing to pa t i en t
characteristics, dialysis modality, microbiological results, and
final outcome were obtained. Statistics performed by univariate
and multivariable logistic regression analysis.
Results: Data from 3,162 patients in 43 countries was entered
into the registry. The highest percentage of patients came from

Western Europe (24%) and Asia/ME (23%). Sixty-six % of the
patients were < 12 years of age and automated PD was the pre-
dominant modality. There were 2021 episodes of peritonitis re-
ported in 1052 patients (annualized peritonitis rate: 0.44). The
annualized rate varied by region (p=0.01) with the lowest rates
in Asia/ME (0.3) and North America (0.38). Risk factors for peri-
tonitis included CAPD vs. APD (OR 1.13, p=0.01), upward
pointing exit site (OR 1.26, P<0.001) and presence of any ostomy
(OR=1.95, p<0.001). Clinical symptomatology was greatest with
gram negative episodes (p < 0.001). S. Aureus and S. Epidermidis
were the most frequently isolated organisms and culture negative
peritonitis was most common in Turkey and Latin America.
Significant regional variation in antibiotic susceptibility was noted
for aminoglycosides and methicillin. Full functional recovery oc-
curred in 82% of cases, with no regional variation. 175 patients
(8.7%) permanently discontinued PD following peritonitis.-
Conclusion: Peritonitis remains a frequent complication associated with
PD in children. Attention to risk factors for infection may help decrease the
regional variation present in the rate of peritonitis. Risk factors for culture
negative peritonitis in specific global regions should continue to be sought.

IPN11701-81 Posterior reversible encephalopathy syndrome in a
7-year-old boy with genetic hemolytic-uremic syndrome

M. Daniel 1, B. Leszczynska 1, H. Szymanik-Grzelak 1, A. Such-Gruchot
1, M. Brzewski 2, M. Panczyk-Tomaszewska 1

1 Department of Pediatric and Nephrology, Warsaw – Poland; 2

Department of Pediatric Radiology, Warsaw - Poland

Introduction: The hemolytic uremic syndrome (HUS) is a common
cause of severe hypertension.
Material & methods: A 7-year-old boy was admitted to pediatric
nephrology department with hemolytic anemia (Hb 4.2 g/dl, bili-
rubin 2.4 mg/dl, LDH 3886 U/L) , thrombocytopenia (Plt 70,000/
mm3) and acute renal failure (GFR 8.4 ml/min/1.73m2).
Symptoms of HUS were preceeded by fever, vomiting and ab-
dominal pain. Family history of HUS was negative. Since the first
day, renal replacement therapy (CVVHDF, HD), infusions of fresh
frozen plasma, then 10 plasmapheresis (PF) sessions were per-
formed without improvement of kidney function and hemoglobin
and platelets levels. Blood pressure (BP) was controlled by
amlodipine, metoprolol, doxazosin. Due to suspicion of HUS with
anti-H antibodies or other than HUS cause of hemolytic anemia,
patient was qualified for prednisone treatment.
Results: After 3 days of steroids (31st day of hospitalization),
despite renal replacement and antihypertensive therapy, the boy
developed a hypertensive crisis with disorders of consciousness.
After blood pressure normalization neurological symptoms re-
solved within few hours. In brain MR features of posterior revers-
ible encephalopathy syndrome (PRES) without ischemic stroke
were found. STEC infection, thrombotic thrombocytopenic purpu-
ra, autoimmunohemolytic anemia, spherocytosis, nocturnal parox-
ysmal hemoglobinuria were excluded. Once results of genetic tests
(homozygous mutation in the CFHR1/CFHR3 genes and homozy-
gous point mutation in CFH gen) and result of anti-H antibodies
(179 AU/ml) were obtained, steroids were gradually withdrawn.
Following 7 PF sessions were performed. Hematological improve-
ment and good BP control were achieved without improvement of
kidney function. After 3 months, the patient was qualified for
chronic renal replacement therapy by peritoneal dialysis.
Conclusions: Patient with HUS is exposed to neurological complications
in both mechanism of thrombotic microangiopathy and hypertensive
crisis.
Keywords: Posterior reversible encephalopathy syndrome, Hemolytic-
uremic syndrome, Children
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IPN11705 -85 A UNCOMMON COMPLICATION OF
TACROLIMUS AS TREATMENT FOR STEROID RESISTANT
NEPHROTIC SYNDROME

L. Ichay 1, J. Tenenbaum 2, C. Rousset Rouviere 3, D. Morin 4, V.
Fremeaux Bacchi 5, M. Fila 4

1 Pediatric nephrology- CHU Arnaud de Villeneuve - Montpellier
University – France; 2 Pediatric nephrology - CHU Arnaud de
Villeneuve - Montpellier University – France; 3 Pediatric nephrology -
Hopital la Timone -APHM - Marseille -France – France; 4 Pediatric
nephrology - CHU Arnaud de Villeneuve - Montpellier University –
France; 5 Department of Immunology- Hopital europeen Georges
Pompidou -APHP -Paris - France

Introduction: drug induced thrombotic microangiopathy is a rare
etiology of hemolytic uremic syndrome (HUS) in pediatric pa-
tients. To date, no link between drug and genetic abnormalities
of the complement alternative pathway has been proved. We re-
port on an atypical case of HUS with complement factor I (CFI)
mutation triggered by tacrolimus in a patient treated for steroid
resistant nephrotic syndrome.
Case report: a 2 years old girl was diagnosed with SRNS with a
biopsy-proven MCD. Complete remission was achieved with ste-
roids and ciclosporine. A second renal biopsy was made 3 years
later and highlighted MCD without any sign of CNI toxicity.
Because of relapse of proteinuria, ciclosporine was switched to
tacrolimus one year later. Then, a severe relapse occured and
remission was not achieve despite 4 weeks of oral steroids
followed by methylprednisolone pulses and high dose of tacroli-
mus (target through level 10-15 ng/ml). Immunoadsorption (IA)
was started but acute renal failure occured with anemia and
thrombopenia. Renal biopsy showed thrombotic microangiopathy
with lesions of CNI toxicity and a diagnosis of HUS induced by
tacrolimus was made. Tacrolimus was then stopped and
eculizumab started. Hemolysis rapidly decreased and platelets
levels normalized within 2 weeks while nephrotic range protein-
uria remained. Daily IA sessions combined with polyvalent
Immunoglobulin infusion and steroids were performed and remis-
sion occured after 34 sessions. Rituximab infusion was then made
to sustain remission and steroids tapering. Genetic complement
alternative pathway analysis showed a CFI mutation. Eculizumab
was continued. At 2 years of follow-up, the patient sustained INS
and HUS remission.
Conclusion: to our knowledge, this is the first case reported of genetic
proven atypical HUS triggered by tacrolimus in a patient with SRNS.
Association of IAwith polyvalent immunoglobulin infusion and steroids
could be a therapeutic option in patient who required CNI withdrawal.

IPN11706-86 RARE DISORDERS IN DEVELOPING
COUNTRIES AND CHALLENGES THAT MAKE THEM HARD
TO MANAGE

V. Stavileci 1, A. Sherifi 2, D. Shtiza 3, I. Palloshi 4
1 University Clinical Centre of Prishtina Kosovo – Albania; 2 Spitali i
Pergjithshem,Mitrovice Kosovo – Albania; 3 HOspital Center of Tirana –
Albania; 4 Hospital of Elbasan - Albania

We present a boy age of 4 months, presented with failure to
thrive weight 5600g, very pallid, hypotonic with normal pheno-
type. Other examination was normal. Abdominal ultrasound find
very bright kidneys and laboratory findings: kidney failure cre:
380, BUN:29.2, ER:28/, Alb: 44, PT: 72, Glic: 3.9, pH:7.32,
Na:132, K;5.1, Ca:1.06, HCO3:13.4, BE:-12, HgB:65, Htc:16.1,
other labs were not remarkable. Primary hyperoxaluria type 1
was suspected. EchoCardiograpgy: morphology, contractility,

hemodynamic were normal. No deposits were detected.
Ophthalmologic examination resulted normal. Also, babygram no
deposits were detected on the visceral organs. Genetic testing was
sent abroad to University of Koln, Institute for Human Genetics
qnd it was done free of charge. Pyridoxine is prescribed 50mg.
Also other meds citrates, bicarbonate, calcium, ferrum, Epo B,
resonium, but parents refused to give to the boy meds except
blood supplements. A month later cre increased to 422, BUN
36.9. Than parents started with Pyridoxin and luckily boy was
sensitive and cre decreased to 312, BUN 20.9. Next months boy
had convulsions and anticonvulsant meds were started, also. Ca
replacement was recommended. Genetic Sequence analysis identi-
fied homozygous sequence variant c.508G>A in exon4 of the
AGXT gene. In order to start treatment with RNAi medication
and Oxalobacter family had to travel to Germany and they did
not approve that. Hemodialyses was not possible to be done for
infant age, at our country. Boy is one year now, still at Kosovo
and fighting with his disease naturally, excluding pyridoxine help.
He was diagnosed early and “if” he would be born at other
country, or “if” we have HD for infants maybe his future would
be different.

IPN11708 -88 BK POLYOMAVIRUS VIREMIA AND
NEPHROPATHY IN PEDIATRIC KIDNEY TRANSPLANT
RECIPIENTS. EARLY DIAGNOSIS IS CRUCIAL.

M.Munoz 1, J. Esperalba 2, A. Cruz 1, M. Lopez 1, H. Rios 1, V. Perez 1, G.
Ariceta 1

1 Pediatric Nephrology Department. Hospital Universitari Vall d'Hebron.
Barcelona. – Spain; 2 Department of Microbiology. Hospital Universitari
Vall d'Hebron. Barcelona. - Spain

Introduction: BK polyomavirs (BKPyV) infection after pediatric
kidney transplantation (KT) are associated with an increase risk
of graft loss by BKPyV-associated nephropathy (BKPyVAN).
There are not suitable markers for BK viremia prognosis and an
effective treatment is missing.
Material & methods: We performed a single-center retrospective anal-
ysis of BKPyV DNAemia and BKPyVAN in 109 kidney transplanted
patients between 2009 – 2018.
Results: BKPyV viremia was observed in 47/109 (43%) patients.
Presumtive BKPyVAN ( > 3 weeks high-level BK viremia
>104copies/ml) was demonstrated in 21/109 (24%), 43% of them
during the first three months posttransplant. In 3/21 (14%) with
presumptive BKPyVAN and in 1/6 (16%) with BKPyVAN, this
respective event occurred late (>2 years). BKPyVAN occurred in
6 patients (5.5%) at a median of 15 months post-KT (range 4-36
months) with a mean time of 57 months of follow-up . Their
median age at KT was 5 years and all of them received a decease
donor. Median HLA-missmatches was 5. All of them were under
tacrolimus-based immunosuppression (IS). 1 patient had a cellular
rejection 12 months before BKPyVAN. Median time of graft bi-
opsy after the fisrt BK viremia was 6 (range 0-16) months. First
step of treatment was reduction IS followed by switch from my-
cophenolate to mTOR-inhibitor. Adjudvant antiviral strategies
were intravenous immunoglobulin (100%), cidofovir (66%),
leflunomide (83%) and ciprofloxacin (33%). 3 of them had rejec-
tion episode and de novo-DSA. 4 of them lost their graft at a
mean time of 28 months after KT (15 months after viremia).
Conclusions: BKPyV viremia occurs in a significant proportion of
pediatric renal transplant population, especially in younger children.
Early diagnosis combined with timely pre-emptive reduction of IS is
crucial for the outcome of BKPyVAN since it is a cause of graft
loss. Screening for BKPyV-DNAemia should be considered after 2
years in pediatric KT.
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I PN11709 - 8 9 ANTICOAGULATION IN CHRONIC
HEMODIALYSIS –DATA FROM THE INTERNATIONAL
PEDIATRIC HEMODIALYSIS NETWORK (IPHN)

D. Borzych-Duzalka 1, E. Vidal 2, N. Hooman 3, S. Prokurat 4, E.
Simkova 5, A. Zaloszyc 6, L. Eid 7, D. Drozdz 8, H. Billing 9, O.
Yavascan 10, J. Kari 11, Z.L. Antonio 12, B.A. Warady 13, F. Schaefer 14,
C.P. Schmitt 14
1 Medical University of Gdansk, Department of Pediatrics, Nephrology,
Gdansk – Poland; 2 Pediatric Nephrology, Dialysis and Transplant Unit,
Padova - Italy, 3 Iran University of Medical Sciences, Teharan - Islamic
Republic of Iran; 4 Children's Memorial Health Institute, Warsaw –
Poland; 5 Al Jalila Children's Speciality Hospital, Dubai - United Arab
Emirates; 6 Children's Dialysis Center, Strassbourg – France; 7 Dubai
Hospital, Dubai - United Arab Emirates; 8 Jagiellonian University
Medical College, Krakow – Poland; 9 Children's University Hospital,
Tuebingen – Germany; 10 Tepecik Teaching and Research Hospital,
Izmir – Turkey; 11 King AbdulAziz University Hospital, Jeddah - Saudi
Arabia; 12 National Kidney and Transplant Institute, Department of
Pediatric Nephrology, Quezon City – Philippines; 13 Children's Mercy
Hospital, Kansas City - United States; 14 Center for Pediatrics and
Adolescent Medicine, Heidelberg - Germany

Introduction: For many years unfractionated heparin (UFH) has
been the standard anticoagulant of choice, but this is now being
challenged by low-molecular-weight heparins (LMWHs). LMWHs
have quicker onset of action, a more predictable anticoagulant
effect and may reduce dialyzer fibrin and platelet deposition com-
pared with UFH.
Methods: 2030 observations from 727 patients on chronic hemo-
dialysis (HD) from 56 centers in 28 countries were included in
the study. 65% were on conventional HD (cHD), 27% on
hemodiafiltration (HDF) and 8% on intensified HD (iHD), defined
as weekly dialysis time >15 hours per week.
Results: Heparin was used in 69% and LMWHs in 30% of pa-
tients, other anticoagulants including argatroban or trisodium cit-
rate in 1%. Choice of anticoagulant showed regional variation
with the highest usage of LMWHs in Finland (100%), China
(96%), Poland (94%), Spain (88%) and France (87%). LMWHs
were more commonly used in patients on HDF and those having
intensified regime (38% and 36% vs. 26% in cHD). In addition
AV-fistula access was associated with higher LMWHs use (35%
vs. 24% with CV-line). Dialysis associated bleeding episodes were
reported in 0.63 vs. 0.62% of observations with UFH and
LMWHs, only. Coagulation monitoring (ACT, PTT, anti Xa)
was utilized in 41% of UFH and 45% of LMWHs. In multivariate
analysis neither dialysis blood flow, nor achieved KTV were as-
sociated with anticoagulation type. Thrombotic events requiring
surgical and non-surgical access interventions were reported in
CVL patients at rate of 0.92 and 0.93/1000 treatment days in
UFH and LMWHs group, respectively . In AVF patients treated
with LMWH access intervention rate tended to be lower (0.33 vs
0.89/1000days in UFH pts, p=0.07). Conclusions: UFH and
LMWHs result in similar rates of bleeding complications, access
thrombosis and dialytic efficiency in children on chronic HD.
Choice of anticoagulant should be driven by clinical tolerability
of the ant icoagulant medicat ion, underlying individual
thrombophilia predisposition and costs.

IPN11710-81 ANALYSIS OF HEREDITARY NEPHROLOGIC
DISEASES THROUGH NEXT GENERATION DNA
SEQUENCING

B. Yazicioglu 1, S. Bakkaloglu Ezgu 1, B. Buyukkaragoz 1, F.S. Ezgu 2

1 Gazi University Hospital Pediatric Nephrology Department, Ankara –
Turkey; 2 Gazi University Hospital Pediatric Genetics and Metabolic
Diseases Department, Ankara - Turkey

Introduction: Next generation DNA sequencing is a brand new technol-
ogy that has been widely used for moleculer genetic researches. With this
technology it is possible to analyze various genes and even whole exome
and genome, it also provides a cheaper and high-throughput alternative
compared to traditional Sanger sequencing.
Material & Methods: This study was performed to investigate the ap-
plicability and reliability of next-generation sequencing panel including
53 hereditary nephrologic disease genes. 140 patients aged between 0-25
were included. Ion Torrent S5® platforme, Ion Reporter® and Ingenuity
Variant Analysis® programmes were used for analysis.
Results: Primary hyperoxaluria (PH1) was the most commonly re-
ferred initial diagnosis. %32.8 of the patients suggestive of PH1
were definitively diagnosed with this method. In addition to PH1,
the most frequent diagnoses were nephronophthisis, polycystic kid-
ney diseases, Dent disease, Alport syndrome, distal RTA, Pierson
Syndrome, Bartter Syndrome and cystinosis. We have detected 16
novel mutations in 19 patients.
Conclusions: The advantages of this method are being faster and cheaper
compared to Sanger sequencing, being able to diagnose patients who
have more than one initial clinical diagnosis or detecting an unexpected
disease. The need of an experienced personnel, the difficulties in
interpreting the disease causing potentials of novel mutations and the
limitation of the genes that are numbered in the panel can be considered
as the disadvantages. There is a possibility that next generation DNA
sequencing may be the main and first diagnostic method in the future. It
is necessary to make studies with more patients and with panels contain-
ing wider variety of genes.

IPN11713-84 Phenotypic and molecular characterization of a cohort
of patients with nephrogenic diabetes insipidus

A. Zugazabeitia Irazabal 1, M. Ortega Del Rio 2, L. Madariaga
Dominguez 3, L. Gondra Sangroniz 3, M. Herrero Goni 1, M. Aguirre
Menica 1, N. Garcia Perez 4, G. Ariceta Iraola 5, A. Garcia Castano 6, L.A.
Castano Gonzalez 7, R. Renaltube Group 8

1 Division of Pediatric Nephrology. Biocruces Bizkaia. Cruces
University Hospital, Barakaldo, Vizcaya- Spain – Spain; 2 Division
of Pediatric Nephrology. Cruces University Hospital, Barakaldo,
Vizcaya- Spain – Spain; 3 Division of Pediatric Nephrology. UPV/
EHU. Biocruces Bizkaia. Cruces University Hospital, Barakaldo,
Vizcaya- Spain – Spain; 4 Division of Pediatric Nephrology.
Biocruces Bizkaia. Basurto University Hospital, Bilbao, Vizcaya-
Spain – Spain; 5 Division of Pediatric Nephrology, Vall d'Hebron
University Hospital, Barcelona, Spain - Spain, 6 Department of
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Introduction: Primary nephrogenic diabetes insipidus(NDI) is caused by
renal insensitivity to the antidiuretic hormone(ADH). It is produced in
90% of the cases by mutations in the AVPR2(cr Xq28) gene, of recessive
transmission linked to the X chromosome, and less frequent(10%) by
mutations of the AQP2(cr 12q13.12) gene, of autosomal dominant or
recessive transmission.
Late diagnosis can lead to severe mental disability. However, clinical
detection and genetic screening in high-risk families has led to improve
prognosis.
Objectives: Phenotypic and molecular characterization of a cohort of
patients with primary DIN.
Material and methods: Molecular analysis of the AVPR2 and AQP2
genes of 33 patients from 31 families with primary DIN molecular
diagnosis.
Results: Sequencing of the AVPR2 gene confirms 26 different mutations.
In AQP2, we detected 4 different mutations with predominance of wom-
en(60%, 3/5).
We found 7 mutations not previously described: 5 in AVPR2: c.550G>T,
c.172delG, c.506_508delTCT, c.579G>C and c.158_159insA and 2 in
AQP2: c.375delG, c.106C>T and c.568G>A.
Our research group described already in 2015 9 novel mutations in the
gene AVPR2 and 1 in the AQP2.
In addition, we found 2 de novo mutations in the AVPR2 gene(c.910+
2T>C, c.501_510dup10).
We detected 14 symptomatic female relatives with heterozygous muta-
tions in the AVPR2 gene.
Clinical characteristics at diagnosis of index cases: age(median) 0.32
years(0.03-61); clinical manifestations: polydipsia-polyuria(66%,22/33),
failure to thrive(39%,13/33) and episodes of acute hypernatremic dehy-
dration(45%,15/33);analytical(avg): Creatinine 0.49mg/dL, Na 153mEq/
L, plasma osmolality 313mOsm/kg, urinary osmolality 143.62mOsm/kg.
Normal renal ultrasound in most cases(87%, 29/33).
Conclusions: Molecular analysis is essential to confirm the diagnosis
since clinical variability and phenotypic overlap between different
tubulopathies is frequent.
In our important sample of patients with primary DIN, we found 7 mu-
tations not previously described.
Renal function at diagnosis was normal in all cases confirming the good
initial prognosis of this tubulopathy. All women with AVPR2 mutations
have symptoms.

IPN11715-86 T2-MAGNETICRESONANCE IMAGING (MRI) TO
ASSESS DISEASE PROGRESSION IN AUTOSOMAL
RECESSIVE POLYCYSTIC KIDNEY DISEASE

C. Macaskill 1, B. Erokwu 2, Y. Zhang 2, S. Serai 3, E. Hartung 4, O.
Wessely 5, K. Dell 6, C. Flask 7

1 Department of Biomedical Engineering, Case Western Reserve
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Hospital of Philadelphia, Department of Pediatrics, University of
Pennsylvania, Philadelphia, PA - United States; 5 Department of
Cardiovascular & Metabolic Sciences, Lerner Research Institute,
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Introduction: Disease-specific treatments for Autosomal Recessive
Polycystic Kidney Disease (ARPKD) are lacking. Novel therapies in
animals have shown efficacy, but clinical trials in ARPKD patients have
not been possible due to the absence of sensitive measures of kidney

disease progression. Non-invasive quantitative MRI techniques hold
promise as surrogate endpoints for ARPKD progression. We previously
reported that T2-MRI sensitively detected cystic kidney disease progres-
sion and response to therapy in the PCK rat. In this study, we applied T2-
MRI techniques to the bpk mouse, which develops early-onset, severe
disease, and to initial studies in ARPKD patients.
Material and methods: Methanol-fixed excised kidneys from bpk
and wild-type (WT) control mice obtained at 8, 14 & 18 days of
age (bpk,n=5,5,3; WT,n=3,4,5, respectively), spanning early
through later disease stage, were imaged using a multi-echo
spin-echo MRI sequence. Mean T2 was calculated for both kid-
neys of each mouse. Differences between groups were compared
using Student’s t-test; the relationship between mean T2 and age
were examined using Pearson’s correlation coefficient. For human
kidney imaging, T2-MRI maps of 3 ARPKD patients (ages, 6-16
years) and 3 healthy young adult volunteers were obtained using
a multi-echo spin echo MRI acquisition on a Siemens 3.0T MRI
scanner.
Results:Mean kidney T2 values (msec) for bpk kidneys were significant-
ly higher than controls at each age (p<0.0001) and correlated significantly
with age (R=0.97, p<0.0001), while WT values did not. Mean kidney T2
values for ARPKD subjects were higher than healthy volunteers (range=
160-272 vs. 128-147 msec) and showed more variation, consistent with
phenotypic variability in human ARPKD.
Conclusions: These preliminary studies suggest that T2-MRI may be a
clinically useful biomarker of ARPKD kidney disease progression. To
better define changes in T2-MRI over the course of human cystic kidney
disease, further studies in a larger cohort of ARPKD subjects are currently
underway.

IPN11720-82 NOCTURNAL HYPERTENSION IS COMMON IN
PAEDIATRIC KIDNEY TRANSPLANT RECIPIENTS AND IS
ASSOCIATED WITH BMI

E. Craig 1, A. Raaijmakers 1, S. Kennedy 2

1 Paediatric Nephrology, Sydney Children's Hospital, Randwick -
Australia, 2 School of Women's & Children's Health, University of New
South Wales, Sydney - Australia

Introduction: Nocturnal hypertension (NHT) is linked to an increased
cardiovascular risk and is reported to occur frequently after kidney trans-
plantation. However, the determinants of NHT after kidney transplanta-
tion in children have not been clearly ascertained. The aim of this study
was to describe the prevalence of NHT after transplantation and to gain
greater understanding of factors that may be contributing to it.
Materials & Methods: We performed a single centre study of kidney
transplant recipients aged <18 years. We reviewed the most recent 24-
hour ambulatory blood pressure monitoring (ABPM). Nocturnal hyper-
tension was defined as either a mean systolic or diastolic blood pressure
>95th percentile or a nocturnal blood pressure load >25%. Variables of
interest were age, BMI, eGFR, time since transplant and medications.
Results: 31 kidney transplant recipients (aged 13.5 ± 3.4 years) had
ABPM performed at a mean of 4.2 years after transplantation. Isolated
NHT was present in 10 (32%); a further 10 (32%) had NHT coexistent
with daytime hypertension (DHT). Recipients with NHT had a higher
BMI Z-scores (1.0±0.8 vs. 0.4±0.7, p=0.028). There were no other statis-
tically significant differences between the groups. 8/10 recipients with
isolated NHT and 7/10 with DHT and NHT were already prescribed at
least one antihypertensive agent.
Conclusions: NHT is common in paediatric kidney transplant recipients.
BMI was the only significant variable contributing to this, so we could
conclude that weight control might be an important target for monitoring
and management. Half of the children with NHT had adequate control of
daytime blood pressure. The long term significance of this isolated NHT in
kidney transplant warrants further investigation.
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IPN11722-84 Ambulatory blood pressure monitoring correlates with
frequently elevated clinic blood pressure in renal transplant patients

S. Pradham , D. Milford , M. Muorah
Department of Paediatric Nephrology, Birmingham Children's Hospital,
Birmingham - United Kingdom

Introduction: Hypertension is common in paediatric renal trans-
plant recipients. It is one of the important modifiable risk factors
for allograft survival and long term cardiovascular morbidity and
mortality. The objective was to correlate the ambulatory blood
pressure monitoring (ABPM) with the clinic blood pressure (cBP)
in transplant patients.
Material & methods: We reviewed our database of 1114 ABPM reports
and identified children (≤16 years) with renal transplants who had ABPM
between January 2012 to December 2018. The ABPM reports were analysed
and categorised as: as per American Heart Association classification.
Results: Reports of twenty children (13 boys), with mean age of 10.9
years (range, 4-16 years) were analysed. On ABPM, only 3 patients were
normal, 12 were mildly elevated (BP load ≥25% -50%) and 8 moderately
elevated (BP load >50%) and 1 had sustained hypertension. Other abnor-
malities also included non-dipping in 8 patients.
Interestingly the clinic blood pressure (cBP) closest to the time of the
ABPM was normal in 12(60%) out of 20, signifying masked hypertension
Although there was a poor correlation between the closest cBP to the time
of the ABPM and the ABPM, there was a good correlation persistently
elevated cBPs in this cohort and the ABPM report.
Conclusions: ABPM has a definitive role in assessment and risk-
stratified management of hypertension among paediatric renal transplan-
tation recipients facilitating clinical decision-making. Any elevated cBP
in the transplant patients should be evaluated with an ABPM to help in
decision making. In addition ABPM will aid in identifying masked hy-
pertension. However, prospective ABPM evaluation in a larger cohort
will help us in identifying the significance of BP load and treatment in
long term graft outcome.

IPN11727-89 12-HOUR OVERNIGHT URINE SAMPLE IN
CALCIUM STONE-FORMING AND HEALTHY CHILDREN

C. Mir 1, J. Lumbreras 2, A. Rodriguez 3, M.D. Rodrigo 2, R.M. Prieta 4,
A. Costa-Bauza 4, N. Espinosa 2, I. Tapia 2, F. Grases 4
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(IdISBa). Palma de Mallorca – Spain; 4 Laboratory of renal lithiasis
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Introduction: Circadian variations of stone-promoting and stone-
inhibiting factors in urine have been previously described. We evaluate
them in samples from healthy and stone forming children using split 24-
hour urine.
Materials and methods: Urine was collected from 87 healthy and 26
stone-forming children using a split collection procedure (12-hour day-
time urine and 12-hour overnight urine). Urine volume, pH, calcium (Ca),
magnesium (Mg), phosphate (P), citrate (Cit), uric acid (Ur), and oxalate
(Ox) were determined, and the Ca/Cit ratio was calculated.
Results: The overnight urine samples in both groups had significantly
higher excretion expressed in solute/creatinine ratios for P and Mg, lower
volume, lower pH, and lower citrate and uric acid/creatinine ratios. Ca did
not show significant variations. Higher percentages of healthy and stone-

forming children had altered 12-h night urine than 24-h urine (referred to
normal values in 24-h urine). All subjects with altered Cit/Cr ratios or Ca/
Cit ratios in the 24-h sample also had altered ratios in the 12-h overnight
sample.
Conclusions: Daily changes in urine composition must be considered
when evaluating stone risk. A 12-h overnight sample, which is easier to
collect than 24-h urine, might detect at least the same rate of patients with
metabolic abnormalities and with risk for calcium stones. Even more, it
could even reveal specific nocturnal risk.

IPN11728-90 INITIAL CLINICAL AND GENETIC PROFILE OF
A POLISH COHORT WITH CYSTINURIA FROM THE
POLTUBE REGISTRY

M. Tkaczyk 1, K. Gadomska-Prokop 2, I. Zaluska-Lesniewska 3, K.
Musial 4, J. Zawadzki 5, K. Jobs 6, T. Porowski 7, A. Rogowska-Kalisz
1, A. Jander 1, M. Kirolos 8, A. Halinski 9, A. Krzemien 10, A.
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M. Zaniew 15
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of Lublin – Poland; 15 Chair of Pediatrics, Univeristy of Zielona Gora -
Poland

Introduction:Cystinuria is a rare congenital disorder leading to recurrent
cystine stone formation. The defect concerns abnormal function of a
transporter in the proximal tubule. To date, there are no reports on the
prevalence, genotype and phenotype of cystinuria in Polish population.
Aim: The aim of the study was to characterize the initial clinical presen-
tation and genotype of patients (pts) with cystinuria registered in the
Polish genetic registry of inherited tubulopaties.
Material and methods: The study group consisted of 29 pts (17 males;
age 3-301 months) with molecular diagnosis registered between 2013-
2018. Data upon diagnosis of cystinuria and initial (6-month) results of
treatment were analyzed.
Results: The first clinical symptoms were noted at an average age of
64 months (range: 3-233 months), whereas clinical diagnosis was
established at 95 months (range: 3-301 months). Biallelic mutations
in SLC7A9 were detected in 14 pts (homozygosity in 6, compound
heterozygosity in 8), while in SLC3A1 in 14 pts (homozygosity in 2,
compound heterozygosity in 12). One patient had digenic mutations.
The most common manifestation was urolithiasis (26 pts) and uri-
nary tract infections (UTI; 8 pts). Seventeen pts required surgical
interventions before diagnosis was made. eGFR was within normal
range in 22 children (average 124 ml/min/1.73 BSA), and impaired
in 5 (81 ml/min/1.73 BSA). Urine cystine excretion ranged from 52 to
1545 mg/g creatinine. Initial therapy included diet and increased fluid
intake, citrates preparations (in 24/29), captopril (in 9/29) and tiopronin
(in 4/29). The effect of the treatment after 6 months was modestly positive
with the reduction of surgical intervention rate (in 2/29) and UTI inci-
dence (in 1/29). However, urolithiasis persisted in 8/29 of pts.
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Conclusions: Polish pts with cystinuria present typical clinical
symptoms of the disease, but clinical diagnosis is usually delayed.
Genotype analysis showed similar distribution of SLC3A1 and
SLC7A9 defects.

IPN11729-91 ETIOLOGIC AND CLINICAL DIFFERENCES IN
PEDIATRIC RENAL LITHIASIS UNDER AND ABOVE 6
YEARS OFAGE

J. Lumbreras 1, M.D. Rodrigo 1, R.M. Prieto 2, A. Costa-Bauza 2, P.
Sanchis 3, N. Espinosa De Los Monteros 1, C. Mir 4, I. Tapia 1, J.D.
Gonzalez 5, V. Garcia-Nieto 6, M. Anton-Gamero 7, F. Grases 8
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Introduction: aside from lower incidence than in adult popula-
tion, pediatric renal lithiasis apparently has specific characteristics.
We aimed at describing differences according with age in children
and adolescents.
Material and methods: a national registry on pediatric renal li-
thiasis was settled. We analyzed patients included between
January 2015 and Septembre 2018. We compare clinical manifes-
tations, family history, urine biochemistry, stone composition and
structural anomalies in patients according with age.
Results: 65 calculi were included, 54 from males, 11 females. In
our registry, mean age at diagnosis was 6 years old, so we com-
pared <6 (N=30) vs >=6 (N=35). Statistically significant differ-
ences were observed in the following variables. Positive family
history for lithiasis was present in 14/25 (53.8%) vs 31/34
(91.2%), past urinary infection in 17/30 (56.7%) vs 5/35
(14.3%). Spontaneous elimination was attained in 15/30 (50%)
vs 28/35 (80%). Diagnosis was a casual finding in 10/26 (38.5%) vs
4/34 (11.4%). CAKUT or dysfunctional bladder appeared in 9/30 (31%) vs
3/35 (8.6%).
Calcium concentration in urine, calcium/citrate urinary ratio and
urinary pH (but not calcium/creatinine nor citrate/creatinine) were
close to statistical significant differences (median, interquartilic
range): 6,95 [3,1-15,2] vs 11 [6,9-17,8], 0,26 [0,11-0,7] vs 0,43
[0,18-1,16], and 7 [6,38 - 7] vs 6 [6 - 7]. Calcium oxalate
dihydrate (COD) stones were found in 4/30 (13.3%) vs 16/35
(45.7%), struvite in 8/30 (26.7%) vs 1/35 (2.9%).
Conclusions: Renal lithiasis diagnosed under 6 years of age shows
higher rates of past urinary infection, CAKUT/dysfunctional blad-
der and struvite in composition. Lithiasis above 6 years old seems
more related to metabolic factors (highly prevalent COD, struvite
practically absent), more similar to adults. Need for surgery or
lithotripsy is much more common in younger patients, even if
initially more frequently asymptomatic.

IPN11732-85 DIASTOLIC DYSFUNCTION IS ASSOCIATED
WITH PROLONGED SYSTOLIC CONTRACTION IN
CHILDREN WITH ESSENTIAL HYPERTENSION
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Introduction: In adults with hypertension, diastolic dysfunction is asso-
ciated with prolonged systolic contraction (1). We investigated whether
this is also the case in children with hypertension.
Methods: Transthoracic echocardiography and carotid tonometry were
performed in 31 children with essential hypertension and 50 age matched
normotensive subjects. Left ventricular (LV) cavity and epicardial vol-
umes was obtained from 4-chamber view using Tomtec wall tracking
analysis. The ratio of mitral valve Doppler early flow (E) and tissue
Doppler mitral annulus movement (e’) was used (E/e’) as a measure of
diastolic function. Time-varying ejection phase myocardial wall stress
(MWS) was calculated from LV volumes and central aortic pressure
derived from carotid tonometry. (2) Time to onset of relaxation (TOR)
was defined as time to peakMWS over ejection time. Pulse wave velocity
(PWV) was calculated from aortic arch to abdominal aorta using pulsed
Doppler from echocardiography.
Results: Hypertensive children were of similar age and BMI compared to
normotensive children. Hypertensive children had increased LVmass index
(p=0.001) and relative wall thickness (p<0.001) suggestive of concentric
remodelling. There was no difference in LV systolic measures including
ejection fraction and global longitudinal strain between hypertensives and
normotensives. However, hypertensives had higher E/e’ ratio (6.4±1.1 vs
5.5±1.0, p<0.001), PWV (5.1±1.5 vs 4.3±0.9m/s, p=0.023) and prolonged
TOR (32.5±9.2 vs 28.8±5.6%, p=0.027) and elevated mean MWS (409.7
±93.1 vs 336.6±86.6 kdynes/cm2, p=0.001) than normotensives. TOR was
positively associated with E/e’ ratio (β=0.277, p=0.01) with or without
adjustment for age, sex, BMI, mean arterial pressure, HR, left ventricular
mass and antihypertensive treatments.
Conclusions: In children with essential hypertension and normal systolic
function, pre-clinical diastolic dysfunction is associated with prolonged
systolic contraction.

IPN11733-86 Creation and descriptive results from the spanish pedi-
atric renal lithiasis registry

M.D. Rodrigo 1, J. Lumbreras 1, R.M. Prieto 2, A. Costa-Bauza 2, P.
Sanchis 3, N. Espinosa De Los Monteros 1, C. Mir 4, I. Tapia 1, J.D.
Gonzalez 5, V. Garcia-Nieto 6, M. Anton-Gamero 7, F. Grases 2

1 Pediatric Nephrology Unit. University Hospital Son Espases-Balearic
Islands Health Research Institute (IdISBa). Palma de Mallorca – Spain;
2 Laboratoy of Renal Lithiasis Research, Universitary Institute Of Health
Sciences Research (IUNICS),University of Balearic Islands Health
Research Institute (IdISBa). Palma de Mallorca – Spain; 3 Research
Support Unit. University Hospital Son Espases-Balearic Islands Health
Research Institute (IdISBa). Palma de Mallorca – Spain; 4 Pediatric
Rheumatology Unit. University Hospital Son Espases-Balearic Islands
Health Research Institute (IdISBa). Palma de Mallorca – Spain; 5 Pediatric
Nephrology Unit. University Hospital Santa Lucia. Cartagena. - Spain,
6 Pediatric Nephrology Unit. University Hospital Nuestra Señora de
Candelaria. Santa Cruz de Tenerife - Spain, 7 Pediatric Nephrology Unit.
University Hospital Reina Sofia. Cordoba - Spain

Introduction: The incidence of pediatric renal lithiasis has increased up to 5
folds in the last decades. In most countries, epidemiological data are scarce.
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Material and methods: A national registry of renal lithiasis has been
settled for children under 18 years old by the national pediatric nephrol-
ogy society (AENP) in collaboration with a specialized universitary renal
lithiasis laboratory. Awebsite was developed for the inclusion of clinical
and analytical data. Patients registered between January 2015 and
September 2018 were studied.
Results: Patients from 18 hospitals were included. We analyzed 84 cal-
culi (69 patients), 79,5% (66) from males. Median age at diagnosis was
6.56 years [3.07-12.7]. There were 35 (42.2%) with stone-forming first-
degree relatives. Previous episodes appeared in 22 (26.5%), antecedent of
urinary infection (UI) in 31 (37.3%), and CAKUTor bladder dysfunction
in 19 (22.9%). Nine (10,8%) required lithotripsy, 14 (16.8%) surgery.
Acute abdominal pain was the form of presentation in only 34 (51.5%).
The most frequent main components were: calcium oxalate dihydrate-
COD (27, 32.5%), struvite (16, 19.3%), hydroxyapatite (11, 13.3%) and
calcium oxalate cavity monohydrate-COM (8, 9.6%). The most prevalent
metabolic alterations were: hypercalciuria 43.5% (n=63), hypocitraturia
28.6% (n=56), hyperoxaluria 17% (n=47). Calcium/citrate ratio> 0.33
mg/mg in 44.6% (n=56).
Conclusions: Family history of lithiasis, UI and CAKUT/bladder dysfunc-
tion were frequent. Presentation as acute pain appeared in only half of the
cases. More than one quarter required an intervention for elimination.
Regarding adults, higher prevalence of struvite and hydroxyapatite stones
and lower prevalence of uric and COM stones were noteworthy.
Hypercalciuria was the most prevalent metabolic disorder. Calcium/citrate
ratio in risk range for calcium stones was present in almost half of the cases.

IPN11734-87 INTERVENTIONAL NEPHROLOGY: HOW FAR
PEDIATRIC NEPHROLOGISTS SHOULD GO?

C. Alparslan , A. Taktak
Diyarbakir Gaziyasargil Training and Research Hospital - Turkey

Invasive procedures are an important part of the pediatric nephrology
practice. Peritoneal dialysis and hemodialysis catheters placement as a
big part of these proceduresmostly made by surgeons or by interventional
radiologists. Due to insufficient technical skills of unexperienced opera-
tors, peritoneal and hemodialysis catheters could not be placed properly
which directly effects of the function of the catheter. Based on our prom-
ising single center experience , we advocate that pediatric nephrologist
could have capability of placement dialysis catheters and management of
related problems.
Patients were collected between 01.March-30.May 2019 in Gaziyaşargil
Training andResearch Hospital inDiyarbakır located southeast part of the
Turkey. All catheters were placed by pediatric nephrologists in neonatal
and pediatric intensive care settings under sedation and analgesia. All
hemodialysis catheters were placed with ultrasound guidence. X-ray film
were obtained for correction of the catheter location after procedure.
Whole procedures were made under strict sterile condition. Prophylactic
antibiotic treatment were given just before the peritoneal dialysis catheter
placement.
There were 27 patients were collected. Most of the patients were 18
(%66.6) male. The mean age were 86.8 mo (min:0.06 – max: 198). The
mean bodyweight were 18.75 kg (min:1.8 - max: 46). There were 21
peritoneal dialysis (16 acute & 5 tunneled) and 16 hemodialysis (11
temporary & 5 tunneled) catheters were placed. Only 7 problems were
seen (5 drainage issue in PD, 1 flow problem and 1 thrombosis in HD
catheters). Problems were succesfully managed (Table 1). There were no
infectious or cathastropic complication seen. Also patients outcomes were
given in Table 1.
We believe that under appropriate condition pediatric nephrologist can
successfully manage invasive procedures especially in technical or per-
sonal inadequacy. Pediatric nephrologists shoul be eager to join invasive
part of the patient management. Mostly, that kind of action will be a life
saving for the patient.

IPN11740-84 AUTOPHAGY REDUCES RENAL FIBROSIS AND
RGC-32 EXPRESSION IN VIVO AND IN VITRO
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Introduction: Renal fibrosis is a pathological change of chronic kidney
disease (CKD). Autophagy is a cytoplasmic components degradation
process that plays an important role in maintaining normal renal function.
To date the role of autophagy in fibrotic process after kidney injury re-
mains controversial. Response gene to complement 32 (RGC-32) is pro-
posed to be involved in renal fibrosis,But the relationship between au-
tophagy activity and RGC-32 has not been explored yet. In this study, we
examined the effect of autophagy on renal fibrosis and RGC-32 expres-
sion in vivo and in vitro.
Material&methods:We examined autophagy flux and RGC-32 expres-
sion in unilateral ureteral obstruction (UUO), a renal fibrosis model in
wild-type (WT), Beclin 1(F121A) knock-in (high beclin 1 activity) and
Beclin 1 heterozygous (beclin 1+/−) (low beclin 1 activity) mice. Renal
fibrosis was assessed at 14 days after UUO. Human renal proximal tubu-
lar epithelial (HK-2) cells were treated with ML-SA1 (an autophagy
activator) or bafilomycin A1(an autophagy inhibitor) with or without
co-incubation of transforming growth factor (TGF)-β1 for 24 hours.
The level of autophagy flux, expression of α-smooth muscle actin (α-
SMA) and RGC-32 were determined using western blot, qPCR and im-
munofluorescent stain.
Results: Compared to the WT group, Beclin 1+/− mice developed more
severe interstitial fibrosis, higher expression of α-SMA and RGC-32, and
lower autophagy flux. In contrast, renal fibrosis was ameliorated, and α-
SMA and RGC-32 were decreased in Beclin 1 knock-in mice, which was
accompanied by higher autophagy flux. In vitro experiments showed that
TGF-β1-stimulated α-SMA and RGC-32 expression were exacerbated by
bafilomycin A1 but suppressed by ML-SA1.
Conclusions: These findings suggest that higher autophagy flux is asso-
ciated with low renal fibrosis and RGC-32 expression both in vivo and
in vitro. Autophagy may be a new therapeutic target for the prevention of
renal fibrosis and CKD progression.

IPN11745-89 COMPLETE RECOVERY OF SEVERE
RHABDOMYOLYSIS WITHOUT ANY EFFECT ON RENAL
FUNCTIONS

B. Yazicioglu , B. Buyukkaragoz , S. Bakkaloglu Ezgu
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Turkey

Introduction: Rhabdomyolysis may be a life-threatening condition in
children as it can cause oligoanuric acute renal failure and electrolyte
imbalance. It has several etiologies including crush syndrome, strenuous
exercise and metabolic disorders. Herein, we present a stormy case ended
with uneventful recovery.
Case report: 16 years-old boy was referred to our clinic with symptoms
of myalgia, macroscopic hematuria. Physical examination showed nor-
mal blood pressure, no edema, no findings of infection. His history re-
vealed that he was in a rowing team and had attended leg training 3 days
ago. Macroscopic hematuria had started 2 days later. Laboratory tests
were as follows: Hb: 15.5 g/dl, white blood cell: 9220 /μl, platelets:
274000 /μl. Serum creatinine: 0.83 mg/dl, uric acid: 7.4 mg/dl, creatinine
kinase: 511950 U/L. Serum electrolytes were normal and urine micros-
copy showed no erythrocytes. He was hospitalized with the initial diag-
nosis of myoglobinuria induced by rhabdomyolysis, and was hydrated
intravenously with alkalizing fluid. During follow-up gradual decrease in
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blood creatinine kinase level with no increase in serum creatinine level
was observed. His urine output and vital signs remained normal. He was
discharged in a week and at the last visit creatinine kinase level is 335
U/L; while serum creatinine is 0.77 mg/dl. Metabolic and genetic tests for
detecting carnitine palmitoyltransferase II (CPT II) deficiency are
pending.
Discussion: In our practice we have encountered cases of rhabdomyoly-
sis secondary to severe dystonia, CPT II deficiency and crush syndrome
presenting with acute renal failure, anuria and therefore with need of
hemodialysis. We present a lucky case whom renal functions remained
stable during the clinical course. Nevertheless, it is important to remem-
ber rhabdomyolysis is a life-threatening condition and must be treated
aggressively with hydration, alkalinization and mannitol if necessary.

IPN11746-90 LINEAL GROWTH IN A PEDIATRIC KIDNEY
TRANSPLANT COHORT

M. Lopez Gonzalez , M. Munoz Lopez , A. Cruz Gual , E. Lara
Moctezuma , V. Perez Beltran , G. Ariceta Iraola
Pediatric Nephrology, Hospital Universitari Vall d' Hebron. Barcelona -
Spain

Introduction: Growth retardation, frequent in children with CKD, has
impact on quality of life. In kidney transplant (KT) recipients Height is
also a graft function indicator.
Material and Methods: Retrospective study of consecutive first KT in
patients <18y between 2008-2018. Height, SD Height, and eGFR were
analyzed at 3 time-points: the day of KT, 1 year later, and final follow-up
(last visit with functioning graft or graft lost or >18y)
Results: 95 first KT out of 125 KT were analyzed (31 patients (32.6%)
with a preemptive KT). 34 cases were excluded because repeated KT or
graft loss in ≤1month. Causes of CKD: CAKUT (40%), inherited ne-
phrotic syndrome (NS) (10%), ARPKD (9.5%), nephronophthisis
(7.4%), primary hyperoxaluria (2.1%), steroid resistant NS (4.2%),
cystinosis (2.1%), Alport syndrome (1%). At time of KT girls were
shorter than boys (-1.76 vs -1.43 SD) without Height differences at the
final follow up (-1.27 vs -1.15). 32 patients reached adulthood, women
(n=16) stature was 155 cm (-1.17 SD) and men (n=16) 167 cm (-1.1 SD)
with similar graft function (eGFR 55.5 vs 58.3 ml/min/1.73m2). We
observed important differences in Height and catch up according to age.
Children <6y. old presented themost severe growth retardation at the KT-
2.29 SD) but the largest catch up, normalizing Height (-1.82 SD) after-
wards. Adolescents (≥12y) had normal Height (-1.28 SD) before KT but
worsened it (-1.38 SD) later. 44.2% and 22.1% patients received rhGH
before and after KTwith a significant improvement in Height (-2.08 vs -
1.8 SD and -2.9 vs -1.8 SD respectively).
Conclusions: KT improves height in children with CKD.
Patients younger <6y. suffered severe growth retardation at KT but the
largest catch-up. Treatment with rhGH before and/or after KT promotes
growth and facilitates an adequate Height in adulthood.

IPN11752-87 GENETIC PREDISPOSITION TO ACUTE
PYELONEPHRITIS AND RENAL SCARRING

S.M. Chao 1, R. Hopkins 2, Y.H. Ng 1, I. Ganesan 1, B. Lee 3, J. Connolly 4

1 KK Women's and Children's Hospital - Singapore - Singapore –
Singapore; 2 Institute of Molecular and Cell Biology - Singapore -
Singapore – Singapore; 3 Singapore Immunology Group Network –
Singapore; 4 Institute of Molecular and Cell Biology - Singapore

Abstract: We conducted a prospective study of childhood febrile urinary
tract infection (fUTI) to determine the extent of genetic predisposition to acute
pyelonephritis (APN) and renal scarring (RS) that may impact on clinical
practice.

Methods: Patients > 1 month old with newly diagnosed uncomplicated
fUTI were recruited. APN and RSwere study endpoints as determined by
DMSA scans done during acute infection and 6 months later. Peripheral
blood were obtained for exome-wide genotyping. SNPs were genotyped
using Illumina Infinium Exome beadchip. Odds Risk Ratio (ORR) cal-
culated for individual endpoints and Clustering Visualization T-
distributed Stochastic Neighbor Embedding (t-SNE) analyses were done
for segregation of endpoints (APN, RS).
Results: 111 patients were studied. Median and mean age were 5 and
13.2 months, with a slight male predominance (61 males to 50 females).
Age, race, leukocytosis were not associated with APN or RS. Female
gender, CRP > 50mg/L were associated with APN but not RS. E Coli
was the main uropathogen (89.2%). MCU done in 96 patients yielded a
low VUR incidence of 17.7%. APN was detected in 61 (54.9%) patients.
53 patients had a 2nd DMSA and RS was detected in 24 (45.3%) of them.
Clustering t-SNE analyses showed clear separation of the genetic profile
of patients with APN from those without APN. Likewise distinct genetic
variants could segregate patients with RS from those without RS.
Interestingly different genetic variants were found in APN and RS which
may explain why clinically severe APN (high fever, CRP, patchy uptake
defects on DMSA) may not necessarily result in RSwhile mild APNmay
progress to scarring, suggesting APN and RS require separate evaluation
clinically.
Conclusions:Our study demonstrated that APN and RS were genetically
determined. Genetic evaluations may need to be considered and integrat-
ed into clinical practice of fUTI to achieve a more focused and individu-
alized approach in management.

IPN11758-93 MOLECULAR GENETIC STUDY IN RUSSIAN
CHILDREN WITH STEROID-RESISTANT NEPHROTIC
SYNDROME (SRNS)

A. Tsygin , K. Savostyanov , A. Pushkov , O. Zrobok , T. Vashurina , S.
Dmitrienko , P. Ananin , A. Agaronian , T. Voznesenskaya , A.
Ryaposova , A. Milovanova , V. Maltseva , O. Komarova , A. Fisenko
National Medical and Research Center for Children's Health, Moscow -
Russian Federation

Mutations in genes encoding structural components of glomerular filter
are recognized to be an important cause or SRNS with a variable preva-
lence worldwide.
Herewith we represent the result of the study conducted by tertiary hos-
pital accepting children from across all Russia. SRNS or early onset
nephrotic range proteinuria (NPU) was diagnosed in 117 children aged
0,1 to 12 years. New generation sequencing technology (NGS) was used
to analyze targeted regions of 205 genes associated with renal diseases.
Family history was in 6 (5,1%, all withmutations). Congenital or infantile
NS was documented in 18 (15,4%, all with mutations).
Pathogenic and likely pathogenic variants were detected in 63 (53,8%) of
patients. The prevalence of affected genes was following: NPHS2 – 19
(16,2%), WT1 – 9 (7,7%), NPHS1 – 6 (5,1%), SMARCAL1 – 3 (2,6%),
TRPC6 – 3(2,6%), ACTN4, ARHGAP24, CRB2, CUBN, INF2, LMX1B,
NUP93, PLCE1 – 2(1,7%) each,ANLN, CD2AP, COQ2, COQ6, KANK2,
NUP205, PTPRO – 1(0,9%) each. Predominant renal pathology was
FSGS (57%).
That was the first genetic study in Russian population, so 57% of muta-
tions were not described earlier. The most frequent mutation c.259G>T
(p.E87*) in NPHS2 gene revealed in 15 patients is probably major for
Russian population.
Congenital and infantile NS was associated with NPHS2 gene mutations
in 8(44,4%), NPHS1 in 5(27,8%), PLCE1 in 2(11,1%) and COQ2,
COQ6, CUBN in 1(5,6%) each.
We conclude that prevalence of genetic causes of steroid-resistant ne-
phrotic syndrome may be as high as 53,8% so molecular genetic testing
is a necessary part of diagnostic approach.
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IPN11765-91 HAEMODYNAMIC DETERMINANTS OF
ESSENTIAL HYPERTENSION IN CHILDREN

Y. Li 1, H. Gu 1, M. Sinha 2, P. Chowienczyk 1

1 King's College London, London - United Kingdom; 2 Evelina London
Children's Hospital, London - United Kingdom

Introduction: Haemodynamic determinants of hypertension in young
adults include increased stroke volume and arterial stiffness. The aim of
the present study was to examine the contribution of left ventricular ejec-
tion, arterial stiffness and systemic vascular resistance to hypertension in
children with essential hypertension.
Methods: A total of 81 children aged 7 to 18 years (mean age 14 years)
including 31 with hypertension and 50 age matched normotensive chil-
dren were recruited from the paediatric hypertension clinic and local
community. 18 (58.1%) hypertensive subjects were taking anti-
hypertensive medication. Non-invasive aortic flow velocity and central
blood pressure were measured by Doppler sonography and carotid to-
nometry system respectively. Aortic pulse wave velocity was calculated
using the sum of squares method.
Results: Compared with normotensive subjects, those with essential hy-
pertension had significantly higher central pulse pressure (43±15 vs. 29±8
mmHg, mean±SD), heart rate (81±15 vs. 73±11 bpm), and cardiac output
(5.4±2.0 vs. 4.3±1.2 L/min), P<0.01 for all comparisons. There was a
trend toward increased stroke volume in hypertensive subjects, but not
significantly different from normotensive subjects. However, there were
no differences in augmentation pressure, reflection index or systemic
vascular resistance between the two groups. The increase in central pulse
pressure was explained by an altered pattern of ventricular ejection (initial
flow increased from 1.13 to 1.26 m/s, P=0.008) and increase in aortic
pulse wave velocity from 2.5 to 3.4 m/s (P=0.001).
Conclusions: These results suggest that increase in central pulse pressure
in hypertensive compared to normotensive children is explained
by an increase in arterial stiffening and altered pattern of ventricular
ejection.

IPN11774-91 ESTIMATING GLOMERULAR FILTRATION
RATE (GFR) AND GFR CHANGES IN PATIENTS
UNDERGOING CHEMOTHERAPY

C. Amadi-Obi 1, M. Muorah 2, E. Okorie 3

1 Department of Paediatrics, Haematology and Oncology unit, Federal
Medical Centre Owerri, Nigeria; Department of Paediatric
Haematology/Oncology, Birmingham Children's Hospital, Birmingham
- United Kingdom; 2 Department of Paediatric Nephrology, Birmingham
Children's Hospital, Birmingham - United Kingdom; 3 Spring Rose
Hospital,PortHarcourt, Nigeria - Nigeria

Introduction: Oncology patients undergoing chemotherapy have their
glomerular filtration rate (GFR) either measured (mGFR) and/or estimat-
ed (eGFR). mGFRs are however often laborious and time consuming and
not always practical during a rapidly evolving situation where the drug
treatments themselves have effect on the kidney and the doses thus need
to be modified regularly. We sought to understand whether mGFRs are
required for these patients or whether the eGFR based on creatinine can
be used alone.
Material and Methods: We reviewed our records of children who had
undergone a formal mGFR using chromium-labelled EDTA and com-
pared this to their eGFRs at the time. We reviewed our database over
the last 10 years (2009 – 2019). We looked principally at two groups of
patients: those with mGFR of <60mls/min/1.73m2 and those with two or
more mGFRs in which there was a significant change in mGFR (i.e.
change in CKD stage or change in mGFR (ΔmGFR) of >30mls/min/
1.73m2). We chose these groups since they are most at risk and are
important to identify.

Results: There was some correlation between eGFR and mGFR (n=26,
r2= 0.16, p=0.04) at these lower mGFR levels. There was poor correlation
when ΔmGFR was compared with ΔeGFR (n=23, r2= 0.005, p=0.7).
This was not improved by looking at the percentage rise in creatinine or%
fall in eGFR. As expected, due to ‘regression to the mean’, there was a
good correlation between maximum eGFR and the ΔmGFR (r2=0.37,
p<0.0025) and likewise a good correlation between minimum eGFR
and the ΔmGFR (r2=0.34, p<0.0033).
Conclusions: A formally measured GFR remains the gold standard in the
management of these children often taking nephrotoxic therapy and in
whom it is necessary to obtain a correct mGFR for planning therapy.

IPN11777-94EARLYRENALFAILURE:THESPECTRUMOFHNF-1B

L. Lepore 1, S. Ascione 2, L. Annicchiarico Petruzzelli 2, V. Bruno 2, B.
Minale 2, C. Pecoraro 2

1 Department of Medical Translationall Sciences, Federico II University,
Naples – Italy; 2 Unit of Nephrology and Dialysis, Santobono Children
Hospital, Naples - Italy

Introduction:Hepatocyte nuclear factor 1b (HNF1b), encoded by TCF2,
is involved in kidney, pancreas, liver and genitourinary tract embryogen-
esis. TCF2 mutations, responsible for maturity-onset diabetes of the
young5 (MODY 5), have been also recognized to induce renal involve-
ment with various phenotypes including cysts, hypoplasia or single kid-
ney and prenatal hyperechogenicity. The clinical course of renal disease is
heterogeneous and some forms cause early renal failure.
Material and methods: We describe a clinical case of prenatal renal
hyperechogenicity and TCF2 mutation identified by Next-Generation
Sequencing(NGS) on amniotic fluid.
Results: During second trimester, prenatal ultrasound(US) discovered
bilateral enlarged (+2SD) and hyperechogenic kidneys in a female foetus,
with no signs of urinary tract obstructions and normal amniotic fluid
volume.NGS on amniotic fluid identified c344+2T>C de novo mutation
in the TCF2 gene.The patient was born after 37 weeks uneventful preg-
nancy with a birth weight of 2370 g .On the 3rd day of life, blood exam-
inations showed renal dysfunction with 3,9 mg/dl creatinine,47 mg/dl
BUN,7,5 mmol/L potassium,10 mg/dl uricemia and severe dehydration
and weight loss were detected during clinical observation. Normal saline
administration was followed by serum creatinine reduction to 2,5 mg/
dl.Abdominal US confirmed bilateral renal hyperechogenicity and en-
largement (+1,7SD) and disclosed sub-capsular small cysts in both kid-
neys, but no genital or urinary tract anomalies were detailed. Blood pres-
sure monitoring was normal, continuous glucose monitoring showed
hyperglycaemia during 2% of registration while fecal elastase and liver
enzyme remained normal.The baby had been received conservative treat-
ment for 5 months, when she started peritoneal dialysis because of failure
to thrive and renal function deterioration (creatinine 3,5 mg/dl).
Conclusions: TCF2 abnomalities are reported to be the main cause of
antenatal hyperechogenic kidneys.Renal phenotype and postnatal evolu-
tion are extremely variable and an early renal failure has been described
just in 2 cases.Therefore, prenatal counseling as multidisciplinary follow-
up is needed to evaluate progressive renal involvement.

IPN11789-97 RITUXIMAB IN CHILDHOOD NEPHROTIC
SYNDROME: ARE MULTIPLE SUBSEQUENT COURSES
SAFE AND EFFECTIVE?

C. Subun , H. Webb , K. Tullus
Paediatric Nephrology Unit, Great Ormond Street Hospital for Children
NHS Foundation Trust, London - United Kingdom

Introduction: Idiopathic nephrotic syndrome (INS) is the most common
glomerular disease in children. The majority of patients respond well to
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steroid therapy. However, the relapse rate is high and many develop
dependency to steroids. Although other immunosuppressive drugs
are successfully used as steroid-sparing agents to minimize their
side effects, some patients still have frequent relapsing episodes
or develop steroid dependence. Rituximab (RTX), a chimeric anti-
CD20 monoclonal antibody, has been shown to be effective in
treating difficult frequently relapsing/steroid-dependent nephrotic
syndrome (FR/SDNS). Data on the effectiveness and long-term
treatment outcomes of repeated courses of RTX is scarce.
Material and methods: Children and young people with FR/
SDNS, aged 1 - 18 years, who received RTX at Great Ormond
Street Hospital (GOSH) from 2006 to 2018 were reviewed.
Results: From 2006 to 2018, 103 cases of FR/SDNS received RTX
infusions at GOSH. Among these, 58 cases needed repeated courses of
RTX: 2, 3, 4, 5, 6 and 7 repeated courses were given to 21, 21, 7, 5, 1 and
3 patients respectively. Remission was achieved with all RTX courses.
The overall median time to relapse post RTX was 11 months (range 1-53
months). The median time to relapse for the first course was 10 (1-48)
months, 12 (2-53) months for the second course, 12 (2-38) months for the
third course, 10 (1-21) months for the fourth course, 7 (1-29) months for
the fifth course, and 12 (5-33) months for beyond the fifth course. No
severe side effects were noted.
Conclusions: RTX seems to be effective and safe even after several
repeated courses. However, larger long-term follow-up studies are need-
ed, with a focus on side-effects in particular.

IPN11790 -89 EVALUATION OF THE EFFECTS OF
INFECTIONS ON RENAL GRAFT FUNCTIONS IN CHILDREN

F.Mutlubas 1, H. Okur Aygok 2, E. Soyaltin 1, S. Arslansoyu Camlar 1, D.
Alaygut 1, C. Alparslan 3, O. Yavascan 4, B. Kasap Demir 5
1 University of Health Sciences Izmir Tepecik Training and Research
Hospital, Department of Pediatrics, Division of Pediatric Nephrology –
Turkey; 2 University of Health Sciences Izmir Tepecik Training and
Research Hospital, Department of Pediatrics – Turkey; 3 Diyarbakır
Women's and Children's Hospital, Pediatric Nephrology Clinic –
Turkey; 4 Istanbul Medipol University, Department of Pediatrics,
Division of Pediatric Nephrology – Turkey; 5 Izmir Katip Celebi
University, Department of Pediatrics, Division of Pediatric Nephrology
and Rheumatology - Turkey

Introduction: Post-transplant infections are one of the most common
causes of graft dysfunction. In our study, the effects of post-transplant
infections on the renal graft were investigated.
Methods: The patients ≤18years who had renal transplantation in
University of Health Sciences Tepecik Training and Research
Hospital Pediatric Nephrology Center were evaluated for infec-
tions after renal transplantation, retrospectively.
Results: Fifty-five patients were included. Acute graft-dysfunction
(AGD) was detected in 38patients. The mean follow-up period
after transplantation was 51,6±35months (min6-max.148-months).
While AGD (+) group had a total of 99 AGD attacks, the most
common causes were infections (48,5%), acute rejection(22,2%)
and calcineurorin-inhibitor toxicity (19,2%). 85,4% (n=47) of the
patients had an infection after transplantation, but not all caused
to AGD. Bacterial, viral and parasitic infections were detected in
54.5%, 45.4% and 12.7% respectively. There was no significant
difference between the AGD(+) and AGD(-) groups in terms of
the presence and type of infection (p=0.46) (p= 0.39). Twenty-two
patients had a viral infection, 18 of them had CMV while 4
(22.2%) had AGD. BK-virus was detected in four patients and
all of these patients had AGD. Urinary tract infections (UTI) were

detected in 50.9% of patients (n=28) after transplantation. The
21.4% patients with UTI had recurrences. In 11 (21.4%) patients
with urinary tract infection, had AGD. Acute gastroenteritis was
developed in 19 (34.5%) patients and 15 (27.3%) of them had
AGD. The most common causative agent of diarrhea was
Cryptosporidium. Long-term follow-up showed CMV-infection,
BK-virus infection and urinary tract infection (UTI) were found
to adversely effect on GFR. In addition, UTI has a negative effect
on graft survival (p = 0.03).
Discussion: In this study, infections have been shown to be a threat to
pediatric age as the most common cause of AGD in children with kidney
transplantation.

IPN11792-91 IGM DEPOSITION IN PATIENTS WITH
IDIOPATHIC NEPHROTIC SYNDROME CLINICAL AND
PATHOLOGICAL FACE: SINGLE CENTER EXPERIENCE

F. Mutlubas 1, G. Erfidan 1, E. Soyaltin 1, S. Arslansoyu Camlar 1, D.
Alaygut 1, E. Tekin 2, B. Kasap Demir 3
1 University of Health Sciences Izmir Tepecik Training and Research
Hospital, Department of Pediatrics, Division of Pediatric Nephrology –
Turkey; 2 University of Health Sciences Izmir Tepecik Training and
Research Hospital, Department of Pathology - Turkey, 3 Izmir Katip
Celebi University, Department of Pediatrics, Division of Pediatric
Nephrology and Rheumatology - Turkey

Introduction: IgM nephropathy (IgMN) is characterized by variable
mesangial cell growth and IgM deposition in idiopathic nephrotic syn-
drome (INS). Sixteen patients with IgM deposition were evaluated in this
study.
Methods: Sixteen children who were followed with INS with IgM depo-
sition in University of Health Sciences Pediatric Nephrology Center were
included. From first to final visit; clinical, laboratory and pathologic
values were compared retrospectively.
Results: The mean follow-up period was 7.9±5.8 and disease
onset age was 4.2±3.4years. At the end of the study, only 2
patients had steroid resistant nephrotic syndrome(SRNS). Two of
the 14 patients were in remission with steroid treatment and had
no relapses. Twelve patients were evaluated as 11 steroid depen-
dent NS(SDNS) and one frequent-relapsing NS(FRNS) and the
number of annual attacks was 1(0.3-4.5). At the end of the study,
FSGS reached to60% and the difference was significant
(p=0.039). In immunofluorescence examination, IgM was detected
in 81% of patients, while 6 patients with IgM(++)andC3(+) were
associated, 4 of which were interpreted as FSGS in their final
biopsies . The other two pat ients were diagnosed with
mesangioproliferative glomerulonephritis (MesProlGN) but one
patient was clinically unresponsive, the other was FRNS. Biopsy
findings were converted to FSGS in 4-patients (3MesproGN+
1MLH initially). The number of patients who received non-
steroidal immunsupresives was 14. CyclosporinA(CsA) was the
first preferred nonsteroidal-immunsupressive treatment in 13-pa-
tients. The number of annual attacks in 13-patients with CsA
was 0.67(0-2.2). Cyclophosphamide(n=6) was second treatment
after CsA and two patients had no respond.
Discussion: IgMN, a separate clinicopathology in the midst of
MLH and FSGS in INS. In this study, IgM predominant deposi-
tions (≥IgM ++) resulted with mesangiyal cell proliferations, often
in the form of SDNS and reached to FSGS. Coexistence of C3
may be a risk in the development of FSGS. CsA is the most ideal
treatment for preventing the relapses.

Pediatr Nephrol (2019) 34:1 –8 01 22 2 6 2121



IPN11796-95 IS PREEMPTİVE RENAL TRANSPLANTİON
SUPERİOR TO RENALTRANPLANTATİON AFTER DİALYSİS
IN CHİLDREN? SİNGLE CENTER EXPERİENCE

F. Mutlubas 1, E. Soyaltin 1, G. Erfidan 1, D. Alaygut 1, S. Arslansoyu
Camlar 1, O. Yavascan 2, C. Alparslan 3, B. Kasap Demir 4
1 University of Health Sciences Izmir Tepecik Training and Research
Hospital, Department of Pediatrics, Division of Pediatric Nephrology –
Turkey; 2 Istanbul Medipol University Department of Pediatrics, Division
of Pediatric Nephrology – Turkey; 3 Diyarbakır Women's and Children
Hospital, Pediatric Nephrology Clinic – Turkey; 4 Izmir Katip Celebi
University, Department of Pediatrics, Division of Pediatric Nephrology
and Rheumatology - Turkey

Introduction: There is no definite information about when to perform
renal transplantation in childhood. Should preemptive transplantation be
preferred for post-dialysis transplantation in children? With this topic we
aimed to investigate the differences between preemptive transplantation
and transplantation after dialysis.
Methods: 55 pediatric patients who had renal transplantated in
University of Sağlık Bilimleri Pediatric Nephrology Center were
evaulated in 3 groups such as with hemodialysis(n=14), with peritoneal
dialysis(n=29) and without dialysis(preemptive)(n=12).
Results: Age, primary disease, postoperative follow-up, infection rates,
acute rejection and acute graft dysfunction and tissue mismatch were
similar between the 3 groups. Delayed graft function was not observed
in preemptive patients. Acute graft dysfunction was less common in pre-
emptive patients but not significant. Glomerular filtration rate(GFR)
values reached after transplantation and the time to reach it were statisti-
cally significant when evaluated in all 3 groups(p=0.01). In preemptive
patient group, the GFR obtained after transplantation was the highest
(107,7±26.94ml/min/1,73m2) between the groups and the time to reach
this value was the shortest(3.27±1.95days) preemptive group. When the
patients were analyzed according to time-dependent changes in GFR
levels, no statistically significant difference was found between 3 groups.
There was no statistically significant correlation between duration of stay
in dialysis program and change in GFR at the end of follow-up. Graft loss
was observed in only 5 patients and these losses were related to drug
discontinuation in 4 patients and primary disease recurrence(MPGN-
Type2) in 1 patient.
Discussion: In our study, it was observed that preemptive kidney trans-
plant patients had higher GFR levels in the shortest period after transplan-
tation compared to the patients who were transplanted after monitoring in
any dialysis program, but contrary to expectations, it did not have a
positive effect on graft survival as a result of long-term follow-up.
Studies on large patient numbers and post-long follow-up patients are
needed.

IPN11800-81 CARDİOVASCULAR RİSK EVALUATİON OF
CHİLDREN AND ADOLESCENTS WİTH CONGENİTAL
SOLİTARY KİDNEYS VİA PULSE WAVE ANALYSİS

B. Kasap Demir 1, E. Soyaltin 2, S. Arslansoyu Camlar 2, C. Alparslan 3,
D. Alaygut 2, O. Yavascan 4, F. Mutlubas 2

1 Izmir Katip Celebi University, Department of Pediatrics, Division of
Pediatric Nephrology and Rheumatology – Turkey; 2 University of Health
Sciences Izmir Tepecik Training and Research Hospital, Department of
Pediatrics, Division of Pediatric Nephrology – Turkey; 3 Diyarbakır
Women's and Children Hospital, Pediatric Nephrology Clinic – Turkey;
4 Istanbul Medipol University Department of Pediatrics, Division of
Pediatric Nephrology - Turkey

Introduction: Patients with solitary kidneys (SK) are at risk for hyper-
tension, proteinuria, glomerulosclerosis and decreased GFR. Those with
congenital SK(CSK) may develop better adaptation mechanisms. It has

been reported that central blood pressure (CBP) may increase before
peripheral blood pressure (PBP). In this study, we aimed to evaluate
whether children with CSK are at higher risk for hypertension or subclin-
ical target organ damage.
Material and Methods: Patients with CSK being followed up in our
clinic between June 2017 and June 2019were evaluated. Healthy controls
of similar age and sex were enrolled. Atrial depolarization (PWd), and
ventricular repolarization parameters (QTc, QTc dispertion(d), Tp-e, Tp-
ed, Tp-e/QTc, Tp-e/QTcd) were obtained from a 12-lead ECG. Left ven-
tricular mass index and abdominal aortic stiffness including “strain”
[(systolic aortic diameter – diastolic aortic diameter)/diastolic aortic
diameterx100], “pressure strain elastic modulus (Ep)” [systolic blood
pressure (BP)–diastolic BP/strain], and normalized Ep (Ep/diastolic BP)
were performed by ECHO. With a pulse wave analysis and ambulatory
blood pressure monitoring (PWA-ABPM) device validated for children,
pulse wave velocity (PWV), CBP and PBP were monitored.
Results: 36 children with CSK (Group1) and 36 healthy controls
(Group2) were enrolled. Mean age and gender were similar between the
groups. Serum creatinine, total cholesterol levels were higher and free T4
levels were significantly lower in Group 1. ECG and ECHO parameters
were similar between the groups. However, most of the 24h, daytime and
nighttime systolic, diastolic and mean arterial BP SDS levels; 24h, day-
time and nighttime systolic and diastolic CBP levels and PWVs were
significantly higher in Group 1.
Conclusion: Children with CSK have both higher PBP, CBP and arterial
stiffness. We have demonstrated them all with such a device for the first
time in the literature.
Keywords: Congenital solitary kidney, central blood pressure, arterial
stiffness

I P N 1 1 8 0 1 - 8 2 R A P I D L Y P R O G R E S S I V E
G L OM E R U L O N E P H R I T I S I N A C U T E P O S T -
STREPTOCOCCAL GLOMERULONEPHRITIS

J. Hoge 1, K. Eggert 1, D. Nolkemper 1, T. Wiech 2, M.J. Kemper 1
1 Asklepios Klinik Nord, Heidberg, Hamburg – Germany;
2 Universitätsklinikum Hamburg Eppendorf - Germany

Introduction: Acute post-streptococcal glomerulonephritis (aPSGN) is
one of the most frequent causes of acute glomerulonephritis in childhood,
and typically a self-limiting disease. In individual cases clinical symp-
toms including renal dysfunction can be severe, so that a renal biopsy
becomes necessary in order to differentiate between other diagnoses or for
staging.
Material & methods: We report on 2 male patients with typical symp-
toms and laboratory findings of an aPSGN (macroscopic hematuria, ele-
vated titers of anti-streptolysin O, hypocomplementemia).
Patient 1 (11 yrs) presented with vomiting and diarrhea leading to
oliguria. Laboratory findings showed an elevated serum-creatinine (S-
Cr, initially 2,3 mg/dl), metabolic acidosis and gross hematuria developed
after fluid administration. His S-Cr increased up to a maximum of 3,5 mg/
dl within 5 days, so that a renal biopsy was performed.
Patient 2 (8 yrs) presented with gross hematuria and edema. His S-Cr
increased from 0.8 mg/dl up to 1.3 mg/dl within two weeks, again leading
to the decision for a renal biopsy.
Results: In both patients, immunfluorescence microscopy revealed de-
posits of C3 and IgG in a diffuse granular pattern characteristic for
aPSGN.
In patient 2 light microscopy showed an endocapillary glomerulonephri-
tis without any extracapillary findings. Under supportive therapy, he
showed a complete resolution of the disease within a few weeks.
In contrast, Patient 1 had a distinct extracapillary glomerulonephritis with
crescent formation, being a correlate of a rapidly progressive glomerulo-
nephritis (RPGN). Rapid improvement occurred after 3 methylpredniso-
lone pulses followed by oral prednisolone for 6 weeks. Renal function
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showed complete normalization without any evidence of proteinuria at
the latest follow-up after 18 months.
Discussion: Our cases illustrate that acute renal dysfunction and RPGN
can be a feature of aPSGN that requires a histological work-up. In
extracapillary involvement/RPGN treatment with steroids may be neces-
sary and was highly effective in our case.

IPN11802-83 PULSE WAVE VELOCITY IN CYSTINOSIS
PATIENTS

M. Greco 1, J. Gubinelli 2, F. Emma 1, M.C. Matteucci 3
1 Pediatric Nephrology, Pediatric Subspecialties Dept. Bambino Gesù
Children's Hospital, IRCCS. Rome, Italy – Italy; 2 Tor Vergata
University – School of Pediatrics. Bambino Gesù Children's Hospital,
IRCCS. Rome – Italy; 3 Arterial Hypertension and Sports Medicine
Unit, Pediatric Cardiology and Cardiac Surgery Dept. Bambino Gesù
Children's Hospital, IRCCS. Rome - Italy

Cystinosis is an autosomal recessive disease secondary to mutations in the
CTNS gene and causing cystine accumulations in most tissues.
Hypothetically, cystine accumulation in vessels may cause cardiovascular
disease. Cysteamine which has been used to treat cystinosis, has recently
also been shown to cause vascular damage in some patients. In addition,
patients with cystinosis develop in time chronic kidney disease and un-
dergo renal transplantation, two conditions that are associated with vas-
cular damage.
Method: pulse wave velocity (PWV) was assessed with a oscillometric
Vicorder system in 12 pts with cystinosis compared to published normal
values.
Results: 3 pts with renal transplant, 9 pts with CKD, median age 12 yrs
range 3-38 yrs. In the 12 months prior to the examination, the mean and
the median intraleucocyte cystine levels were 1.1nM/mgProt (IQR 1-1.3),
the mean dose and the median dose of cysteamine were 39 mg/kg/day
(IQR 36-45), and the median GFR was 62 ml/min/1.73 (IQR 45-73) The
median DS PWV was 2,28 ( IQR DS 1,43-2,93) . Of the 12 analyzed pts,
only 2 had a PWV below the 90th percentile
Conclusions: PWV is increased in patients with cystinosis, even in early
stages of chronic kidney disease. A large cohort study will be necessary to
elucidate the additional cardiovascular risk factors in cystinosis patients.

IPN11805-86 PROPERTIES OF URINE-DERIVED RENAL
EPITHELIAL CELLS (UREC) FROM CHILDREN WITH
POLYCYSTIC KIDNEY DISEASE (PKD)

B. Soetje , S. Luediger , C. Mett , F. Hassan , D. Haffner , W.H. Ziegler
Dept. of Pediatric Kidney, Liver and Metabolic Diseases, Hannover
Medical School, Hannover - Germany

Introduction: In hereditary PKD, epithelial cell defects are mostly
caused by mutation of proteins of the cilia-centrosome complex. Use of
primary cells from patients allows to study specific cell characteristics and
altered activation of signal pathways in epithelial cell function-related
culture models. In this ex vivo approach, comparison of cell properties
is based on different genetic origin and can be related to kidney function
at the time of UREC collection, revealing consequences of genetic dis-
position and kidney-stress related changes on cell function.
Material &Methods: The study considers patients with genetically con-
firmed causes of PKD, autosomal recessive polycystic kidney disease
(ARPKD), nephronophtisis (NPH), Bardet-Biedl syndrome (BBS), and
age-matched controls with normal kidney function. UREC are grown
from cellular urine sediment using selective growth conditions. Primary

cells are cultured up-to 21 days (passages 2& 3) and tested with respect to
their proliferation, tubular origin and epithelial properties in 2D/3D cul-
ture conditions. To allow pathway analysis and improve control condi-
tions, immortalized UREC lines are also included.
Results: UREC preparations of cohorts from ARPKD, NPH, and BBS
patients, and controls were studied quantitatively to determine specific
epithelial cell properties. Considering basic characteristics of each prima-
ry culture including cell morphology, expression of epithelial markers,
and formation of cell-cell adhesions, the potential of UREC cells to po-
larize and generate liquid-filled epithelial spheroids was measured. The
capacity of lumen formation in 3D culture strongly varies among individ-
ual cell preparations and appears to reflect the genetic origin of UREC
cells, whereas no correlation to (remaining) kidney function (eGFR) is
observed.
Conclusions: Determining specific, quantitative UREC cell properties
related to genetics and kidney function, we expect to gain a better mech-
anistic understanding of cellular and renal epithelial defects in PKD pa-
tients. Ex vivo analysis based on UREC cells may provide options for
testing of personalized pharmaceutical intervention.

IPN11861-88 VANCOMYCIN-ASSOCIATED ACUTE KIDNEY
INJURY IN NON-INTENSIVE CARE UNIT (ICU) PEDIATRIC
PATIENTS IN KOREA

J.Y. Kim , S.J. Park , H. Cho
1 Department of Pediatrics, Samsung Medical Center, Sungkyunkwan
University School of Medicine, Seoul - Republic of Korea 2 Department
of Pharmaceutical Services, Samsung Medical Center, Seoul - Republic
of Korea

Introduction:Vancomycin is nephrotoxic medication frequently used
in methicillin-resistant Staphylococcus aureus infections in children.
Recent data showed not only high serum trough level but also mul-
tiple risk factors contribute to acute kidney injury (AKI) induced by
vancomycin. Piperacillin/tazobactam, furosemide and angiotensin-
converting-enzyme inhibitor (ACEi) or angiotensin II receptor
blocker (ARB) are well known risk factors when administered con-
comitantly. The purpose of this study was to evaluate prevalence,
severity and risk factors of AKI induced by vancomycin in non-
intensive care unit (ICU) pediatric patients
Material & Methods: The medical record of non-ICU pediatric patients
with normal initial renal function who were administered vancomycin for
more than 48 hours from January 2009 to December 2018 were reviewed
retrospectively. Pediatric Risk, Injury, Failure, Loss, End Stage Renal
Disease (pRIFLE) criteria was used to determine and classify AKI.
Results: Total 448 non-ICU pediatric patients used vancomycin more
than 48 hours. Among them 33 developed AKI (7.3%); 21 cases of
Risk (4.7%), 12 cases of Injury (2.7%) and 1 case of Failure (0.1%).
Most of patients recovered to normal renal function, except 2 cases of
chronic kidney disease, stage 2. The most common cause of vancomycin
uses was infection related to malignancy (57.6%). Piperacillin/
tazobactam and furosemide were administered concomitantly in 8
(24.2%) and 12 (36.3%) patients, respectively. Eleven patient (24.2%)
used contrast during vancomycin therapy. No patient used ACEi or
ARB. The mean initial vancomycin dose was 59.85 mg/kg/day. The
median interval to first trough level was 27.6 hours. The first (15.58 ug/
ml) and highest (25.49 ug/ml) trough level were higher than 15 ug/ml.
Conclusion: Our study shows, in non-ICU setting, vancomycin induced
AKI is more prevalent in pediatric patients with malignancy. Even though
most of AKI by vancomycin fully recover, accurate prescription and
monitoring trough level are important.
Keywords: Vancomycin, Nephrotoxicity, Acute kidney injury
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IPN11863-90 WES IDENTIFIES A RECESSIVE MUTATION IN
FAT1 IN A PATIENT WITH SRNS AND NEUROLOGIC
INVOLVEMENT

S. Kohl 1, F. Erger 2, R. Ehren 1, B.B. Beck 2, L.T. Weber 1, J. Altmueller
3, S. Habbig 1

1 Department of Pediatrics, University of Cologne, Cologne – Germany;
2 Institute for Human Genetics, University of Cologne, Cologne –
Germany; 3 Cologne Center for Genomics, University of Cologne,
Cologne - Germany

Introduction:More than 30 rare monogenic causes for Steroid Resistant
Nephrotic Syndrome (SRNS) have been described, explaining only about
30% of all SRNS cases. Recently, recessive mutations in FAT1, a tumor-
suppressor gene, have been identified in patients with SRNS, tubular
ectasia, hematuria and facultative neurologic involvement as well as in
patients with a very specific ocular phenotype (Gee et al, Nat Commun.
2016 and Lahrouchi et al., Nat. Commun., 2019). FAT1 encodes a trans-
membrane cell-cell-adhesion molecule belonging to the cadherin super-
family, which is expressed in all affected tissues including the kidney.
Case Report:A six year old boy was referred to our hospital 12 years ago
with nephrotic range proteinuria. Renal histology showed diffuse
mesangial sclerosis (DMS) and partial tubular ectasia. Additionally, he
had a history of developmental delay (including motor skills and lan-
guage development), epilepsy, hearing impairment, nystagmus, and
ptosis.
The patient progressed to end stage kidney disease within one year and
received hemodialysis for 2 years. At the age of nine years, he received a
deceased donor kidney transplant with good graft function until today
(eGFR 95 ml/min).
We could not detect a chromosomal anomaly or pathogenic copy number
variation. Sanger Sequencing of several candidate genes did not identify a
causative mutation. Through our Clinical Research Unit (CRU 329) we
were able to apply WES and thereby identified two mutations in FAT1
(c.5539G>A (p.Val1847Ile) and c.2563G>A (p.Gly855Arg)), which
most likely explain the syndromic phenotype in our patient.
Summary:We here describe a patient with FAT1 nephropathy expanding
its phenotypic spectrum. This case demonstrates the importance of estab-
lishing a molecular diagnosis in order to enable an optimal personalized
patient management and also to further contribute to the understanding of
the kidney filtration barrier and podocyte biology.

I PN11877 - 95 EP IDEMIOLOGIC TRANSIT ION IN
AETIOLOGIES OF ACUTE KIDNEY INJURY IN A TERTIARY
HOSPITAL IN NIGERIA

I. Ocheke 1, M. Ihekaike 2, D. Azizi 2, P. Ogbe 2

1 University Of Jos/Jos University Teaching Hospital, Department Of
Paediatrics, Jos – Nigeria; 2 Jos University Teaching Hospital, Jos -
Nigeria

Objectives: Acute kidney injury (AKI) is of epidemiologic impor-
tance because of its link with severe morbidity and mortality and
additionally because of residual renal dysfunction and progression
to end stage renal disease. Incidence and prevalence reports vary
depending on the population under observation, and could be as
low as 1.4% and as high as 33.7%. These differences arise from
several factors such as developed versus developing countries and
community as against hospital acquired causes. Emerging evi-
dence suggests that there is a shift in the aetiological factors of
AKI in Nigeria. The objective of this study is to identify prevail-
ing causes of AKI in our hospital and compare with previous
reports from within Nigeria.
Methods: Children managed for AKI in the paediatric renal unit of our
hospital from January 2010 to April 2019 were reviewed.

Results:One hundred and forty eight children were managed for AKI, 77
males and 71 females. The mean age was 8.03±4.9 years. The mean
duration of illness before hospital presentation was 10.2±10.5 days. The
mean serum creatinine at admission was 592.0±450.5mmol/L. Of 137
children, with identifiable cause, 118 had community acquired AKI as
against 19 that developed AKI while in the hospital. The most frequent
symptoms were fever followed by body swelling and oliguria.
Septicaemia was the commonest cause in 53 children followed by acute
glomerulonephritis in 31 and nephrotoxicity (herbal preparations and
orthodox drugs). Lassa fever was responsible for AKI in four children.
Conclusions: Infections remain the most important cause of AKI in the
children. Nephrotoxic substances in both hospital and community ac-
quired AKI is assuming significant proportion while all the children with
viral haemorrhagic fever developed the severe form of AKI. This finding
underscores the overriding importance of intrinsic causes of AKI
in Nigerian children as against the previously held view of pre-renal
factors.

IPN11879-97 GUT MICROBIOTA IN PATIENTS WITH
VESICOURETERAL REFLUX: CONTINUOUS LOW-DOSE
ANTIBIOTIC PROPHYLAXIS OR NOT?

J. Serafinelli 1, W. Morello 1, I. Abati 1, S. Turroni 2, F. D'amico 2, J. Fiori
2, E. Baskint 3, F. Yalcinkaya 4, A. Jankauskiene 5, M. Pennesi 6, F.
Becherucci 7, A. Zurowska 8, D. Drozdz 9, D. Mekahli 10, F. Schaefer
11, G. Montini 1, M. Candela 2

1 Pediatric Department of Nephrology Dialysis and Transplantation,
IRCCS Cà Granda Ospedale Maggiore Policlinico, Milan – Italy;
2 Unit of Microbial Ecology of Health, Department of Pharmacy and
Biotechnology, University of Bologna, Bologna – Italy; 3 Department of
Pediatric Nephrology, Baskent University Faculty of Medicine, Ankara –
Turkey; 4 Division of Pediatric Nephrology, Department of Pediatrics,
School of Medicine, Ankara University, Ankara – Turkey; 5 Clinic of
Children Diseases, Institute of Clinical Medicine, Vilnius University,
Vilnius – Lithuania; 6 Department of Pediatrics, Institute for Maternal
and Child Health, IRCCS Burlo Garofolo, Trieste – Italy; 7 Nephrology
and Dialysis Unit , Meyer Children's University Hospital , Florence –
Italy; 8 Department Pediatrics, Nephrology & Hypertension, Medical
University of Gdańsk – Poland; 9 Department of Pediatric Nephrology
and Hypertension, Jagiellonian University Medical College, Kraków –
Poland; 10 Department of Pediatric Nephrology, University Hospitals
Leuven, Leuven – Belgium; 11 Division of Pediatric Nephrology, Center
for Pediatrics and Adolescent Medicine, University of Heidelberg,
Heidelberg - Germany

Introduction:Continuous antibiotic prophylaxis (CAP) is the standard of
care for infants with vesicoureteral reflux (VUR). Efficacy and associated
risks are still controversial, especially in very young children.
The gut microbiota (GM) is a plastic and evolving ecosystem with a
strong impact on human health. In early childhood, many environmental
factors interfere with GM maturation – such as mode of delivery, diet,
probiotics and drugs (especially, antibiotics); the resulting disruption of
GM developmental trajectory may have long-lasting metabolic and im-
munological effects.
The aim of the study is to investigate perturbations of GM development
induced by CAP in VUR infants.
Material & methods:We analyzed the GM structure in 89 infants (aged
1-5 months) with high-grade VUR, 36 previously treated with CAP and
53 naïve from CAP. Microbial DNA was extracted from stool samples
and subjected to next-generation sequencing of the V3-V4 hypervariable
regions of the 16S rRNA gene. Bioinformatics and statistics
were performed considering CAP and other potential GM perturbing
factors.
Results: 36/89 patients had been taking daily low-dose CAP (mostly
beta-lactams, sulfonamides or nitrofurans) for a period ranging from 16
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to 135 days, while 53/89 had not. In all patients, GM was predominantly
composed of Enterobacteriaceae and Bifidobacteriaceae families, as ex-
pected for the age group. Subgroup comparative analysis showed that
CAP as soc i a t ed GM was en r i ched i n Bac t e ro idaceae ,
Porphyromonadaceae and Enterobacteriaceae, specifically in the genera
Bacteroides, Parabacteroides and Klebsiella, often associated with anti-
biotic resistance. Instead, GM of no-CAP patients was enriched in
Bifidobacteriaceae.
Conclusions: Our study demonstrated that even a short duration of CAP
definitely alters GM taxonomic composition in VUR infants, supporting
the hypothesis that early low-dose antibiotic exposure bears potential
long-term clinical consequences. Moreover, CAP-associated GM is
enriched in potential antibiotic-resistant pathobionts, with a possible role
in UTI’s pathogenesis and prognosis.

IPN11885-94 UNDERESTIMATION OF RENAL DYSFUNCTION
IN CHILDREN WITH CHRONIC HOME PARENTERAL
NUTRITION

L. Matrat 1, M. Ruiz 2, A.L. Sellier-Leclerc 1, N. Peretti 2, J. Bacchetta 3,
L. Dubourg 4

1 Centre de Référence des Maladies Rénales et Phosphocalciques Rares,
Hôpital Femme Mère Enfant, Hospices Civils de Lyon - France, 2 Centre
de référence des maladies digestives rares, Hôpital Femme Mère
Enfant,Hospices Civils de Lyon - France, 3 Centre de Référence des
Maladies Rénales et Phosphocalciques Rares, Hôpital Femme Mère
Enfant, Hospices Civils de Lyon and Université Claude Bernard Lyon 1
- France, 4 Néphrologie, Dialyse, Hypertension et Exploration
Fonctionnelle Rénale, Centre de Référence des Maladies Rénales et
Phosphocalciques Rares,Hospices Civils de Lyon and Université
Claude Bernard Lyon 1 - France

Introduction:Whereaslong termrenal dysfunction is a well-known com-
plication of long-term parenteral nutrition (PN) in adults, data are scarce
in pediatrics.
Methods: A retrospective study was performed in a single center of home
PN. Children aged 2-16 yearswithout medical history of nephropathy
were included. Renal function was assessed by measured glomerular
filtration rate (mGFR) using iohexol clearance and tubular evaluation.
Estimated GFR was calculated by the creatinine- (eGFRcr) and the
cystatine-based (eGFRcyst) Schwartz formula. Results are presented as
median [range].
Results: At a median age of 7.1(2.5-15.8) years, 24 patients (15 girls)
were included with a 5.5(1.5-14)-year history of PN. The primary diges-
tive disease was: short bowel syndrome(46%), gastrointestinal motility
disorder (25%) and congenital diarrhoea (29%);16/24 (66%) received PN
7/7.
Median mGFR was 93(56-131)mL/min/1.73m², nine (37.5%) patients
displaying a mGFR<90 (1<60). eGFRcr overestimated mGFR by 43(-
7;118)% with a P10=8.3% and a P30=25.0% whereas eGFRcyst
underestimated mGFR by 20(-41;10)% with a P10=14.3% and a
P30=76.2%.
Only one of our patientsdisplayed arterial hypertension (as defined by
blood pressure above the 95th percentile).Renin and aldosterone levels
were increased in 11 and 5 patients, respectively, however without signif-
icant correlations between mGFR and renine/aldosterone levels.
Three patientsdisplayed significant proteinuria with either significant
microalbuminuria (N=1) or β2-microglobinuria (N=2), and one patient
increased urinary Ca/Creat ratio. A decreasedphosphorusreabsorption
threshold with low phosphatemia was found in 2 patients. None had
nephrocalcinosis on renal ultrasounds.
Conclusions: Renal dysfunction is observed in children undergoing long
term NP with a decreased mGFR in 37.5%. The most used parameters to
estimate GFR, namely creatinine and cystatineC, are poor markers of
renal dysfunction in these patients. Chronic hypovolemia could be

involved in renal dysfunction, as suggested by the renin-angiotensin sys-
tem activation in one third of the study population.

IPN11886-95 CONGENITAL ABNORMALITIES OF THE
KIDNEY AND URINARY TRACT IN NORTH CENTRAL
NIGERIA

I. Ocheke 1, M. Ihekaike 2, A. Aliyu 2, P. Ogbe 2

1 University of JOS/Jos University Teaching Hospital, Department of
Paediatrics, JOS - Nigeria, 2 Jos University Teaching Hospital, Jos -
Nigeria

Congenital abnormalities of the kidney and urinary tract (CAKUT) en-
compass a wide range of renal and urinary tract abnormalities. Evidence
from developed countries showed that in the paediatric population, nearly
50% of cases of chronic kidney disease (CKD) is due to congenital ab-
normalities of the kidney and urinary tract. In spite of this strong evidence
supporting the relationship between CKD andCAKUT in this population,
there is very limited information from developing countries on the pattern
of congenital kidney abnormalities and its contribution to the overall
burden of CKD in children. This may be due to poor data management
common to this region but also much more to the lack of trained person-
nel in the field and diagnostic facilities.
Methods: All children managed in the paediatric renal unit of the Jos
University Teaching Hospital with CAKUT from January 2010 to April
2019 were reviewed.
Results: Sixty five children with different forms of kidney and urinary
tract abnormalities were identified. The mean age at diagnosis was 6.8
±5.5 years. There was male predominance, 45 against 20 females. The
most common symptom reported was abdominal swelling in 24 children
followed by abdominal pain.
Pelvi ureteric junction obstruction and posterior urethral valves each, was
present in 15 children respectively. In four of the children PUJo was
bilateral while in seven, it was present in the left kidney. Eight children
had single kidney, four had ectopic kidney while three had autosomal
polycystic kidneys. Diagnostic tools used were ultrasound, CT scan and
MRI.
Conclusion: Most children with congenital kidney and tract abnormali-
ties present very late. Antenatal detection rate was very low. The
commonest abnormalities identified were pelvi ureteric junction obstruc-
tion and posterior urethral valves. Availability of diagnostic tools, high
index of suspicion and skills are important in the identification of these
abnormalities in our setting.

IPN11895-95 SEQUENTIAL RITUXIMAB THERAPY IN
STEROID AND/OR CALCINEURIN INHIBITOR (CNI)
DEPENDENT NEPHROTIC SYNDROME (NS)

G. Mathew , A. Sinha , N. Grewal , P. Hari , A. Bagga
All India Institute of Medical Sciences, New Delhi - India

Introduction: B cell depletion using rituximab is an effective alternative
to CNIs to sustain remission in steroid- and CNI-dependent NS.
However, B cell repopulation is followed by relapses.
Materials and methods: During 2015-2019, patients with difficult
steroid dependent NS (SDNS: failing ≥2 agents, steroid/CNI toxic-
ity) and CNI-dependent steroid resistant NS (SRNS with prolonged
CNI intake or relapsing illness) received 2-doses of intravenous
rituximab (dose 375 mg/m2) during remission. This was followed
by 1-dose of rituximab every 6-months (SRNS; CNI-refractory
SDNS) or 12-months (SDNS not failing CNI) for 2-3 years.
CD19 depletion was confirmed after, and CD19 recovery before,
r i tuximab doses. Other immunosuppressive agents were
discontinued 2-4 months after initial rituximab administration.
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Relapses were treated with prednisolone. Information on patients
with ≥12-months follow up is presented.
Results: 195 patients (68.8% boys) with disease onset at median 25
(interquartile range 18-37.5) months received rituximab at 118 (88.6-
164) months. 78 (39.8%) patients had SRNS and 120 (61.5%) had re-
ceived ≥3 immunosuppressive agents. Annual (35.9%) or biannual
(64.1%) redosing with rituximab led to reduction in relapses from 1.95
(95%CI 1.81-2.09) to 0.46 (95%CI 0.40-0.53) relapses/year (P<0.001),
enabling withdrawal of non-corticosteroid immunosuppression in 84.6%)
patients, and reduced prednisolone requirement by 75% (P=0.0001). The
median time to relapse was 28 months; 100 (51.02%) patients had
sustained remission at 24(15-36) months of follow up. Standard deviation
scores for weight and body mass index reduced significantly from base-
line (P<0.001), while height increased significantly (P=0.049). Adverse
events, during 44 infusions [0.052 (95%CI 0.039-0.069)%] in 30
[15.36%] patients, were chiefly infusion-related. 36(18.46%) patients
failed therapy, due to frequent relapses (n=29), steroid resistance (n=4)
& serious adverse events (n=3).
Conclusions: Sequential rituximab therapy with continuous B-cell deple-
tion is an effective strategy in patients with difficult-to-treat nephrotic
syndrome.

IPN11896-96 FIBROMUSCULAR DYSPLASIA OF RENAL AND
CEREBRAL ARTERIES IN CHILDREN
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1 Pediatric Nephrology Department, University Cruces Hospital.
University of Basque Country. Biocruces Bizkaia Health Research
Institute. Barakaldo – Spain; 2 Service de Néphrologie Pédiatrique,
Hôpital Necker-Enfants Malades,AP-HP, Centre de Référence des
Maladies Rénales Héréditaires(MARHEA),Inserm U983,Université
Paris-Descartes Sorbonne Paris-Cité,Paris – France; 3 Service de
Chirurgie viscérale pédiatrique, Assistance Publique Hôpitaux de
Paris, Hôpital Necker-Enfants malades, Paris – France; 4 Service de
Radiologie Pédiatrique, Hôpital Necker-Enfants Malades, AP-HP,
Paris – France; 5 Service de Néphrologie Pédiatrique, Hôpital d’enfants,
Toulouse – France; 6 Service de Néphrologie Pédiatrique, Hôpital Robert
Debré, Paris – France; 7 Service de Néphrologie Pédiatrique, Hôpital de
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Introduction: Fibromuscular dysplasia (FMD) is an idiopathic non-
atherosclerotic non-inflammatory disease of medium-size arteries. In
some cases rare syndromes are associated. Although renal arteries are
the more frequent site involved, the involvement of cerebral arteries
may have a high morbidity.
Material and methods:We retrospectively reviewed clinicoradiological
features, symptoms, treatment and outcome of children with renal and
cerebral artery stenosis in 6 in France and 2 centers in Spain.
Results: In total 53 children with renal artery stenosis (RAS) were enrolled;
34 of them had lesions in cerebral arteries. In one center, the prevalence of
cerebral artery lesions in children with RAS was 53%. Median age at diag-
nosis: 3,7 years. Main manifestations at diagnosis: incidental finding of hy-
pertension (50%), ischemic stroke (35%). The most frequent location of RAS
was themain branch of the renal artery (65%). Percutaneous renal angioplasty
was attempted in 54 arteries (35 children): short (< 1cm) lesions with tubular
angiographic feature at angiography had better clinical outcomes than long
with “string of beads” aspect (p < 0.05). Among 34 children with cerebral
involvement, internal carotid artery (67%) was the most frequent involved

followed by Circle of Willis arteries (32%). 30% of children had
Moyamoya disease. Patients with intracranial artery lesions had
more severe neurological symptoms than patients with extra cra-
nial cerebral artery lesions (p < 0,05). New lesions appeared in 20
% during the follow-up time (median 8 years). Four patients died
from cerebral ischemia: one during an anaesthetic procedure, three
others in the early post-operative period from hemodynamic insta-
bility. All these patients had severe intracranial lesions and neu-
rological symptoms.
Conclusions: Cerebral artery lesions should always be researched in all
patients with RAS. Intracranial lesions are related to severe symptoms
and blood pressure should be maintained at a relatively high level during
anaesthetic procedures and postoperative periods.

IPN11897-97 AWARENESS OF RENAL COMPLICATIONS IN
LUPUS: A SURVEY OF 1129 PATIENTS
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L. Oni 6
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Introduction: Lupus nephritis (LN) develops in about 40-75% of
patients with systemic lupus erythematosus (SLE). Due to the fre-
quency of renal flares and often insidious nature of renal disease,
early detection through screening of urine is required. The
European Evidence based Recommendations for Diagnosis and
Treatment of Childhood onset SLE, recommends urine dipstick
and blood pressure should be performed every 2-4 weeks for the
first 2- 4 months after diagnosis or flare, and then annually there-
after. The aim of this study was to explore patient and carer’s
experiences and perceptions of renal involvement in Lupus. This
will aid future service development and education of patients, carers
and health professionals to improve monitoring of the urine in ac-
cordance with international guidelines and hopefully impact on out-
comes in LN.
Methods: Online questionnaire based survey published on Lupus UK’s
Facebook page, Twitter feed and a health information forum via an elec-
tronic hyperlink using survey monkey software. The survey was open for
responses for a 2 week period.
Results: 1129 people responded; 97% (1097) of participants self-
reported to have Lupus and 96% (1087) of participants were fe-
male. Most participants (326) were between the ages of 45 and 55
years and 1.5% were children under 18 years of age. The majority
(95%) of respondents knew that the kidney can be involved in
lupus and 30% reported having had a renal biopsy in the past.
Lead clinicians varied from rheumatologists, nephrologists, derma-
tologists and primary care physicians. Only 56% of respondents
‘always’ had a urine sample taken. 75% of respondents were keen
to receive more information on LN.
Conclusions: This very large online survey provides evidence that there
is scope to educate patients and lead clinicians around urine testing.
Empowering patients with lupus to request urine testing may improve
adherence to international guidelines.
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IPN11911-84 BARRIERS TO MEDICATION ADHERENCE IN
PEDIATRIC PRE-TRANSPLANT PATIENTS

E. Chiappini , K. Amatya
Children's National Medical Center - United States - United States

Introduction: Medical nonadherence is prevalent among pediatric CKD
patients and can have significant consequences such as rejection episodes,
graft loss, hospitalization, and death after transplant. Barriers to adherence can
be intentional or nonintentional and include forgetfulness, difficulties with
time management, regimen complexity, and treatment undesirability. The
current study aims to explore the prevalence of barriers to medication adher-
ence at pre-transplant evaluation in order to inform treatment care.
Methods: Pediatric transplant candidates (N= 7, mean age= 16) and
parents (N= 13, mean age of patients= 9) completed the Adolescent and
Parent versions of the Medication Barrier Scales (AMBS/PMBS) which
assess perceived barriers to taking medications as prescribed. These mea-
sures were administered as a part of the pre-transplant psychological
evaluation. Responses are recorded in a 5-point Likert scale from strongly
disagree to strongly agree.
Results: Four teens agreed with at least one listed barrier to medication
adherence. Common adolescent-perceived barriers included: not wanting
others to notice them taking medication (n=2), and being tired of taking
medication (n=2) and of medical condition (n=2). Twelve of 13 parents
agreed with at least one barrier and nine endorsed 3 or more barriers.
Common parent-perceived barriers included: child reliance on parent to take
medication (n=8), child dislikes taste of medication (n=7), and child is tired of
taking medication (n=6) and of medical condition (n=6).
Conclusion: Barriers to medication adherence in CKD are apparent prior to
transplant, with nearly half of teens endorsing at least one barrier, and the
majority of parents endorsing multiple barriers. Common barriers for adoles-
cents and parents include being tired of taking medication and of medical
condition. Additional barriers included child’s reliance on parent for medica-
tion regimen, taste of medicine, and peer perceptions. These results highlight
the importance of addressing barriers to medication adherence prior to and
post-transplant in pediatric CKD.

IPN11921-85 VESICOURETERAL REFLUX IN CHILDREN:
OUR EXPERIENCE IN DIAGNOSIS AND MANAGEMENT

A. Georgieva 1, N. Nedelev 2

1 UMHAT "Plovdiv", Depqrtment of Pediatrics,Plovdiv - Bulgaria,
2 Medical University, Plovdi - Bulgaria

Introduction: The vesicoureteral reflux /VUR/ predisposes to a renal infec-
tion, and its long-term consequence is a reflux nephropathy, which is a com-
mon cause of renal failure in infants. The early diagnosis and proper man-
agement are very important, therefore we present our experience in this
problem.
Patients and methods:We examined and followed up 98 patients, aged
0 - 3 years, divided into 2 groups: I – 48 /25 boys, 23 girls/, who had
prenatal hydronephrosis in varying degree; II – 50 /23 boys, 27 girls/,
after first symptomatic urinary tract infection /UTI/. All patients
underwent ultrasound /US/ diagnosis, voiding cystography /VCG/, urine
analysis, urine culture, haemogram, biochemistry and other imaging
methods, if clinically indicated.
Results: In group I: Of 48 infants, 7 /14.58%/ had VUR: Grade 1-3 in 4
/57.14%/; and grade 4-5 in 3 /42.86%/. Male/Female ratio = 4/3. All patients
had unilateral VUR, and 3 /42.86%/ of them had both VUR and UTI.
Conservatively managed were 5 /71.42%/ of the cases, which have resolved
by 5 years after the diagnosis. Only 2 of the patients underwent surgical
intervention. In group II: Of 50 patients after first UTI, 13 /26%/ had VUR:
Grade 1-3 in 12 /92.31%/; and grade 4-5 in 1 /7.69%/. Male/Female ratio =
7/6. In one boy the reflux was bilateral, in one girl it was associated with renal
agenesis of the other side, and in all others it was unilateral. Conservatively

treated were 12 /92.31%/ of the cases, and 1 underwent surgical intervention.
Recurrent UTI developed 4 /30.77%/ of the patients, regardless of antibiotic
prophylaxis.
Conclusions: There are not any significant differences between our results
and the published ones. However, lower frequency of VUR in the two groups
of patients, and the slight prevalence of males over females in all degrees of
VUR, are the main dissimilarities

IPN11923-87 BIOMARKERS OF GLOMERULAR AND
TUBULAR FUNCTION ARE CHANGED IN PATIENTS WITH
SOLITARY FUNCTIONING KIDNEY

E. AlmeidaWakabayashi , S.H. Barbosa Silva , A.L. Xisto Goncalves , R.
Silva Filha , E. Araujo Oliveira , I. Poggiali Antezana , A.C. Simoes E
Silva
Department of Pediatrics,Interdisciplinary Laboratory of Medical
Investigation, UFMG - Brazil

Introduction: In recent years, it has become clear that a solitary func-
tioning kidney (SFK) is an important condition in the spectrum of con-
genital anomalies of the kidney and urinary tract (CAKUT). Longitudinal
clinical studies have consistently shown that long-term clinical outcome
of these patients is not as good as it thought before. Therefore, the aim of
this study was to measure markers of glomerular and tubular function in
pediatric patients with SFK and to compare with these measurements in
healthy children.
Patients andMethods:Urine samples were collected in 28 patients
with SFK and in 13 healthy children paired for gender and age
with patients. None of the participants had comorbidities, other
malformations and infections. Urine samples were collected to
measure Calbindin, Collagen IV, FABP1, GSTα, GSTπ, IP-10,
KIM-1, Osteoactivin, Renin, TFF-3, TIMP-1, α-1-Microglobulin,
Albumin, Clusterin, Cystatin C, EGF, Lipocalin-2/NGAL and
Osteopontin using panels 1 and 2 of multiplex kits of kidney
injury. Data were analyzed using the software GraphPad Prism
version 6.0.
Results: Patients with SFKwere inmajority males (67.8%)with an age at
diagnosis of 4.4±0.8 months and a follow-up time of 12±3 years. The
causes of SFK were dysplastic multicystic kidney (82%), renal agenesis
(7%) and renal hypoplasia (11%). Patients presented associated
malformations in 42%. Hypertension was detected in 35% during fol-
low-up. Serum creatinine significantly increased, whereas estimated glo-
merular filtration rate (GFR) remained unchanged at last visit compared
to admission. In comparison to healthy children, patients had significantly
increased levels of Lipocalin-2/NGAL. On the other hand, levels of
Cystatin C, EGF, Calbindin, Renin, Osteoactivin, IP-10 TIMP-1 and
Clusterin were significantly reduced in comparison to healthy children.
Conclusion: Patients with SFK developed hypertension, increased
Lipocalin-2/NGAL and reduced molecules related to glomerular and tu-
bular function.

IPN11924-88 CARDIAC DYSFUNCTION IN CYSTINOSIS: IN
SIGHT FROM TISSUE DOPPLER IMAGING AND 2D-
SPECKELTRACKING ECHOCARDIOGRAPHY

M.H. Afify 1, S.M. Abdelrahman 1, H. Ibrahim 2, R. Helmy 1, G.A.
Abdelmohsen 2, O. Abdelaziz 2, N.A. Soliman 1

1 Department of Pediatrics, Center of Pediatric Nephrology &
Transplantation, Kasr Al-Ainy School of Medicine, Cairo University –
Egypt; 2 Department of Pediatrics, Pediatric Cardiology Unit, Kasr Al-
Ainy School of Medicine, Cairo University - Egypt

Introduction: Cystinosis is a rare lysosomal storage disorder
caused by mutations in the CTNS gene leading to accumulation
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of cystine in various tissues. We aimed to evaluate cardiac func-
tion in cystinosis patients using non- conventional echocardio-
graphic modalities like Tissue Doppler Imaging (TDI) and 2D
speckle tracking echocardiography.
Methods: Fifteen cystinosis patients and 15 matched controls were
enrolled. Echocardiography and Pulsed Wave Tissue Doppler
Imaging (PW-TDI) was performed for measurement of S', E' ve-
locities and myocardial performance index (MPI) at basal parts of
septal, left ventricle (LV) and right ventricle (RV) free walls.
Global longitudinal strain (GLS), global circumferential strain
(GCS) and global radial strain (GRS) of LV were evaluated by
2D-STE. Mitral E and A velocities and tricuspid annular plan
systolic excursion (TAPSE) were also measured.
Results: Eight of enrolled patients were males, all born to consan-
guineous parents. Age at onset of symptoms ranged from 5 to 12
months while age at diagnosis from 6 to 102 months. Six patients
were on RRT, two of them were transplanted. The GLS, GRS and
S' velocity at basal septum and LV lateral wall were significantly
lower in patients denoting LV systolic dysfunction, while E/E'
were significantly higher in patients' group denoting LV diastolic
dysfunction. For RV function, TAPSE, S' and E' velocity were
significantly lower in patients' group indicating RV systolic and
diastolic dysfunction. The TDI derived MPI for both LV and RV
were significantly higher in patients' group indicating both ven-
tricular systolic and diastolic dysfunction. For prediction of cardi-
ac dysfunction among patients, GRS ≤29 was the most specific
predictor (sensitivity 93.3 %; specificity 100%) whereas MPI-LV
>0.36 was the most sensitive parameter (sensitivity 100%; speci-
ficity 93.3%).
Conclusion: Cystinosis patients have significant left and right ven-
tricular dysfunction, which can be properly assessed using the
non- conventional echocardiographic modalities like TDI and
2D-STE.

IPN11925-89 PAEDIATRIC RENAL TRANSPLANT PATIENTS
SWITCHED FROM TACROLIMUS TO SIROLIMUS : A
SINGLE CENTRE EXPERIENCE

F. Gamston, C. Capelett, D. Milford, M. Muorah
Department of Paediatric Nephrology, Birmingham Children's Hospital -
United Kingdom

Introduction: Sirolimus has been used as an immunosuppressant
in the renal transplant population to address calcineurin inhibitor
nephrotoxicity. Concern exists regarding the possibility of in-
creased acute rejection (AR) in patients treated with Sirolimus,
however information is limited. We reviewed our experience of
Sirolimus in this population.
Materials and Methods: We reviewed the medical records of pa-
tients switched from Tacrolimus to Sirolimus to identify the rea-
sons for switching immunosuppression, any significant change in
renal function, and whether there were any increased incidences
of acute rejection whilst on Sirolimus.
Results: Of the 143 patients transplanted over the last 10 years,
14 children (8 girls) with a mean age of transplant of 6.6 (range,
2.7 -15) years were identified. Switch to Sirolimus took place at
a mean time of 36 (range, 0.5- 117) months post-transplant. 12
(86%) were switched for biopsy proved chronic rejection (CR).
Two were switched for HUS and severe tremor, respectively.
MeanGFR prior to the switch, at 6 months and at 1 year had so significant
change at 53, 57 and 57 mls/min/1.73m2 respectively. Of the 12 switched
for CR, 8 (66%) showed an initial small improvement in their serum
creatinine.
Two had to be switched back to Tacrolimus, in view of signifi-
cant proteinuria with declining GFR. One patient had 3 episodes

of biopsy proven AR on Sirolimus and was thus switched back to
Tacrolimus.
Conclusions: Although sirolimus is not recommended as an initial
immunosuppressant in part because of its delay to wound healing,
we suggest that patients can be successfully switched to Sirolimus
without a significant increase in AR episodes. Further high powered
studies are needed to identify if Sirolimus has a long-term role in this
patient group.

IPN11927-91 EARLY LEFT VENTRICULAR SYSTOLIC
IMPAIRMENT IN CHILDREN WITH ESSENTIAL
HYPERTENSION

H. Gu 1, P. Chowienczyk 1, M. Sinha 2

1 King's College London, London - United Kingdom; 2 Evelina London
Children's Hospital, London - United Kingdom

Introduction: First-phase ejection fraction (EF1), the fraction of left ven-
tricular volume ejected during active systole, is reduced in hypertensive
adults with diastolic dysfunction. Whether this is true in children with
essential hypertension, in whom conventional systolic and diastolic mea-
sures are usually preserved, is unknown.
Aim: To investigate EF1 in children with essential hypertension accord-
ing to their left ventricular mass.
Methods: Echocardiography were performed in 79 children with essen-
tial hypertension and 47 age and gender matched normotensive children.
Left ventricular volume obtained from echocardiographic apical views,
was used to calculate EF1 and EF. Left ventricular mass was indexed
(LVMi) in g/m2.7. Children with hypertension were divided into tertiles
of LVMi. E/e’ ratio was used as surrogate measure of diastolic function.
Results: Normotensive and hypertensive children were of similar age.
Hypertensive children in tertile 3 were of higher body mass index z-sore.
There was no significant difference in conventional systolic function
measures, including EF and global longitudinal strain (GLS) between
normotensive and hypertensive children. There was a tendency towards
an increased E/e’ in hypertensive children in tertile 3 compared to those in
tertile 1 and normotensive children. EF1 was significantly increased in
hypertensive children in tertile 1 compared to normotensive children
(33.4±6.4 vs 27.5±3.4%, p<0.05) whereas it was significantly lower in
hypertensive children with the highest LVMi in tertile 3 than normoten-
sive children (19.5±8.7 vs 27.5±3.4%, p<0.01). In hypertensive children,
EF1 was negatively associated with LVM (β=-0.530, p<0.001) and E/e’
(β=-0.327, p=0.001) with or without adjustment for age, gender, BMI,
MAP and heart rate.
Conclusion: Early systolic function as measured by EF1 is significantly
increased in hypertensive children with relatively normal LVMi com-
pared to normotensive children but is impaired in children with increased
LVMi; these changes in EF1 precede changes in diastolic function.

IPN11928-92 ENDOTHELIAL DYSFUNCTION IN CHRONIC
KIDNEY DISEASE IN CHILDREN

Y. Melnikova , T. Makarova
Kazan State Medical University - Russian Federation

Introduction: Endothelial dysfunction is one of the leading links in the
pathogenesis of immune and non-immune kidney disease and an inde-
pendent risk factor for the progression of chronic kidney disease (CKD).
Objective: to study the indices of endothelial dysfunction (endothelin – 1
(ET-1), nitric oxide (NO)) in the blood serum in children with different
stages of CKD.
Material andmethods: 104 patients with CKDwere examined. The CKD
stage was determined based on the estimated glomerular filtration rate. The
first group consisted of 63 patients with CKD stage I, the second group - 26
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patients with CKD stage III, the third group - 15 childrenwith CKD stageV.
Endothelin-1 was determined by ELISA. NO was determined by the level
of its stable metabolites NO2

-- and NO3-. Control - 33 children.
Results: An increase in the CKD stage was accompanied by a
statistically significant increase endothelin-1 and a decrease NO
(p<0.05 in all cases). The maximum increase endothelin-1 was
found in patients with stage V CKD. High levels of NO were
observed in stage I CKD. With the progression of CKD stages,
there is a decrease NO production, which was accompanied by a
decrease by 4.1 times in the ratio of NO/ET-1 concentrations
compared with CKD stage I (p <0.001).
Non-parametric correlation analysis of the relationship between the ratio of
these indicators and blood pressure values during its daily monitoring
showed a pronounced relationship between NO and endothelin-1 with
nightly blood pressure. A direct correlation was found between
endothelin-1 and inverse correlation of NO with the CKD history in years.
Conclusions: Endothelial dysfunction is determined in all stages of CKD
in children. The content of endothelin-1 and NO in patients with CKD
depends on the presence and severity of hypertension, as well as on the
history of CKD.

IPN11929-93 THERAPEUTIC DRUG MONITORING
IMPROVES THE EFFICACY OF MYCOPHENOLATE
MOFETIL IN CHILDREN WITH SDNS OR FRNS

W. Morello 1, L. Pellegrino 1, L. Ghio 1, G. Puccio 2, A. Edefonti 1, I.
Abati 1, G. Montini 1
1 Pediatric Nephrology, Dialysis and Transplant Unit, Department of
Clinical Sciences and Community Health, Fondazione IRCCS Ca'
Granda - Ospedale Maggiore Policlinico, University of Milan - Italy,
2 Department of Sciences for Health Promotion, University of Palermo -
Italy

Introduction: Children with steroid-dependent (SDNS) or frequent re-
lapsing nephrotic syndrome (FRNS) require prolonged treatment with
steroids to maintain remission. Different steroid-sparing agents have been
used to reduce short and long-term toxicity, but the best strategy is still
unknown.We aimed to evaluate the efficacy and safety of mycophenolate
mofetil (MMF) in pediatric SDNS/FRNS patients.
Methods: We performed a single-center retrospective study of all
children with SDNS or FRNS treated with MMF for at least 6
months, from January 2013 to January 2019. MMF was used at
the initial dose of 1200 mg/sqm/day, later adjusted to maintain
mycophenolic acid (MPA) trough levels between 3-6 mg/L. Data
were collected about relapses, cumulative steroid dose and side
effects, before and after the introduction of MMF. Statistical anal-
ysis was conducted with R Core Team (2018).
Results: 60 patients were included (24 females, 36 males), of which
31 diagnosed with SDNS and 29 with FRNS, at a median age of
4.67 years. MMF therapy was started at a median age of 6.65
years. The median follow up time of 2.08 years. After the intro-
duction of MMF the median relapse rate per patient dropped from
3.33 to 0 per year (p <0.0001). The cumulative dose of prednisone
was reduced from 3359 mg/sqm to 1146.8mg/sqm per year per
patient (p <0.0001). 38 patients (63.33%) maintaining long-term
remission after the discontinuation of steroids. 22 patients (36%)
relapsed at least once, for a total of 35 relapses. 27/35 (77.1%)
relapses occurred with MPA serum levels under the therapeutic
range. No patient required MMF discontinuation due to toxicity.
Conclusion: MMF is safe and effective in pediatric patients with
SDNS/FRSN. The majority of relapses occurred with MPA trough level
under 3 mg/L, therapeutic drug monitoring is therefore essential to main-
tain long-term remission.

IPN11932-87 PAEDIATRIC RENAL ABSCESSES: A CASE
SERIES

K. Muneer , M. Muorah
Department of Paediatric Nephrology, Birmingham Children's Hospital -
United Kingdom

Introduction: Renal abscesses are relatively uncommon in Paediatrics.
This rare differential is further complicated by variable clinical presenta-
tions challenging diagnosis. This case series looked into the factors that
cause renal abscesses and how the choice of management affects overall
outcome.
Material & methods: A retrospective review of 8 patients from the last
13 years (2005-18) with a diagnosis of renal abscess in terms of their
potential unifying risk factors, clinical presentation, ultrasound findings,
biochemical parameters, microbiological results, management options
(surgical drainage vs. medical management) and overall time to recovery.
Results: Median age of patients was 3 years 5 months (female to male
ratio 1.6:1). Commonest risk factors for renal abscesses were VUR and
recurrent UTI. Commonest signs at presentation were fever (62.5%),
flank pain (12.5%) and generalized abdominal pain (12.5%). 62.5% of
ultrasounds were positive for renal abscess and 37.5% were strongly
suggestive for renal abscesses. Biochemically, the mean CRP was 120
mg/L with neutrophilic leukocytosis and mean creatinine 49 μmol/L.
37.5% had positive blood cultures, 50% had positive urine cultures.
50% had positive pus cultures which were Staphylococcus aureus
(50%) and E.Coli (50%). 50% of the cohort were surgically managed,
the rest managed conservatively with 2 weeks of antibiotics. The average
time to radiological resolution of abscess for those managed surgically
was 4.3 months while those managed conservatively was 2.5 months.
Conclusions: Renal abscesses have a slight female predominance which is
in keeping with literature. Clinical presentation is non specific. Commonest
organisms isolated are Staphylococcus aureus and E.Coli. Ultrasound can
be used as an initial screening tool. The time to radiological resolution of
abscesses is shorter for those managed medically than those managed sur-
gically. This suggests that conservative management should be considered
over invasive surgical procedures if they can be avoided.

IPN11934-89 FAILED ALLOGRAFT NEPHRECTOMY IN
PEDIATRICS: A PEDIATRIC NEPHROLOGY RESEARCH
CONSORTIUM STUDY

P. Verghese 1, K. Luckritz 2, R. Engen 3, A.Moudgil 4, D. Ranch 5, A. Jain
6, S. Al-Akash 7, R. Zahr 8, K. Twombley 9, P. Fadakar 10, J. Barcia 11, J.
Lin 12, J. Chandar 13, M. Grinsell 14, S. Bartosh 15

1 University of Minnesota, Minneapolis - United States; 2 University of
Michigan, Ann Arbor - United States; 3 Northwestern University, Feinberg
School of Medicine, Chicago - United States; 4 Children's National Medical
Center,WashingtonD.C. -United States; 5University of TexasHealth Science
Center, San Antonio - United States; 6 Children's Hospital of Michigan,
Detroit - United States; 7 Driscoll Children’s Hospital, Corpus Christi -
United States; 8 UTHSC Le Bonheur Children’s Hospital, Memphis -
United States; 9 Medical University of South Carolina, Charleston - United
States, 10 University of Pittsburgh, Pittsburgh - United States; 11 University of
Virginia - United States; 12 Wake Forest Baptist Health, Salem - United
States; 13 University of Miami Health System, Miami - United States;
14 Intermountain Healthcare, Salt Lake City - United States; 15 University
of Wisconsin, Madison - United States

Introduction: There are no guidelines on indications and outcomes of
transplant nephrectomy in irreversibly failed pediatric renal transplants.
Materials & Methods: We performed a multi-center study to assess
prevalence of transplant nephrectomy in pediatric renal transplant
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recipients with graft failure from January 1st, 2006- December 31st, 2016,
to assess the influence of transplant and recipient characteristics on the
decision to perform transplant nephrectomy and the influence of trans-
plant nephrectomy on future transplantation outcomes.
Results: Fourteen centers contributed data on 186 pediatric renal recipi-
ents that had failed transplants within the study period. The 76 patients
that underwent transplant nephrectomy were not significantly different
from the 110 patients without nephrectomy in gender, race, age at trans-
plant, etiology of end stage renal disease, donor type and degree of sen-
sitization. Patients that underwent nephrectomy were significantly more
likely to have graft tenderness following the graft failure (39% vs 2.7%;
p<0.001); and significantly more likely to have had a prior diagnosis of
rejection within 3 months of re-listing or initiation of renal replacement
therapy (43% vs 29%; p = 0.04). Outcomes in recipients with failed
allografts that underwent nephrectomies and not were compared.
Comparison of incidence of de novoDSAwas not possible due to missing
data. Failed allograft nephrectomy did not affect re-listing rate, PRA or
donor source at re-transplant. There was a significantly higher incidence
rejection in re-transplanted patients that had nephrectomy (18% vs 7%;
p=0.03) and significantly more patients with multiple rejections in first
year after transplant (7% vs. 1%; p=0.03).
Conclusions:Graft tenderness or biopsy proven rejection within a month
of dialysis initiation/relisting for renal transplant was significantly asso-
ciated with failed allograft nephrectomy. Re-transplant rates are not sig-
nificantly different but there is significantlymore rejection if patients have
undergone failed allograft nephrectomy. A prospective multi-center ran-
domized controlled trial is warranted.

IPN11935-90 SYSTEMIC VASCULAR CALCIFICATION AND
CARDIOVASCULAR RISK IN A PATIENT UNDERGOING
RENALTRANSPLANTATION: CASE REPORT

D.B. Silva , V.B. Melo , M.A.Z.S.A. Lima , C.C.S. Silva , K.F.D.L.
Castro , D.S.G. Lopes , A.C.A. Carneiro , I.D.O. Araujo , M.C.A.
Pandolfi , E.M.D. Soeiro
Instituto de Medicina Integral de Pernambuco-IMIP, Recife-PE - Brazil

Introduction: Mineral bone disorder in chronic kidney disease (CKD) has
several complications including systemic vascular calcification (SVC), which
in turn, contributes to cardiovascular disease and mortality. SVC results from
an active process of transformation of smoothmuscle cells into osteoblast-like
cells and precipitation of calcium and phosphate in the vessel wall.
Patient & methods: We report a case of SVC in a child with CKD5D
who underwent renal transplantation. Clinical and laboratory data were
obtained from patient's medical record. Research Ethics Committee ap-
proved the study.
Results:A12 year-old girl was referred to our service with previous history
of anemia. At admission, she had skin lesions compatible with cutaneous
calcinosis confirmed by skin biopsy. Laboratory tests showed: urea 680mg/
dl, creatinine 22.1mg/dl, phosphorus 16.2mg/dl, and calcium 10mg/dl.
Radiographs of long bones showed signs of calcification of the femoral
and popliteal arteries, and elbows with calcifications in soft parts and signs
of osteopenia. Echocardiogram showed systolic dysfunction and eccentric
hypertrophy of the left ventricle. She remained on hemodialysis for 5
months, using sevelamer hydrochloride, evolved with controlled systemic
hypertension after adequate antihypertensive therapy. She underwent renal
transplantation, and after 3 months serum calcium, phosphorus and PTH
were normalized, however, total cholesterol was 229mg/dl, triglycerides
153mg/dl, HDL-cholesterol 58mg/dl, LDL-cholesterol 157mg/dl. Lower
and upper limbs and pelvis radiographs remains with diffuse vascular cal-
cification in the ulnar, popliteal, femoral and soft tissue arteries. Carotid and
vertebral Doppler ultrasonography showed hyper echogenic images, sug-
gestive of calcific foci, with intima-media thickness 0,4mm.
Conclusion: The occurrence of vascular calcification in CKD has been
associated with an increased cardiovascular risk. Our patient has high

rates of cardiovascular risk factors, even after renal transplantation.
Identification of modifiable risks and treatment may improve long-term
cardiovascular morbidity and mortality.

IPN11936-91 COEXISTENCE OF TRANSPLANT RENAL
STENOSIS AND ACUTE CELLULAR REJECTION: CASE
REPORT

A. Exeni 1,M.P. Rigali 1, G. Falke 1, D. Cisnero 1, A. Colazo 1, K. Villarreal
1, S. Montal 1, E. Dardanelli 1, S. Sierre 1, J.P. Perotti 1, M.F. Toniolo 2

1 Hospital Universitario Austral – Argentina; 2 Centro de Diagnóstico
Patológico - Argentina

Introduction:Transplant renal stenosis (TRS) can occur during the first 2
years(y) post-transplant with an incidence of 1-23%. Current 1-year inci-
dence of acute cellular rejection (ACR) is 12,5% We report a case of
concomitant presentation of both entities
Case report: We present a 2 y old male patient that received a living
donor related kidney transplant ( bilateral hypoplastic kidneys) 4 months
previously that arrives to the emergency room with mild dehydration,
vomit episodes, 5 days of soft stool and refusing to feed. He was
hypertensive.
He received aggressive intravascular hydration Laboratory tests revealed
acute renal failure uremia(u) 202 mg/dl creatinine (cr) 5, 7 mg/dl Initial
renal transplant ultrasound and doppler was normal. (US) There was no
Tacrolimus( FK) toxicity and despite aggressive hydration the renal func-
tion remained very compromised ( u 169 mg/dl cr 5,4 mg/dl) We initiated
10 mg/kg methylprednisolone pulses ( 3) and maintained FK level target
a 8 ng/ml. The patient had no infections and PCR for Citomegalovirus,
Epstein Barr and BK were negative
A new US revealed cortical hyper echogenicity loss of corticomedular
differentiation , intrarrenal and extrarrenal ( hilium) tardus parvus wave-
form suggesting renal artery stenosis
The angiotomography confirmed parietal thickening and segmentary ste-
nosis of the middle third of the transplanted artery with a 50-75% reduc-
tion of the endoluminal caliber.
Renal biopsy was performed (5 glomeruli with no presence of arteries).
ACR rejection 1A mild acute tubular necrosis 10% interstitial acute fi-
brosis and no arteriole involvement was diagnosed C4D staining negative
The patient received 7 mg/kg of thymoglobulin and steroids are being
tapered. Creatinine is 1mg/dl
Conclusions: TRS and ARC are individually recognized complications;
nevertheless the association of both is not widely reported and has to be
considered in the diagnostic process.

IPN11937-92 ANALYSIS OF INFLUENCING FACTORS OF
RENAL OUTCOME IN CHILDREN WITH LUPUS NEPHRITIS

Q. Li, L. Wang, B. Zhao, Y. Zhang, S. Zhai, Q. Ma, K. Zhao
The First Hospital of Jilin University, Changchun - China

Introduction: To analyze the influencing factors of renal outcome in
children with lupus nephritis.
Material & methods: 56 patients with LN in our hospital with complete
follow-up data were retrospectively analyzed. Follow-up time was 1-10
years. According to the treatment results, the patients were divided into
two groups: complete remission group and treatment failure group.
Results: (1) 8 cases were male (14.29%), 48 cases were female
(85.71%).The youngest one was 5 years old, with an average age of
11.38±2.46 years old. Total remission was 40 and treatment failure was 16.
(2) Patients with anemia, kidney injury, protein excretion≥3.5g/24h, ds-
DNA > 1:32, partial response to induction therapy, and Mycophenolate
mofetil combined with prednisolone therapy (MMF+P)in maintenance
period had significantly increased rate of failure treatment(P<0.01).
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There was no significant difference in age, sex, blood pressure, albumin
level, complement level, pathological grade and lupus activity index
score between the two groups.
(3) Multi-factor analysis: the treatment failure rate of patients with protein
excretion greater than 3.5g/24hours was higher than that of patients with
protein excretion less than 3.5g/24hours (p=0.02,OR=10.43,95%CI
[1.445~75.30]). Patients with complete response to induction therapy
have a lower risk of treatment failure than patients with incomplete re-
sponse (p=0.027,OR=0.251,95%CI [0.073~0.856]). Patients receiving
Mycophenolate mofetil and prednisolone combined with cyclophospha-
mide (MMF+P+CTX) in maintenance period had a lower risk of treat-
ment failure than patients receiving MMF+P(p=0.032,OR=0.122,95%CI
[0.018~0.837]).
Conclusion: Anemia, kidney injury, massive proteinuria, ds-DNA posi-
tive were risk factors of renal failure. Massive proteinuria and incomplete
response of induction treatment were independent risk factors for treat-
ment failure. Multiple immunosuppressive agents combined therapy has
positive effect in long-term outcome.

IPN11938-93 LEFT VENTRICULAR HYPERTROPHY ON
CARD I A C MAGNET I C RE SONANCE VER S U S
ECHOCARDIOGRAPHY IN THE CKID STUDY

P. Winterberg 1, D. Ng 2, L. Reyes 1, S. Furth 3, B. Warady 4, M. Taylor 5,
M. Mitsnefes 5

1 Emory University School of Medicine, Pediatrics, Atlanta, GA - United
States; 2 Johns Hopkins University, Baltimore, MD - United States;
3 Children's Hospital of Philadelphia, Philadelphia, PA - United States;
4 Children's Mercy, Pediatric Nephrology, Kansas City, MO - United
States; 5 Cincinnati Children's Hospital Medical Center, Cincinnati,
OH - United States

Introduction: Cardiac magnetic resonance imaging (CMR) is the gold
standard for the evaluation of ventricular size and volumes.We compared
left ventricular mass (LVM) measured by CMR versus echocardiography
(ECHO) in children with moderate CKD enrolled in the Chronic Kidney
Disease in Children (CKiD) Study.
Materials & Methods: Participants of the CKiD study age ≥ 8
years with eGFR ≤ 30 mL/min/1.73m2 were recruited for CMR
imaging. LVM measurements on ECHO and CMR were directly
compared using modified Bland-Altman plots. Left ventricular hy-
pertrophy (LVH) was defined using LVM indexed to body surface
area (BSA) or height for comparison with published normative
values for gender and age (Khoury, 2009; Sarikouch, 2010).
Clinicodemographics were extracted from contemporaneous study
visit. Relationships between blood pressure (BP) or kidney func-
tion and LVM on MRI or ECHO were evaluated using linear
regression and adjusted for age and sex.
Results: A total of 42 children aged 16.3yrs (IQR 13.8-19.4) with
moderate CKD (eGFR 27.7, IQR 20.6-33.1) underwent CMR and
88% (n= 37) had a study-related ECHO performed within 6
months. Most (63%) had non-glomerular etiology for CKD and
25% had uncontrolled hypertension. Echo over-estimated LVM by
20.1g (95%CI +12.9, 27.9) compared to CMR. Overall prevalence
of LVH was 15% by either ECHO or CMR. Six (14%) had
discordant LVH diagnosis (3/6 ECHO+/MRI- and 3/6 ECHO-/
MRI+). Systolic BP was strongly associated with LVM on MRI
(+6.3 g per +SBP z-score, 95%CI +1.9,10.7) but not on ECHO.
No significant associations were found between diastolic BP or
kidney function and either measure of LVM.
Conclusions: Though the overall prevalence of LVH was similar
between ECHO and CMR, half of the LVH diagnoses were dis-
cordant between the two imaging modalities. CMR is superior in
assessing associations between BP and LVM in children with
CKD.

IPN11939-94 GENETIC TESTING IN NEPHROTIC SYNDROME
BEFORERENALTRANSPLANT INARGENTINA:SHOULDWE
GIVE UP?

A. Exeni , M.P. Rigali , K. Villarreal , D. Cisnero , A. Colazo , G. Falke
Hospital Universitario Austral - Argentina

Introduction: Approximately 30% of steroid resistant nephrotic syn-
drome( SRNS) have a genetic identified cause At renal transplant
setting this may change our approach towards immunosuppression
Genetic testing to identify mutations in patients with SRNS in
Argentina is a challenge because the testing is very expensive and
it is not widely available .
Material and methods:We present our experience with 10 patients with
nephrotic syndrome that received a renal transplant in our unit between
2012 and 2018.
Results: We were able to perform genetic testing in 9 /10 patients
Three patients presented congenital nephrotic syndrome, in 2 we con-
firmed heterozygous NPHS1 mutation. The third patient revealed a co-
enzyme Q10 deficiency and received proper treatment with remarkable
improvement of neurological compromise All 3 patients could undergo
LRDTwith basiliximab protocol as induction
Four patients presented with focal segmental sclerosis (FSGS). 2 of them
with NPHS2 and NPHS1 mutations could receive LRDT and received
only basiliximab induction, the other two with no identified mutation
underwent cadaver renal transplant with plasmapheresis rituximab and
basiliximab protocol
Two patients had diagnosis of diffuse mesangial sclerosis one of them
was identified with WT1 gene and the other one with a variant of
COL4A3 gene
Only one of the FSGS patients that received cadaver transplant had re-
currence 3 months after transplant.
Conclusions: Genetic testing in patients with nephritic syndrome that
will undergo kidney transplant is essential in the decision process .This
contributes in assessing the risk of recurrence after transplantation and
thus the decision of living versus cadaver donation and the approach
regarding induction and immunosuppression
Even though we have made progress, genetic testing is still difficult In
Argentina because of costs and available technology. It is very important
that our Transplant Units keep committed to the genetic study of this
patients

IPN11940-86 PERCUTANEOUS CUTTING BALLOON
ANGIOPLASTY: A NEW PROSPECTIVE FOR RESISTANT
RENAL ARTERY STENOSIS IN CHILDREN

A. Mastrangelo 1, P. Salice 2, L. Mircoli 3, L. Burdick 4, I. Borzani 5, G.
Ardissino 1, C. Beretta 6, L. Ughi 7, F. Colombo 3, G. Pomidossi 3, L.
Baca' 3, F. Lombardi 3, A. Morganti 8, G. Montini 1
1 Pediatric Nephrology, Dialisi ant Transplant Unit, Fondazione IRCCS
Ca' Granda Ospedale Maggiore Policlinico Milano – Italy; 2 Pediatric
Cardiology Unit, Fondazione IRCCS Ca' Granda Ospedale Maggiore
Policlinico Milano – Italy; 3 UOC Cardiology, Fondazione IRCCS Ca'
Granda Ospedale Maggiore Policlinico Milano – Italy; 4 Department of
Internal Medicine, Fondazione IRCCS Ca' Granda Ospedale Maggiore
Policlinico Milano – Italy; 5 Radiology Unit Pediatric Division,
Fondazione IRCCS Ca' Granda Ospedale Maggiore Policlinico Milano
– Italy; 6 U.O. Trapianti di Rene, Fondazione IRCCS Ca' Granda
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unit, Fondazione IRCCS Ca' Granda Ospedale Maggiore Policlinico
Milano – Italy; 8 Centro Fisiologia Clinica e Ipertensione, Ospedale
Policlinico, Università Milano, Milan, Italy - Italy

Background: Percutaneous transluminal renal angioplasty (PTRA) with-
out stenting is the recommended treatment for hypertensive children with

Pediatr Nephrol (2019) 34:1 –8 01 22 2 6 2131



renal artery stenosis (RAS). However RAS is frequently resistant to
PTRA or recurs after it. Cutting balloon angioplasty (PCBA) has been
occasionally used but it can be burdened by the rupture or dissection of
renal artery. The technical improvements in PCBA prompted us to exploit
this procedure in children with severe hypertension and RAS resistant to
PTRA.
Methods: 13 children (mean age 12,4 ± 2,7 years) with resistant RAS
underwent PCBA. In 3 patients stenting of the aorta (1) and of RAS (2)
was also performed. All patients were treated with 1 to 5 antihypertensive
drugs (median 2,8 ± 1,3). Color-doppler, contrast magnetic resonance
imaging and/or computerized axial tomography scan, diagnostic renal
angiography and cardiological, nephrological and ophtalmological
evaluations were performed before and after PCBA (mean follow up of
5 months).
Results: 18 lesions were treated and PCBA achieved dilation of RAS in
all cases. 2 residual mild stenosis were reported; renal artery dissection
occurred in 1 case, without requiring stent application. At follow-up no
restenosis were found.
All cases showed a significant reduction of blood pressure (BP) after
PCBA. Mean office systolic and diastolic BP were reduced respectively
from 145,16±25.3 to 120.6±10.3 and from 86.7±10.8 to 65.1
±11.7 mmHg (p<0.05 for both). With ambulatory BP measurement, sys-
tolic and diastolic BP decreased respectively from +5.2±2.9 to 2.7±1.7
and from +4.3±2.8 to 2.1±1.43 standard deviations (p<0.05 for both).
Drug treatment was discontinued in 7 patients and significantly reduced
in 4 patients after a mean follow-up of 12 months. No significant changes
were found in renal function.
Conclusions: In our experience PCBA appears a safe and effective treat-
ment of RAS resistant to PTRA.

IPN11941-87AHIGHNOVELMUTATIONRATEOFNPHPGENES
IN 44 CHINESE PEDIGREESWITH NEPHRONOPHTHISIS

Z. Yue 1, H. Lin 1, M. Li 2, H. Wang 3, T. Liu 1, M. Hu 1, H. Chen 2, H.
Tong 4, L. Sun 2

1 The First Affiliated Hospital, Sun Yat-sen University –China; 2 Nanfang
Hospital, Southern Medical University – China; 3 Sun Yat-sen Memorial
Hospital, Sun Yat-sen University – China; 4 Dongfang Hospital, Xiamen
University - China

Background: Nephronophthisis (NPHP) is the most common genetic
cause in children with end stage renal disease (ESRD). This study was
performed to explore the pathogenic gene mutations and clinical and
pathological features of Chinese patients with NPHP.
Methods: Clinical data and blood samples of clinically diagnosed
patients with NPHP were collected. Patients for whom causative
mutations were not identified in our previous study, as well as
those recruited later, were subjected to next-generation sequencing
(NGS) of the whole exome or of 63 primary cilia disease genes.
Results:We recruited 49 patients from 44 pedigrees and subjected
32 pedigrees to NGS. Disease-causing mutations were revealed in
six pedigrees (eight patients) by NGS. In total, disease-causing
mutations were identified in 21 patients from 17 pedigrees,
accounted for 38.6% (17/44) of all pedigrees, and novel mutations
were revealed in 85.7% (35/42). NPHP1 and NPHP3 mutations
both accounted for 13.6% (6/44) of all pedigrees, respectively.
The patient with CEP83 mutation presented with prominent glo-
merular cysts and glomeruli dysplasia without extrarenal involve-
ment. Patients with NPHP3 mutation manifesting as infantile
NPHP all showed apparent liver involvement.
Conclusions:Varied mutational spectra of several NPHP genes and
a high novel mutation rate indicate a disparity between Chinese
patients with NPHP and those from Western countries. Unique
clinical and pathological manifestations provide further insight
into NPHP.

Keywords: Cystic kidney disease, Nephronophthisis, Genes, Mutation,
Next-generation sequencing
Corresponding authors: Liangzhong Sun, Email: sunlzh2018@smu.edu.cn;

IPN11942-88 ISOLATED NEPHROPATHY IN TWO PATIENTS
FROM A CHINESE PEDIGREE HARBORING NOVEL COQ2
COMPOUND HETEROZYGOUS MUTATIONS

M. Li 1, H. Lin 2, Z. Yue 2, H. Wang 3, H. Chen 2, M. Hu 2, L. Sun 1

1 Nanfang Hospital, Southern Medical University – China; 2 The First
Affiliated Hospital, Sun Yat-sen University – China; 3 Sun Yat-sen
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Corresponding author: Liangzhong Sun, Email: sunlzh2018@smu.edu.cn

Subject: To explore the clinical and pathological features of patients with
COQ2 mutation associated nephropathy.
Methods: Clinical and pathological data and peripheral blood samples of
two siblings with steroid resistant nephrotic syndrome (SRNS) and their
family members of a Chinese pedigree were collected. DNAs were ex-
tracted and were subjected to next generation sequencing of target genes
of hereditary nephropathy.
Results: Compound heterozygous mutations of COQ2 (c.1058A>G,
p.Y353C, paternal and c.973A>G, p.T325A, maternal) were identi-
fied both in the two siblings of the pedigree. The proband was a girl,
who presented with edema and proteinuria at the age of 7 months.
Serum albumin was 9.1 g/L, Cholesterol 15.2 mmol/L. Steroids had
been tried for 8 weeks without effective. Renal biopsy was not ac-
cepted. COQ10 (from 3 mg/kg to 10 mg/kg, 3-4 times a day) was
tried after the sequencing results came out. Proteinuria decreased
gradually to +, occasionally negative. Serum albumin increased to
32-38 g/L. The child was in normal growth and normal intelligence.
She is now 3 years old. The second patient was her elder brother. He
was found to have SRNS at the age of 2 years old. Renal pathology
indicated focal segmental glomerulosclerosis. Electronic microcopy
revealed that large quantity of mitochondrial with normal contour
was accumulated within the podocyte. Genetic result was not avail-
able before his death at the age of 5 years. Both patients were in
normal intelligence without convulsion.
Conclusion: We present two cases from a Chinese pedigree harboring
COQ2 novel heterozygous mutations and with isolated nephropathy.

IPN11943-89 MEMBRANOUS NEPHROPATHY: CLINICAL
FEATURES, SEROLOGICAL CHARACTERIZATION AND
TREATMENT OUTCOME IN CHILDREN

A. Mastrangelo 1, A. Bosco 2, J. Serafinelli 1, M. Brambilla 3, P.
Mantovani 4, M. Antolini 5, A. Edefonti 1, F. Paglialonga 1, M. Giani 1,
G. Montini 1
1 Pediatric Nephrology, Dialysis and Transplantation Unit, Fondazione
IRCCS Ca' Granda Ospedale Maggiore Policlinico Milano – Italy;
2 Università degli Studi dell'Insubria, Varese - Italy, 3 Università degli Studi
di Milano (UNIMI) – Italy; 4 Università degli Studi di Milano Bicocca - Italy,
(5) UO Pediatrics, Presidio Ospedaliero Santa Chiara, Trento - Italy

Introduction: Idiopathic membranous nephropathy (iMN) is a rare cause
of nephrotic syndrome in children. The current literature about pediatric
iMN is limited. We report clinical features, serological characterization
and therapeutic approach in children with iMN.
Material & methods: 17 children with iMN diagnosed by renal biopsy
between 1998 and 2017were included. Data about clinical and laboratory
features and therapeutic approach were retrospectively collected. For 10
patients we detect anti-PLA2R expression.
Results:Median age at disease onset was 10 years for males and 15 years
for females. The median follow-up was 7 years.
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Patients presented with steroid resistant nephrotic syndrome in 7 cases,
nephritic-nephrotic syndrome in 2 cases, isolated proteinuria in 4
cases and persistent urine abnormality in 4 cases.
Renal function was normal in all cases. 14 patients had microhematuria
and 5 patients had hypertension.
Therapy was always started after 3 months of observation. 3 pa-
tients had complete spontaneous remission (1 nephrotic syndrome,
2 with urine abnormality). Steroids were used alone in 3 cases (2
remissions). CSA/alkylating agents were used in 3 cases: 1 as
monotherapy (no remission) and 2 associated with steroids (2
remission). Rituximab was used in the remaining 8 patients with
complete remission in 4 cases, whom 2 shifted to Ofatunumab (2
remissions), 1 to CSA (remission) and 1 progressed toward CKD
(no further therapy).
Among patients tested for aPLA2R, 5/10 resulted positive: during follow-
up, 1 patient presented CKD and the other 4 were treated with CSA + Ab
anti-CD20 (4 complete remission).
Conclusions: Among our patients, proteinuria of various degrees
was present in all cases, while microhematuria in 82% of patients.
Spontaneous remission has been observed in 3 patients (17.7%).
Rituximab was effective in 50% of cases; in non-responders to
Rituximab we used Ofatumumab with complete remission. Anti-
PLA2R were expressed in 50% of patients.

IPN11944-90 OUR EXPERIENCE IN RENAL TRANSPLANT IN
LOW WEIGHT PATIENTS

G. Falke , A. Exeni , S. Montal , M. Fauda , J. Rosanec , P. Holst , L.
Berberian , M.P. Rigali , S. Marchionatti , S. Heredia , C. Abdenur , A.
Salomon , D. Cisnero , A. Colazo , R. Daniel , K. Villarreal
Hospital Universitario Austral – Argentina; 2 Beccar - Argentina

Introduction: Kidney transplant (KT) is the treatment of choice in end-
stage renal disease (ESRD) patients. In our Unit recipients are ≥ 2 years
old ( y) and ≥10 kg. We present our experience and results in a group of
low weight ( LW) patients.
Material and methods: We retrospectively studied 12 KT patients
that underwent KT between November 2012 and February
2019.Causes of ESRD, age, sex weight at the time of implanta-
tion, living related donor (LRD) or cadaver donor, early and late
surgical complications was analyzed. The postoperative drainage
time and double j catheter, time spent in the pediatric Intensive
care unit (PICU) and in the ward and the presence of cellular or
humoral rejection was considered.
Result: 12 patients received KT with an average weight of 12.9kg
(range 10.8kg-17kg). The average age was 2.6 y (range of 2-5 y),
4 female and 8 men. 8 patients had nephropathies and the remain-
ing uropathies. In 10 patients that underwent LRD, laparoscopic
nephrectomy of the donor was performed. There were no surgical
complications during the transplant. No patients required dialysis .
Only 2 patients had a minor lymphocele, but 1 patient presented a
stenosis of the renal artery at 4 months post-transplant . The bed
drains were removed between 3 and 10 days and the double j
catheter between 42 and 57 days after surgery. The time spent
in the PICU was 4 - 10 days and in the ward between 2 -22
days. No patient presented with cellular or humoral rejection,
within the first 3 months post-transplant.
Conclusion: KT in LW patients is feasible and achievable and
should not have more complications. The constant evolution in
prenatal diagnosis and the greater efficiency in prenatal treatments
are generating a greater number of patients with ESRD in the
neonatal period and younger infants

IPN11945-91 UK NATIONAL STUDY OF BARRIERS TO
KIDNEY TRANSPLANTATION IN CHILDREN

M.Marlais 1, R. Balasubramanian 2, M. Muorah 3, C. Inward 4, G. Smith
5, B. Reynolds 6, P. Yadav 7, H. Morgan 8, M. Shenoy 9, Y. Tse 10, F.
Hussain 11, S. Grylls 12, M. Sinha 2, S. Marks 1
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United Kingdom; 6 Royal Hospital for Children, Glasgow - United
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Introduction: Pre-emptive living donor renal transplantation is the gold
standard treatment for children with end-stage kidney disease (ESKD).
Despite this, many children spend years on dialysis before proceeding to
transplantation. The aim of this study was to investigate access to paedi-
atric renal transplantation and barriers within the process.
Methods: Prospective multi-centre observational study, paediatric nephrolo-
gy centres in the United Kingdom (UK) were asked to provide data on all
children (aged <18 years) with ESKD (defined as estimated glomerular fil-
tration rate ≤15mls/min/1.73m2). In those where transplantation was not
planned or delayed, barriers to transplantation and estimated timescales were
documented.
Results: 308 children with ESKDwere included in this study from 12 out of
13 paediatric nephrology centres in the UK. 180 (58%) children were on
dialysis, 37 (12%) were transplanted and 91 (29%) children had ESKD but
were currently pre-dialysis. 139 (45%) were currently being worked up for a
living donor transplant, 82 (27%) children were listed for a deceased donor
transplant. The mean estimated time to transplant in those with active plans
was 13.6 months. 226 (73%) children were not being planned for a pre-
emptive transplant or were already on dialysis.
The commonest reasons for children not having a pre-emptive
transplant were that the child presented in ESKD (31%), lack of
a suitable donor (27%) or being too young for transplant at the
time of needing renal replacement therapy (24%). The commonest
cited factors preventing transplantation from occurring in children
were disease factors (36%), donor availability (27%) and size of
the child (20%).
Discussion:Many barriers to renal transplantation in children are poten-
tially modifiable through local or national intervention, such as donor
availability and patient psycho-social factors. A further study is planned
to assess these modifiable barriers to transplant in detail to determine how
best to ameliorate them.

IPN11946-92 C3 GLOMERLULOPATHIES: A MONOCENTRIC
RETROSPECTIVE STUDY ON A PEDIATRIC COHORT

A. Mastrangelo 1, P. Mantovani 2, M. Brambilla 3, S. Jessica 1, E.
Groppali 4, A. Bosco 5, C. Pucci 3, M. Giani 1, G. Montini 1
1 Pediatric Nephrology, Dialysis and Transplant Unit, Fondazione
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Introduction: C3 glomerulopathy (C3G) defines a group of rare
kidney diseases caused by the dysregulation of complement sys-
tem. It can be divided in two groups of diseases: C3 glomerulo-
nephritis (C3GN) and dense deposit disease (DDD). The diagnosis
depends on the identification of a glomerular immunofluorescence
staining for C3 of at least two orders of magnitude greater inten-
sity than for any other immunoreactant. The distinction between
C3GN and DDD can be made by electron microscopy.
We evaluated clinical manifestations, anatomopathological characteris-
tics, complement alterations, therapeutic approaches and follow up of a
pediatric cohort followed in our Center.
Material and methods: we retrospectively analyzed renal biopsies per-
formed from 1.1.2000 to 31.12.2018 and included the ones presenting diag-
nostic criteria for C3G out of about 1200 native kidney biopsies. This group
was composed of 37 patients (33 C3GN and 4 DDD), 20 males and 17
females, with a medium age of 9 years at onset and medium follow up of
4,8 years.
Results: at onset all patients had a reduced C3, 26 presented with
nephritic or nephritic/nephrotic syndrome (1 with posterior revers-
ible encephalopathy syndrome), 11 with isolated urinary abnor-
malities. A mutation in complement genes or autoantibodies
against complement were found in 52% of patients. 17 patients
reached remission (proteinuria/creatininuria on spot sample ≤ 0,3
for more than 6 months and GFR >90mL/min/1,73mq), in a me-
dium time of 10,9 months; 6 (16%) without any therapy. Of them,
10 patients showed a normalization of C3.
Conclusions: in our study C3G appears to be predominant in school age
males. Clinically, manifestations at onset are different and their persis-
tence led to the execution of renal biopsy; hematuria and reduction in C3
are constant findings; in the remission group 7 patients still present a
reduction in C3 but it is not clear if this increases the risk of relapse.

IPN11947-93 AUTOSOMALDOMINANTALPORT SYNDROME:
SO BENIGN?

J. Serafinelli 1, A. Mastrangelo 1, C. Madeira 2, A. Bosco 3, M. Brambilla
2, P. Mantovani 4, P. Castorina 5, C. Fallerini 6, M. Bruttini 6, A. Renieri 6,
M. Giani 1, G. Montini 1
1 Pediatric Nephrology, Dialysis and Transplant Unit, Fondazione
IRCCS Cà Granda-Ospedale Maggiore Policlinico, Milano – Italy;
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Studi dell'Insubria, Varese – Italy; 4 Università degli Studi di Milano
Bicocca – Italy; 5 Casa di Cura Igea, Milano – Italy; 6 Medical
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Introduction: Alport syndrome (AS) is a progressive inherited disease
characterized by renal, hearing and ocular abnormalities1. Autosomal
dominant AS (ADAS), caused by heterozygous mutations in collagen
4A3(COL4A3) or COL4A4, represents <5% of AS cases (up to 31%).1
2 3 Due to its rarity, the characteristics of ADAS patients are poorly
understood.
Material & methods: We conducted a retrospective analysis of 52
ADAS patients referred to our unit between 1990 and 2019. The data
collected included clinical, laboratory, pathologic and genetic parameters.
Results: 31 female (60%) and 21 male (40%) patients, belonging
to 24 different families, were included in the study. The median
age at diagnosis was 7 years (2-22 years), with microscopic
haematuria acting as the presenting feature in 38% of cases, gross
haematuria in 6% and proteinuria in 2%. The remaining cases
underwent genetic analysis due to family history (54%).
COL4A3 and COL4A4 mutations were detected in 52% and
48% of cases, respectively. Only 20 patients (38.5%) underwent

kidney biopsy, of which electronic microscopy findings were con-
sistent with AS in 12 cases (60%) and with TBMN in 5 (25%).
During follow up, 9 patients (17.3%) developed proteinuria, de-
tected at a median age of 15,9 years (4,9 – 33 years), of whom
one patient underwent kidney transplantation at 33 years of age,
two required dialysis at median age of 49 years (45-53 years) and
one progressed to chronic kidney disease (CKD) at 46 years.
Hearing involvement was observed in 12 patients (23%), while
only 2 (4%) presented ocular abnormalities during follow up.
Conclusions: Despite the benign course of ADAS described in the liter-
ature, our results suggest that about 17% of patients can progress towards
CKD/end stage renal disease, thus routine clinical monitoring in ADAS is
essential to evaluate the appearance of proteinuria. The term “healthy
carriers” should therefore be avoided.

IPN11948-94 CONGENITAL SYPHILIS AS A CAUSE OF
CONGENITAL NEPHROTIC SYNDROME: REPORT OF A
CASE

A.C. Navarro 1, M.C. Garcia 1, O. Tamez 2, A. Bojorquez 1, E. Osorio 1,
L. Reyes 1, X. Cortes 1, A. Huante 1, S. Zaltzman 1, P. Saltigeral 2
1 Pediatric Nephrology Department, Instituto Nacional de Pediatria,
Mexico City – Mexico; 2 Pediatric Infectology Department, Instituto
Nacional de Pediatria, Mexico City - Mexico

Introduction: Syphilis is one of the most common sexually trans-
mitted infections globally, with congenital cases estimated by
WHO around 661,000 worldwide, 50% resulting in adverse birth
outcomes. Diagnosis of congenital syphilis is problematic since
more than half of all infants are asymptomatic, and renal disease
is uncommon, with a wide presentation from mild transient pro-
teinuria to nephrotic syndrome.
Methods: We present a 2-month-old male patient, referred to
Instituto Nacional de Pediatria in Mexico City, with history of
intermittent fever, progressive edema, and urinary tract infection.
He was a full-term vaginal delivery with birth weight 3.2kg, no
pregnancy control and no infectious screening. On examination,
weight 6.7kg, stage 1 hypertension, minor dysmorphic features,
polydactyly, generalized edema, bilateral pleural edema and asci-
tes. Congenital nephrotic syndrome (CNS) was confirmed with
hypoalbuminemia of 1.6g/dl, urine protein/creatinine ratio
20285mg/g, with mild microscopic hematuria, and hyperlipidemia.
Creatinine 26.5mmol/L, electrolytes with hyponatremia and hypo-
calcemia, CBC revealed thrombocytosis, normal hemoglobin, and
increased white count cell, C3 67mg/dl, C4 10mg/dl. Serologic
testing for active infections included HIV, hepatitis, toxoplasmo-
sis, cytomegalovirus were negative, and positive VDRL titles
1:2560, confirmed with FTA-ABS in 1:128. Renal ultrasound
showed right kidney 65x30x32mm (97th percentile) and left kid-
ney 70x35x37mm (99th percentile).
Results: The child was diagnosed with CNS secondary to congenital
syphilis, received crystalline penicillin G 300,000units/kg/day for 21 days
with remission of nephrotic syndrome (albumin 3.9g/dl, negative protein-
uria) and C3 in 110mg/dl. No biopsy was indicated since complete re-
mission was observed.
Conclusion: Congenital syphilis is still needed to be considered in the
basic panel while studying CNS because its easily preventable, treatable
and reversible. Recommended treatment with penicillin lasts 10 days,
however with partial remission while the 2nd week of treatment, we com-
pleted 21 days, leaving the duration of the antibiotic treatment open to
clinical response.
Keywords: syphilis, congenital nephrotic syndrome
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Introduction: Haemorrhagic cystitis (HC) associated with BK virus (BKV)
is a known complication ofHaematopoietic stem cell transplantation (HSCT).
BKV infection is acquired in early childhood and stays latent in the
uroepithelium. Reactivation occurs with immunosuppression. BKV HC re-
mains a major contributory factor to morbidity and mortality associated with
HSCT and ranges from microscopic haematuria to gross haematuria with
passage of clots causing urinary tract obstruction and renal impairment.
Treatment of this late onset HC ranges from supportive care to use of med-
ications which are also nephrotoxic. With improved survival of HSCT
Paediatric patients there is need to study renal outcome of BKV-HC.
Methods:We reviewed our database for HSCT recipients with BKV-HC
in our institution from 2015 to 2018. They were graded by level of se-
verity into mild or severe HC. Acute kidney injury (AKI) was taken as
creatinine rise of 1.5, 2 and >3 times rise above baseline for mild, mod-
erate and severe renal impairment.
Results: Twenty one (17.6%) out of 119 patients hadHC. Seven (33%)were
mild and managed conservatively mainly with analgesia and hyperhydration
while 14 (66%) of the cases were severe and received Cidofovir with
Probenicid prophylaxis over a period ranging from 2-6 weeks. Six (28.5%)
had no renal impairment, while 52% hadmoderate to severe AKI. Those that
had BK-HC contributed 32% to the overall mortality, most had a number of
other HSCT complications in addition.
Conclusion: BKV remains a largely undetected viral infection of childhood
with BKV-HC amajor cause of AKI in Post HSCT paediatric patients. There
is urgent need for further studies on renoprotective measures and therapies to
improve long term renal outcome of these patients.

IPN11950-87 USE OF BNP FOR MANAGEMENT OF FLUID
OVERLOAD IN INFANT DIALYSIS: A PROMISING TOOL

N. Benador , N. Nourbakhsh
University of California San Diego - United States

Introduction: Dialysis in small infants is challenging in many as-
pects. Evaluation of dry weight can be particularly difficult as fluid
overload may be mistaken for adequate nutritional weight gain.
Physical exam is insensitive in assessing hypervolemia until the
patient has developed significant fluid overload. Non-invasive
blood pressure measurements are often hard to obtain. Brain natri-
uretic peptide (BNP) has been reported as a marker of fluid over-
load in adult hemodialysis patients but its role has been questioned
due to possible underlying cardiac disease and poor specificity in
this population.
Material & Method: We describe the use of BNP in a 3-week-old
infant.
Case Report/Results: Baby Ewas born at 37 weeks gestation with bilateral
renal agenesis. Her mother was treated with amniotic fluid infusions since
week 21 of pregnancy. Birth weight was 2.19 kg. Peritoneal dialysis was
initiated, however, leaking at catheter site developed and modality was
changed to 3 hr daily hemodialysis (HD) treatments. At 3 weeks of age,
she developed hypoxia and increasedwork of breathing. Chest x-ray revealed
bilateral pulmonary edema and an enlarged cardiac silhouette. BNP was >
5,000 pg/mL. She was started on continuous renal replacement therapy
(CRRT) and BNP normalized in 4 days. She was then transitioned back to
daily HD but after 4 days, she developed fluid overload with an acute rise in

BNP (857 pg/mL). She was placed back on CRRTwith an improvement in
clinical status. Once stabilized, daily hemodialysis was resumed with ultrafil-
tration goal guided by pre- and post-dialysis BNP levels. Utilizing this tech-
nique, she had no further episodes of fluid overload. Fig 1.
Conclusion: BNP may be a helpful tool in assessing fluid balance in
small infants with no preexisting comorbidities.

IPN11951-88 VALIDATING SERUM CREATININE-BASED
ESTIMATING EQUATIONS COMPARED TO MEASURED
GLOMERULAR FILTRATION RATE AFTER KIDNEY
TRANSPLANTATION

S.P. Hmiel 1, R. Dandamudi 1, N. Vyas 2, V. Dharnidharka 1

1 Washington University in St. Louis, Saint Louis - United States; 2 Case
Western Reserve University - United States

Background: The evaluation of allograft function is vital in the
management of pediatric kidney transplant (pKTx) recipients.
Estimated glomerular filtration rate (eGFR) using Serum creatinine
(Scr) is the easiest way but estimating equations are prone to con-
siderable error. Measured GFR (mGFR) using plasma clearance of
exogenous markers, while very accurate, is laborious and expen-
sive, not suitable for everyday use. Prior studies have shown con-
flicting results regarding which eGFR equations are most accurate
in comparison to mGFR. At our center, we have been performing
measured GFR at 1-year post-pKTx; repeated every 2 years if
mGFR > 40 ml/min/1.73m2, or yearly if mGFR < 40.
The aim of this study was to validate the different Scr-based eGFR equa-
tions in comparison to mGFR.
Methods: This retrospective study was conducted at St. Louis Children's
Hospital from January 2000 to March 2019. We compared 415 mGFR
values to 4 different Scr-based eGFR formulae (original Schwartz formu-
la, modified Schwartz formula, Pottel formula andModification of Diet in
Renal Disease (MDRD) formula) from 125 pKTx recipients. Scr and
children’s height was measured on the same day as mGFR. We used
Bland-Altman analysis to evaluate the bias between eGFR and mGFR.
Higher precision was defined as lower width between the 95% limits of
agreement (LOA). Accuracy was defined as percentage of eGFR that are
within 30% of mGFR.
Results: The Pottel and modified Schwartz formulae had a high accuracy
of 80% each and a low bias of < 5 ml/min/1.73 m2. In contrast, the
original Schwartz and MDRD formulae displayed a high bias and low
precision and accuracy.
Conclusion: Height independent Pottel and height dependent modified
Schwartz formulae had low bias and high accuracy and either can be used
to assess GFR in pKTx recipients. The original Schwartz and MDRD
equations should not be used in this population.

IPN11952-89 PRESENTING CLINICAL FEATURES OF
PEDIATRIC RENOVASCULAR HYPERTENSION AT
DIAGNOSIS: A SINGLE-CENTEREXPERIENCEFROMJAPAN

T. Inoguchi 1, R. Hamada 1, A. Anno 1, W. Shimabukuro 1, S. Shirane 1,
K. Tomari 1, K. Akamine 1, C. Terano 1, R. Harada 1, Y. Hamasaki 2, K.
Ishikura 3, H. Hataya 1, M. Honda 1

1 Department of Nephrology, Tokyo Metropolitan Children’s Medical
Center, Tokyo - Japan, 2 Department of Nephrology, Toho University
Faculty of Medicine, Tokyo - Japan, 3 Department of Pediatrics,
Kitasato University School of Medicine, Kanagawa - Japan

Introduction: Early detection of renovascular hypertension (RVH)
may prevent severe organ damage. However, some RVH cases are
asymptomatic and detection is delayed. Present guidelines for pe-
diatric hypertension suggest blood pressure should be measured
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annually in children ≥3 years to detect asymptomatic hyperten-
sion. Therefore, we aimed to describe the initial clinical features
of pediatric RVH and verify the validity of the statement for RVH
detection.
Materials &Methods:We performed a retrospective review of pediatric
patients with RVH from 2002 to 2019 in our department. RVH is defined
as severe hypertension (>95th percentile+12 mmHg, adjusted for gender,
age, and height) caused by renal artery stenosis, which is inferred by an
imaging examination.
Results: We identified 14 patients (9 male) with RVH. The mean
age at hypertension diagnosis was 6.9±6.2 years. Six patients
were under 3 years old. The chief complaints were headache
(n=2, 14%), seizure (n=1, 7%), and proteinuria (n=1, 7%). Ten
patients (71%) were asymptomatic. Children under 3 years old
were all asymptomatic. Their hypertension had been found inci-
dentally at a school health checkup or other consultation. The
etiologies of RVH were as follows; fibromuscular dysplasia, 6;
extrinsic compression and other causes by tumor, 5; and others,
3. Contrast-enhanced CT and renal angiography were performed
for all patients and three patients, respectively. The three patients
had bilateral renal artery stenosis. Target organ abnormalities at
diagnosis were detected in many cases. Eight patients (57%) had
left ventricular hypertrophy, and three (21%) had elevated serum
creatinine (CKD stage2). Technetium-99m-DMSA scintigraphy de-
tected differential up-take of radionuclide in kidney in 10 patients.
Conclusion: The most common reason for RVH detection was incidental
findings, despite patients having severe hypertension and target organ
damage. The statement was not effective for early detection of RVH in
our case.We should alsomeasure blood pressure in children under 3 years
to detect RVH.

IPN11953-90 WHOLE-GENOME SEQUENCING IN CHILDREN
WITH CONGENITAL ANOMALIES OF THE KIDNEY AND
URINARY TRACT

E. Zammit 1, A.E. Felice 2, V. Said-Conti 3
1 Department of Physiology & Biochemistry, Faculty of Medicine &
Surgery, University of Malta – Malta; 2 The Malta BioBank, Centre for
Molecular Medicine and Biobanking, University of Malta – Malta;
3 Department of Paediatrics, Faculty of Medicine & Surgery, University
of Malta - Malta

Introduction: Congenital anomalies of the kidney and urinary tract
(CAKUT) are the leading cause of kidney failure in children. The objec-
tives were to establish a kidney disease biobank within pan-European/
global biobank networks, and use advanced molecular genetic technolo-
gies to understand the cause of CAKUT in Maltese patients.
Methods: Patients with CAKUT, nephrotic syndrome and Bartter's syn-
drome and their families were recruited. All donated blood/buccal cells
and urine samples. A cohort of ten unrelated probands with CAKUT
underwent genetic testing by whole-genome sequencing. Interpretation
of the single nucleotide variants, and short insertions/deletions detected in
the exons of 96 genes was firstly sought. Rare variants reported to be
causative or predicted to be damaging by in silico tools were prioritised
for Sanger sequencing and segregation analysis. Renal imaging sought
asymptomatic renal anomalies in this cohort’s relatives.
Results: In total, 153 participants were recruited. The largest sample
collection was for CAKUT, with vesicoureteral reflux (43%) constituting
the most prevalent phenotype. Renal abnormalities were found in three
asymptomatic relatives (3/26; 11.5%) on ultrasound. A significant differ-
ence between the mean urine protein-to-creatinine ratio of the study co-
hort versus unaffected relatives was observed (p-value <0.05). Nine can-
didate missense variants were confirmed by Sanger sequencing in
DSTYK, FRAS1, ITGA3, LAMA5, NPNT and TRAP1 in 7 patients.
Following segregation analysis, only 1 patient with a unilateral duplex

collecting system was found to carry likely pathogenic variants in
FRAS1. No variants of interest were found in HNF1B and PAX2.
Conclusion: The first cohort of rare kidney disease patients was assem-
bled at the Malta BioBank (BBMRI.mt), with 10 whole-genome datasets
setting-up the basis for local genetic research in CAKUT. Likely patho-
genic variants were found in only 1 of 10 patients (10%), indicating the
need for further analysis of genetic data without excluding amultifactorial
pathogenesis.
Keywords: CAKUT, whole-genome sequencing, biobanking

IPN11954-91 IMPACT OF DIALYSIS-ADEQUACY ON
MORBIDITY IN CHILDREN ON CHRONIC HEMODIALYSIS:
A NAPRTCS REPORT

R. Dandamudi , S. Galbiati , K. Martz , S.P. Hmiel , V. Dharnidharka , A.
Kakajiwala
Washington University in St. Louis, Saint Louis - United States;
2 NAPRTCS, Rockville - United States

Background: Reliance on small solute clearance as a measure of dialysis
adequacy fails to fully quantify the intended clinical effects of dialysis
therapy. We studied the relationship between dialysis adequacy, as mea-
sured by urea reduction ratio (URR) and single-pool Kt/V (spKt/V), and
patient growth, nutrition and anemia control.
Methods: We included 352 patients (age range: 6.2 to 18.9 years) in the
North American Pediatric Renal Trials and Collaborative Studies
(NAPRTCS) database receiving chronic hemodialysis three times a week.
Using goal spKt/Vof 1.2-1.5 and URR of 65-75% we compared weight
and height z-scores, serum albumin, phosphate, hemoglobin and erythro-
poiesis stimulating agent (ESA) dose at 12 months from initiation of HD
(initiated between Jan '03 to Dec '18). Kruskal-Wallis test was used to
compare these measures in patients at, above, and below goal categories
of dialysis adequacy.
Results: Univariate analysis showed no significant difference in age in
the categories of URR and spKt/V (p-value 0.19 and 0.29 respectively).
Height and weight z-cores varied by dialysis adequacy (all p <0.01). For
patients with URR and spKt/V above goal, the median weight z-scores
was 0.50 and 0.56 points lower when compared to those with values
within goal levels. Similarly, for patients with URR and spKt/V above
goal, the height z-scores was 0.8 and 0.8 lower than the within goal levels.
Patients with URR <65% had 0.7 g/dL higher median hemoglobin com-
pared to within goal levels of URR. There was no statistically significant
relationship between dialysis adequacy and serum albumin, phosphate
and ESA doses.
Conclusion: Preliminary results show significantly lower weight and
height in patients with dialysis adequacy above goal values. This may
reflect low volumes of distribution (V). Further analysis of the database at
multiple time points from initiation of HD will help describe associations
between dialysis adequacy and patient morbidity.

IPN11955-92 PRACTICES REGARDING PHYSICAL ACTIVITY
AND MAINTAINING PERITONEAL DIALYSIS CATHETER: A
PHYSICIAN SURVEY

D. Chand 1, R. Dandamudi 1, A. Kakajiwala 1, K. Twomble 2, J. Flynn 3

1 Washington University in St. Louis, Saint Louis - United States,
2 Medical University of South Carolina - United States, 3 Seattle
Children’s Hospital, Seattle. - United States

Background: Sedentary lifestyle was attributed to high cardiovascular
mortality and psychological morbidity in end stage renal disease patients.
No consensus exists regarding physical activity (PA) restrictions. The aim
of this study was to assess pediatric nephrologist practices regarding PA
restrictions in children receiving PD.
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Design: The study was conducted through the Midwest Pediatric
Nephrology Consortium (MWPNC) using an anonymous, self-
administered survey of pediatric nephrologists to evaluate the activity
restrictions placed on PD patients. The survey consisted of 19 items; 6
detailed physician characteristics and 13 addressed PA restrictions.
Results:
35 responses (approximately 35%) were received:
Average years of practice post fellowship was 11.5 (range: 1-35).
Water exposure restrictions:
82 % allow showering
9% allow bathing
Swimming is allowed by
· 42 % in chlorinated pools,
. 25% in oceans,
. 0% in fresh water.
· The time allowed from PD catheter insertion to swimming is around 0.5
to 3 months.
. Infection prevention strategies recommended for swimming
:62.5% wearing bio-occlusive barrier over catheter exit site, 36% rinsing
immediately after swimming,12% recommend peri catheter antiseptic.
.65% of physicians think that swimming increases the risk of PD catheter
related infection.
· 85 % allow organized sports
Wresting and martial arts were universally restricted. Football, field hock-
ey, ice hockey was also restricted by most.
Physicians practice is based on their personal experience, standard prac-
tice at their dialysis center and the clinical practices they were taught.
Conclusion: PA has significant improvement in quality of life and de-
crease patient mortality in PD patients. There is no consensus amongst
pediatric nephrologists or guidelines about the PA and sports that can be
allowed.
This survey clearly demonstrates the need for more prospective and de-
tailed studies and guidelines regarding the physical activity and PD cath-
eter care in order to optimize quality of care in these children.

IPN11956-93 UNIPARENTAL DISOMY AS AN UNEXPECTED
CAUSE OF SCHIMKE IMMUNO-OSSEOUS DYSPLASIA

H. Deng , Y. Zhang , Y. Yao , H. Xiao , B. Su , K. Xu , N. Guan , J. Ding ,
F. Wang
Department of Pediatrics, Peking University First Hospital, Beijing - China

Introduction:We aimed to elucidate the underlying etiology of mutation
appeared to be homozygous which was identified only in the father by
direct sequencing of a boy with Schimke immuno-osseous dysplasia
(SIOD). The result will provide clinicians with important information
on assessment of recurrence risk and genetic counseling.
Material & methods: Genomic DNA (gDNA) samples were extracted
from peripheral blood. Six short tandem repeats (STR) were selected to
verify biological relationship between the proband and his parents.
Quantitative PCR of gDNA was performed to detect deletion involving
the mutated exon in order to determine whether there exists a large dele-
tion on another chromosome. Single nucleotide polymorphism (SNP)
analysis was conducted on the region flanking the mutation site.
Resu l t s : A homozygous c .1930C>T (p .Arg644Trp ) in
SMARCAL1(NM_014140.3) was found in this patient, while it could be
traced to only his father. STR in different chromosomes demonstrated that
biological relationship between the proband and his parents exists. The
gDNA quantity in exon 12 of SMARCAL1 was normal in patient and his
parents, there was no deletion involving SMARCAL1 exon 12 in this family.
The sequence length flanked c.1930C>T (paternal) was 989bp including 8
microsatellite markers. rs284555 (IVS11-743g/a) was found to be homozy-
gous IVS11-743g/g in patient, while IVS11-743g/g in his father and IVS11-
743a/a in his mother. The region between IVS11-743g/g to c.1930C>T may
explained as a partial paternal uniparental disomy of SMARCAL1 at least.

Conclusions: This is the first report on autosomal recessive kidney dis-
ease caused by uniparental disomy in SMARCAL1. The recurrence risk of
the patient’s sibling being affected is negligible.

IPN11958-95 GENETIC VARIANTS OF PAKISTANI CHILDREN
WITH PRIMARYGLOMERULARDISEASES PRESENTINGAS
NEPHROTIC SYNDROME.

S. Asim 1, K.N. Moorani 1, B. Naeem 1, M. Than 2, J.L. Ng 2, I.D. Liu 2,
A. Loh 3, B.S. Lipska-Zietkiewicz 4, H.K. Yap 2, K.H. Ng 2

1 Department of Paediatric Nephrology, National Institute of Child
Health,Karachi. - Pakistan, 2 Department of Paediatrics, Yong Loo Lin
School of Medicine, National University of Singapore, Singapore. Khoo
Teck Puat-National University Children’s Medical Institute, National
University Health Sy - Singapore, 3 Department of Anatomical
Pathology, Singapore General Hospital. - Singapore, 4 Clinical
Genetics Unit, Medical University Of Gdansk, Gdansk - Poland

Introduction: Treatment outcome of children with Nephrotic syndrome
depends on the presumed etiology. Children with defects in the compo-
nents of glomerular filtration barrier having a spectrum of genetic variants
and are usually nonresponsive to immunosuppression. The genetics of
primary glomerular diseases have not been studied in our children. We
aim to study the genetics of children with Primary Glomerulopathy as part
of DRAGoN (Deciphering Diversities: Renal Asian Genetics Network).
Material &methods: We recruited 25 children with congenital, infantile
or steroid-resistant nephrotic syndrome with onset before 25 years of age
OR persistent subnephrotic proteinuria with likely genetic etiology. We
excluded children with secondary glomerular diseases. Targeted gene
sequencing was performed for probands in 59 genes known to cause
glomerulopathy using SeqCap EZ Choice, NimbleGen Roche. Variant
curation was performed based on recommendations of the American
College of Medical Genetics and Genomics.
Results: Total of 25 children underwent genetic variation analysis.
17 (68%) were familial, 3 (12%) were congenital while 3 (12%) were
infantile onset. Four (16%) had initial steroid resistance, 6 (24%) had late
steroid resistance. Six (24%) patients had FSGS while 6 (24%) had min-
imal change on renal biopsy. One patient developed end-stage renal fail-
ure. None had extra renal malformations. The patients were followed up
till a mean age of 6.7±4.4 years.
In our cohort, we found homozygous NPHS1 mutation c.G2903T in a
child with infantile Nephrotic syndrome. Biopsy confirmed focal seg-
mental glomerulosclerosis. She was steroid resistant and treated with
Cyclosporin and ACE inhibitors. Follow up at 1 year of age showed
continuous subnephrotic range proteinuria with preserved renal functions.
Conclusion: Our one proband (4%) showed pathogenic mutation on
targeted gene analysis among known variants. The spectrum of unknown
pathogenic variants in our population can be increased by doing Whole
Exome Sequencing.
Keywords: Genetic Variants, Nephrotic syndrome, Primary
Glomerulopathy

IPN11960-88 SYSTEMIC LUPUS ERYTHEMATOSUS
N E P H R I T I S I N A M A L E C H I L D W I T H
TEMPOROMANDIBULAR JOINT INVOLVEMENT: A RARE
PHENOTYPE

B. Naeem 1, S. Asim 1, A. Zubair 1, S. Asim 2

1 Department of Paediatric Nephrology, National Institute of Child
Health,Karachi. - Pakistan, 2 Karachi - Pakistan

Introduction: Systemic Lupus Erythematosus(SLE) is the commonest
autoimmune disorder with renal involvement. SLE is predominantly
found in females. Male to female phenotype varies.
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Case:We report the case of an eleven years old boy who present-
ed with pancytopenia at the age of eight years workup for
Aplastic anemia was unremarkable including the chromosomal
breakage . Six months later he presented with generalized edema
and hypertension. Urine findings revealed Nephrotic range pro-
teinuria and hematuria with normal renal functions. Considering
his extra renal and renal involvement work up of SLE done
showing a positive anti dsDNA. Renal biopsy revealed a combi-
nation of histopathological class IV and V. He was offered an
induction therapy with oral steroids and Mycophenolate. Blood
pressure control was achieved by calcium channel blockers
(amlodipine) and angiotensin receptor blocker(losartan) with par-
tial renal remission. One year later he developed limited jaw mo-
ment and mouth opening leading to a narrow oral aperture. X-ray
showed significant temporomandibular joint involvement requiring
surgical intervention.
Conclusion: SLE has heterogeneous evolving phenotype. SLE in
male child with temporomandibular joint involvement is uncom-
mon. Efforts should be done to explore all extra renal involve-
ments even if they are subclinical.
Keywords:Male , Systemic Lupus Erythematosus ,Temporomandibular
joint.

IPN11962-90 RENAL FUNCTION IN CHILDREN WITH A
SOLITARY FUNCTIONING KIDNEY AT TIME OF
TRANSITION TO ADULT

M.Grapin 1, N. Biebuyck 1, L. Heidet 1, S. Krid 1, M. Charbit 1, P. Krug 1,
R. Berthaud 1, G. Dorval 1, N. Garcelon 2, R. Salomon 1, O. Boyer 1
1 Department of Pediatric Nephrology, MARHEA - Necker Hospital -
APHP, Imagine Institute, Paris Descartes University, Paris - France,
2 Nicolas Garcelon, Data Science Platform, Institut Imagine, Université
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Background: Almost 1/1000 individuals are followed for solitary
functioning kidney (SFK) worldwide. Children with SFK may
develop hypertension, albuminuria and chronic kidney disease in
the long term. The aim of the study was to better assess renal
function in a large cohort of teenagers followed for SFK at time
of transition to adult teams.
Methods: we prospectively followed 194 consecutive children (77 girls
and 117 boys) with primary or secondary SFK after unilateral nephrecto-
my due to tumors, congenital anomalies of the kidney and urinary tract,
multiple pyelonephritis, or traumatic. Renal function was systematically
assessed at a median age of 12.9 years.
Results: 129/194 patients (66%) had a primary SFK, 13% pre-
sented neonatal renal failure, 27% had experienced pyelonephritis.
52/193 patients (27%) had reduced GFR: 40patients (21%) had CKD
stage 2, 8 patients (4%) CKD stage 3, 4 patients (2%) CKD stage 4
assessed by iohexol clearance. No patient was in end-stage kidney dis-
ease. 7% were hypertensive at time of evaluation. 33 patients (16%) had
an albuminuria >3mg/mmol. There was a significant difference between
mean GFR estimated with Schwartz formula and iohexol clearance
(eGFR 96mL/min/1.73m2 vs mGFR 100mL/min/1.73m2 p=0.001) and
between mGFR and eGFR according to the CKID2 formula (100mL/
min/1.73m2 vs 110mL/min/1.73m2 p = 0.02).
Children with secondary SFK had a lower mGFR than children with
primary SFK (mGFR 87mL/min/1,73m2 vs 100mL/min/1,73m2 p=
0,001). Patients who underwent pyelonephritis had lower mGFR
(92mL/min/1,73m2 vs 103mL/min/1,73m2 p= 0,007).
Conclusion: At time of transition to adult teams, 28% of children with
SFK have CKD and 6% have a chronic renal insufficiency. Our group is
now analyzing risk factors for CKD in this cohort, and potential urinary
biomarkers.

I PN119 6 4 - 9 2 FATTY ACID PATTERN , CKD AND
CARDIOVASCULAR DISEASE PROGRESSION IN
CHILDREN: FINDINGS FROM THE 4C STUDY

L. Martelli 1, W. Morello 1, A. Edefonti 1, C. Agostoni 2, S. Turolo 1, G.
Puccio 3, A.K. Bayazit 4, L. Obrycki 5, N. Canpolat 6, I.K. Bulut 7, K.
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1 Pediatric Nephrology, Dialysis and Transplant Unit, Department of
Clinical Sciences and Community Health, Fondazione IRCCS Ca'
Granda - Ospedale Maggiore Policlinico, University of Milan - Italy,
2 Department of Clinical Sciences and Community Health, University of
Milan, IRCCS Ospedale Maggiore Policlinico, Milan - Italy, 3 Department
of Sciences for Health Promotion, University of Palermo - Italy, 4 Division
of Pediatric Nephrology, Cukurova University Faculty of Medicine, Adana
- Turkey, 5 Department of Nephrology, Kidney Transplantation and
Hypertension, The Children's Memorial Health Institute, Warsaw -
Poland, 6 Department of Pediatric Nephrology, Istanbul University
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Introduction: Patients with Chronic Kidney Disease (CKD) are at high
risk of cardiovascular disease (CVD), which is also the most important
comorbidity affecting long-term survival.
Modifications of Fatty Acids (FA) profile have been associated with CVD
morbidity.
We aimed to compare the pattern of FA in children with CKD and healthy
controls and investigate a possible role of FA as a biomarker of CVD
progression in patients with CKD.
Material & methods: We performed a nested study of the
Cardiovascular Comorbidity in Children with CKD (4C) trial, which
prospectively follows children and adolescents with CKD stages 3-
5. FA profiles were evaluated in the 19 patients with the slowest and
the 19 patients with the fastest CVD progression as defined by the
change in carotid intima-media thickness, and in 87 healthy pediat-
ric controls.
FA profiles were expressed as proportions of different FA and aggregated
proportions for saturated, polyunsaturated (PUFA) and monounsaturated
FA as well as omega-3 and omega-6 FA.
The Wilcoxon test was used to compare the variables within groups. An
unsupervised exploratory data analysis was performed using Principal
Component Analysis (PCA).
Results: CKD patients showed different FA profiles than controls, char-
acterized by higher levels of FA of the n-6 series and the parental n-3
PUFA (alpha linolenic acid) and lower levels of all the major n-3 series
by-products. PCA confirmed that these variances are highly related to the
differences between patients and controls. However, no differences were
observed between slow and fast CVD progressors.
Conclusions: Major differences were present in the FA profile between
CKD children and controls. The FA pattern in CKD children was char-
acterized by a significant increase of pro-oxidant essential FA and de-
creased anti-inflammatory PUFA. These modifications can be associated
with an increased CVD mortality and a pro-inflammatory status.
However, FA were not predictive of CVD progression in pediatric pa-
tients with CKD.
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IPN11965-93 INITIAL STEROID RESISTANCE DOES NOT
AFFECT PROGNOSIS IN CHILDREN WITH SRNS SENSITIVE
TO CALCINEURIN INHIBITORS

W. Morello , Y. Narang , L. Ghio , A. Edefonti , G. Puccio , G. Montini
Pediatric Nephrology, Dialysis and Transplant Unit, Department of
Clinical Sciences and Community Health, Fondazione IRCCS Ca'
Granda - Ospedale Maggiore Policlinico, University of Milan - Italy

Introduction: Steroid resistant nephrotic syndrome (SRNS) patients
have a high risk of progressing to end-stage renal disease. While
Calcineurin inhibitors (CNIs) effectively induce remission in >30% pa-
tients, long-term management of SRNS presents a significant clinical
challenge. Very little is known about SRNS evolution, prognosis and
the potential role of corticosteroids for relapse(s).
Methods: We performed a retrospective observational study of all chil-
dren treated with CNI for SRNS at our institution, between 2008 and
2018. Data were collected about remissions achieved with CNIs, subse-
quent relapses, their treatment and remission, and long-term renal
function.
Results: 54 patients were included (41% males), with a median age
of 12.5 years. After a median follow-up of 49 months, 38/54 pa-
tients (70.37%) achieved remission with CNIs, while the remaining
16 (29.63%) were unresponsive. 18/38 patients (47.4%) had one or
more relapse(s) (range:1-7). The total number of relapses was 48,
out of which 46 (95.8%) achieved remission. Of these, 38/46 were
treated with corticosteroids only, 2/46 were treated with an in-
creased dose of CNI only (>50% of initial dose), 5/46 were treated
with both increased CNI dose and corticosteroids, 1 patient
achieved remission with mesenchymal stem cells. In total, 43/46
(93.4%) relapses were treated with steroids and 41/43 (95.3%)
achieved a new remission. 2/48 relapses did not achieve remission
despite different lines of treatment, but none had an impairment of
renal function.
Conclusions: SRNS patients responsive to CNIs appear to have a good
long-term prognosis, with no patient developing chronic kidney disease
after a median follow-up of 49 months. Over 95% of relapses were sen-
sitive to corticosteroids, despite patients being SRNS at the onset.
Therefore, corticosteroids can be considered an option for relapses of
SRNS patients sensitive to CNIs. Steroid-sensitive and SRNS responsive
to CNIs are essentially a part of the spectrum of the same disease.

IPN11966-94 RDA OF PROTEIN INTAKE AND PREVENTION
OF DETERIORATION OF RENAL FUNCTION IN CHILD
WITH CKD

M. Hanif , A. Khanon , S. Makbul , S. Naher
Bangladesh Institute of Child Health, Dhaka Shishu Hospital, Dhaka -
Bangladesh

Chronic kidney disease (CKD) implies the irreversible loss of renal func-
tion that eventually requires renal replacement therapy. Children with
CKD have an increased risk of progression to ESRD. The lack of access
to effective intervention such as renal replacement therapy is an important
cause of progression towards CKD stage. To determine the effect of RDA
of protein on the rate of progression on CKD stages.This clinical trial
study was carried out in the period January 2016—December 2017 at
Dhaka shishu Hospital. 30 children age 2-18 years CKD child were in-
cluded. Anthropometric measurements (weight, height) and laboratory
assessments were taken at the beginning of study (s.creatinine. Blood
urea, s. total albumin, Hb, serum ferritin). After intervention with RDA
protein at 3 month and 6 month anthropometric measurements and labo-
ratory assessments were compared. Regarding CKD stage, 11 (36.7%)

patients were in stage III, 10 (33.3%) patients in stage IV, 5 (16.7%)
patients in stage V (without dialysis) and 4 (13.3%) patients in stage II.
Weight, WAZ and BMI were significantly increased (p-value< 0.05) after
3 months and also after 6 months in comparison with primary data.
Laboratory assessments, such as Hb, S. creatinine, Blood urea, were
significantly improved (p-value <0.05) after 3 months and 6 months of
RDA protein intake. Serum urea decreased after restriction of protein by
in 2 years, 3 years, 7-10 years, 11-14 years and 15-18 years, but in 4-6
years age group serum urea was increased . Mean GFR was improved
after 3 and 6 months of RDA protein intake. RDA of protein intake can
retard deterioration of renal function in children with CKD and it also
help to improved weight and BMI.

IPN11967 - 95 A PHASE I / I I P ILOT STUDY WITH
MESENCHYMAL STROMAL CELLS IN CHILDREN WITH
SRNS

W.Morello 1, D.A. Bernstein 1, L. Ghio 1, A. Edefonti 1, R. Giordano 2, L.
Lazzari 2, T.Montemurro 2, E. Montelatici 2, A.Moretta 3, P. Comoli 3, G.
Montini 1
1 Pediatric Nephrology, Dialysis and Transplant Unit, Department of
Clinical Sciences and Community Health, Fondazione IRCCS Ca'
Granda - Ospedale Maggiore Policlinico, University of Milan - Italy,
2 Department of Transfusion Medicine & Hematology, Laboratory of
Regenerative Medicine-Cell Factory, Fondazione IRCCS Ca' Granda
Ospedale Maggiore Policlinico, Milan - Italy, 3 Laboratory of
Transplant Immunology and Pediatric Hematology/Oncology,
Fondazione IRCCS Policlinico S. Matteo, University of Pavia - Italy

Introduction: Steroid resistant nephrotic syndrome (SRNS) is a main cause
of end-stage renal disease (ESRD). Evidence suggests that the immune sys-
tem plays a crucial role in non-genetic SRNS.
The second-line of therapy, calcineurin inhibitors, is able to achieve com-
plete remission in only 31% of SRNS. Additional therapeutic options are
limited.
Mesenchymal Stromal Cells (MSC) are multipotent non-hematopoietic
stem cells with a proven immunomodulatory effects, mediated in part by
regulatory T cell (Treg).
Methods: We designed a phase I-II study to address the potential
role of cord-blood derived MSC in SRNS. Pediatric SRNS pa-
tients with persistent proteinuria (uPr/uCr>1), treated with at least
one additional immunosuppressive agent were included. The pa-
tients were infused with cord-blood allogenic MSC previously
selected by an in-vitro alloreactivity, at a dose of 1.5x106/kg on
days 0, 14 and 21. Response was monitored by kidney function,
proteinuria and changes in Treg.
Results: We enrolled 11 patients, 10 females and one male. 2
females were discovered to have a genetic SRNS and were ex-
cluded from the efficacy analysis. Median age of participants was
13 (range: 7-18). Median uPr/uCr at time 0 was 6.39 (range: 1.24-
18.76).
All patients completed the cycle of therapy. None experienced
any-grade toxicity. Remission of proteinuria at 12 months was
achieved in 2/9 patients. These subjects maintained a normal renal
function after a median follow-up of 30.5 months. Among 7/9
unresponsive patients, 2 progressed to ESRD. Treg increased in
5 patients during the therapy from a median of 1029 (range: 245-
24570) to 1848 (range: 1693-31746). The increase in Treg was
not able to predict remission.
Conclusions: Treatment with MSC is safe and feasible in pediatric
patients with SRNS. Our phase I-II study suggests a potential role
of MSC in non-genetic SRNS. However, established biomarkers
of response are lacking, and larger trials are needed.
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I P N 11 9 6 9 - 9 7 ‘ P E E ER ’ - I M PROV I NG PAT I E N T
EMPOWERMENT, SELF ESTEEM, EMPLOYABILITY AND
RESILIENCE. A COST EFFECTIVE PROJECT

A. Nagra 1, E. Petrie 1, S. Shameti 1, A. Recio-Saucedo 2, A. Darlington 2

1 Southampton Children's Hospital, Southampton - United
Kingdom, 2 University of Southampton, Southampton - United
Kingdom

Background: Studies show young people (YP) with chronic kid-
ney disease (CKD) do less well than their well peers- 31% of YP
on renal replacement therapy have mental health issues compared
to 15% of the general population and more are unemployed.
Many issues start in childhood e.g depression, anxiety, education-
al difficulties, relationship issues, low self esteem, social
isolation…
To address these issues we developed the PEEER project to improve
Patient Empowerment, self Esteem, Employability, Resilience.
PEEER offers:

& YP opportunities to participate in fun activities to build self esteem,
develop an “I can do” attitude, reduce sense of isolation

& formal peer mentorship programmes

& a range of nationally approved qualifications eg Duke Of Edinburgh
Award, ASDAN courses

& volunteering

& Learning of new skills e.g digital skills

Objectives: Assess the benefits of the PEEER project
Methods: YP aged 11years -17 years with CKD, siblings and
friends were invited to activity sessions: 26.1.19: rock climbing
and learning digital skills; 15.4.19: attending a Premiership
Football match and co-producting a game. Feedback was obtained
after each session from the YP and parents. Cost of sessions was
recorded
Results:YP (N=28). Total costs: £302. 100% enjoyed the sessions. 100%
scored 4/5 or 5/5 when asked if they felt:

& part of a friendship group

& they socialised with their peers

& more confident

& more independent

96% felt

& more energetic

& good about themselves.

A physically unfit YP scored 3/5 for energy and activity. Parents said their
childrenwere happier, had a sense of achievement and had benefited from
the social interactions. Parents enjoyed meeting each other and are
starting a family peer support group.
Summary: The PEEER project is a cost effective programme to help
build confidence, self esteem, peer support, reduce sense of isolation,
develop independence and support networks. Longterm evidence of the
benefits and sustainability of PEEER need to be collected.

IPN11970-89 POST-TRANSPLANT RECURRENCE OF
STEROID RESISTANT NEPHROTIC SYNDROME IN
CHILDREN: THE ITALIAN EXPERIENCE

W. Morello 1, S. Puvinathan 1, S. Testa 1, G.M. Ghiggeri 2, L. Dello
Strologo 3, L. Peruzzi 4, L. Murer 5, M. Cioni 2, I. Guzzo 3, E. Cocchi
4, E. Benetti 5, G. Puccio 1, L. Ghio 1, G. Caridi 2, M. Cardillo 6, R. Torelli
6, G. Montini 1
1 Pediatric Nephrology, Dialysis and Transplant Unit, Department of
Clinical Sciences and Community Health, Fondazione IRCCS Ca' Granda
- Ospedale Maggiore Policlinico, University of Milan - Italy, 2 Division of
Nephrology, Dialysis, and Transplantation, Scientific Institute for
Research and Health Care (IRCCS), IRCCS Istituto Giannina Gaslini,
Genoa - Italy, 3 Renal Transplant Unit, Bambino Gesù Children's
Research Hospital IRCCS - Italy, 4 Pediatric Nephrology Unit, Regina
Margherita Children's Hospital, Città della Salute e della Scienza di
Torino - Italy, 5 Pediatric Nephrology, Dialysis and Transplant Unit,
Department of Women's and Children's Health, Hospital-University of
Padova - Italy, 6 North Italy Transplant program (NITp), UOC
Coordinamento Trapianti, Fondazione IRCCS Ca' Granda-Ospedale
Maggiore Policlinico, Milan - Italy

Background: Steroid resistant nephrotic syndrome (SRNS) is a frequent
cause of end stage renal disease in children. Post-transplant disease recur-
rence (REC) is a major clinical complication and cause of graft loss. This
study aimed to evaluate factors affecting the risk of REC and graft sur-
vival in children who underwent renal transplantation for SRNS.
Methods:We identified pediatric patients with a diagnosis of SRNS who
underwent renal transplantation at all five Italian paediatric transplant
centres, between 2005 and 2017 . Clinical and laboratory data were ret-
rospectively collected for the presence of a causative gene mutation, sex,
age at SRNS onset, histology, duration of dialysis, age at transplant,
HLA-AB and DR matching, REC, therapy for REC, and graft survival.
Results: 101 patients underwent a first and 22 a second renal transplant.
After a median follow-up of 58.5 months, SRNS recurred after the first renal
transplant in half of the patientswith a non-genetic. NoRECwere observed in
genetic SRNSpatients. Age at transplant >9 years, the presence of at least one
HLA-AB match and a longer duration of dialysis were independent risk
factors for REC, among non-genetic patients. 27% of patients experienced
loss of the first graft, withREC representing the commonest cause.Among 22
patients who underwent a second transplant, only 5 experienced REC. SRNS
relapsed for a second time in 55%of 9 patients who experiencedREC in their
first transplant and only 2 lost the second graft due to REC.
Conclusions: Genetic screening must be performed in all SRNS before
transplant, as absence of causative gene mutations represents the major risk
factor for REC, while transplant could be curative in genetic SRNS. A
prolonged dialysis before transplantation should not be encouraged.
Retransplantation represents a second chance for those who lost the first renal
graft due to REC.

IPN11971-90 LONG-TERM BUROSUMAB THERAPY IN A
PEDIATRIC PATIENTWITHX-LINKEDHYPOPHOSPHATAEMIA

A. CastellanoMartinez 1, V. Roldan Cano 1, M. Rodriguez Gonzalez 2, P.
Ruiz Ocana 3, A.M. Lechuga Sancho 3

1 Pediatric Nephrology Department of Puerta del Mar University
Hospital, Cadiz - Spain, 2 Pediatric Cardiology Department of Puerta
del Mar University Hospital, Cadiz - Spain, 3 Pediatric Endocrinology
Department of Puerta del Mar University Hospital, Cadiz - Spain
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Introduction: X-linked hypophosphatemic rickets (XLH) is caused by
inactivating mutations in the PHEX gene (phosphate regulating endopep-
tidase analog, X-linked). In February 2018, the European Medicines
Agency approved Burosumab as a treatment of XLH in children older
than one year.
Material & methods: Description of the case of a pediatric patient with
XLH who received Burosumab.
Results: A 2 year-old male patient was attended at our Pediatric nephrol-
ogy outpatient clinic due to severe genu varus and radiographic signs
consistent with rickets. He presented hypophosphataemia (2.2 mg/
dl;NV 3.8-7.5), high levels of alkaline phosphatase (ALP)(539 U/l;NV
40-462) and decreased TP/GFR (1.7 mg/dl;NV 4.6+-0.6),without hyper-
calciuria, high levels of PTH (77 pg/ml;NV 15-65), normal 25(OH)2-
vitamin D (24.9 ng/dl);NV 21-100) and FGF-23 higher than 427 RU/ml
(<145 RU/ml). The genetic study confirmed the mutation in hemicigosis
in exon 6 of the PHEX gene. He received oral phosphate supplementation
and bioactive forms of vitamin D during 5 years without any improve-
ment. At the age of 7 years he started subcutaneous burosumab therapy at
initial dosage of 0.4 mg/kg every 15 days, uptriated until current dosage
of 40 mg (1.2 mg/kg). After 18 months of treatment clinical and labora-
tory improvement was obtained with serum phosphate 3.5mg/dl, ALP
326 U/L, PTH 49 pg/ml and TP/GFR 3.6, as well as less angulation of
lower limbs. In addition, the patient refers to the disappearance of
osteoarticular pain, without physical limitation for his daily life. We did
not observe any adverse effects.
Conclusions: In our patient, Burosumab has led to an improvement not
only in biochemical and radiologic profiles, but also in quality of life.

IPN11973-92OUTCOMEOFBIOPSYPROVENHSPNEPHRITIS
– A SINGLE CENTER EXPERIENCE

E.D. Kurt-Sukur 1, T. Sekar 2, K. Tullus 1

1 Paediatric Nephrology Unit, Great Ormond Street Hospital for
Children NHS Foundation Trust, London - United Kingdom,
2 Paediatric Histopathology Department, Great Ormond Street
Hospital for Children NHS Foundation Trust, London - United Kingdom

Background: Henoch Schönlein Purpura is the most common vas-
culitis in children. Kidney involvement varies from 20% to 60%.
Isolated hematuria, isolated proteinuria and nephritic/ nephrotic
syndrome may be seen. The severity of renal pathology deter-
mines the long-term prognosis. Current knowledge on normal
progress of Henoch Schönlein Purpura-nephritis (HSPN) is
limited.
Aim: We review the outcome of biopsy proven HSPN patients seen at
Great Ormond Street Hospital, London, UK.
Methods: Children diagnosed with biopsy confirmed HSPN between
September 2008 to September 2018, aged <18 years at the time of disease
onset, were included in the study. Demographic data, clinical and labora-
tory characteristics, treatment modalities and outcomewere retrospective-
ly evaluated by using hospital records. Remission was defined by urine
albumin/creatinine ratio of <30 mg/mmol with normal renal function and
blood pressure.
Results: Mean age at the time of biopsy was 9.9 ± 3,75 years. At
onset 11 children (22.4%) had impaired eGFR (<90 ml/min/1.73
m2). Twenty (40.8%) patients had proteinuria, 9 (18.4%) nephrotic
syndrome (NS), 2 (4.1%) nephritic syndrome (NephrS), and 18
(36.7%) NephrS+NS. Biopsies were classified according to
ISKDC as grade 3 in 32 (65.3%), grade 2 in 7 (14.3%), grade 4
in 5 (10.2%), grade 5 in 4 (8.2%) patients and grade 1 in 1 patient.
Fourty-one patients received angiotensin-converting enzyme
inhibitors/angiotensin receptor blockers, 35 patients were on other
immunesuppressants than steroids and plasmapheresis was per-
formed in 5 patients. Thirty-five (71.4%) children made a complete
recovery, 9 (18%) had persistent proteinuria, 1 progressed to

chronic kidney disease (CKD), 2 patients progressed to end-stage
kidney disease. Neither clinical presentation, pathological grading
nor treatment could be shown to influence the chance of remission.
Conclusion: A large proportion of biopsy proven HSPN continued to
have some degree of CKD at last follow-up with a small proportion
having severe impairment of kidney function.
Keywords: Henoch Schönlein Purpura, Nephritis, Treatment

IPN11976-95 A COMPLICATED NEPHROTIC SYNDROME
WITH FSGS SWITCHED FROM MCD AND TWO
HETEROZYGOUS GENE MUTATIONS

L. Rong , L. Chen , X. Jiang , Y. Mo
The First Affiliated Hospital of Sun Yat-sen University - China

Introduction:An increasing number of patients with refractory nephrop-
athy syndrome have to face the circumstances, involving secondary ste-
roid resistance, ineffective therapy of immunosuppressive
drugs including rituximab, along with deteriorated renal function and
consequently step into renal replacement therapy.
Material & methods:A series of cases with FSGS switched from MCD
and two heterozygous gene mutations were reported and retrospective
analyzed
Results: An eight years old boy with a history of frequent relapse, sec-
ondary SRNS for over 4 years and gradually deteriorated renal function
for 1 years. The first renal biopsy revealed MCD without global or focal
segmental sclerosis in 28 glomeruli. Cyclosporine A and tacrolimus as
well as multi-target therapy had been used successively, following by
rituximab administrated in the third year. However, the effects couldn’t
prosper long and the patient kept proteinuria non-remission. The second
renal biopsy presented FSGS with 11 out of 25 glomeruli and focal
tubulointerstitial fibrosis. Meanwhile two heterozygous gene mutations
MYO1E and PKD1 were found by the whole exome sequencing. Even
following pulsed methylprednisolone therapy didn’t make difference
while the renal function declined and progressed to ESRD at the fourth
year. It is worth mentioning that the patient kept suffering from a number
of serious complications, especially infections including sepsis, peritoni-
tis, urinary tract infection, pneumonia, pancreatitis and so on. In addition,
at the age of 4 months, the patient was diagnosed as mild hydronephrosis
which progressed into severe scale requiring placed double-J stent proce-
dure at the age of 6 years. No family history with kidney diseases was
found.
Conclusions: Young patients with refractory nephropathy syndrome
whose primary renal histopathology usually present as MCD and conse-
quently developed to FSGS could progress to ESRD within several years
even under intensive treatment. There remains uncertain that whether the
heterozygous gene mutations play a role.

IPN11977-96 CAN NEPHRECTOMIZED PEDIATRIC PATIENTS
WITH WILMS TUMOR HAVE CONTACT SPORTS?

G. Sangriso 1, G.Maiorino 1, U.O.P. Costagliola 1, I. Trambusti 1, T. Zielli
1, L. Luti 2, F. Massei 2
1 University of Pisa - Italy, 2 Azienda Ospedaliero Universitaria Pisana -
Italy

Introduction: Recent scientific evidences describe the importance of
sport activity in patients who survived a neoplastic pathology. Wilms
tumor (WT) is the most common renal tumor in childhood and its man-
agement is based on nephrectomy, chemotherapy, and in some cases
radiotherapy. The belief that contact sports could provoke renal trauma
and lead to kidney injury in these patients, along with the actual italian
laws, represent an insurmountable obstacle to an adequate sport activity in
these patients. Our aim is to analyze the outcome of patient with solitary
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kidney and renal trauma and to raise awareness in the medical community
on the safety of sport activity in such patients.
Methods: Our study evaluated the renal function (Revised Schwartz
equation for GFR, proteinuria, and blood pressure) of 11 children in
follow-up, previously treated for WT with unilateral nephrectomy. To
assess the risk for kidney trauma and kidney injury in children during
sport activity, we analyzed the accesses of 3 pediatric emergency depart-
ments from 2009 to 2015 and selected the patients with a diagnosis of
abdominal trauma. Then only patients with renal trauma were included
and the outcome was evaluated.
Results: The kidney function didn’t show a significant reduction in any
patient. As for kidney trauma our survey highlighted that the incidence of
post traumatic renal injury, caused by a sport activity, is negligible, and in
any case it has not been necessary to execute a nephrectomy.
Conclusion:None of our patient had any contraindication to play a sport.
Our data agree with the literature showing that the risk for kidney trauma
is negligible during sport activity and, in the few cases with kidney trau-
ma, the consequences are minimal. Therefore we hope that our study
could provide an input to change the actual attitude and, consequently
the actual law on this issue.

I P N 1 1 9 7 8 - 9 7 A C U T E P O S T - I N F E C T I O U S
GLOMERULONEPHRITIS AND C3 GLOMERULOPATHY:
DOES THE RENAL BIOPSY GIVE THE ANSWER?

A. Cappoli 1, F. Diomedi Camassei 2, R. Labbadia 1, A. Gianviti 1, M.
Greco 1, L. Lucchetti 1, F. Emma 1, M. Vivarelli 1
1 Division of Nephrology and Dialysis, Bambino Gesù Pediatric Hopital
and Research Center, Rome - Italy, 2 Dep. of Laboratories - Pathology
Unit, Bambino Gesù Children Hospital and Research Center, Rome -
Italy

Background: C3 nephropathy is a kidney disease caused by abnormal
activation of complement with deposition of C3 in glomeruli, which leads
to variable glomerular inflammation. Dense deposit disease (DDD) is
characterized by the deposition of intramembranous electron-dense ma-
terial in the glomerular basement membrane.
Materials and methods: Here we describe the case of a 6 year-old
boy who presented with haematuria and lower limb oedema; his
blood test showed normal renal function, hypoalbuminemia (2.6
g/dL), low fraction of C3 (33 mg/dL) and, on urinalysis, a protein/
creatinine (P/C) ratio of 5.7. He underwent a kidney biopsy com-
patible with C3 nephropathy with signs suggestive for DDD. He
was treated with i.v. methylprednisolone and mycophenolate mofetil
(MMF). A month later, we observed normalization of C3 and the
electronic microscopy showed the presence of sub-epithelial humps,
highly suggestive for acute post-infectious glomerulonephritis. The
second case is of a 15 year-old boy with haematuria, peripheral
oedema, acute kidney injury (creatinine 1.7 mg/dL) and very low
C3 (12 mg/dL). On urinalysis blood and proteins were 3+. Renal
biopsy showed C3 nephropathy and, on electronic microscopy, sub-
endothelial electron dense deposit with rare sub-epithelial humps.
He was treated with i.v. methylprednisolone and MMF, but the
treatment was quickly discontinued due to a rapid normalization of
both C3 and urinary P/C ratio.
Results: In the subsequent 12 months, both patients never presented
new episodes of hematuria. Their P/C ratio, renal function and C3 are
normal.
Conclusion:Hypocomplementemic acute glomerulonephritis is common
in pediatric patients. Differential diagnosis between acute post-infectious
glomerulonephritis and C3 nephropathy is important for treatment and
prognosis. These two cases exemplify how occasionally the renal biopsy,
even when electronic microscopy is performed, can be misleading. The
clinical course of the disease and the normalization of C3 need to be taken
into account for diagnosis.

IPN11979-98 NON-INFECTIOUS COMPLICATIONS OF
HEMODIALYSIS CUFFED TUNNELED DOUBLE LUMEN
CATHETERS: A SINGLE CENTER STUDY

A.A. Azzam , F.H. Alkhalifa , M.F. Kasem , A. Hamed , J. Alsultan , P.
Chandran
King Fahad Specialist Hospital Dammam - Saudi Arabia

Introduction:Cuffed-tunneled hemodialysis catheters may be associated
with infectious or noninfectious complications including catheter dys-
function, catheter-related thrombus, & venous stenosis. Data regarding
the incidence of the noninfectious complications are limited, especially in
our area, so we aimed to determine their prevalence & catheter survival
length in pediatric patients on regular hemodialysis (HD) in our
institution.
Patients andMethods: This is a retrospective cohort study done on
pediatric patients on regular hemodialysis in our center between
May 2011 & May 2019. It included 39 cases, 25 males & 14
females aging from 1.08 to 15.75 years at the start of HD (me-
dian= 6.6 years) with duration of HD from 33 to 1080 days
(median= 288 days). Data extraction sheet was designed to collect
patients’ demographic, HD & catheters related data including non-
infectious complications & their outcome & the catheter survival
length.
Results: Out of 62 catheters, 21 catheters were changed because of non-
infectious reasons (33.87%). These included malfunction (23.8%), mal-
position (19%), obstruction (14.3%), accidental removal (14.3%), blood
leak around the catheter (9.5%), displacement (9.5%), broken catheter
(4.8%) & kinking (8.4%). The catheter was removed in 56% of our
patient due to successful kidney transplantation & in 12.8% due to shift
to peritoneal dialysis. These 62 catheters had survival length ranging from
4-1081 days (median= 154 days).
Conclusion:This study revealed incidence of noninfectious complication
of cuffed-tunnel double lumen HD catheter in one third in our patient but
we cannot judge about the significance of this figure because of the small
sample size & that most of the published data are from adults, so we need
to do multicenter study in our area to figure out the exact incidence of
these complications.

IPN11980-90 MALARIAWITH ACUTE KIDNEY INJURY IN A
CHILD WITH G6PD DEFICIENCY: A CASE REPORT.

E.E. Ikpeme , P. Essien , O. Dixon-Umo
Department of Paediatrics, University of Uyo Teaching Hospital -
Nigeria

Abstract
Introduction: Malaria is a major public health problem globally
and especially in sub-Saharan Africa. Glucose 6 phosphate de-
hydrogenase (G6PD) deficiency offers protection against severe
malaria in African children. Acute kidney injury (AKI), a severe
complication of malaria is rare in G6PD deficient individuals.
Aim: To report a case of AKI in a four year old Nigerian male with severe
malaria and G6PD deficiency.
Method: A four-year old Nigerian boy, G.U.E., was referred to
University of Uyo Teaching Hospital, Uyo, with symptoms of fe-
ver, dark-coloured urine and jaundice. On clinical examination, he
had severe pallor, was febrile with an axillary temperature of
38.30C, icteric with generalized oedema. His haemoglobin was
4g/dl with positive malaria parasitaemia, haemoglobin electropho-
resis was AA and he was G6PD deficient with elevated serum urea
and creatinine of 49mmol/l and 1,064μmol/l respectively. Renal
ultrasonography was not remarkable. He made good recovery after
two sessions of haemodialysis, antimalarial treatment, adequate
blood transfusion and other supportive treatment.
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Conclusion: African children with G6PD deficiency may still develop
severe and life-threatening forms of malaria.
Keywords:Malaria, Acute Kidney Injury, Glucose 6 phosphate dehydro-
genase deficiency, children, Uyo.

IPN11981-91 CARDIOVASCULAR RISK FACTORS AND SLEEP
DISORDERS IN CHILDHOOD NEPHROTIC SYNDROME

N. Xatzipappa , K. Chrysaidou , V. Karava , A. Chainoglou , J. Dotis , N.
Printza , S. Stabouli
Pediatric Nephrology Unit, 1st Department Pediatrics, Aristotle
University Thessaloniki, Hippokratio Hospital, Thessaloniki - Greece

Introduction: The aim of the study was to identify comorbidities in terms
of cardiovascular risk factors and sleep disorders in children with primary
nephrotic syndrome (NS).
Material and methods: In this pilot study we included 19 children
with primary NS during remission for at least 3 months. Classic
cardiovascular risk factors were measured. The presence of sleep
disorders was assessed by the pediatric sleep questionnaires com-
pleted by the children’s parents.
Results: The mean age of patients was 8.2+/- 0.8 years. Eleven
children presented steroid-dependent and 3 steroid-resistant NS.
The mean duration of disease was 31 months and mean number
of relapses was 5.4+/-0.9. Forty-four % of the children were over-
weight/obese, 58.8% had blood pressure >90th percentile for age,
height and sex, and 36.8% had total cholesterol >95th percentile.
Moreover, 42.1%, 15.8% and 31.6% of the children showed high
scores in restless legs syndrome, insomnia and excessive daytime
sleepiness, respectively. The duration of the disease was associat-
ed with total cholesterol (r=0.499, p<0,05) and restless legs syn-
drome (r=0.501, p<0.05), insomnia (r=0.443, p<0.05), and exces-
sive daytime sleepiness (r=0.603, p<0.02) scores. BMI was asso-
ciated with higher scores in daytime sleepiness scale (r=0.478,
p<0.05) and waist circumference with shorter daily sleep duration
(r=0.671, p<0.05). Both disease duration and BMI were indepen-
dently associated with daytime sleepiness in linear regression
analysis (β=0.53, p=0.007 and β=0,55, p=0.005 respectively).
There were no associations between prednisone dose and cardio-
vascular risk factors or sleep disorders. However, children on
prednisone treatment compared to those without treatment had
higher glucose (p=0.047) and uric acid levels (p=0.024).
Conclusions: A high prevalence of cardiovascular risk factors and sleep
disorders associated with the disease duration and obesity may be present in
children with NS, which should be taken into account for improving the
quality of care in these patients.

IPN11982 - 92 INFECTIOUS COMPLICATIONS OF
HEMODIALYSIS CUFFED TUNNELED CATHETERS IN
PEDIATRIC PATIENTS:A RETEROSPECTIVE SINGLE
CENTER STUDY

F.H. Alkhalifa , A.A. Azzam , M.F. Kasem , A. Hamed , J. Alsultan , P.
Chandran
King Fahad Specialist Hopital Dammam - Saudi Arabia

Background: Infectious complications of cuffed tunneled hemodi-
alysis catheters in pediatrics particularly catheter-related blood-
stream infections (CLABSIs) are still one of the leading causes
of morbidity & mortality among children treated with hemodialy-
sis. Data regarding the incidence of these complications are lim-
ited, especially in our area, so we aimed to determine their prev-
alence & catheter survival length in pediatric patients on regular
hemodialysis (HD) in our institution.

Patients andMethods: This is a retrospective cohort study done on
pediatric patients on regular hemodialysis in our center between
May 2011 & May 2019. It included 39 cases, 25 males & 14
females aging from 1.08 to 15.75 years at the start of HD (me-
dian= 6.6 years) with duration of HD from 33 to 1080 days
(median= 288 days). Data extraction sheet was designed to collect
patients demographic, HD & catheters related data including in-
fection & its outcome & the catheter survival length.
Results: Out of 62 catheters, we had only 8 episodes of CLABSI
that represent 0.54 episodes per 1000 catheter-day. Pseudomonas
aeruginosa was isolated in 3, pseudomonas stutzeri in 1 & staph-
ylococcus aureus in 4 episodes. PICU admission was needed in 2
& catheter change was done in 2 out of these 8 episodes. We had
no exit site or tunnel infection and none of our patients died from
any of these 8 episodes of CLABSI. These 62 catheters had sur-
vival length ranging from 4-1081 days (median= 154 days).
Conclusion: This study revealed low incidence of HD catheter related
infection among 14866 catheter days in our center. Despite this, we tried
to decrease it further by using closed circuit technique during priming and
termination of HD session & as a result of this we had no single episode
of infection for 21 months from the last episode on 28/07/2017.

IPN11983-93 LONG-TERM OUTCOME IN CHILDREN WITH
AUTOSOMAL RECESSIVE POLYCYSTIC KIDNEY DISEASE

G. Dorval 1, O. Boyer 1, A. Couderc 2, J. Delbet 3, L. Heidet 1, D. Debray
1, P. Krug 1, M. Girard 1, B. Llanas 4, M. Charbit 1, S. Krid 1, N. Biebuyck
1, M. Fila 5, C. Courivaud 6, F. Tilley 7, N. Garcelon 7, T. Blanc 1, C.
Chardot 1, R. Salomon 1, F. Lacaille 1

1 Necker Hospital - Paris - France, 2 Robert Debré Hospital - Paris -
France, 3 Trousseau Hospital - Paris - France, 4 Pellegrin Hospital -
Bordeaux - France, 5 Centre Hospitalier Régional de Montpellier -
France, 6 Centre Hospitalier Universitaire de Besançon - France, 7

Institut Imagine - Paris - France

Background and objectives: Autosomal Recessive Polycystic
Kidney Disease (ARPKD) is a rare ciliopathy characterized by
congenital hepatic fibrosis and cystic kidney disease. Discussion
regarding timing and type of organ transplantation (kidney/liver/
both) is challenging. Our objectives were to retrospectively eval-
uate disease evolution and need for transplantation in our cohort
of patients.
Methods: Patients diagnosed with ARPKD between 1985, January 1st

and 2017, December 31st from 3 French pediatric centers were retrospec-
tively enrolled in the study.
Results: Fifty patients with a mean follow-up of 12.5±1 years
(median 11.5[3-29]) were enrolled. ARPKD was diagnosed before
birth in 24% of cases, and at a mean age of 1.8 years. Thirty-
three patients were less than 1 year of age upon first appearance
of symptoms, which were mostly kidney-related; and presented
higher blood pressure than others during follow-up. Portal hyper-
tension was diagnosed in 29 patients (58%), 4 of them with
bleeding from esophageal varices. Eight patients presented
cholangitis (>3 episodes in three). Liver function was normal in
all. Nine children received a kidney transplant without liver com-
plications. A 20-year-old patient received a combined liver-kidney
transplant for recurrent cholangitis, and a 15-year-old boy an iso-
lated liver transplant for uncontrollable variceal bleeding despite
portosystemic shunt.
Conclusion: High blood pressure was strongly related to early
development of ARPKD in our series. Organ survival was good,
and liver complications after kidney transplantation were not sig-
nificant in our series. Indications of combined liver-kidney trans-
plantation should be limited to recurrent cholangitis or uncontrol-
lable complications of portal hypertension.
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IPN11984-94 ACUTE CEREBROVASCULAR EVENTS IN
CHILDHOOD NEPHROTIC SYNDROME: A SYSTEMATIC
REVIEW

K. Chrysaidou 1, S. Stabouli 1, J. Kupferman 2, D. Zafeiriou 1

1 Pediatric Nephrology Unit, 1st Department Pediatrics, Aristotle
University Thessaloniki, Hippokratio Hospital, Thessaloniki - Greece,
2 Department of Pediatrics, Maimonides Medical Center, Brooklyn, NY
- United States

Introduction: Nephrotic syndrome (NS) in childhood can be accompa-
nied by serious neurological complications increasing the morbidity of
disease. The study aimed to assess the entity of cerebrovascular events in
children and adolescents with primary NS.
Material andmethods: In this systematic reviewwe searched for articles
in PubMed providing individual patient-level data for cerebrovascular
events in children and adolescents up to 18 years of age between
January 1, 1990 and April 30, 2018.
Results: The search yielded 38 articles, involving 67 patients.
Mean age at presentation was 7.24+/- 4.32 years. The events
occurred on initial NS presentation in 28.4% of cases; 71.6%
during relapses. Nineteen (73.1%) patients had solely cerebral
sivovenous thrombosis (CSVT), 12 (17.9%) solely parenchymal
lesions due to cerebral arterial thrombosis and 6 (9%) had both
CSVT and parenchymal lesions. Median disease duration from NS
diagnosis to the development of cerebrovascular event was 3 (IQR
0-27) months; 3 (IQR 0-17.5) months for CSVT and 8 months
(IQR 0.2-93) for arterial ischemic stroke. In 35 cases information
on NS type was available; 11 were steroid sensitive, 13 steroid-
dependent and 11 steroid-resistant. Histopathology performed in
11/22 cases showed focal segmental glomerulosclerosis. The most
common clinical manifestations were headache (50.7%), vomiting
(44.8%), seizures (34.3%) and lethargy or altered consciousness
(23.9%). Over half of patients had a risk factor for thrombosis
including hypoabuminemia, decrease in antithrombin III level, in-
crease in fibrinogen or functional protein S deficiency. Outcome
was favorable in 87.7% of the cases; in 95.8% of CVST com-
pared to 64.7% of cases with parenchymal lesion.
Conclusions: Cerebral thromboembolic events may occur in children with
primary NS, especially during relapses. The outcome may differ by the
presence of venous or artery infarct. Recognition of additional prothrombotic
state risk may help to lower the incidence of neurological complications.

IPN11985-95 THE NEPHROLOGY RISKY HUDDLE,
PROMOTING A CULTURE OF QUALITYAND SAFETY.

S. Healy Geraghty 1, F. Lape 2

1 Children's Hospital Ireland , Crumlin. - Ireland, 2 Children's Hospital
Ireland - Ireland

Introduction: Transforming an organisational nephrology safety
culture is surrounded by obstacles. The success of the nephrology
safety culture is a journey not a project, dependent on planning
resources and a sense of drive and passion within the nephrology
service.
The vision is to improve and safeguard the wellbeing of service users,
their families and employees, minimize the hazards related with the de-
livery of care, avoid conflicting events, minimize their influence and learn
from events. Huddles are fundamental to safer culture. Huddles support
patient safety and create opportunities to learn.
Modelling culture of safety behaviour: Safety huddles empower em-
ployees, ensuring accountability and foresee and deal with safety
issues effectively. The Nephrology risky huddles facilitates discus-
sion using the themes, Incidents- clinical and non-clinical, clinical
practice, medication administration and educational opportunities.

The risky huddle requires leadership and involvement of medical
attendances.
Results: The Nephrology risky huddle commenced in June 2018 and has
directly successfully identified 60 clinical and 20 non-clinical near miss
incidents, leading to the development of a specific renal druggle to focus
on medication safety. The huddle is attended by with valuable input from
the multi-disciplinary team including Consultants, Management, Nursing
staff, Pharmacist, nurse specialists, Medication safety officer and Clinical
risk management. Feedback from staff indicates an increased workload,
however this creates a positive culture to discuss incidents openly.
Communication and team building developing, and coordination of ser-
vices and events has improved.
Conclusion: The value of the Nephrology Risky huddle in incident
reporting and discussion of near misses and adverse medication events
can be used to identify the root cause of patterns of events. Empowerment
and shared leadership across health care teams facilitates transparency,
respect, compassion for patients, families and colleagues. The
Nephrology risky huddle continues to identify learning opportunities cre-
ating a safer culture.

IPN11986-96 A CASE OF CHRONIC TUBULOINTERSTITIAL
NEPHRITIS ASSOCIATED WITH ACUTE KIDNEY INJURY

S. Nunokawa 1, E. Tanaka 1, S. Ono 2, I. Hada 1, N. Tada 2, Z. Kiuchi 1, K.
Nakajima 3, A. Shimizu 4, K. Yan 1

1 Department of Pediatrics, Kyorin university hospital - Japan,
2 Department of Pediatrics, Tsuchiura Kyodo General Hospital -
Japan, 3 Department of Pediatrics, JA Toride Medical Center - Japan,
4 Department of Analytic Human Pathology, Nippon Medical School -
Japan

Introduction: Chronic tubulointerstitial nephritis (CTIN), a rare
disease in children, occurs by various causes, including genetic
disorders. A lack of specific clinical signs of CTIN impedes early
diagnosis, thereby often leading to irreversible renal dysfunction
at the time of diagnosis. Moreover, acute kidney injury (AKI) is a
worsening factor in CTIN.
Case: A 14-year-old girl was found to have anemia at school
medical checkup and referred to our hospital. Her examination
was as follows: hemoglobin, 10.3 g/dL; serum creatinine, 1.0
mg/dL; urinary β2MG, 990 μg/L; no proteinuria and no hematu-
ria. Kidney ultrasonography revealed no abnormal findings. One
year later, her serum creatinine elevated to 1.3 mg/dL, and urinary
β2MG increased to 1550 μg/L. Blood tests showed no immuno-
logical abnormalities. She had no disorders in other organs, in-
cluding uveitis, lymph nodes swelling, and pulmonary diseases.
Renal biopsy revealed interstitial fibrosis with inflammatory cells
in 20-30% of stroma with multi-layered renal tubular basement
membrane and 50% of collapsed glomeruli. Immunofluorescence
showed negative study. Methylprednisolone pulse therapy (MPT)
initiated, followed by oral prednisolone, which led to recovery of
serum creatinine (1.1 mg/dL). Oral prednisolone was tapered,
combined with olmesartan for hypertension. One month later,
she presented significant edema, and serum creatinine elevated
to 2.16 mg/dL. She was treated with MPT again, followed by
oral prednisolone with increased dose. 2nd renal biopsy revealed
interstitial fibrosis of 70% stroma. Her serum creatinine was re-
covered (1.8 mg/dL) after MPT.
Discussion: Although a cause of CTIN and pathomechanism of AKI in
this case are still unknown, the treatment of AKI with glucocorticoid
therapy was effective. Since this case presented anemia at the early stage,
we are now studying gene analysis related to autosomal dominant
tubulointerstitial kidney disease, including REN gene mutation.
Conclusion: Early detection of AKI is important to improve renal prog-
nosis in CTIN patients.
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IPN11987-97 GENETIC STUDY OF BRAZILIAN PATIENTS
WITH NEPHROPATHIC CYSTINOSIS

M.H. Vaisbich 1, F. Macaferri Da Fonseca 2, J. Caires De Oliveira 1, A.
Rangel-Santos 1

1 Instituto da Criança - University of Sao Paulo - Brazil, 2 Instituto da
Criança - University of SaoPaulo - Brazil

Introduction: Nephropathic Cystinosis (NC) is a systemic, progressive
and severe rare genetic disease due to CTNS mutations. The most com-
mon 57kb deletion in Caucasian patients, has not been frequently found
in other populations. Brazilians have a wide spectrum of ancestors and a
high rate of miscegenation. The genetic pattern of NC in Brazilian pa-
tients is currently unknown. This study intended to search for the 57-kb
deletion, and to screen the coding regions, the exon-intron boundaries,
and region promoter of the CTNS, SHPK, TRPV1 and TAX1BP3 for
mutations in Brazilian CN patients.
Material and Methods: This is a single center study including Brazilian
patients with NC with long-term follow up. Forty-seven patients from un-
related families were evaluated. The genes were sequenced using targeted
sequencing performed with Nextera®XT DNA Library Preparation Kit
(Illumina, San Diego, CA, USA). Variants were identified using Platypus
software and annotated using Annovar. The impact of the variants on the
protein function was verified using in silico prediction tools. A possible
genotype-phenotype relation was also investigated. The score of severity
was based on age of onset, and type and severity of manifestations.
Results: The 57-kb deletion was detected in 35 patients (74,4%), but only
4 patients in homozygous. The most common variant was
c.382C>T:p.Gln128Ter, present in 6 patients in homozygous and 7 pa-
tients in heterozygous. This variant is considered pathogenic. Genetic
studies using targeted sequencing of 4 genes identified in CTNS two
stopgain variants (c.457A>T:p.Lys153Ter, c.15G>A:p.Trp5Ter), two
missense variants, (c.1A>C:p.Met1Leu, c.518A>G:p.Tyr173Cys), one
frameshift (c.158delC:p.Thr53fs) and two splice site (c.225+3A>T,
c.62-2A>G). Two heterozygous TRPV1 variants were observed in three
patients [c.271C>T:p.Pro91Ser, c.254A>G:p.Gln85Arg (rs55916885)].
Conclusions: This is the first report on the mutational spectrum of NC in
Brazil and could be the basis for future genetic counseling. Brazilian pa-
tients have a similar panel of CTNS variants as Europeans and Americans.

IPN11988-98 THE USE OF CT ANGIOGRAM IN DETECTING
TRANSPLANTRENALARTERYSTENOSIS [TRAS] INCHILDREN.

P. Prasad , F. Gamston , M. Muorah , D. Milford , S. Mcguirk , S. Stephens
Birmingham Women's and Children's NHS Foundation Trust - United
Kingdom

Introduction: Transplant Renal Artery Stenosis [TRAS] is a recognised
complication, mostly occurring within the first 6 months post renal trans-
plant and a 4.6% paediatric prevalence rate. 1-5% of cases have hyper-
tension but other presenting features can include graft dysfunction and
fluid retention. If left unrecognised or untreated TRAS can lead to graft
failure. Doppler ultrasound (USS) is the standard screening tool but renal
angiogram gives the definitive diagnosis. We reviewed our centre’s recent
practice using CT angiogram for detecting TRAS.
Material & Methods: Patients who had a CT angiogram were selected
from our renal transplant database. Their medical records and images were
reviewed. Points of interest included the indications for a CTangiogram, any
reduction in antihypertensive medications following angioplasty and looking
for any complications such as contrast induced nephropathy.
Results: 6 (3 boys) patients aged 5yrs to 16 years were identified, 3 were
living-related transplants. Patients underwent a CT angiogram within 6
weeks to 8 months post renal transplant. All 6 patients had hypertension, 2
had renal bruits and 1 patient had parvus tardus on USS. 4 patients had
TRAS on their CT angiogram and underwent a renal angiogram, 3 having

had a normal Doppler USS. Of these, 3 patients had proven TRAS requiring
angioplasty. The reduction in anti-hypertensivemedication following angio-
plasty was variable. No patients developed contrast induced nephropathy. 1
patient required a stent insertion and anti-platelet therapy due to
a pseudoaneurysmal dilatation.
Conclusions: TRAS is a recognised complication of renal transplantation
leading to hypertension and graft failure. Our centre demonstrated CT an-
giogram had correctly identified TRAS in 3 out of 4 patients. Angioplasty
led to a reduction in anti-hypertensive medication and improved graft func-
tion. There were no cases of contrast induced nephropathy.

I PN11989 - 9 9 OUTCOME OF PED İATR İC RENAL
TRANSPLANT İN PATİENTS WİTH CİLİOPATHİES

S. Taner 1, I. Kaplan Bulut 1, A. Keskinoglu 1, T.O. Sezer 2, C. Kabasakal 1
1 Ege University Faculty of Medicine, Pediatric Nephrology - Turkey,
2 Ege University Faculty of Medicine, Surgery - Turkey

Introduction: Ciliopathies are a group of genetic disorders causing de-
fective cilia formation or function. Spectrum of renal diseases consists of
a heterogenous group of disorders classified as polycystic kidney disease,
nephronophthisis-medullary cystic kidney diseases and cystic renal dys-
plasia. In this paper, we reported the outcome of renal transplantation in
this large group of diseases.
Material and methods: Patients who underwent renal transplantation <
18 years of age at Ege University Pediatric Nephrology Department eval-
uated retrospectively. Thirty-two patients with a diagnosis of ciliopathy
included in the study.
Results: The primary diagnoses were nephronophthisis-medullary cystic
kidney diseases in 12 patients, polycystic kidney disease in 10 and cystic
renal dysplasia in 10. Eighteen of the patients were female and 14weremale.
They were followed-up with a mean period of 5.9±4.1 years. Patients’mean
age at the time of transplantation was 11.1±3.5 years. Sixteen of the donors
were deceased (%50). ATG was used in 26 patients (% 81.2) and
Basiliximab in 6 (%18.8) as an induction therapy. Nineteen patients
(59,4%) were commenced on tacrolimus+ mycophenolic acid, 13 (40,6%)
on cyclosporine+ mycophenolic acid as maintenance. Three patients needed
dialysis session in the 1st week after the transplantation and accepted as
delayed graft function. Four patients (12.5%) had acute rejection, 2 (6.3%)
had chronic rejection during their follow-up. Themean creatinine level of the
patients at the last visit was 0.9± 0.3 mg/dL. The mean creatinine level in
cadaveric donors was 0.7±0.2 and in living donors 1.0±0.2 mg/dl (p<0.05).
Two patients who were siblings, had graft loss during follow-up.
Conclusion: Renal transplant is a safe method of renal replacement ther-
apy and provides good graft function in patients with ciliopathies.

IPN11990-91 VARIATIONS IN SCL34A1 PREDOMINATE ON
WHOLE EXOME SEQUENCING (WES) IN ISOLATED
NEPHROLITHIASIS

A. Mandal , J. Meena , P. Khandelwal , A. Sinha , P. Hari , A. Bagga
All India Institute of Medical Sciences, New Delhi - India

Introduction: Despite extensive metabolic evaluation, the underlying
cause of nephrolithiasis is unclear in most patients. Diagnosis of an un-
derlying cause might enable specific therapy and prevent recurrences.
Methods: We conducted WES focussing on 61 genes in patients <18-
year-old with nephrolithiasis. Metabolic evaluation for nephrolithiasis
was performed. Patients with nephrocalcinosis were excluded.
Results: 45 patients (28 boys) aged 9.4±3.7 years were included. Stones
were bilateral (38%), recurrent (27%), familial (31%) and/or required
intervention (58%). Metabolic abnormalities included hyperoxaluria
(>45 mg/1.73 m2 in 48.8%; >100 mg/1.73 m2 in 16%), hypercalciuria
(26.6%), hyperuricosuria (2.2%) and cystinuria (2.2%); none had
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hypocitraturia. No metabolic abnormality was found in 40%. WES, per-
formed at mean coverage 98.4% and 79X depth, led to genetic diagnosis
in 28.8% (13 patients; 14 genes). Novel variants comprised 8 of 14 (57%)
variants. Six patients had likely pathogenic variants in SLC34A1 (n=3),
ATP6V1B1, SLC3A1 and SLC7A9 (1 each). Eight variants of unknown
significance were found in 7 patients, in SLC34A1 (n=2), SLC4A1 (n=2),
ATP6V1B1, ADCY10, XDH and CLDN16. Two variants (CLDN16 and
SLC7A9) were homozygous. SLC34A1 was most commonly affected
(11% patients). Significant variants in AGXT, GRHPR, HOGA1 were
not found in patients with hyperoxaluria. Compared to a public database
of ethnically matched controls, patients with hyperoxaluria had signifi-
cantly higher allele frequency of novel SLC26A1 polymorphism
rs375888392 (0.019 vs. 0.09; OR=4.78; P=0.004) and rs369163740
(0.018 vs. 0.09; OR=4.78; P=0.003).
Conclusion: Monogenic etiology of nephrolithiasis was identified in
28.8% children; dominant mutations in the sodium-phosphate transporter
SLC34A1 are common. Hyperoxaluria was found in a high proportion of
children and might be attributed to polymorphisms in SLC26A1 gene that
regulates cellular oxalate transport.

IPN11992-93 ACCESS TO ECULIZUMAB ACROSS EUROPE

M.Malina 1, V. Tasic 2, N. Sheerin 1, D. Kavanagh 1, N. Van De Kar 3, F.
Schaefer 4
1 National Renal Complement Therapeutics Centre, Newcastle upon Tyne
Hospitals NHS Foundation Trust, Newcastle upon Tyne - United
Kingdom, 2 University Children's Hospital, Skopje - Macedonia, The
Former Yugoslav Republic of, 3 Radboud Institute for Molecular Life
Sciences, Amalia Children's Hospital, Department of Pediatric
Nephrology, Radboud University Medical Center, Nijmegen -
Netherlands, 4 Heidelberg University Hospital, Heidelberg - Germany

Introduction: Atypical haemolytic uremic syndrome (aHUS) is an ultra-
rare disease with historically very unfavourable outcomes. The prognosis
profoundly changed with the advent of the monoclonal antibody
eculizumab, which blocks the overactive alternative complement path-
way. The very high cost of eculizumab limits access to this curative
treatment, particularly in countries with limited resources. To chart in-
equalities of access within Europe and identify potential measures to cope
with restricted supplies, the European Reference Network for Rare
Kidney Diseases (ERKNet) initiated a survey among paediatric and adult
nephrologists across Europe.
Methods: An online survey was performed in April and May 2019
among members of the ERKNet consortium, who were requested to
forward the questionnaire link to colleagues in other European countries
who treat aHUS patients. The survey comprised 20 questions regarding
availability of aHUS diagnostic services and eculizumab availability,
commissioning, administration and discontinuation.
Results: 86 individual responses from 44 European countries were
received. All responding units have access to specialized diagnos-
tic centres providing anti-FH antibody screening, genetic and
complement analysis. Eculizumab is available in 30 countries,
including all EU countries except Romania and Bulgaria.
Availability is associated with GDP, with a cut-off around
25,000 USD per capita. National referral centres are in place in
10 countries and binding national treatment policies in 14 coun-
tries. 30% of the respondents electively discontinue Eculizumab in
most cases or have a time restricted prospective treatment plan in
place. 34% discontinue treatment in some patients, based on in-
dividual assessment. 38% of respondents tend to stretch the dos-
ing interval while monitoring possible markers of relapse.
Conclusion: Eculizumab is currently available in two thirds of European
countries; availability is closely linked to macroeconomic strength.
Acknowledgments: to all participants of the survey, who will be named
on the poster

IPN11993-94 THROMBOEMBOLIC COMPLICATIONS
DURING NEPHROTIC SYNDROME IN CHILDREN

A. Boussetta, N. Kharbach, O. Naija, D. Louati, M. Jellouli, T. Gargah
Pediatric Nephrology Departement, Charles Nicolle Hospital - Tunisia

Introduction: Thromboembolic events complicating nephrotic syn-
drome in children are rare, but can compromise the vital and functional
prognosis. The purpose of our study is to specify the characteristics of
thromboembolic events during nephrotic syndrome in children.
Materials andmethods:Retrospective study over 11 years (2008-2019),
based on patient records taken at the pediatric nephrology department at
Charles Nicolle Hospital in Tunis.
Results: In total, 8 patients were included in our study, 7 boys and one
girl. The average age was 5 years old. These were steroid-sensitive ne-
phrotic syndrome in 6 cases and steroid-resistant nephrotic syndrome in 2
cases. The average protein level was 47 g / l with an average albumin
level of 17 g / l. Renal function was normal in all cases. Seven venous
thromboses including 5 cerebral thrombophlebitis, pulmonary embolism
and thrombosis of the renal vein have been identified. Arterial thrombosis
concerned the humeral artery in the other case. The treatment was based
on heparin therapy in all cases relayed by the anti-vitamin K in 7 cases,
and preceded by thrombolysis in one case. The evolution was good in 7
cases. One patient died of massive pulmonary embolism.
Conclusion: Vascular thrombosis remains a serious complication during
nephrotic syndrome in children. Early diagnosis is necessary to establish
effective anticoagulant therapy and prevent the spread of thrombosis.

IPN11994-95 ORAL VERSUS INTRAVENOUS PULSE
CYCLOPHOSPHAMIDE THERAPY IN CHILDREN WITH
STEROID SENSITIVE NEPHROTIC SYNDROME

A. Dymond , S. Hegde
Children's Kidney Centre, University Hospital of Wales, Cardiff - United
Kingdom

Introduction: Significant numbers of children with steroid sensitive ne-
phrotic syndrome (SSNS) have frequent relapses, steroid dependency or both.
Cyclophosphamide is a commonly used therapy for these patients, orally or
intravenously (pulsed), with conflicting evidence regarding the efficacy and
safety of both routes. We retrospectively compared the side effects and effi-
cacy of oral and intravenous cyclophosphamide in our patient group.
Material & Methods: All patients at our tertiary nephrology centre in
South Wales with SSNS (steroid dependant, frequent relapsing or both)
who received oral or intravenous pulse cyclophosphamide between 2008
and 2017 were eligible. Patients received intravenous cyclophosphamide
monthly for 6 months or daily oral cyclophosphamide for 8 weeks. All
patients had full blood count monitoring as per local policy.
Results: 25 patients were indentified; 16 oral and 9 intravenous.
Demographics were comparable between the two groups. Patients were
followed up regularly post treatment; mean period 33 months. The cumu-
lative dose of oral cyclophosphamide was 112mg/kg versus 106mg/kg
intravenously. All patients experienced a reduction in their steroid dose at
the end of treatment. 75% of patients in the oral group experienced con-
tinued remission compared to 28.5% in the intravenous group (small
sample size). Patients in the oral group relapsed less (18.7% Vs 22.2%)
and fewer remained on steroids (25% Vs 44%) at the last follow up. With
intravenous therapy 3 patients relapsed during treatment and 2 did not
complete therapy due to significant reactions. 18% of patients in the oral
group experienced neutropenia with a mean duration of 9 days compared
to 57% and 39 days with intravenous therapy.
Conclusions: Cyclophosphamide is an effective treatment for SSNS and
allows a reduction in steroid dose. Oral cyclophosphamide was more
effective with fewer relapses and higher likelihood of continued remis-
sion in our population with fewer side effects.
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I PN 11 9 9 5 - 9 6 STRATEGY TO ENABLE K IDNEY
TRANSPLANTATION IN CHILDREN ≤15KG AND RESULTS
OF FIRST 130 CASES
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Baptista 1, M.F. Carvalho 1, P. Koch Nogueira 2

1 Hospital Samaritano de São Paulo - Brazil, 2 Hospital Samaritano de
São Paulo and UIFESP - Escola Paulista de Medicina - Brazil

Introduction: Small children have less access to kidney transplant (KT).
We describe a strategy to accelerate KT in children≤15Kg and the results
of the first 130 transplants.
Methods: A pediatric KT center focused on small children was
established working with distant pediatric centers in medical care,
education, and research. Clinical care included hemodialysis, uri-
nary tract correction, multidisciplinary support, housing for pa-
tients, and shared clinical follow-up with distant centers. A med-
ical residency program was established, in addition to a hands-on
course, which included weekly teleconferences for clinical discus-
sion with distant centers.
Results of <18 years KT from 2009 to 2017 were the outcome. Children
were categorized according to weight at KT into Group 1 (≤15 kg) and
Group 2 (>15 kg). The number of small children KT in the country before
and after this strategy was estimated.
Results: In 9 years, 346 pediatric KTs were performed being 130 in
≤15 kg (37%). The median weight and age were 11.6 Kg (±2.1) and 3.8
years (±1.8) in G1 and 29.2 Kg (±12.3) and 11.6 years (±4.0) in G2.
Donor type (80% DD), donor age, CIT, HLA mismatches, delayed graft
function, the incidence of vascular thrombosis, PTLD, graft loss, and
death were similar between groups. Re-operation and re-hospitalization
prevailed in G1.
Patient survival at 1 and 5 years of KT was 97% and 95% in G1
and 99% and 96% in G2 whereas graft survival was 91% and
87% in group1 and 94% and 87% in G2, respectively (p=0.9).
After the onset of the strategy, the odds of a child<6 years old to undergo
KTwas statistically increased (OR=1.39, IC95%=1.05-1.85).
Conclusions: The strategy resulted in excellent KT results and was im-
portant to reduce the discrepancy in the access of small children to KT. It
could be useful in other countries.

IPN11996-97 EMBRACE POINT OF CARE ULTRASOUND AS
THE FIFTH PILLAR OF PHYSICAL EXAMINATION IN
PEDIATRIC NEPHROLOGY

H. Badeli
Rasht - Islamic Republic of Iran

Technological development changes and revolutionizes healthcare
dramatically and Ultrasound (US) has become one of the hot
topic of this development regarding its real-time assessment,
non-ionizing radiation, and cost-effectiveness. Nowadays, huge
and bulkiest devices with low quality images, which limited to
radiologic departments have been replaced by small, portable,
high quality devices, and distributed to other wards very close
to patient care.
Consequent to this advancement, clinicians who use these practical de-
vices dedicated their great experiences by producing videos and image
atlases as well as publishing articles and books. Therefore, these educa-
tional productions has now gone viral in the media. The easy accessibility
of the kidneys in the body, the convenient image acquisition, the small
size of the children(thin), the common occurrence of Congenital

Anomalies of the Kidney and the Urinary Tract (CAKUT) in childhood,
no irradiation, noninvasiveness and real time assessments show the im-
portance of performing point of care ultrasound(POCUS) in the field of
pediatric nephrology.
Despite the above-mentioned benefits and considering the attempts in
some medical schools to incorporate education in US medical school
curriculum to take advantage of POCUS learning, indeed the majority
of pediatric nephrology fellowship curriculum and many pediatric ne-
phrologists have not been applied it, yet.
Conclusion: As all nephrologists know the outstanding role of
US in their practice, this presentation attempted to clearly uncover
the real and potential challenges and obstacles which clinicians
encounter throughout doing POCUS. According to the experi-
ences, teaching POCUS by teamwork of national or international
expert clinicians is conceivable, therefore it is better to embrace
POCUS as the 20th century stethoscope and the fifth pillar of
physical examination.

IPN11997-98 OUTCOME OF HEMOLYTIC UREMIC
SYNDROME IN CHILDREN: A SINGLE CENTER
EXPERIENCE

V. Georgieva 1, K. Marits 1, X. Bai 2, P. Barany 1, A. Matussek 2, M.
Chromek 1

1 Division of Pediatrics, Department of Clinical Science, Intervention and
Technology, Karolinska Institutet and Karolinska University Hospital,
Stockholm - Sweden, 2 Division of Clinical Microbiology, Department
of Laboratory Medicine, Karolinska Institutet and Karolinska
University Hospital, Stockholm - Sweden

Introduction: Hemolytic uremic syndrome (HUS) is a leading
cause of acute kidney injury in children. Although the mortality
rate has decreased dramatically with the introduction of dialysis,
there is still a significant risk for short- and long-term complica-
tions. We sought to study the outcome and risk factors for compli-
cations of HUS at our tertiary center.
Material and methods: We performed a retrospective study of all
children treated for HUS from August 2014 to October 2018 at
Karolinska University Hospital, Stockholm. Acute phase and
follow-up data were collected from the patients’ medical records.
Results: Forty-two patients with HUS were identified. Thirty
(71%) of them were Shiga toxin producing Escherichia coli pos-
itive and the majority (55%) were positive for Shiga toxin 2.
None of these patients received diagnosis atypical HUS based
on the clinical course and complement analysis. Twenty-four chil-
dren (57%) required dialysis. Nine patients (21%) developed neu-
rological complication. No one died. Higher number of platelets
(p=0.0072) and creatinine (p=0.0212) on admission were associ-
ated with need of dialysis. At the last follow-up, median time 4
years after admission, 54% had renal sequelae. Out of them, 8
patients (29%) had albuminuria, two patients (7%) had hyperten-
sion and 9 patients (32%) had decreased glomerular filtration rate,
CKD (chronic kidney disease) stage 2-3. The patients who later
developed renal sequelae had significantly higher hemoglobin (p=
0.0407), white blood cells (p=0.024), platelets (p=0.0049) and
creatinine (p=0.0058) on admission and longer dialysis treatment
(p=0.0318) compared with patients who did not develop CKD.
Conclusions: Signs of hemoconcentration and leukocytosis on
admission were associated with acute complications and/or devel-
opment of CKD after HUS. Long-term follow-up is important for
all patients after HUS.
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IPN11998-99 CLINICAL UTILITY OF INTRA-RENAL
R E S I S T I V E I N D E X I N PA E D I AT R I C R E N A L
TRANSPLANTATION

P. Costa-Reis 1, E. Preka 2, S. Azam 3, G. Harris 3, T.Watson 4,M. Easty 4,
S. Marks 2

1 Department of Paediatric Nephrology, Great Ormond Street Hospital
for Children NHS Foundation Trust, London; Division of Pediatric
Nephrology, Hospital de Santa Maria, Lisbon - Portugal, 2 Department
of Paediatric Nephrology, Great Ormond Street Hospital for Children
NHS Foundation Trust, London - United Kingdom, 3 University
College London Great Ormond Street Institute of Child Health, London
- United Kingdom, 4 Department of Radiology, Great Ormond Street
Hospital for Children, London - United Kingdom

Introduction: Intra-renal resistive index (IRI) has been suggested as a
non-invasive method of predicting renal allograft outcomes. However,
there are conflicting reports about its clinical utility and data in children
are scarce. Our goal was to study the predictive value of IRI in acute
rejection and its utility in predicting long-term renal allograft outcomes
in paediatric renal transplant recipients (pRTR).
Material &methods:Retrospective clinical data from pRTR followed at
a single center were collected, including IRI immediately post-transplan-
tation, at times of renal allograft dysfunction and biopsies, and at last
evaluation. Exclusion criteria were transplant renal artery stenosis, vas-
cular thrombosis, moderate to severe hydronephrosis or perirenal com-
pression. Student’s t, Mann-Whitney U and Pearson correlations were
used for statistical analysis.
Results:We followed 210 pRTR (56% male; mean age at transplantation
8±6; range 1-18 years). Congenital anomalies of the kidney and urinary
tract were the main causes of end stage renal disease (53%), followed by
hereditary nephropathies (21%). Pre-emptive transplantation was accom-
plished in 31% of patients and a living-donor transplant occurred in 60%.
Patient and renal allograft survival was 99.5% and 95.2% respectively,
with a mean follow-up of 5±4 years.
154 renal transplant biopsies were performed due to renal allograft dys-
function. IRI was significantly higher in cases of acute humoral rejection
(p=0.04) and acute tubular necrosis (p<0.001) compared to normal biop-
sies. However, there were no differences between normal biopsies and
cases of acute T cell rejection. IRI immediately post-transplantation or
IRI>0.7 at any time-point visit did not predict renal allograft outcome.
Conclusions: IRI evaluated at time of renal allograft dysfunction was
significantly elevated in cases of humoral rejection and acute tubular
necrosis, but not in cases of T cell rejection. IRIs immediately post-
transplant andmeasured longitudinally did not seem to be good indicators
of renal allograft outcome.

IPN12000-74 INTEREST IN EARLY DETECTION OF KIDNEY
SIGNS IN CHILDREN IN DEVELOPING COUNTRIES

L.Y. Adonis Koffy , G. Diarrassouba , C.A. Niamien Attai , E. Bouah
Kamon Nasser , M.A. Ehilé Kacou
Unit of Pediatric Nephrology in Yopougon UTH in Felix Houphouet
Boigny University - Côte D'Ivoire

Introduction: The extent of kidney disease is underestimated, even more
so in developing countries and especially in children. The early detection
of these conditions is a real prevention against kidney failure, which care
in these countries is still difficult because too expensive. Also routine
screening for kidney disease in children is the most effective and acces-
sible way to prevent kidney failure in developing countries. During the
World Kidney Day (WKD) 2016, a research based on the early detection
of renal signs in children in schools in Côte d'Ivoire was conducted. The
overall goal was to assess the extent of these conditions and to prevent
progression to complications to reduce morbidity and mortality.

Material and method: This was a prospective and cross-sectional study
in schools. Students from selected institutions were included in the study
after prior parental consent. Adolescent girls in periods of menstruation or
pregnancy were excluded. Screening was done by measuring anthropo-
metric constants, blood pressure, and the use of 10 parameters of urinary
strips (US).
Results: 8468 students were screened. The sex ratio was 0.84. The
age group 10-14 was predominant (51.49%) and the average age
was 11 years. There was hypertension in 1.21%. 3.44% of the
children were obese and 6.62% were overweight. US screening
was positive in 11.09% with hematuria (2.69%), proteinuria
(12.51%), suspicion of urinary tract infection (6.21%), suspicion
of glomerular lesion ( 4.34%) and a suspicion of diabetes
(1.64%). Conclusion: 939 children had an abnormality in the
US. This simple tool is not used frequently in our environment
and should be popularized during systematic medical visits in
schools. The detection of these signs would allow early diagnosis
and treatment of kidney disease, thus providing prevention of
kidney failure in the child and future adult. Key words: mass
screening, kidney disease, World Kidney Day, child, Ivory Coast.

I PN1 2 0 0 1 - 7 5 STRONGYLOIDES STERCORAL I S
H Y P E R I N F E C T I O N I N A C H I L D W I T H
MEMBRANOPROLIFERATIVE GLOMERULONEPHRITIS

A. Marcellino , L. Lucchetti , A. Morace , M. Greco , A. Gianviti , B.
Ruggiero , F. Emma , L. Massella
Nephrology and Dialysis Unit, Bambino Gesù Children's Hospital, Rome
- Italy

Introduction: Strongyloides Stercoralis infection has been rarely de-
scribed in immunocompromised patients with renal diseases.
Material & methods: A 7-year-old adopted Bolivian girl, that ar-
rived in Italy one year before, was transferred to our Unit with
severe nephrotic syndrome, erythematous rash, low C3 and
microhematuria. She had been taking oral prednisone 60 mg/mq
b.i.d. for 4 weeks without achieving remission. Renal function
was normal. Renal biopsy showed a membranoproliferative glo-
merulonephritis with C3 deposits. She received three 750 mg/mq
i.v. methylprednisolone pulses and began treatment with mofetil
mycofenolate (MMF). After two weeks, MMF was stopped be-
cause of a severe aphthous stomatitis. A few days later, fever
(40°C) and dyspnea with important oxygen requirements devel-
oped. CT scan showed diffuse ground glass opacities with bilat-
eral nodules and BAL was positive for CMV and Enterococcus
Faecium. The latter was also found in blood culture. Gancyclovir,
Vancomycin and Tigecycline were started with partial improve-
ment. Diarrhoea, abdominal pain and dramatic worsening of her general
conditions developed in the following week. Unexpectantly, very high
amounts of Strongyloides Stercoralis L3 larvae were observed.
Prednisone was stopped. Oral albendazole and ivermectin were started.
Results: After one week of treatment, general conditions improved, ab-
dominal pain disappeared, and diarrhoea gradually decreased.
Strongyloides larvae persisted in stool samples for nearly 3 weeks.
Renal involvement slightly improved and she was discharged with bi-
weekly albumin infusions. Two month later, she does no longer require
albumin infusions, but has persistent nephrotic range proteinuria.
Immunosuppressive drugs have not yet been restarted.
Conclusions: This case adds to the recent literature reporting in-
creasing number of life-threatening disseminated infections with
Strongyloides Stercoralis in immunocompromised patients, partic-
ularly when treated with high doses of steroids. These parasites
should be searched in patients coming from endemic areas. The
contribution of the parasitic infection to renal disease in this case
remains unclear.

Pediatr Nephrol (2019) 34:1 –8 01 22 2 62148



IPN12002-76 RENAL INVOLVEMENT IN PEDIATRIC
SYSTEMIC LUPUS ERYTHEMATOSUS: LONG-TERM
FOLLOW-UP IN MONOCENTRIC COHORT

G. Costagliola , G. Maiorino , G. Sangriso , I. Trambusti , F. Massei , L.
Luti , D. Peroni , R. Consolini
University of Pisa - Italy

Background: Patients with pediatric-onset Systemic Lupus
Erythematosus (pSLE) have a higher probability of developing renal
involvement compared to patients with adult-onset disease. The aim of
this study is to identify key issues useful to improve the knowledge, and
therefore the management and prevention, of the renal manifestations in
pSLE patients.
Methods: Retrospective analysis performed on 17 patients diagnosed
with pSLE according to ACR criteria of 1999 and renal involvement.
For each patient the other clinical features of pSLE, the time to diagnosis,
the development of renal damage (nephrotic syndrome, end stage renal
disease) and the treatments received were analyzed.
Results: The mean age at disease onset was 14,5±1,7 years. The mean
time to diagnosis was 15,8±20,4 months, and the mean duration of
follow-up was 14,6±7,3 years. Nine (9) patients showed renal involve-
ment at onset, while the other patients developed it after a mean of 3,5
±3,2 years from disease onset. Patients with nephritis at onset showed, in
5 cases, concomitant hematologic involvement (cytopenias). Out of the 8
patients which developed nephritis during follow-up, 6 (75%) had arthri-
tis at disease onset. During follow-up, 7 patients developed nephrotic
syndrome and 3 end stage renal disease, requiring dialytic treatment.
Concerning therapy, the most widely used drug were azathioprine and
mycophenolate (10) followed by cyclophosphamide (9), while rituximab,
methotrexate and cyclosporine were used each in 3 patients.
Conclusion: Renal involvement is common in pSLE, and is associated
with a severe disease course and a poor disease outcome. It frequently
occurs at disease onset or in the first years after diagnosis, leading to a
considerable probability of developing non reversible organ damage.
Patients with arthritis at disease onset seem more likely to develop renal
involvement. The therapeutic approach in pediatric age is still heteroge-
neous and influenced by the systemic clinical picture, and needs to be
optimized.

I P N 1 2 0 0 3 - 7 7 T H E C L I N I C A L AND GEN E T I C
HETEROGENEITY OF CHINESE CHILDREN WITH TTC21B
MUTATION CAUSED NEPHRONOPHTHISIS-RELATED
CILIOPATHIES

L. Sun 1, X. Kuang 1, J. Zhang 1, C. Huang 2, Y. Kang 1, S. Hao 1, W.
Huang 1

1 Department of Nephrology and Rheumatology, Shanghai Children’s
Hospital, Shanghai Jiaotong University, Shanghai - China, 2 Shanghai
Institute of Precision Medicine, Ninth People's Hospital, Shanghai Jiao
Tong University School of Medicine, Shanghai - China

Abstract
Introduction: To investigate the clinical and genetic character of Chinese
children with TTC21B mutations caused NPHP-RC, we reported six
Chinese paediatric cases with end-stage renal disease (ESRD).
Material & methods: Next generation sequencing was performed to
detect possible gene mutation with early-onset ESRD. Collecting and
analyzing clinical data of children with TTC21B mutations, which in-
cluded onset age, clinical symptom, and renal biopsy pathology. We
performed in vivo functional validation studies on TTC21B mutation
using the knock-out mouse model.
Results: The six cases all had early-onset proteinuria and abnormal renal
function. Two of them presented with situs inversus. Median age at the
onset of renal impairment was 22 (range, 10-48) months. All patients

progressed to ESRD within a median of 10 (range, 2-84) months after
the onset. Renal pathology revealed focal segmental glomerular sclerosis
(FSGS) with tubulointerstitial lesions in all 3 patients who were per-
formed kidney biopsy. The TTC21B gene mutation was detected in 6
children, among which 2 patients carried compound heterozygous
mutation(c.1552T>C and c.1231C>T), and 2 patients carried compound
heterozygous mutation(c.1552T>C and c.1675-1G>T), and 1 patient car-
ried mutation c.1552T>C and c.1327C>G ,and 1 patient carried mutation
c.1552T>C and c.530delA. Collectively, the mutation site of c.1552T>C
had high detection in all 6 patients which was predicted to be disease-
causing, and the knock-out mouse with c.1552T>C mutation was made
for further research. Three novel disease-causing TTC21B mutations
(c.1675-1G>T, c.1327C>G, c.530delA) were identified.
Conclusions: Mutations in TTC21B cause a range of NPHP-RC pheno-
types. The onset age is relatively small and the time progressed to ESRD
is short. FSGS with tubulointerstitial lesions is a main pathology type.
Though all 6 patients carried compound heterologous mutation, the site of
c.1552T>C was found in every patient. The site of c.1552T>C may be
mutation hotspot of in Chinese population, and under further functional
study.

IPN12004-78 LEARNING FROM ERRORS IN PAEDIATRIC
HEALTHCARE

S. Marks 1, J. Ooi 2
1 Institute of Child Health and Great Ormond Street Hospital, London -
United Kingdom, 2 Institute of Child Health and University College
London - United Kingdom

Introduction: Preventative measures are undertaken to avoid the occur-
rence of errors that may lead to adverse events and mortality.
Methods: This project had two parts: the first was a review, summary,
and analysis of patient mortality data for three patient groups at a single
centre from 2000 to 2016, investigating some of the contributing and
modifiable factors. The second part investigated the culture that currently
surrounds errors in healthcare through a questionnaire and a focus group
session.
Results: No trends were identified among the mortality data in
regard to contributing factors or modifiable factors. Modifiable
factors were identified in 18.9% (84 of 445) of cases. 48.8%
(41 of 84) were located in our single centre, 41.7% (35 of 84)
at other centres and 9.5% (8 of 84) in both. The questionnaire
revealed that implementing changes in healthcare is believed to lie
with those in management and leadership positions. Attitudes held
by individuals leads to variation in responses to clinical error
across teams and in the level of support offered to healthcare
professionals. The culture that surrounds errors is not constant
across teams and is still viewed as a ‘blame culture’ by many.
Conclusions: The results of this study can be used to allay fears of
systematic errors at our institution and direct future changes to the way
teams respond to errors and work together to create environments that
support staff and encourage learning.

IPN12005-79 ANALYSIS OF ZINC BLOOD CONCENTRATIONS
IN PAEDIATRIC TRANSPLANT PATIENTS

T. Joyce , G. Walsh , J. Clothier , N. Ware , H. Jones
Department of Paediatric Nephrology, Evelina London Children’s
Hospital, London SE1 7EH - United Kingdom

Introduction: Zinc is an essential trace element and is a component
of over 300 enzymes. A deficiency of zinc is known to negatively
impact upon growth, wound healing, appetite and skin health. Zinc
blood concentrations are routinely measured in our paediatric
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transplant, dialysis and chronic kidney disease patients. As recent
data is lacking in the paediatric transplant patient group this study
aimed to investigate zinc blood concentrations in our paediatric
transplant patients.
Methods: Retrospective review for zinc blood concentrations since
July 2018. Data is displayed as median (IQ1, IQ3). The normal zinc
reference range at our centre is 11-19μmol/L.
Results: Zinc blood concentrations were available for 74 children
(48 boys) with median (IQ1,IQ3) age 14.0 (10.6,16.0) years.
There were 48 white, 14 Asian, 7 black and 5 mixed/other
ethnicity. Median eGFR was 53 (45,64)ml/min/1.73m2. Zinc
concentrations were measured a median (range) of 51 (6-178)
mon ths pos t t r ansp l an t and r anged be tween 6 .5 and
13.6μmol/L (median 10.8 (9.5,11.5)μmol/L). Forty-two (57%)
had zinc concentrations below the reference range (12%
<9μmol/L) with the remainder within normal range. Five chil-
dren were dependent on enteral feeds/oral nutritional supple-
ments (ONS). All had zinc blood concentrations (range 8.0-
10.1μmol/L) below the reference range. The enteral feeds/ONS
provided >100% of the RNI for zinc.
There was evidence that four children were receiving a micronu-
trient supplement which contained zinc. Two of these had low
zinc blood concentrations (9.0, 10.6μmol/L) with supplements
providing 4mg and 15mg Zn daily (RNI 9mg/d). There was no
evidence of a correlation between time post transplant and zinc
concentrations.
Conclusions: Low zinc blood concentrations are common, seen in 57%
of our studied paediatric kidney transplant recipients. Further study is
required to understand the clinical significance of zinc blood concentra-
tions to determine if routine monitoring and zinc supplementation in
required.

IPN12006-80 URINARY TRACT INFECTIONS IN INFANTS
WITH HIGH GRADE VESICOURETERAL REFLUX (VUR) – A
MULTICENTER PROSPECTIVE STUDY.

A. Kranz , A. Zurowska
Medical University of Gdańsk - Poland

Introduction: High grade VUR (III-V) is associated with the de-
velopment of hypertension or end stage renal disease due to ac-
companying renal dysplasia and scarring following urinary tract
infections (UTI).
Aim: To assess the frequency of UTI in the first year of life in infants with
III-V VUR and identify potential risk factors.
Material & methods:a prospective study was performed at 6 uni-
versity centres in Poland identifying consecutive children with III-
V VUR diagnosed in the first 12 months of life. Age at initial
UTI was assessed and risk factors associated with their develop-
ment analyzed.
Results: 218 infants (137 boys/81 girls) were included in the study:
25,7% with grade III, 34,8% grade IV and 39,5% grade V. Primary
VUR was predominant (87,6%). 126 infants demonstrated bilateral
and 92 unilateral VUR.UTI developed during the first year of life
in 120/218 infants (55,0%); 22/120 (20%) demonstrated urosepsis.
Kaplan-Meyer analysis showed that 29% of total cohort develop
UTI/sepsis by 2 months of age. Median time of initial UTI was 8
weeks. UTI’s were distributed equally among infants with grade III
(64%) vs. IV-V (51.8%); with unilateral(58.7%) vs. bilateral
(52,4%) VUR and in those with secondary (63%) vs. primary
VUR (54%). UTI was significantly more common in girls
(77,8%) vs. boys (42%)[p<0.0001].
Conclusion:UTI’s complicate high grade VUR in only 55% of infants.
The initial UTI frequently occurs early in the first 2 months of life and is
more common in girls ( 77%).

IPN12007-81 RITUXIMAB PLUS MYCOPHENOLATE
MOFETILVERSUS RITUXIMAB PLUS CYCLOSPORINE FOR
TREATMENT OF STEROID-RESISTANT NEPHROTIC
SYNDROME.

M. Mazaheri 1, F. Assadi 2, F. Ghane Sharbaf 3
1 Semnan - Iran, Islamic Republic of, 2 Chicago - United States,
3Mashhad University of Medical Sciences - Islamic Republic of Iran

Introduction: Rituximab (RTX) and mycophenolate mofetil (MMF) and
RTX and cyclosporine A (CsA) are currently used to treat children with
steroid-resistant nephrotic syndrome (SRNS). Whether RTX/MMF
would result in better clinical outcomes than RTX/CsA is not clear.
Material&Methods:We randomly assigned 240 children with SRNS in
a 1:1 ratio to either receive MMF 0.5g/m2/day (n=104) or CsA (3 mg/kg/
day (n=106) for 12 months after weekly injections of RTX (375mg/m2)
for 1-4 weeks. The primary and secondary endpoints were relapse-free
survival rate and median time to first relapse, respectively.
Results: Baseline characteristics were similar between the 2 groups. At
the baseline, all patients expressed complete B cell reconstitution (CD19+

B cells >1% of the total peripheral blood lymphocytes) and received RTX
injections. One-year relapse-free survival were 87% for RTX/MMF and
65% for RTX/CsA, which was a statistically significant different in favor
of RTX/MMF (p=0.2). Median relapse-free survival was longer for pa-
tients who received RTX/MMF (9 months) compared with those who
received RTX/CsA (5 months) (p<0.01). The median time to B cell re-
constitution was also longer in RTX/MMF patients (8.6 months) than in
RTX/CsA patients (5.2 months) (p=0.04).
There was a tendency towards a higher risk of relapse among children
younger than 2 years of the entire cohort [HR 2.01 (0.56-7.82)].
Conclusions: MMF maintenance therapy significantly prolongs relapse-
free survival rate following RTX induction in children with SRNS.
Keyword: Steroid-resistant nephrotic syndrome, Rituximab,
Mycophenolate mefetil, Cyclosporine A, B cell reconstitution

IPN12008-82 URINARY CALPROTECTIN IN EARLY
DETECTION OF AKI. A NOVEL METHOD TO DETECT AKI
MUCH EARLIER.

M. Moghtaderi
Associated Professor of Pediatric Nephrology, Chronic Kidney disease
resarch center, Tehran University of Medical science, Tehran, Islamic
Republic of Iran

Abstract
Background: Acute kidney injury (AKI) which is a very common
and important clinical condition is sometimes missed or lately rec-
ognized in children. Early diagnosis and treatment of AKI is very
important in respect of its outcomes. Urinary biomarkers can be
used to detect acute kidney injury (AKI) in its earlier stages (hence
early commencing of appropriate treatments) and also to distin-
guish between prerenal and renal AKI. In this study, we investigate
the accuracy of urinary calprotectin in comparison serum creatinine
in early detection of AKI and confirm its sensitivity and specifity
in this respect.
Methods: This is a cross-sectional study of 81 children admitted in pe-
diatric our intensive care unit (PICU). All children were admitted in PICU
ageing from 1-10 years in April to October 2018. Serum BUN and cre-
atinine and urine calprotectin measured in the first and third days com-
paring with each other. Renal function and electrolytes was also moni-
tored carefully.
Results: 81 children admitted in PICU enrolled this study. 67 of patients
(83%) had AKI. 62% of children were girl and 38% boy with the mean
age of 24 months. Analysis of the data showed that the sensitivity of
calprotectin in detecting of AKI was 92.5% and its specifity was 92.8%.
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Conclusion: Urinary level of calprotectin is a very sensitive bio-
marker in early diagnosis of AKI in children and can be used in
intensive care units or any critically ill children to detect AKI and
beginning the appropriate treatments earlier preventing serious
sequels.
Keyword: acute kidney injury, calprotectin, serum creatinine

IPN12009-83 GLOMURELAR HYPERFILTRATION IN
CHILDREN WITH SICKLE CELL DISEASE

E. Rollot 1, T. Khalifeh 1, D. Laurène 2

1 Pediatric Departement, University Hospital of Poitiers, Poitiers -
France, 2 Pediatric Departement, University Hospital of Nantes, Nantes
- France

Introduction:With therapeutic improvements in sickle cell disease
(SCD) new chronic complications have emerged like chronic kid-
ney disease. First sign of sickle cell nephropathy is Glomerular
Hyperfiltration (GHF), which begins early in the childhood. The
goal of this study was to characterize pediatric SCD patients who
present GHF.
Material and methods: This observational, retrospective and
monocentric study included SCD patients followed in Pediatric
Department of Poitiers Hospital (France) between July 2011 and
March 2018. Estimated GFR (eGFR) was calculated by using
Schwartz Formula 2009. The GHF definition was an eGFR superior
to + 1SD according to the last KDOQI guidelines. Characteristics of
two different patient groups with GHF (group A) or without GHF
(group B) were compared using Student’s t-test or Fisher’s exact
test. Secondly both groups were stratified by age: under and above
2 years old.
Results: Fifty-nine patients (36 females / 23 males) aged from 1 to 22
years were included. Forteen patients (23.7%) were in group A and 45 in
group B. All patients from group A had hemoglobin SS, whereas group B
patients had hemoglobin SS, SC or SB (p-value=0.038). The mean he-
moglobin in group A was lower than in group B (8.09 vs 9.25 g/dl, p-
value=0.003). Surprisingly the mean MCV in group Awas higher than in
group B (83.9 vs 76.5 fl, p-value=0.02). Among children under 2 years
old, the mean natremia in group Awas higher than in group B (139.4 vs
137 mmol/L, p-value=0.009).
Conclusions: Hemoglobin SS and low baseline hemoglobin in SCD
children, which are already known to be associated with the risk of pro-
teinuria, seem to be also a GHF risk factor. Moreover, we found for the
first time that natremia level in young children could play a role in GHF
and so should be a follow-up factor.
Keywords: glomerular hyperfiltration, sick cell disease

I P N 1 2 0 1 0 - 7 5 D E T E RM I N I N G T H E O P T IMA L
CHOLECALCIFEROL DOSING REGIMEN TO ACHIEVE
NORMALVITAMIN D LEVELS: A RANDOMISED TRIAL

A. Iyengar 1, N. Kamath 1, H. Reddy 1, S. Uthup 2, J. Sharma 3, J. Singhal
3, S. Ekambaram 4, R. Shroff 5
1 St John's Medical College Hospital, Bangalore - India, 2 Government
Medical College, Trivandrum - India, 3 KEM Hospital, Pune - India,
4 Mehta Children’s Hospital, Chennai - India, 5 Great Ormond Street
Hospital for Children NHS Foundation Trust, London, UK. - United
Kingdom

Introduction: 25-hydroxyvitamin D (25OHD) deficiency is common in
chronic kidney disease (CKD). Different treatment regimens are in use,
but not evidence-based. We studied oral cholecalciferol dosing regimen
required to achieve and maintain normal 25OHD levels and assess vita-
min D toxicity in children with CKD2-4.

Methods: An open label, multicentre randomized controlled trial
randomised children in CKD2-4 with 25OHD <75nMol/L to 3 treatment
arms - intensive phase: oral cholecalciferol as 3000IU daily, 25,000IU
weekly or 100,000IU monthly for 3-months followed by a maintenance
phase in those with 25OHD ≥75nMol/L giving 1000IU/day for 9-months.
Achieving and sustaining normal 25OHD and vitamin D toxicity was
studied.
Results: 150 children screened and 90 with deficiency randomised to
daily (n=30), weekly (n=29) and monthly (n=31) therapy. Age, gender,
renal disease, eGFR and 25OHD (median 45.75nMol/L (30, 63) levels
were comparable between groups.
Intensive phase: 73.5% achieved 25OHD >75nMol/L with no difference
between treatment arms at 3-months (p=0.9). Only 40% patients with
glomerular disease achieved normal 25OHD irrespective of the treatment
regimen (p=0.007). 25OHD levels did not correlate with CKD stage or
serum albumin. In those with 25OHD >75nMol/L, a decline in PTH was
observed (p=0.0002).
Maintenance phase: 59%, 64% and 74% maintained normal
25OHD at 3, 6 and 9months independent of aetiology or CKD
stage. In those who did not maintain normal 25OHD, eGFR re-
duced by 4.5 ml/1.73m2/min, p=0.005 only at 6months follow up.
Safety:2.5% had 25OHD >250nMol/L, and 15% developed hyper-
calcemia, but this did not correlate with 250HD levels. None had
hypercalciuria.
Conclusion: Irrespective of treatment regimen, intensive replacement
with oral cholecalciferol achieved normal 25OHD in 73% without toxic-
ity, however, with reduced doses during maintenance phase only 40%
sustained normal 25OHD levels. Children with glomerular disease may
need higher doses to achieve normal 25OHD. Failure to sustain normal
25OHD was associated with eGFR decline.

IPN12011-76 SUCCESSFUL TREATMENT OF SLE-
ASSOCIATED BRONCHIOLITIS OBLITERANS ORGANISING
PNEUMONIAWITH CYCLOSPORINE A AND PIRFENIDONE

L. Deng, Y. Zhang, Y. Chen, J. Zhou
Department of Pediatrics, Tongji Hospital, Tongji Medical College,
Huazhong University of Science and Technology - China

Background: It was reported that lung involvement in only 3% patients
at the onset of lupus with 7% patients developing lung manifestations
over the period of observation. Bronchiolitis obliterans organising pneu-
monia (BOOP) as an initial manifestation of lupus is a rare presentation,
especially in infant.
Case presentation: A 3-year-old boy with fever, shortness of breath,
facial erythema and proteinuria was admitted to our hospital. Work-
up suggested a diagnosis of active SLE with butterfly rash, anaemia,
positive ANA, positive anti-dsDNA, hypocomplementemia and
biopsy-proven Class V membranous lupus nephritis. On retrospec-
tive review of patient records, from 1 year prior to presentation, chest
CT consistent with BOOP was found, without any further autoim-
mune work-up. In our opinion, BOOP was the index presentation of
SLE. The patient was treated with corticosteroid combined with CTX
pulse for six months, and a decreased proteinuria was noted, howev-
er, dyspnea didn’t improve significantly. While continuing with cor-
ticosteroid therapy, we also put the patient on a daily regimen of
cyclosporine A and pirfenidone, a recently developed anti-
pulmonary fibrosis agent. Both drugs were administered orally, and
were so effective that we gradually decreased the dosage of cortico-
steroid. After eight months of treatment, a marked improvement in
symptoms and chest CT images was noted.
Conclusion: Prompt work-up for autoimmune diseases should be
considered in children with recurrent BOOP, and cyclosporine A
combined with pirfenidone is useful in the treatment of refractory
BOOP associated with collagen disease.
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IPN12012-77 DOUBLE AND TRIPLE BLOCKADE OF RAAS IN
PEDIATRIC ALPORT SYNDROME: EFFECTIVE TO DELAY
KIDNEY DAMAGE

M.Brambilla 1, A.Mastrangelo 2, J. Serafinelli 2, P.Mantovani 3, C. Pucci
1, A. Bosco 4, M. Giani 2, M. Costanza 5

1 Università degli Studi diMilano - Italy, 2 Pediatric Nephrology, Dialysis
and Transplant Unit, Fondazione IRCCS Cà Granda-Ospedale
Maggiore Policlinico, Milano - Italy, 3 Università degli Studi di Milano
Bicocca - Italy, 4 Università degli Studi dell'Insubria, Varese - Italy,
5 Milano - Italy

Background: The current standards of care for Alport syndrome
(AS) contemplate angiotensin-converting enzyme inhibition
(ACEi) and angiotensin receptor blockade (ARB). A reduction
in proteinuria has been demonstrated also with spironolattone
(SP). Our study aims to demonstrate that a sequential triple
Renin-Angiotensin-Aldosterone system (RAAS) blockade (ACEi,
ARB and SP) obtains a decrease or a stabilization of proteinuria
within 12 months in AS paediatric patients.
Materials and methods: retrospective study of 26 paediatric pa-
tients on ACEi. ARB and SP were sequentially added if protein-
uria increased by 50% of basal level. Clinical and laboratoristic
data were collected before the introduction of each drug and after
3 and 12 months and compared using Wilcoxon test.
Results: 46% patients were treated with ACEi, 27%with ACEi and ARB
and 27 % with ACEi, ARB and SP. The mean age at onset of treatment
was 9,19 ± 4,73 years. A significant reduction in proteinuria was ob-
served after 3 and 12 months in all groups: ACEi (p = 0,029 and
0,015), ACEi + ARB (p = 0.028 and 0.046) and ACEi + ARB + SP (p
= 0.063 and 0.0425). Creatinine clearance significantly decreased in the
double (158.25±32.01) and triple (135.68±28.31) treatment groups after
12 months (p = 0,0499 and 0,0180) respect to single blocade groub
(175.68±39.40), probably in part due to the progression of disease, but
it is still to be considered in normal range. Only one patient developed
mild hyperkaliemia (ACEi + ARB group). No life-treating side effects
were reordered. Among the group of patients treated with triple RAAS
blockade the average time between the introduction of first and third drug
were 5.5 +- 2.2 y.
Conclusion: Double and triple RAAS blocade is effective in reducing
proteinuria in children, without serious adverse effects. Nevertheless, we
suggest monitoring creatinine clearance and Kaliemia during follow-up.

IPN12013-78 C1Q NEPHROPATHY VS RENAL-LIMITED
LUPUS: A REPORT OF TWO CASES & REVIEW OF THE
LITERATURE

F.H. Alkhalifa , E.A. Alkhalifa , M.F. Kasem , N.H. Mohamed
King Fahad Specialist Hospital Dammam - Saudi Arabia

Background: C1q nephropathy (C1qN) is an uncommon form of
renal pathology in which there is dominance or codominance of
C1q mesangial deposits with absence of clinical & immunological
features of SLE.
Renal-limited Lupus is defined as the presence of typical renal histopath-
ological features of lupus-nephritis in a patient who is not demonstrating
any clinical or immunological evidence of SLE.
Although C1qN & renal-limited Lupus are considered 2 different entities
yet, in some cases, they do overlap, especially when there is full house
pattern by IF in renal biopsy with dominance of C1q deposits in absence
of diagnostic criteria for SLE.

Clinical cases: We are describing two cases in which patients’
biopsies demonstrated full-house pattern by IF & discuss the sig-
nificance of separating these two entities.
First case is 16 years old girl, who presented at age of 11 years
with RPGN, kidney biopsy revealed MPGN with crescent forma-
tion & full house pattern by IF. Despite absence of clinical or
immunological features, she was treated as lupus nephritis with
good response. Over the following 5 years, she continues to be in
remission with negative SLE autoantibodies. Till Feb 2019 when
she developed nephrotic range proteinuria with the negative clin-
ical & serological features of SLE. Kidney biopsy showed prolif-
erative glomerulonephritis with full house pattern on IF. The pat-
tern of the renal biopsies & patient clinical & serological behavior
goes more with renal-limited Lupus.
Second case is 3-year-old girl who presented with steroid resistant
nephrotic syndrome at the age of 18 months. Genetic study came
to be negative & renal biopsy revealed mesangial hyper cellular-
ity, full house pattern by IF with dominance of C1q deposits, &
mesangial dense immune complex deposits by electron microsco-
py consistent with the diagnosis of C1qN since the patient had no
features suggestive of SLE.

IPN12014-79 EARLY IDIOPATHIC NEPHROTIC SYNDROME
BELOW 1 YEAR OFAGE.

J. De Guillebon , T. Khalifeh , O. Niel , G. Deschenes
Hôpital Robert Debré, Pediatric Nephrology Department - 48, boulevard
Sérurier 75019 Paris - France

Introduction: One third of infantile nephrotic syndromes are not
caused by a genetic mutation and may have early idiopathic ne-
phrotic syndrome.
Material and methods: This multicentric retrospective cohort study
involved 13 paediatric nephrology departments across France. The
series included 32 patients (12 females, 20 males) presenting with
oedema due to nephrotic syndrome below 1 year of age (median
= 9.0 months, range 0.0-11.9). In 3 patients, the diagnosis of
nephrotic syndrome was done within the 1st month of life. A
premature birth was noted in 3 and 7 had a neonatal weight
below 2500 g.
Results: Three patients neither received steroids or immunosup-
pressive drugs: 2 underwent spontaneous remission and 1 with
cytomegalovirus infection was successfully treated with
valgancyclovir. A full steroid sensitivity within 4 weeks of oral
prednisone was observed in 12 patients and after intravenous
methylprednisolone in 3. A partial steroid sensitivity was ob-
served in 7 additional patients, of whom 5 reached a full remis-
sion with an immunosuppressive drug and 2 remained with a
significant proteinuria under prednisone and tacrolimus (both had
a negative genetic testing). Seven patients were considered as
steroid resistant, of whom 2 were rapidly sensitive to cyclospor-
ine, 1 died of infection but had a negative genetic testing, and 4
reached end stage renal disease. Out of these 4 patients, 3 re-
ceived a renal graft with a recurrence of massive proteinuria at
day 1 and the last patient died while on hemodialysis but had
negative genetic testing. Renal histology was available in 26 pa-
tients: 11 had minimal change, 8 diffuse mesangial proliferation
and 7 FSGS. Immunofluorescence was negative in 16, positive for
IgM in 5 and was not available in 5.
Conclusions: Idiopathic nephrotic syndrome can occur very early in life
with a high rate of steroid resistance and a death toll.
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IPN12015-80 IDIOPATHIC MEMBRANOUS NEPHROPATHY IN
CHILDREN BELOW 5 YEARS OF AGE: A REPORT OF TWO
CASES

M. Busutti 1, H. Debiec 2, M. Colucci 1, A. La Manna 3, L. Massella 1, L.
Lucchetti 1, A. Gargiulo 1, F. Diomedi Camassei 4, F. Emma 1, P. Ronco 5,
M. Vivarelli 1
1 Unit of Nephrology and Dialysis, Bambino Gesù Pediatric Hospital and
Research Center, Rome - Italy, 2 Sorbonne Université, Université Pierre
et Marie Curie Paris 06, and Institut National de la Santé et de la
Recherche Médicale, Unité Mixte de Recherche S1155, Paris - France,
3 Department of Pediatrics, University of Campania "Luigi Vanvitelli",
Naples - Italy, 4 Dep. of Laboratories - Pathology Unit, Bambino Gesù
Pediatric Hospital and Research Center, Rome - Italy, 5 Department of
Nephrology and Dialysis, Assistance Publique-Hôpitaux de Paris, Tenon
Hospital, Paris - France

Background: Idiopathic membranous nephropathy is a rare con-
dition in pediatric patients, accounting for approximately 10% of
cases of nephrotic syndrome with an age at onset of 15 years. It
is exceptional below the age of 5 years. Here we describe the
clinical and histologic features of two children with a disease
onset < 5 years of age.
Materials and methods: Case 1: a female who presented at 20
months with persistent proteinuria +++ and microhematuria ++.
She was seen in our division at 22 months: normal renal function,
nephrotic-range proteinuria with mild microhematuria, normal se-
rum albumin, C3 and C4, IgA, IgG and IgM levels, negative
ANA and normal blood pressure. A renal biopsy showed mem-
branous nephropathy with IF IgG (+++), C3 (++), C1q (+). IgG
and C3 marked also the tubular basement membrane. Family his-
tory was positive for IMN in the maternal grandfather. Case 2: a
male child with an onset of classic nephrotic syndrome at 3 years
and 8 months of age. Renal biopsy was performed after 6 weeks
of prednisone at standard dose (60 mg/m2/day) due to non-
complete response with resolution of clinical nephrosis but persis-
tent proteinuria, and showed membranous nephropathy with gran-
ular pericapillary IgG (+++), C3 (+).
Results: Circulating levels of anti-PLA2r antibodies and IF stain-
ing for thrombospondin and exostosin 1 and 2 antibodies were all
negative in both children. Case 1 was treated with oral prednisone
and cyclosporine. Case 2 added to his oral prednisone after 6
weeks. Both children had complete response with persistent re-
mission at 3-month follow-up.
Conclusions: Idiopathic membranous nephropathy in children < 5 years,
though exceptional, can be observed. A collection of larger numbers to
investigate genetic factors and relevant antibodies in this population is
warranted.

IPN12016-81 PEDIATRIC LUPUS NEPHRITIS – USE OF
MORPHOLOGICAL INDICES IN RENAL BIOPSY FOR
PREDICTING RESPONSE TO TREATMENT

A. Mathew , S. Nv , P. Santhosh Kumar , S. Sreedharan
Amrita Institute Of Medical Sciences & Research Centre, Kochi - India

Introduction: Lupus Nephritis in children has poor outcome if not
diagnosed and treated early. Renal biopsy is not only useful in
establishing an initial pathologic diagnosis but also predicting the
prognosis and response to treatment. Activity Index(AI) and
Chronicity Index(CI) were important in previous classifications;
however, these are not given due weightage in newer
classifications.

Aim: To reassess the role of AI and CI in predicting the treatment re-
sponse in pediatric lupus nephritis and compare the same with cohort of
adult lupus nephritis
Materials and Methods: Our study included data from 36 cases of pe-
diatric lupus nephritis from the year 2010 to 2016 (7 years).
Clinicopathological findings biopsy details and outcome at 6 months
were analyzed .The AI and CI were calculated using NIH scoring system
.The correlation between AI and response to induction treatment in child-
hood lupus nephritis was compared to that in a cohort of adults with lupus
nephritis.
Results: At the time of diagnosis, the AI shows a significant variation
ranging from 0 to 16. However, majority of the samples did not show any
evidence of chronicity (CI ranging from 0 to 4). The mean AI score of
children who went into remission was 4.98, while the cases that had
partial remission, had a mean AI score of 6.09. The cases who were in
partial remission had a higher mean activity index than those who went
into complete remission. A positive correlation between AI and response
to induction treatment was found in adult cohort as well similar to chil-
dren. However in adults mean CI was found to be higher.
Conclusion: The AI is useful in predicting the chances of remission
following 6 months of induction treatment.

IPN12017-82 ADVERSE CHILDHOOD EXPERIENCES IN
ADOLESCENTS WITH HYPERTENSION FROM INNER CITY
POPULATION IN THE BRONX, NY

K. Brathwaite 1, R. Valdovinos 2, T. Rubinstein 3, K. Reidy 3

1 Children's Hospital at Montefiore - United States, 2 Children's Hospital
of Philadelphia / Albert Einstein College of Medicine - United States,
3 Children's Hospital at Montefiore / Albert Einstein College of
Medicine - United States

Background: Adverse Childhood Experiences (ACEs) are associated
with hypertension (HTN) and increased risk of cardiovascular (CV) dis-
ease in adults, however less is known of risk factors in adolescence. We
hypothesized: ACEs in adolescents are associated with increased CV risk
factors: HTN and left ventricular hypertrophy (LVH).
Materials and Methods: ACE 10-question survey was administered in
pediatric general/subspecialty clinics at Montefiore Medical Center. A
retrospective study was used to assess whether ACE scores are associated
with uncontrolled HTN and LVH in adolescents. Using Clinical Looking
Glass (a software to extract information from the electronic health re-
cord); ACE screenings, latest blood pressures (BP), and echocardiograms
were obtained. Adolescents ages ≥13 or <25 years with ICD10 diagnosis
of HTN and recorded ACE score were included. BP control was assessed
with BP cutoff: 130/80mmHg.
Results: In 302 hypertensive patients, 38.7% were female and 61.3%
male. 40.4% were African American, 10.9% Caucasian, 1.7% Asian,
and 36.4% other/unknown race; 39.7% were Spanish/Hispanic/Latino.
The median ACE score was 0 [IQR 0-1] adverse experiences. 44.4% of
children had ≥ACE and 20.8% had ≥2 ACEs. There was no difference in
the age of the screen: (16.6±2.5 years with-ACE and 15.95±2.3 years
without-ACE) or the average BP (128/76mmHg±13.6/8.8 with-ACE
and 126/76mmHg±12.4/8.1 without-ACE). Using cutoff 130/80mmHg
there was a trend toward worse BP control with ACE exposure:
Uncontrolled BP was noted in 53% with-ACE vs. 43% without-ACE
(p=0.09). There was no difference in LVH (4.3% with-ACE and 4.8%
without-ACE) of 35.8% of patients with echocardiograms.
Conclusions: 20.8% of adolescents with HTN in the Bronx report ≥2
ACEs, comparable to national data. Our findings suggest that BP control
may be worse with ACEs present, however the data was limited by
sample size. Additional study is needed to assess the impact of ACEs
on BP control and LVH in adolescents with HTN.
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IPN12019-84 DRAGON STUDY: MUTATION SPECTRUM
AMONG AS I AN PED I ATR IC PAT I ENT S W I TH
GLOMERULOPATHY

J.L. Ng 1, I.D. Liu 1, M. Than 1, S. Asim 2, I. Ijaz 3, D.Q. Nguyen 4, T.M.T.
Nguyen 5, Y.C. Yap 6, C. Eng 7, S.S. Huque 8, I. Ganesan 9, P.H. Tan 10, A.
Loh 10, S. Davila 11, B.S. Lipska-Zietkiewicz 12, F. Schaefer 13, H.K. Yap
1, K.H. Ng 1

1 Department of Paediatrics, Yong Loo Lin School of Medicine, National
University of Singapore; Khoo Teck Puat-National University Children’s
Medical Institute, National University Health System, SG - Singapore,
2 Department of Paediatric Nephrology, National Institute of Child
Health, Karachi - Pakistan, 3 King Edward Medical University, Lahore
- Pakistan, 4 Children's Hospital 1, Ho Chi Minh City - Viet Nam,
5 Children Hospital 2, Ho Chi Minh City - Viet Nam, 6 Hospital Kuala
Lumpur, Kuala Lumpur - Malaysia, 7 Hospital Tuanku Jaafar Seremban,
Seremban - Malaysia, 8 Department of Paediatric Nephrology,
Bangabandhu Sheikh Mujib Medical University, Dhaka - Bangladesh,
9 KK Women's and Children's Hospital, Singapore - Singapore,
10 Department of Anatomical Pathology, Singapore General Hospital -
Singapore, 11 Institute of Precision Medicine (PRISM), Duke-NUS and
Singapore Health Services, Singapore - Singapore, 12 Clinical Genetics
Unit, Medical University Of Gdansk, Gdansk - Poland, 13 Division of
Paediatrics Nephrology and KFH Children’s Kidney Center, Center for
Paediatrics and Adolescent Medicine, Heidelberg - Germany

Introduction:Genetics of glomerular disease is understudied in Asia.We
set up DRAGoN (Deciphering Diversities: Renal Asian Genetics
Network) to study the genetics of primary glomerulopathy in Asia.
Methods: We recruited 163 primary glomerulopathy patients from
Singapore(72), Vietnam(41), Pakistan(30), Malaysia(19) and
Bangladesh(1) with disease onset before 2years, or onset before
25years with one of following: initial/late steroid-resistance, fam-
ily history or extrarenal malformations. Targeted gene sequencing
was performed in 59 genes known to cause glomerulopathy using
SeqCap EZ Choice, NimbleGen Roche.
Results:Median age at first presentation was 2.3years (range 0.02-
24.8). 41(25%) cases were familial, of which 23 were consanguin-
eous. Median follow-up duration was 4.5years (range 0.01-39.9).
42(26%) and 20(12%) patients had initial and late steroid resis-
tance respec t ive ly. 27(17%) responded to ca lc ineur in
inhibitors(CNI) while 33(20%) had resistance. 15(9.2%) patients
developed end-stage renal disease.
Genetic diagnosis was made in 23(14%) patients. Breakdown according
to age at first presentation was: 0-3mths,3/10(30%); 4-12mths,3/
11(27%); 1-6yrs,7/105(6.7%); 7-13yrs,9/32(28%); >14yrs,1/4(25%).
Genes involved were COL4A5(9), NPHS1(6), WT1(4), NPHS2(2),
COL4A6(1) and TRPC6(1). WT1 and NPHS1 were the commonest im-
plicated genes in congenital/infantile onset, compared to COL4A5 in
those first presenting at 7-25years. 70% of patients withCOL4A5 variants
first presented at >7years. 10(24%) of familial and 14(11%) of sporadic
cases had genetic diagnosis respectively. Two patients with COL4A5 or
NPHS2 variants responded completely to CNI (follow-up 0.5-1.4years).
Based on Exome Aggregation Consortium, allele frequency for NPHS2
p.R229Q variant is 2.7% in South Asians and 0% in East Asians. In our
cohort, 2 Singapore Indian and 1 Vietnamese(1.8%) had heterozygous
p.R229Q. One patient with concurrent heterozygous NPHS2 c.C686T
first presented at 2.7years and developed renal failure at age 14years.
Conclusions: COL4A5 and NPHS1 are the two commonest genes
involved in Asians with genetic glomerulopathy. The higher mu-
tational rate in Asians first presenting >7years may be related to
COL4A5 variants.

IPN12020-76 TACROLIMUS INCREASES CTGF EXPRESSION
IN HUMAN PROXIMAL TUBULE CELLS DING ON CYP3A5
AND ABCB1 VARIANTS

N. Knops 1, Y. Ramasami 1, L. Van Den Heuvel 1, L. Prikhodina 2, R.
Goldschmeding 3, T. Nguyen 3, E. Levtchenko 1, D. Kuypers 4

1 Laboratory of Pediatric Nephrology, Dept. of Development &
Regeneration, KU Leuven - Belgium, 2 Research Institute of Pediatrics,
Pirogov Russian National Research Medical University, Moscow -
Russian Federation, 3 Dept. of Pathology, University Medical Center
Utrecht - Netherlands, 4 Dept. of Nephrology, University Hospitals
Leuven - Belgium

Introduction: Clinical studies demonstrated the importance of genetic
variation in CYP3A5 and ABCB1 for tacrolimus (TAC) disposition and
an association with the development of renal fibrosis. Our aim was to
explore the implications of TAC exposure in a model of human proximal
tubule cells (PTC) incorporating genetic variation inCYP3A5 and ABCB1
on the expression of pro-fibrotic cytokine CTGF and correlate these find-
ings with CTGF expression in kidney allograft biopsies.
Methods: We selected 8 clones of human conditional immortalized PTC
with 4 different combinations of CYP3A5 (rs776746) and ABCB1
(rs1045642) genotypes. Cells were incubated with vehicle, 50 ng/ml and
300 ng/ml TAC. Quantitative RT-PCR and western blot were performed to
study CTGF expression. CTGF staining was performed on protocol biopsies
with a known pharmacogenetic background from 21 allograft recipients.
Results: CTGF mRNA and protein expression increased with TAC con-
centration (CTGF vs. β-actin vs. vehicle at 50 ng/ml: + 34.1% (95% CI:
22.3-45.9) and at 300 ng/ml: +45.0% (95% CI: 35.2-54.8); p<0.001).
Subgroup analysis demonstrated 46% higher CTGF protein expression
in CYP3A5 *3/*3 allele carriers vs. *1 allele carriers (p=0.047) and more
than 2-fold higher CTGF expression in ABCB1 3435 TTs, while in the
genetic CC/CT counterparts CTGF expression decreased (p=0.01).
Immunohistochemical studies demonstrated a 37.1% increase in PTC
CTGF staining between 3 to 24 months in kidneys from 3435 TT geno-
type donors, while in CC/CT donor grafts the percentage of CTGF pos-
itive tubules remained stable (p=0.015). CYP3A5 genotype was not asso-
ciated with differential CTGF expression.
Conclusions: TAC exposure in human PTCs resulted in a concentration-
dependent increase in CTGF expression. TAC resulted in increased
CTGF expression in PTC from CYP3A5 *3/*3 allele carriers, and in
particular with the ABCB1 3435TT genotype vs. genetic counterparts.
Immunohistochemical studies confirmed increased CTGF expression
over time in donor kidneys with the ABCB1 3435TT genotype.

IPN12021-77 CHANGES İN CHİLDHOOD HYPERTENSİON

M. Ozturk 1, Z.B. Ozcakar 2, N. Cakar 2, B. Doganay Erdogan 3, F.F.
Yalcinkaya 2

1 Ankara University Faculty of Medicine Department of Pediatrics -
Turkey, 2 Ankara University Faculty of Medicine Department of
Pediatric Nephrology - Turkey, 3 Ankara University Department of
Biostatistics - Turkey

Introduction:Hypertension (HT) becomes a significant childhood health
problem with an increased incidence. The aim of this study was to eval-
uate the diagnosis, causes and secondary organ damage of childhood HT.
Material & Methods: All children with HT who had at least 6 months
follow up and who were admitted to our clinic between December 2018
and May 2019 were included to the study. Patient data were obtained
from hospital data bases and records.
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Results:A total of 131 patients (76 male), median age: 14.5 (range:2-18)
years with a follow up of 20 (range: 6-108) months were included. The
study group covers 33 children with primary and 98 secondary HT.
Obesity was the most common cause (72%) of secondary hypertension
and 60% of this group were found to have family history of HT.
Ambulatory blood pressure monitoring (ABPM) revealed HT in only
33% and 15% of the study group according to mean systolic and diastolic
BP results, respectively. Left ventricle hypertrophy was found in 14% of
the patients and 7% had hypertensive retinopathy.
Conclusion: Secondary hypertension is increasing in childhood and obe-
sity is the most important cause. Increased awareness and developments
in diagnosis have enabled early and accurate diagnosis of the disease.
Normal values of ABPM should be reassessed. The presence of second-
ary organ damage should be kept in mind on follow up.

IPN12022-78 STABLE CALCIUM ISOTOPES: A NOVEL
BIOMARKER OF BONE MINERALIZATION IN CHILDREN
WITH CHRONIC KIDNEY DISEASE

R. Shroff 1, A. Kolevika 2, A. Heuser 2, A. Lalayiannis 1, A. Bayazit 3, V.
Askiti 4, A. Mitsioni 4, A. Jankauskiene 5, J. Bacchetta 6, C.P. Schmitt 7,
N. Crabtree 8, L. Biassoni 1, M. Fewtrell 1, D. Fischer 9, A. Eisenhauer 2
1 Great Ormond Street Hospital for Children and UCL Institute for Child
Health, London - United Kingdom, 2 Geomar Helmholtz Centre for
Ocean Research, Kiel - Germany, 3 Cukurova University, Adana -
Turkey, 4 "P. & A. Kyriakou" Childrens' Hospital, Athens - Greece,
5 Clinic of Pediatrics, Vilnius University, Vilnius - Lithuania, 6 Hôpital
Femme Mère Enfant, Hospices Civils de Lyon, Bron - France, 7 Center
for Pediatrics and Adolescent Medicine, Heidelberg - Germany,
8 Birmingham Women’s and Children’s NHS Foundation Trust,
Birmingham - United Kingdom, 9 Rostock University Medical Hospital,
Rostock - Germany

Background: In CKD dysregulated calcium (Ca) homeostasis is com-
mon and causally associated with reduced bone mineral density (BMD)
and vascular calcification. Currently available radiological measures and
biomarkers do not allow accurate evaluation of BMD.
Methods: We measured stable Ca isotopes 44Ca and 42Ca by plasma-
ionization mass-spectrometry in blood and urine. The relationship be-
tween bone Ca gain and loss is calculated using a compartment model
based on Ca kinetics, and expressed as δ44/42Ca. Ca absorption from
bones increases δ44/42CaBlood and δ44/42CaUrine, and resorption decreases
these fractions.
104 children in CKD4-5 and on dialysis (CKD4-5D), 40 matched con-
trols and 100 adults underwent Ca isotope measurement, bone bio-
markers, dual energy x-ray absorptiometry (DXA) and tibial peripheral
quantitative CT scan (pQCT), an accurate measure of cortical BMD.
Results: In healthy children the δ44/42CaBlood and δ44/42CaUrine were
higher than in adults (p<0.0001), reflecting avid Ca uptake during bone
formation. Since urinary Ca excretion is impaired in CKD, δ44/42CaBlood
was higher and δ44/42CaUrine lower in children with CKD4-5D compared
to controls (p<0.001 for both).
In CKD2-5D δ44/42CaBlood positively correlated with cholecalciferol
(p=0.01) and alfacalcidol (p=0.002) doses, implying increased bone Ca
uptake when Ca bioavailability is increased. δ44/42CaBlood positively cor-
related with biomarkers of bone formation (alkaline phosphatase, p=0.05)
and negatively with bone resorption markers (PTH, p=0.013; TRAP5b,
p<0.001 and CTX, p=0.006). δ44/42CaBlood positively correlated with
tibial cortical BMD-Z-score (p=0.006, R2=0.39), and DXA hip BMD-
Z-score (p=0.02). On multivariable linear regression analysis significant
and independent predictors of tibial cortical BMD-Z-score were δ44/
42CaBlood (β=0.68, p=0.006) and PTH (β-0.39, p=0.04), together
predicting 67% of the variability in BMD.
Conclusions: Ca isotope ratios provide a novel, non-invasive method of
assessing bone mineralization. Further studies are in progress to define

optimal levels of δ44/42CaBlood that can guide safe and effective treatment
to prevent Ca deficiency or overload.
(Funding: ESPN Research grant 2017)

I PN12 0 2 3 - 7 9 A RARE FORM OF THROMBOTIC
MICROANGIOPATHY

M. Guardino 1, C. Corrado 2, R. Cusumano 2, M.M. D'alessandro 2, G.
Pavone 2, M.C. Sapia 2, U. Rotolo 2

1 Department of Sciences for Health Promotion and Mother and Child
Care "G. D'Alessandro", University of Palermo - Italy, 2 Pediatric
Nephrology and Dialysis Unit, Children's Hospital G. Di Cristina,
Palermo - Italy

Boy, 17 years old, was admitted to our hospital for severe astenia and pallor.
Hematologic panel documented thrombocytopenia (Platelet 5.000/mm3),
anemia (hb 7 g/dl), acute renal failure (Creatinine 19 mg/dl, BUN 362 mg/
dl).We observed negative Coomb's test, increased indirect bilirubin and LDH
hematic levels and peripheral blood smear characterized by schistocyte. The
patient presented additional features such as neurologic abnormalities (altered
consciousne, confusion, agitation), cardiac (left ventricular hypertrophy, ele-
vated CK-MB level, pericardial effusion) and pancreatic injury. He started
dialysis therapy and red blood cell transfusions. We decided in relation to
clinical presentation to treat this patient with eculizumab.We obtained a rapid
clinical improvement. Screening for Shiga toxin-producing E.Coli in the stool
showed positivity for E.coli O157, with negative serologic tests. We
diagnosied a typical uremic haemolityc syndrome.We analyzied serum levels
of thrombomodulin, complement factorsH andB,membrane cofactor protein
and antibodies to factors H that resulted in the range of normality. In the
genetic panel we observed a new mutation of ADAMTS13 gene. So our
diagnosied was hereditary Thrombotic thrombocytopenic purpura (HTTP).
In the gene two newvariants in compound heterozygous have been identified,
never described in the literature: p.L115Vand p.C347R, inherited respectively
from the mother and father and also present in the brother. We reanalyze the
family history and documented during a ricovery of the brother a transitory
thrombocytopenia (TPI). HTTP is a thrombotic microangiopathy, caused
by severely reduced activity of the von Willebrand factor-cleaving protease
ADAMTS13. It is characterized by small-vessel platelet-rich thrombi that
cause thrombocytopenia, microangiopathic hemolytic anemia and sometimes
organ damage and renal damage. HTTP represents less than 5 percent of all
TTP cases; over 95 percent are acquired autoimmune TTP. This case report
describes a rare condition of hereditary TTPwhich presents with acute kidney
damage.
Keywords: acute renal failure, HTTP, uremic haemolityc syndrome,
ADAMTS13

IPN12024-80 EARLY RECURRENCE OF FOCAL SEGMENTAL
GLOMERULOSCLEROSIS IN A BOY WITH NPHS2
MUTATION: A CASE REPORT

I. Coelho Machado 1, I. Facincani 1, M. Sanches Guaragna 2, M. Antonia
Dos Reis 3

1 Department of Puericulture and Pediatrics, Division of Pediatric
Nephrology, Ribeirão Preto Medical School, University of São Paulo,
Ribeirão Preto - Brazil, 2 University of Campinas. Center for
Molecular Biology and Genetic Engineering (CBMEG). Campinas -
Brazil, 3 Federal University of Triângulo Mineiro, Division of
Nephropathology. Uberaba - Brazil

Introduction: The understanding of the genomic architecture is crucial
for the advancement of knowledge in diseases as nephrotic syndrome
(NS).
Case report:We describe the case of an African American boy with
idiopathic NS with onset at 8 years old. No family history of
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kidney disease. Percutaneous kidney biopsy was suggestive of
FSGS. The patient was resistant to steroids, cyclosporin and tacro-
limus treatment. The glomerular filtration rate (eGFR) was normal
at presentation with rapidly worsening. He started on chronic peri-
toneal dialysis 28 months later.
Genetic testing showed compound heterozygousmutations of theNPHS2
gene. A mutation in heterozygosis in exon 5: c.686G>A, p.Arg229Gln;
and exon 7: c.851C>T, p.Ala284Val. The evaluation of the parent´s genes
showed independent segregation of the mutations. Before transplantation
he had a normal serum albumin (3.5g/dL), and residual diuresis of 550mL
with proteinuria of 1.5g/24h.
At 12 years old, he underwent a deceased donor kidney transplantation.
He developed delayed graft function and nephrotic proteinuria (3.5g/24h)
at day-10 post-transplant. A kidney biopsy showed marked acute tubular
necrosis. The electronic microscopy report was not available. The patient
received methylprednisolone pulses and after 5 sessions of plasmaphere-
sis a new kidney biopsy showed FSGS. A CMV PCR positive delayed
the administration of Rituximab until the 64th day, with no clinical re-
sponse. After 3 months he returned to chronic peritoneal dialysis and soon
after a nephrectomy of the allograft was performed because artery and
venous thrombosis.
Conclusion:The podocinmutationmay play a role in the pathogenesis of
FSGS and in early recurrence after transplantation but does not allow
accurate prediction of recurrence. Because of the rapid and severe clinical
evolution, an extended genetic analysis should be performed, preferably a
whole-exome sequencing, which includes APOL1, considering the
African American ethnicity of this patient.

IPN12025-81 FUNCTIONAL CHARACTERIZATION OF ANTI-
FACTOR H (FH) ANTIBODIES IN ATYPICAL HEMOLYTIC
UREMIC SYNDROME (AHUS)

M. Puraswani , P. Khandelwal , M. Tomar , P. Hari , S. Saini , A. Sinha ,
A. Bagga
Department of Pediatrics, All India Institute of Medical Sciences, New
Delhi - India

Introduction: aHUS is chiefly caused by anti-FH antibodies in Indian
patients. While titers of anti-FH antibodies decline following hematolog-
ical remission, levels often remain above threshold, correlate poorly with
disease activity and require functional characterization.
Methods: In a nationwide registry of aHUS, serial anti-FH titers were
available in 386 patients over a follow-up of 10 years. Serial levels of
circulating FH immune complexes (CIC), free-FH, soluble terminal com-
plement complex (sC5b-9), sheep red blood cell (SRBC) hemolysis and
C3 were prospectively examined in 44 consecutive patients. Epitope
specificity was determined (n=8) during onset, remission and relapse.
Results: Over 10-years follow-up, anti-FH titers remained detectable
during remission (mean titers 700-1164 AU/ml). Patients with relapses
had significantly higher antibody titers 1-month preceding relapse com-
pared to those who sustained remission [Generalized estimating equations
(GEE) P=0.023]; titers ≥1330 AU/ml at 6 month predicted relapse (area
under curve 0.86). However, 15.8%patients with sustained remission had
antibody levels above this threshold. Levels of anti-FH, CIC, sC5b-9,
SRBC hemolysis and C3 were significantly lower and free-FH six-fold
higher during remission as compared to onset (n=44; all P<0.001). CIC
levels ran parallel to anti-FH titers and both correlated with percentage of
SRBC hemolysis (r=0.60 & r=0.68, respectively; both P<0.001).CIC and
sC5b-9 persisted well above the normal range during remission. Patients
with subsequent relapse (10/44) showed lower free-FH compared to those
with sustained remission (GEE, P<0.001). Patients with anti-FH levels
≥1330 AU/ml, free FH ≤440 mg/l at 6-months discriminated between
subsequent relapse and who sustained remission (area under curve =
0.91; hazards 6.3, P=0.018). Antibodies specificity were chiefly towards
C-terminal and remained similar during onset, remission and relapse.

Conclusion: The combination of high anti-FH titers and low free-FH
during remission predicted relapse; sC5b-9 is not satisfactory markers
of disease activity; CIC corresponds to antibody throughout follow-up.
Keywords: aHUS, Free-FH, anti-FH antibody

IPN12026-82 THE CASE OF PRIMARY HYPEROXALURIA
TYPE 3 DUE TO A HOMOZYGOUS PREVIOUSLY
UNDESCRIBED HOGA1 MUTATION

V. Obukhova , M. Aksenova , V. Dlin
Clinical Institute for Pediatrics of the Pirogov Russian National Reseach
Medical University, Moscow - Russian Federation

Introduction: Primary hyperoxaluria type 3 (PH3) is a rare inborn auto-
somal recessive monogenic metabolic disorder. РН3 is caused by muta-
tions the 4-hydro-2-oxoglutarate aldolase (HOGA1) gene. At least 24
mutations in HOGA1 gene have been found by now.
Material & methods:We present the case of PH3 due to a homozygous
previously undescribed HOGA1mutation.
Results: A 20-months age girl from healthy unrelated parents was eval-
uated. In history she had abacterial leukocyturia, hematuria, recurrents of
urolithiasis from 6 months. Laboratory test, including hemoglobin, creat-
inine, pH, HCO3

-, K+, Na+, Cl+, Ca2+/ Ca+, Mg2+, phosphate, blood uric
acid, alkaline phosphatase and parathyroid hormones, were within the
normal values; eGFR was 99 ml/min/1,73 m2. Urinalysis revealed: pH
5,5; protein negative and abacterial leukocyturia. There were no
glucosuria, phosphaturia (P/Cr 8,3 mmol/mmol; TmP/GFR 1,39mmol/l),
uraturia (Ur/Cr 0,7 mmol/mmol; FEUr 21.5%), calciuria (Ca/Cr 0.7–1.38
mmol/mmol). The Uox/Ucr ratio was increased (0.23-0.27 mmol/mmol).
Ultrasonography revealed suspected nephrolithiasis (up to 7 mm in diam-
eter) in both kidneys and the left ureter (8 and 5 mm in diameter) with
signs of obstruction. Ureteroscopic laser lithotripsy was successfully per-
formed with the installation of an internal ureter stent for the removal of
stone fragments. Examenation of kidney stones revealed 100% calcium
oxalate monohydrate. Molecular genetic testing revealed a homozygous
mutation of the HOGA1 gene in exon 2 c.329C> T (p. Ser110Phe).
Validations of the HOGA1 gene in parents and older sibs revealed the
same mutation in the heterozygous state. Examination of parents and
older sibs showed no signs of disease. The patien receive hypoxalogen
diet, drinking water 2.5-3.0 l/1.73m2 and potassium hydrocarbonate, so-
dium citrate, citric acid (Blemaren®).
Conclusions: There are severel rare disorders characterized by symptoms
to those seen in PH including the formation of stones in the kidney or
urinary tract. Molecular genetic testing can confirm a diagnosis.

IPN12028-84 HYPOGAMMAGLOBULINEMIA IN CHILDREN
WITH SDNS/FRNS TREATED WITH RITUXIMAB – RESULTS
OF ESPN SURVEY

M. Drozynska-Duklas 1, A. Zurowska 1, M. Vivarelli 2
1 Department of Paediatrics, Nephrology and Hypertension, Medical
University of Gdansk - Poland, 2 Division of Nephrology and Dialysis,
Bambino Gesù Children’s Hospital and Research Institute, Rome - Italy

Introduction: Children with steroid-dependent nephrotic syndrome
(SDNS) represent a major treatment challenge. Rituximab (RTX)
was introduced in the last decade as a second-line agent to main-
tain remission in SDNS. Its efficacy is excellent but paucity of
in forma t ion ex is t s on i t s op t imal dosage and safe ty.
Hypogammaglobulinemia has been reported following its use,
mainly in adults.
Material & methods: An online survey was sent to ESPN members on
the use of RTX in INS, focused on reporting RTX-induced
hypogammaglobulinemia.
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Results: Over 1300 children from 21 countries (84 centres) were reported to
be treated with RTX for INS. 45/84 centers prescribe RTX independently of
age, including 2-3 year olds. Induction therapy consisted of a single infusion
(375 mg/m2) in 51/84 centres, a further 29 centres gave two induction doses.
Further maintenance therapy infusions were prescribed in 62/84 centers (> 5
maintenance infusions in 17 centres), while 22 centers gave only the initial
dose. Steroids (47/84), MMF (48/84) TAC (31/84) and CSA (29/84) were
commonly prescribed following RTX infusion. Patients with
hypogammaglobulinemia were observed by 49/80 centres, with 59% centres
performing routine screening of IgG levels. Nearly half of the actively screen-
ing centres (46%) had observed patients with hypogammaglobulinemia prior
to RTX and 45% (36/78) reported persistent hypogammaglobulinemia (> 9
months following last dose) in a total of 128 children. 32RTX treated children
were reported to develop severe infections, requiring hospitalizations. Among
26 screened, more than half had low IgG. 3 deaths were noted due to
infection.
Conclusions:

1. Survey results suggest that hypogammaglobulinemia is frequently
observed in children with INS treated with intensive immunosup-
pression including RTX.

2. Monitoring hypogammaglobulinemia following RTX use seems
prudent and further research is required to guide future treatment
protocols and optimal management.

IPN12029-85 LONGITUDINAL ALKALI THERAPY USE FOR
THE TREATMENT OF LOW BICARBONATE IN PEDIATRIC
CHRONIC KIDNEY DISEASE

D.D. Brown 1, J. Roem 2, D.K. Ng 2, K.J. Reidy 1, J. Kumar 3, M.K.
Abramowitz 4, R.H. Mak 5, S.L. Furth 6, G.J. Schwartz 7, B.A. Warady 8,
F.J. Kaskel 1, M.L. Melamed 4

1 The Children's Hospital at Montefiore - United States, 2 Johns Hopkins
Bloomberg School of Public Health - United States, 3 Weill Cornell
Medicine - United States, 4 Albert Einstein College of Medicine -
United States, 5 Rady Children's Hospital San Diego - United States,
6 The Children's Hospital of Philadelphia - United States, 7 University
of Rochester - United States, 8 Children’s Mercy Hospital - United States

Background: Observational studies of adults suggest metabolic acidosis is
associated with CKD progression. Data points to a similar association in
pediatric CKD. Baseline investigations of children enrolled in the Chronic
Kidney Disease in Children (CKiD) study demonstrated that only approxi-
mately one third of children with low serum bicarbonate (tCO2) were on
alkali therapy. We sought to characterize longitudinal alkali therapy use in
children with CKD and low tCO2.
Methods: This study consisted of children in the CKiD cohort. Acidosis
(tCO2 ≤22mEq/L) was determined at the visit approximately one year prior
to the visit at which alkali therapy use was reported. Generalized estimating
equations models were used to describe the proportion reporting alkali ther-
apy. All analyses were stratified by underlying non-glomerular and glomeru-
lar diagnoses.
Results: Included were 604 participants with non-glomerular CKD (NG-
CKD) and 255 with glomerular CKD (G-CKD). At baseline, 39% of NG-
CKD patients had a tCO2 of ≤22mEq/L and 36% of those patients were on
alkali therapy. Alkali therapy use during follow-up increased to 46% (95%
CI: 41-52%) for children with low tCO2. In NG-CKD children with low
tCO2, alkali therapywasmore common among non-Caucasians, patientswith
proteinuria, and anemia.
In children with G-CKD, 31% had a baseline tCO2 of ≤22mEq/L
and 18% of those patients were on alkali therapy. During follow-
up, treatment rates for G-CKD children with low tCO2 increased
to 22% (95% CI: 15-31%). Alkali therapy use in G-CKD did not
differ by race, was lowest in high income households, and higher
in children with anemia.

Conclusions:A large proportion of children with CKD and low tCO2 are
not receiving supplementation. We also found disparities in treatment
based on CKD etiology. Future studies to evaluate barriers to treatment,
and studies of the effect of alkali therapy on clinically relevant outcomes,
may better inform treatment practices.

IPN12030-77 CTNS MRNA ANALYSIS REVEALED A NOVEL
MUTATION IN A CHILD WITH INFANTILE NEPHROPATHIC
CYSTINOSIS

S. Papizh 1, V. Serzhanova 2, A. Filatova 2, V. Tabakov 2,M. Skoblov 2, E.
Levtchenko 3, L. Prikhodina 1

1 Research and Clinical Institute of Pediatrics, Russian National
Research Medical University, Moscow - Russian Federation,
2 Research Centre for Medical Genetics, Moscow - Russian Federation,
3 University Hospitals Leuven & KU Leuven, Leuven - Belgium

Background: Nephropathic cystinosis (MIM 606272) is an autosomal
recessive lysosomal storage disorder caused by mutations in the CTNS
gene. The diagnosis of nephropathic cystinosis is generally based on
measuring leukocyte cystine levels and demonstration of corneal cystine
crystals by the slit lamp examination, confirmed by genetic analysis of the
CTNS gene.
We report a child with nephropathic cystinosis whose diagnosis was
confirmed by studying CTNS mRNA transcripts.
Case presentation: The boy was born from consanguineous parents with
birth weight 4100 g and height 54 cm. His growth and developmental
milestones were appropriate until the age of 6 months. At 7 months the
child presented with weight loss from 7.0 to 6.0 kg, polyuria, and devel-
opmental delay. At the age of 12months the boy had a full-blown Fanconi
syndrome, including polyuria (7.3 L/m2 per day), phosphaturia with de-
creased TmP/eGFR (0.3 mmol/mmol), glycosuria (4+), high urinary β-2
microglobulin level (>2.5 mg/L), aminoaciduria, metabolic acidosis (pH
7.3, HCO3

- -15.1 mmol/l), growth retardation and rickets. His eGFR was
77.5 ml/min/1.73 m2. Kidney ultrasound revealed medullary
nephrocalcinosis grade 1. The slit-lamp examination did not show any
cystine crystals in the cornea. We initially performed Sanger sequencing
of the CTNS gene which didn’t show anomalies. Because WBC cystine
levels were clearly elevated (3.5 nmol half-cystine/mg protein), we sub-
sequently performed genetic test by studying CTNSmRNA transcripts in
patient-derived fibroblasts. A novel 9-kb homozygous deletion
(NC_000017.10:g.3545967_3555253del) was identified. This variant
leads to 159 nucleotides shorter mRNA, resulting in a frameshift and
truncated version of CTNS protein p.(Glu21GlyfsTer48). Both parents
were found to be heterozygous carriers of this CTNS mutation.
Diagnosis of infantile nephropathic cystinosis was confirmed and treat-
ment with cysteamine (1.1 g/m2/day) and ophthalmic solution of cyste-
amine hydrochloride were initiated.
Conclusions: Genetic analysis of the CTNS mRNA transcripts can iden-
tify splicing and large deletion mutations which can be missed by Sanger
sequencing.

I P N 1 2 0 3 1 - 7 8 PO S T- TRAN S PLANT ANEM İA : A
RETROSPECTİVE ANALYZE ON THE PREVALENCE AND
THE RİSK FACTORS

C. Oruc 1, N. Canpolat 2, S.K. Saygili 2, S. Caliskan 2, F.L. Sever 2
1 Department of Pediatrics,Istanbul-Cerrahpasa Faculty of
Medicine,Istanbul - Turkey, 2 Department of Pediatric Nephrology,
Istanbul-Cerrahpasa Faculty of Medicine,Istanbul - Turkey

Introduction: This study aimed at evaluating the prevalence and risk
factors of post-transplant anemia (PTA) in pediatric renal transplant
recipients.
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Material & methods: Fifty-one patients who had kidney transplan-
tation before 18 years of age, in dates June 2007 to September 2016
and were being followed at our pediatric nephrology department,
enrolled in this single centered study. Laboratory and clinical data
of the patients that were gained during routine outpatient visits
assessed retrospectively. Anemia was defined according to the
WHO guidelines. PTA classified and analyzed on the basis of three
chronological phases.
Results: Immediate PTA (anemia in the first 2 weeks after transplantation):
At the post-transplant 15th day 92% of the patients were anemic and hemo-
globin (Hb) concentrations were inversely correlated with the length of hos-
pitalization (r=-0.421, p=0.04) but not with eGFR. Patients who received
induction therapy (n=22) had significantly lower Hb levels than the ones
who did not (p=0.031).
Early PTA (anemia in 6 months after transplantation): The prevalence of
anemia was 55% and Hb levels were correlated with eGFR in this era
(r=0.427; p=0.03). Lower Hb concentrations were independently associated
with the number of HLA mismatches (p=0.003) and lower graft functions
(p=0.007) at the first month and higher serum cyclosporine levels (p=0.005)
at the 6th month of transplantation.
Late PTA (anemia later than 6 months after transplantation): The prev-
alence of late PTA was 53% and Hb levels were correlated with eGFR
(r=0.482, p=0.008).
Conclusions: The prevalence of early and late PTA is high in the pediatric
population. The length of hospitalization after surgery and the use of induc-
tion therapy appear to be risk factors for anemia that develops immediately
after transplantation. The improvement in GFR positively affects Hb concen-
trations in both early and late post-transplant periods.

IPN12032-79 USE OF ALTEPLASE IN LONG-TERM
CATHETERS CAUSES HYPERPHOSPHATAEMIA IN
CHILDREN ON HEMODIALYSIS.

V. Jorgetti , S. Vieira , M.F.C. Camargo , C.L. Henriques , P.C. Koch
Nogueira
Hospital Samaritano Américas Serviços Médicos - são Paulo - Brazil

Introduction: Alteplase has phosphoric acid in its composition, and
catheter use may distort patients' phosphatemia depending on where the
sample is collected.
Objective: To investigate whether the use of Alteplase in the perme-
abilization of connectorized catheters influences the levels of serum P
in children on hemodialysis (HD).To analyze the influence of the site
and time of collection.
Material & methods: We studied 40 children in HD at Hospital , using
Alteplase to avoid obstruction of the long-stay catheter. We analyzed 6
blood samples obtained following: 1. peripheral vein before the HD ses-
sion; 2 after aspiration of the catheter lumen volume preserving the con-
nector; 3 after the connector is removed; 4. Pre-filter collection when
starting HD; 5: after 3 minutes of HD start; 6. After 5 minutes of initiation
of Hemodialysis.
Results: The age of the children ranged from 7 m to 17 years, 82.5% of
males. The mean difference of the peripheral P (sample 1) was with the
others by the Bland Altman Plot method and 95% confidence interval
outside: sample 2: -12.32 (-15.75 to -8.89); sample 3: -2.93 ( -4.12 to -
1.73); sample 4: 0,16 (cl -0,12 to 0,44), sample 5: 1,04 ( cl 0,61 to 1,48);
Sample 6: 1.33 (cl 0,89 to 1,77). The results showed agreement between
the P in the peripheral blood and the collected prefilter.
Conclusion: Alteplase has phosphoric acid in its composition, and use in
catheters may distort the phosphataemia of patients depending on the site of
sample collection. Patients with a long-stay catheter in the use of alteplase
should analyze the serum P after the withdrawal of the connector, aspiration
of the lumen volume and prefilter collection after the onset of Hemodialysis,
under risk of false diagnosis of hyperphosphatemia and introduction of un-
necessary treatments.

IPN12033-80 SERUM AND URINARY METABOLIC
ABNORMALITIES IN CHILDREN WITH UROLITHIASIS

S. Golob Jancic , M. Filipic , N. Marcun Varda
University Medical Centre Maribor - Slovenia

Introduction: Urinary stone disease if a frequent cause of morbidity in
the general population, affecting up to 10 percent of adults. There is
evidence for increased s tone format ion in the pedia t r ic
population. Children are more likely than adults to have specific meta-
bolic abnormalities driving their stone formation, and as a result, children
generally undergo a more comprehensive metabolic workup compared to
adults.
Material & methods: The retrospective study was performed in a
cohort of pediatric patients admitted to the single center pediatric
nephrology unit because of suspected renal stones from the year
2009 to 2019. Data was collected from the patient’s medical re-
cords. Data such as clinical manifestations, family history, labora-
tory examinations, structural anomalies, and urine biochemistry
were obtained.
Results: A total of 36 patients were included in the study, 16 (44%)
boys, and 20 (55%) girls aged between 4 and 18 years. Mean
(median) age of our patients is 13,5. None of the patients had a
previously known metabolic disease or impaired renal function.
Congenital anomalies of kidneys and urinary tract were present in 6
(16,7%) children. A basic metabolic panel, including serum levels of
calcium, phosphate, uric acid, and bicarbonate, was obtained. Lower
serum phosphate levels were found in 15 (45,6%), other abnormali-
ties were rare. Twelve patients underwent stone analysis; the predom-
inant constituent was calcium phosphate followed by calcium oxa-
late. The 24-hour urinary composition was analyzed for 28 patients.
The 24-hour excretion of creatinine, calcium, magnesium, phosphate,
citrate, oxalate, uric acid, and cystine was obtained. The low urinary
citrate excretion was found in 11 of 17 (64%) in whom the citrate
excretion was investigated.
Conclusions: Low urinary citrate excretion and low serum phosphate
were a common feature in our cohort of pediatric patients with urolithia-
sis. No other significant serum and urinary metabolic abnormalities were
found. Some further analysis of the data obtained is planned.

IPN12034-81 NEW IDENTIFIED TTC21B (NPHP12) MUTATION
RESPONSIBLEOF SEVERE INFANTILE NEPHRONOPHTISIS.

N. Tram 1, B. Adams 1, K. Dahan 2, B. Chiodini 1, E. Hennaut 1, K. Lolin
1, F. Dockx 3, K. Ismaili 1
1 Pediatric Nephrology Department - Hôpital Universitaire Des Enfants
Reine Fabiola - ULB - Brussels - Belgium, 2 Institut de Pathologie et de
Génétique - Gosselies - Belgium, 3 General Pediatrics Department –
Hôpital Marie Curie – Charleroi - Belgium

Introduction: Nephronophtisis (NPHP) is an autosomal recessive genet-
ic disorder responsible of chronic tubulointerstitial nephritis evolving to
end-stage renal disease (ESRD). Up to now, around twenty genes are
related to NPHP with very heterogeneous phenotypes. Clinical presenta-
tion varies from mild to severe spectrum in the early life. ESRD occurs
during late childhood-adolescence inmost cases (juvenile and adolescent/
adult NPHP) and seldom in early childhood (infantile NPHP). Only 10-
15% of patients present extra-renal symptoms.
Material and methods:We report a patient with unusual severe infantile
nephronophtisis du to TTC21B (NPHP12) mutation.
Results: A 22 months-old Algerian boy presented with pre-terminal
kidney failure (Schwartz’s eGFR: 20 ml/min/1.73m2). Pregnancy and
birth were unremarkable (birthweight: 3.9 kg). He presented poly-
uria, failure to thrive at 6 months and unilateral nystagmus during
his first year of life. On admission, physical examination found large
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hepatomegaly and hypertension (135/65 mmHg). Biological investi-
gations found mixed proteinuria (β2microglobuline: 42540 μg/l, al-
buminuria: 705 mg/l) and mild hypoalbuminemia (34 gr/l).
Ultrasound showed normal-sized and hyperechoic dedifferentiated
kidneys, homogenous oversized liver and normal cardiac structure
and function. At 25 months, he developed severe dilated cardiomy-
opathy and reached ESRD with the need of dialysis. Genetic analyses
found compound heterozygous mutations in TTC21B (NPHP12):
c.1466del ; c.626C>T.
Conclusions: Infantile nephronophtisis is a rare but severe condi-
tion leading to ESRD before the age of 5. Extra-renal symptoms
are often present in those patients. NPHP gene mutations are only
detected in around one third of patients. Homozygous or com-
pound heterozygous mutations in TTC21B (NPHP12), coding for
IFT139 (an intraflagellar transport protein), have been described
in some severe cases of infantile NPHP and other NPHP related
ciliopathies. To date, over 45 mutations have been reported in this
gene. We report a new pathogenic frameshift mutation responsible
of a severe phenotype increasing our understanding of these ge-
netic ciliopathies.

IPN12035-82 PULSE WAVE VELOCITY IN NORMOTENSIVE
AND WHITECOAT HYPERTENSIVE CHILDREN WITH AND
WITHOUT DIABETES TYPE 1

T. Sulakova 1, J. Strnadel 1, J. Pavlicek 1, R. Polakova 2, J. Feber 3
1 Dep.of Pediatrics University Hospital Ostrava and Medical Faculty
University of Ostrava, 17.listopadu 1790, 708 52 Ostrava -
Czech Republic, 2 Centre of Excellence IT4Innovations, Institute for
Research and Applications of Fuzzy Modeling, University of Ostrava,
Ostrava, - Czech Republic, 3 Children’s Hospital of Eastern Ontario,
University of Ottawa, Ottawa - Canada

Background: Preliminary data suggests that vascular changes may occur
even in children with normal or mildly elevated blood pressure levels
below the 95th percentile.
Aim: The aim of our study was to analyze pulse wave velocity (PWV) in
normotensive and white-coat hypertensive (WCH) children with and
without diabetes type 1 (T1D).
Materials & Methods: Carotid-femoral PWV, left ventricular mass
index (LVMi), estimated glomerular filtration rate (eGFR) and
urinary albumin/creatinine ratio (ACR) were measured in 13 nor-
motensive (NTD) and 12 WCH children with T1D (WCHD)
(mean age 13.9±2.6 yrs, T1D duration = 5.1 ± 2.9 yrs) and 15
normotensive (NTND) and 7 WCH non-diabetic children
(WCHND) aged 14.0±3.4 yrs. Normotension and WCH were de-
fined according to ESH 2016 guidelines based on office and am-
bulatory blood pressure measurement (ABPM). PWV was
expressed in SDS for age.
Results: All groups had normal blood pressure on ABPM (<95th

percentile) and did not significantly differ in anthropometric pa-
rameters (weight, height and BMI), ACR and eGFR. Mean (±SD)
LVMi values were also not different among groups: NTD 21.8±3.7,
WCHD 22.6±7.6, NTND 22.3±4.4 and WCHND 19.7±6.2, p=0.71.
However, mean PWV SDS for age was significantly higher in
NTD (1.1 ± 0.6), WCHD (0.8 ±1.0) and WCHND (0.9±0.7) com-
pared to NTND (0.2 ±0.8) (p=0.031).
Conclusions: Normotensive and WCH children with or without
T1D show signs of functional vascular alteration (increased arte-
rial stiffness) in the absence of structural changes (normal left
ventricular mass). This suggests that functional vascular changes
develop even at normal or mildly elevated blood pressure levels
and that WCH phenotype may not be fully benign.
Supported by Ministry of Health, Czech Republic - conceptual develop-
ment of research organization (15/RVO/FNOs/2019).

IPN12036-83 FEMALEHYPOSPADIAS:ANUNUSUALCASEOF
ACUTE RENAL FAILURE

L. Vernon , A. Alshafei , M. Waldron , Q. Fergal
Children's Health Ireland at Crumlin - Ireland

Introduction: Female hypospadias is a rare but well documented con-
genital anomaly with potentially dangerous sequalae. We report a case of
female hypospadias, in an infant presenting with acute renal failure and
bladder outlet obstruction.
Material and Methods: The patient’s medical notes, radiology, and lab-
oratory results were reviewed.
Results: This female infant had an antenatal the diagnosis of a
mildly dilated right renal pelvis. Post-natal ultrasound confirmed
mild right sided hydroureter and hydronephrosis with suspected
renal dysplasia. DMSA scan confirmed left and right split func-
tion of 92% and 8%, respectively. The patient was kept under
active surveillance and remained infection free with normal
micturition.
At 17 months of age, the patient presented with acute renal failure
and low urine output. Ultrasound showed severe bilateral
hydroureteronephrosis with marked bladder distension and wall
thickening. Initial attempts at urethral catheterization were unsuc-
cessful due to difficulty locating the urethral meatus. The Urology
team was contacted and on inspection of the perineum a low-lying
pinhole meatus was identified. Gentle dilatation of the meatus was
performed and the patient was successfully catheterized. An
MCUG showed a distorted, elongated, and trabeculated bladder
with immediate filling of a tortuous dilated right ureter.
Examination under anaesthesia and cystoscopy confirmed low vag-
inal ectopia and stenosis of the urethral meatus in keeping with
hypospadias. The meatus was adequately dilated allowing the pa-
tient to void freely. She recovered well from this acute episode and
remains on prophylactic antibiotics as an outpatient before further
intervention.
Conclusion: Female hypospadias and meatal stenosis is often
overlooked during routine infant check-ups. Early diagnosis, by ac-
tively searching for three perineal openings, is paramount to prevent
potential sequalae of obstructive uropathy. This case also highlights
the importance of early MCUG when ureteric dilatation is identified
on post-natal scans, as per international guidelines.

IPN12037-84 MESENTERIAL THROMBOSIS IN A CHILD
WITH A CONGENITAL NEPHROTIC SYNDROME

K. Emirova 1, E. Tolstova 1, O. Orlova 1, A. Popa 2

1 Moscow State University of Medicine and Dentistry named after A.I.
Evdokimov - Russian Federation, 2 Children's St. Vladimir Hospital
(Moscow) - Russian Federation

Introduction: Nephrotic syndrome (NS) could be associate with throm-
botic events. We present a clinical case of mesenteric thrombosis in a
child with congenital NS.
Material and methods: The girl was born 30/06/16, 3 pregnance, 2
delivery in time. Birth weight 2800g, height 50cm. Apgar score 8/9b.
From 3 months proteinuria 0.5-3g/l, intermittent hematuria was revealed,
than NS was diagnosed. Morphologic - glomerulosclerosis, cystic trans-
formation of the tubules. With 8 months therapy with ACE inhibitor,
cyclosporin A began.
Result: Because of azotemia, treatment was canceled. At the age of 13
month peritoneal dialysis(PD) was started. At the age of 2 y 1m, she was
hospitalized with signs of respiratory failure. Weight was ˂1p, -4.83z;
height 1p, -2.71z. Leukocytosis (14.4→38.3x109/l), neutrophilic shift
of 83%, hypoalbuminemia (26.4→16.6g/l). Coagulation tests showed
elongation of fibrinolysis(˃60''). 08/14/2018, a large amount of
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mucopurulent sputum was aspirated, mechanical ventilation was re-
quired. We conducted parenteral nutrition with the addition of fat.
Chiloperitoneum was diagnosed by the discharge from the peritoneal
catheter. 09/05/18 the condition worsened dramatically due to anxiety,
abdominal distention, intestinal paresis against the development of intes-
tinal obstruction. Laparotomy revealed necrosis of the small intestine,
signs of mesenteric thrombosis. The resection of 220cm of intestine
was performed, a looped ejunostomy was bred and a direct anastomosis
was formed. CVVHDF was begone. 40-fold increase in D-dimer(3909
ng/ml) was detected, fibrinolysis ˃60''.11/01/18 transferred to PD, warfa-
rin was prescribed. Examination of hemostasis and folate cycle genes
revealed 4 homozygous genotypes (PAI-1, ITGA-2, FBA1:103; MTRR).
Conclusions: The development of mesenteric thrombosis in a child
with NS was of a polyetiological nature. Among patients with NS
it is advisable to single out a group at high risk of developing
thrombosis, given the severity of the underlying disease, the pres-
ence of an inflammatory process and a genetic predisposition to
the realization of thrombotic complications.

IPN12039 - 86 A SYSTEMATIC REVIEW OF LATE
PRESENTATION IN CHILDHOOD CHRONIC KIDNEY
DISEASE.

L. Plumb 1, E.J. Boother 2, F. Caskey 1, M.D. Sinha 3, Y. Ben-Shlomo 1

1 University of Bristol, Bristol - United Kingdom, 2 Imperial College
London, London - United Kingdom, 3 Evelina London Children's
Hospital, Guys and St Thomas' NHS Foundation Trust, London -
United Kingdom

Background: Late presentation of childhood chronic kidney dis-
ease (CKD) is associated with increased morbidity, poor growth
and reduced access to transplantation. We performed a systematic
review to determine the incidence of late presentation and associ-
ated risk factors.
Methods: We searched Medline, Embase, PubMed, Web of
Science, Cochrane Library and CINAHL for articles describing late
presentation of incident childhood CKD (age <21 years), published
between 1990-2017. Back and forward-reference searching was
undertaken. No studies were excluded to represent the global bur-
den. Our outcome of interest was the proportion/incidence of chil-
dren presenting late to specialist or hospital services with CKD: all
definitions were accepted. A descriptive analysis was undertaken
with a narrative synthesis.
Results:We identified 40 studies/registry reports from 23 regions,
comprising 16,500 children. Several definitions were identified:
End-stage kidney disease (ESKD) or low estimated glomerular
filtration rate at presentation/referral, time delay between second-
ary and tertiary care, and delay between symptom onset and hos-
pital attendance. Most studies (32 studies, n=12,838) described
ESKD at presentation, with a mean proportion of 40.4%.
Median incidence was 1.8 per million age-related population
(IQR 0.8-2.3 pmarp). Overall, high levels of heterogeneity were
seen between studies. There was a trend for high income coun-
tries to report lower proportions of incident ESKD-late presenta-
tion than low-middle income countries. Females were more likely
to present late (OR 1.83, 95% CI 1.12, 3.01); glomerular disease
showed a trend towards increased odds of late presentation, al-
though this was consistent with chance (p=0.10).
Conclusion: Late presentation commonly describes children first
presenting in ESKD and affects a large proportion of the CKD
population globally. Females are more likely to present late,
which confirms single-study findings. A consensus definition is
important to further our understanding of this problem and local
populations should identify barriers beyond gender and disease to
improve access to care.

IPN12040-78 GLOMERULAR HYPERFILTRATION IN SICKLE
CELL DISEASE PEDIATRIC PATIENTS: A FRENCH
MULTICENTRIC RETROSPECTIVE STUDY

E. Rollot 1, T. Khalifeh 1, A. Ryckewaert 2, F. Toutain 2, M. Couec 3, G.
Roussey 3, L. Dehoux 3

1 Department of Pediatrics, University Hospital of Poitiers, Poitiers -
France, 2 Department of Pediatrics, University Hospital of Rennes,
Rennes - France, 3 Department of Pediatrics, University Hospital of
Nantes, Nantes - France

Introduction: With therapeutic improvements in sickle cell disease
(SCD), new chronic complications have emerged like chronic kidney
disease. First sign of sickle cell nephropathy is Glomerular
Hyperfiltration (GHF), which appears in the first decade of childhood.
The goal of this study is to have a better definition of patients who
develop GHF.
Material and methods: This observational, retrospective and
multicentric study included SCD patients born between 1998
and 2008 and followed in three different French pediatric hospi-
tals (Nantes, Poitiers, Rennes). Estimated GFR (eGFR) was cal-
culated by using Schwartz Formula 2009. The GHF definition
was an eGFR superior to 140 ml/min/1.73m² at 10 years old.
Patients were split in two different groups with GHF (group A)
or without GHF (group B). Afterwards both group characteristics
at 2, 5, 10 and 15 years old were compared by univariate then
multivariate statistical analysis. All data were expressed as median
and interquartile range.
Results: Twenty-nine patients have been already included and
around 60 patients are expected. The age at inclusion was 12.5
[10.8;13.9]. Twenty patients (69.0 %) had a S/S hemoglobin. The
eGFR at 2, 5, 10 and 15 years old were respectively 122.13 ml/
m i n / 1 . 7 3m ² [ 1 09 . 5 0 ; 1 39 . 6 5 ] , 1 25 . 1 4 m l /m i n / 1 . 7 3m ²
[111.71;140.97], 126.27 ml/min/1.73m² [113.78;149.28] and
121.11 ml/min/1.73m² [112.98;132.27]. Three patients had a pro-
teinuria at 15 years old. At this time 7 patients (24.1 %) were in
group A and 22 patients (75.9 %) in group B. In group A, one
patient had proteinuria and in group B, 2 patients had proteinuria.
Other data are currently being analyzed.
Conclusion: In this study, we tried to have a better GHF definition and
find which patients should be targeted by a specific and early
nephrological follow-up. Furthermore, as creatinine blood test remains
the most commonly used, an eGFR threshold estimated by Schwartz
2009 formula would be helpful.
Keywords: sick cell nephropathy, eGFR

IPN12041-79 OBESİTY-RELATED HYPERTENSİON: A
SİNGLE-CENTER, 5-YEAR FOLLOW-UP STUDY

H. Eren Ozturk 1, Z.B. Ozcakar 1, N. Cakar 1, E. Mekik Akar 1, B. Biral
Coskun 1, B. Doganay Erdogan 2, F. Yalcinkaya 1

1 Ankara University Medical Faculty, Department of Pediatrics, Division
of Pediatric Nephrology, Ankara - Turkey, 2 Ankara University Medical
Faculty,Department of Bioistatistics, Ankara - Turkey

Introduction: Obesity related hypertension is increasing in the pe-
diatric population. The aim of this study was to evaluate the
clinical findings and adherence to treatment in hypertensive obese
children.
Material & Methods: Obese hypertensive patients who had been
followed in our out-patient clinic between 2014-2019 were retro-
spectively enrolled. Patient data including blood pressure measure-
ments, end-organ damage and treatment adherence were recorded
from hospital records at diagnosis and in the following 1, 2, 3
and 5 years.
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Results: The study included 88 patients (52 males) with a mean
relative body mass index (RBMI) of 150±29.6%. Concerning the
follow-ups (of 1st, 2nd, 3rd and 5th year); data of 85, 25, 19 and 8
patients could have been included, respectively. While mean
RBMI of the patients decreased significantly in the 1st year of
follow-up (p=0.020), it did not change in the subsequent years.
Similarly, systolic blood pressure values decreased significantly
only in the 1st year follow-up (p=0.039). Significant decrease in
diastolic blood pressure values was found in the 3rd year follow-
up (p=0.007). Antihypertensive drugs had been initiated in
52(59%) patients whereby follow-up compliance was found to
be significantly higher as compared to patients who did not take
any medication. On admission, left ventricular mass index was
recorded >95th percentile in 25 patients and all except one had
improved with medication within 5 years. Hypertensive retinopa-
thy was detected in 9 patients and all ameliorated within 5 years.
During the whole follow-up period, the overall adherence to life-
style modification and antihypertensive medication were 27% and
50%, respectively.
Conclusions: Hypertensive obese children were not adherent to
treatment including lifestyle modification and medication. End-
organ damage was improved with medication. Majority of the
patients did not lose weight and they were still hypertensive.

IPN12042-80 ANALYSIS OF SURVIVAL OF PEDIATRIC
PATIENTS WITH ACUTE RENAL INJURY (AKI) IN
DIALYSIS: RETROSPECTIVE STUDY

S. Vieira 1, V. Jorgetti 1, C. Lopes Garcia 2, M.F.C. Camargo 1

1 Hospital Samaritano Américas serviços Médicos - São Paulo - Brazil,
2 Hospital Samaritano Américas Serviços Médicos - São Paulo - Brazil

Introduction: AKI has a high hospital incidence and is associated to
significant morbidity and mortality.
Material and Methods: Retrospective study evaluated 51 patients
hospitalized at the intensive care unit (ICU) in the year 2016 with
indication of dialysis (4 on peritoneal dialysis - PD, 34 on ex-
tended hemodialysis - SLED and 13 on continuous dialysis ther-
apy - continuous renal replacement therapy CRRT), divided into 2
groups: survivors (S) (N = 31) and non-survivors (NS) (N = 20).
Analyzed age, gender, weight, etiology of renal disease, positive
fluid balance (overload), use of diuretics and vasoactive drugs,
length of ICU stay, number of dialysis sessions. Results were
expressed as median [minimum value; maximum] or percentage,
and the comparison between the groups used the Mann-Whitney
tests, Fisher exact test and Chi-square test.
Results: Detected significantly higher mortality in patients when
the etiology of kidney disease was of cardiac origin 10/20 (50%),
followed by patients with oncological diseases 6/20 (30%), kidney
diseases 2/20 (10%) and other causes (10%). Mortality was sig-
nificantly higher in younger patients (10 [0.1-128] vs. 33 [0.2-
216] months) and with lower weight (5.4 [2.4-41.8] vs. 11 [1.3-
35.5] kg). We did not find significant differences regarding the
gender of patients. Regarding overload, was significantly higher
in patients in the NS group compared to those in the S group
(15.15 vs. 10.3%). The need for vasoactive drugs was higher in
the NS group. We did not find differences regarding the use of
diuretics, length of stay in the ICU and number of dialysis
sessions.
Conclusions: the mortality was directly associated with the etiolo-
gy of renal disease, with the low age and the lower weight of the
affected children and also with greater fluid overload at the be-
ginning of dialytic therapy.

IPN12043-81 TO BIOPSY OR NOT TO BIOPSY: HENOCH-
SCHONLEIN NEPHRITIS IN CHILDREN

M. Avramescu 1, A. Lahoche 2, G. Deschenes 3, R. Salomon 4, G.
Roussey 5, J. Bacchetta 6, S. Decramer 7, T. Ulinski 8, C. Barbe 1, A.
Pons 1, A. Berot 1, C. Pietrement 1
1 CHU Reims - France, 2 CHRU Lille - France, 3 APHP Hopital Robert
Debre - France, 4 APHP Hopital Necker Enfants Malades - France,
5 CHU Nantes - France, 6 CHU Lyon - France, 7 CHU Toulouse -
France, 8 APHP Hopital Trousseau - France

Introduction: The long-term prognosis of Henoch-Schonlein pur-
pura is mostly dependant on the severity of renal involvement.
Presently, there is no consensus on the criteria for initiation of
treatment for Henoch-Schonlein nephritis. Some medical centers
perform a renal biopsy before starting treatment while in other
centers the therapeutic response is dictated by the importance of
the clinical and biological signs of glomerular damage. The main
aim of this study is to evaluate which of these two approaches is
associated with a better renal outcome.
Material and methods: This was a multicenter, retrospective,
nonrandomised cohort study. The target population was comprised of
children between 0 and 18 years of age treated for Henoch-Schonlein
nephritis between January 2006 and December 2010 in one of the 8
participating French Pediatric Nephrology units. The data was collected
from the patients' medical records. Patients’ renal involvement manifested
with either proteinuria associated with hematuria, nephritic syndrome,
nephritic syndrome or a nephritic-nephrotic syndrome. Some of the pa-
tients had an early renal biopsy (before starting treatment or in the fol-
lowing 15 days).
Results:A total of 107 children were included. Sixty-eight (63.5%)
patients had an early renal biopsy. Follow-up at 5 years was com-
pleted in 45 children (41.2%), of whom 29 had undergone early
renal biopsy and 16 had not been biopsied early. Mean proteinuria
at 5 years was 159 mg/l in the biopsy group and 216 mg/l in the
non-biopsy group. 35.9% of the biopsied children and 62.5% of
the non-biopsied children had had an anti-proteinuric treatment at 5
years.
Conclusion: Children who underwent early renal biopsy seem to have a
better renal outcome at 5 years than their peers who did not have an early
biopsy or were biopsied later. However, this is a small patient cohort and
there is missing data.

IPN12045-83 DO PAEDIATRIC RENAL TRANSPLANT
RECIPIENTS PRE-LOADED WITH TACROLIMUS RESULT
IN EARLIER THERAPEUTIC LEVELS?

H. Jones 1, M. Haq 2, N. Melhem 1, G.Walsh 1, W. Thornhill 1, N. Ware 1

1 Evelina London Children's Hospital - United Kingdom, 2 Southampton
Children's Hospital - United Kingdom

Introduction: Children receiving a planned kidney transplant are pre-
loaded with tacrolimus in our centre. The impact on the tacrolimus levels
post-transplant is studied here.
Materials and methods: Retrospective review of tacrolimus levels
in patients receiving a kidney transplant at single centre (2y pe-
riod). Tacrolimus levels between day -1 and 14 post-transplant,
time to reach target tacrolimus level (8-12μg/l) and adverse ef-
fects in the pre-loaded group was collected. Data presented as
median. Statistical testing using independent samples Mann-
Whitney U test for non-parametric data.
Results: n=43. Group A: tacrolimus commenced at time of transplant
(n=18, 17/18 deceased donor, 9 white, 4 Asian, 4 Black, 1 other/mixed
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race). Group B:tacrolimus commenced day-4 (n=25, all living donors, 16
white, 5 Asian, 2 Black, 2 other/mixed race). Median trough tacrolimus
level were 5.9μg/l day-1 and 7.65μg/l day 0.
Trough tacrolimus levels day 1 and 2 post-transplant: 7.55 and 8.3μg/l (group
A) and 12.15 and 9.3μg/l (groupB) (p=0.215 and p=0.294). Between days 2-
7 and days 8-14 trough tacrolimus levels were 8.3 and 9.7μg/l (group A) and
6.5 and 7.9μg/l (group B) respectively which was significantly
lower(p=0.002 and p=<0.001).
Median time to reach target tacrolimus range was 2 days (both groups). In
group A 2 patients (1 white, 1 black) and group B 3 patients(1 white, 1 black,
1 Asian) did not reach target levels within 2 weeks(all sub-therapeutic).
Asides from nausea in 1 patient no other adverse effects noted due to pre-
loading.
Conclusion:In this cohort pre-loading tacrolimus resulted in a higher
median tacrolimus level on day 1 and 2 post-transplant though this was
not statistically significant. By days 2-7 and week 2 the pre-loaded group
had lower median tacrolimus levels. The reasons may be multifactorial. It
would be helpful to determine if this had an impact on graft function as
well as carrying out this analysis in a larger cohort.

IPN12046-84 HYPERPARATHYROIDISM AND BONE
MINERAL METABOLISM DISORDERS IN PAEDIATRIC
PATIENTS ON PERITONEAL DIALYSIS IN CHILE

P. Hevia 1, L. Bofill 2, P. Zambrano 3, F. Cano 4, M.L. Ceballos 4, A. Rojo 5,
V. Pinto 6, A. Lazcano 7, I. Salgado 7, D. Carrillo 8, C. Gonzalez 8, S. Peredo
9, P. Dreves 10, N. Bascur 11, M. Valenzuela 11, C. Lizama 12, P. Lehmann 13

1 Hospital San Juan de Dios, Santiago de Chile - Chile, 2 Hospital Dr.
Gustavo Fricke, Viña del Mar - Chile, 3 ClinicaDavila, Santiago de Chile
- Chile, 4 Hospital Luis Calvo Mackenna, Santiago de Chile - Chile,
5 Hospital Exequiel Gonzalez Cortes, Santiago de Chile - Chile,
6 Hospital Exequiel Gonzalez Cortes Santiago de Chile - Chile,
7 Hospital Roberto del Rio, Santiago de Chile - Chile, 8 Hospital Sotero
del Rio, Santiago de Chile - Chile, 9 Hospital Clinico Red de Salud
UC.Christus, Santiago de Chile - Chile, 10 Hospital Dr. Hernan
Henriquez Aravena, Temuco - Chile, 11 Hospital Guillermo Grant
Benavente, Concepcion - Chile, 12 Hospital Dr. Eduardo Schutz
Schroeder, Puerto Montt - Chile, 13 Hospital Base Valdivia, Valdivia -
Chile

Disorders of mineral metabolism (CKD-MBD) in chronic kidney disease
(CKD) are associated with morbidity and mortality. The aim of this study
was to evaluate biochemical variables associated with CKD-MBD in
children with CKD on peritoneal dialysis. A descriptive, retrospective,
observational study of clinical and laboratory data was done using infor-
mation registered in the database of Paediatric Nephrology Branch of
Chilean Paediatrics’ Society in 2017, with patients on peritoneal dialysis.
104 children (49% boys) with a mean age of 4.7 (S.D.: ±5.05) were
included in this study. The mean estimated Glomerular Filtration Rate
was 10,3 ml/min/1.73 m2 (S.D.: ±8.09). The principal etiologies were
CAKUT (48%) and glomerulopathies (25%). The mean Z-score of height
was -2.18 (S.D.: ±1.7). The mean of parathyroid hormone (iPTH), calci-
um, phosphorus and alkaline phosphatases were 549 pg/dL (S.D.: ±746),
9.45 mg/dL (S.D.: ±0.97), 5.66 mg/dL (S.D.: ±1.4) and 402 IU/L (S.D.:
±381) respectively. There were 40 children (38%) with an iPTH higher
than 420 pg/dL, 16 (17%) with a phosphorus level higher than 7 mg/dL
and 10 (10.5%) with a calcium level under 8 mg/dL. 68 patients (67%)
had used activated vitamin D within the year.
There was a statistically significant correlation between alkaline phospha-
tase and Z-score of height (p=0.02, Spearman’s Rho=-0.24). No other
statistically significant correlations between calcium, phosphorus, iPTH
plasmatic levels and anthropometric measurements were found. We be-
lieve this could be due to the heterogeneous phosphorus chelations, dif-
ferent CKD aetiologies and different settings of individual peritoneal
dialysis prescriptions. More investigation is required in this area.

IPN12047-85 REFRACTORY EDEMA IN A TWO-YEAR-OLD
PATIENT WITH NEPHROTIC SYNDROME: A CASE-REPORT

A.C.P. Cillo , A.C. Motta Frascola , D.A.P. Massa , L.V.G. Mendoza ,
M.C. Rodrigues , O. Motta Junior
Pontifical Catholic University of Campinas - Brazil

Introduction: Nephrotic syndrome edema is a recurrent symptom. Few
cases, however, are resistant to standard therapy. Therefore, when we
identify a patient with refractory edema, alternative therapies should be
considered. The overfill theory explains the nephrotic syndrome edema
independent of the renin-angiotensin-aldosterone system. According to
this theory, the etiology of the edema is secondary to sodium retention
through epithelial sodium channels, so amiloride is the drug of choice.
Materials and methods: We describe the case of a two-year-old patient
suffering from cortico-resistant nephrotic syndrome for 6 months. She
presents significant edema (six kilos of edema and a dry weight of ten
kilos), refractory to initial therapy (intravenous albumin, furosemide and
spironolactone), hypertension, massive proteinuria (protein/creatinine ra-
tio from isolated urine sample of 40) and low urinary sodium (<20).
Results: After the introduction of Amiloride (0.5 mg / kg / day) in com-
bination with Hydrochlorothiazide (5 mg / kg / day), the patient presented
increased urinary volume (from 1.0 mL / kg / day to 8.0 mL / kg / day),
significant weight loss (five kilos in five days) and a significant increase
in urinary sodium excretion (urinary sodium 89), without improvement of
the proteinuria (protein / creatinine ratio from isolated urine sample 70).
After ten days of therapy, the patient developed significant hyponatremia,
requiring hospitalization (serum sodium of 120).
Conclusion: This case report reinforces the overfill theory of nephrotic
syndrome edema. Amiloride in combination with Hydrochlorothiazide has
shown to be effective in the management of refractory edema in a pediatric
patient. However, the possibility of hyponatremia as a side effect should be
evaluated, especially if Amiloride is combined with Hydrochlorothiazide.

IPN12048-86 ACUTE KIDNEY INJURY DURING PERINATAL
ASPHYXIA IN TWO REFERRAL HOSPITALS IN COTONOU,
BENIN

F. Lalya , G. Gbenou , Y. Tohodjede , R. Bio Nigan , P.C. Hounkpe
University Hospital CNHU-HKM of Cotonou - Benin

Introduction: Perinatal asphyxia can affect all organs. Acute kid-
ney injury (AKI), the most frequent extra-neurological manifesta-
tion of perinatal asphyxia remains underdiagnosed in our care
setting. The purpose of this study was to determine the prevalence
of renal impairment during perinatal asphyxia in term newborns
and associated risk factors.
Methods:We performed a cross-sectional study including 220 newborns
with perinatal asphyxia from February 1st to July 31st, 2016 at university
hospitals CNHU-HKM and CHU-MEL of Cotonou. Inclusion criteria for
perinatal asphyxia were APGAR score < 3 at one minute or < 7 at 5
minutes or term newborns who have been resuscitated or who have had
early signs of encephalopathy. Renal impairment was defined as glomer-
ular filtration rate (GFR) less than 20 ml/min/1.73 m2. We sought factors
associated with AKI.
Results: The prevalence of AKI during perinatal asphyxia was 40.5%.
Associated risk factors in our setting include maternal hypertension (p =
0.01), eclampsia/preeclampsia (p = 0.03), risk of preterm birth (p = 0.04),
duration of resuscitation (p = 0.03), thoracic compression during resuscitation
(p = 0.01), severe encephalopathy (p = 0.004) respiratory distress (p = 0.01)).
Conclusion: AKI is frequent in the setting of perinatal asphyxia. The
management of neonates with perinatal asphyxia should take into consid-
eration multisystem disorders. Serum creatinine level should bemeasured
for GFR calculation as part of the systematic assessment of any baby with
perinatal asphyxia.
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IPN12049-87 PAEDIATRIC DEATHS IN THOSE WHO
RECEIVED RENAL REPLACEMENT THERAPY: IS OUR
NATIONAL DATA ACCURATE?

G.Mccall 1, L. Plumb 2,W.Magadi 3, A. Owen-Smith 2, H.Maxwell 4, S.
Marks 5

1 Royal Manchester Children's Hospital, Manchester Foundation Trust,
Manchester - United Kingdom, 2 Population Health Sciences Institute,
University of Bristol, Bristol - United Kingdom, 3 UK Renal Registry,
Southmead Hospital, Bristol - United Kingdom, 4 Royal Hospital for
Children, NHS Greater Glasgow and Clyde, Glasgow - United
Kingdom, 5 Great Ormond Street Hospital for Children, NHS
Foundation Trust, London - United Kingdom

Background: End-stage kidney disease (ESKD) is associated with
increased mortality compared with the general paediatric popula-
tion.(1) Cardiovascular disease and infection are important causes
of death on renal replacement therapy (RRT).(1, 2)

Aim:Determine whether our national registry data for children on
RRT >90 days accurately captures cause of death. To describe
patient and treatment characteristics of children who die on RRT
and compare mortality rates with the general UK paediatric
population.
Method: National retrospective mortality audit of RRT deaths be-
tween 01/01/2000-31/12/2015 performed for children aged ≤16
years. Cause of death from medical records compared with na-
tional registry data. Office of National Statistics data used to
calculate standardised mortality ratio.
Results: Total of 126 deaths were recorded in the national registry
over a 15-year period. Median age at death was 7 years (IQR 1.8,
11.7) and 58.4% (n=73) were male. Median duration of RRT was
24.9 (IQR 8.1-58.3) months. Younger children, aged 0-2 years
accounted for highest proportion of deaths seen (26.4%, n=33).
Peritoneal dialysis was commonest modality of RRT-start (24.4%,
n=44) and at death (30.3%, n=30). Mortality audit data was avail-
able for 67% (n=85) of patients. National registry data reported
sepsis as most common primary cause of death (21.3%, n=17).
Conversely, proforma data reported cardiovascular events as most
frequent cause of death (18.8%, n=16), with sepsis less prevalent
(9.4%). For over a third of patients (38.8%, n=33), death occurred
despite all treatment, while for 17.7% (n=15), a decision was
made not to start/withdraw RRT. The mortality rate was 95 times
greater than expected for the UK paediatric population.(3)

Conclusion: The national registry cause of death data for children on
RRT does not reflect medical records data. Additional data collected
suggests multi-factorial deathswhichmay not be capturedwith traditional
data fields. New processes to enable clinicians and IT systems to extract
accurate data are needed.

IPN12051-80 BLOODSTREAM INFECTIONS IN PEDIATRIC
HEMODIALYSIS PATIENTS

D.O. Batista , M.L.D.M. Val , M.G. Rockenbach , N.G. Daiha , M.L.
Abramczyk , A.L.C.S. Abreu , M.C. Andrade
Division of Pediatric Nephrology, Department of Pediatrics,
Universidade Federal de São Paulo, São Paulo - Brazil

Introduction: The indication of renal replacement therapy in pedi-
atric patients is a challenge. Despite pediatric hemodialysis has
progressed, the vascular access remains a crucial factor in the
continuity of treatment. In this group, infection represents the
second cause of death, and it is one of the main causes of hos-
pitalization. Due to the difficulty of creating an arteriovenous
fistula (AVF), a central venous catheter (CVC) is often used in
children, which is associated with an increased risk of infection.

The objective of this study is to describe the epidemiological
profi le of bloodstream infection (BSI) in hemodialysis
patients in a university hospital in São Paulo, Brazil.
Material and methods: Retrospective analysis of BSI occurred be-
tween January 2017 and March 2019. Indicators generated: distri-
bution of isolated microorganisms in blood cultures of patients
with central line–associated BSI and catheter-related BSI, and dis-
tribution of the episodes in relation to type of access used.
Results: Twenty patients were included in the study and observed
for a combined total of 6555 patients-days. There were identified
11 BSI episodes, in 6 patients. The BSI rate was 1.68 per 1000
patient-days. The microorganisms recovered from blood cultures
were: Staphylococcus aureus (45.4%), coagulase-negative staphy-
lococci (CoNS) (27.2%) and Gram-negative bacilli (GNB)
(27.2%). The GNB isolated were Enterobacter cloacae, Kingella
kingae and Stenotrophomonas maltophilia. Resistance to methicil-
lin was found in 40% of S. aureus and 100% of CoNS. Of the 11
episodes, 5 occurred in patients with temporary-catheter (45.4%),
4 in patients with permanent catheters (36.3%), 2 in patients with
arteriovenous graft (18.1%) and none in those with permanent
fistulae. Catheter exchange or removal was performed in 5 cases
(55.5%).
Conclusions: Infections in patients submitted to hemodialysis are
frequent in the pediatric age group, since CVC are used in these
patients as access for dialysis more frequently than AVF.

IPN12052-81 SHOULD PROTEINEMIA TAKE OVER
ALBUMINEMIA LEVEL FOR INVESTIGATING THE
NEPHROTIC SYNDROME IN CHILDREN ?

A.A. Ndongo 1, B. Ranchin 2, P. Cochat 2
1 Femme-Mère-Enfant hospital of Lyon and Cheikh Anta Diop University
of Dakar - Senegal, 2 Femme-Mère-Enfant hospital of Lyon - France

Introduction: The academic definition of nephrotic syndrome (NS)
in children is a combination of proteinuria greater than 50 mg/kg/
day, hypoproteinemia below 60 g/L and hypo-albuminemia less
than 30 g/L. The cost of albumin dosing is twice as expensive
as that of proteinemia. Given the unfavorable economic context of
developing countries, we conducted this study to investigate a
correlation between proteinemia and albuminemia in NS in chil-
dren, and to discuss the value of measuring albumin levels in this
case.
Material and methods: This was a retrospective (2-year), single-
center study (Femme-Mère-Enfant hospital of Lyon in France) of
children aged < 18 years at diagnosis, hospitalized, or seen for
NS or other cause of hypo-albuminemia (exudative enteropathy,
chronic hepatopathy). All children under 18 years of age with NS,
in thrust or remission, or other cause of hypoalbuminaemia and in
whom simultaneous dosage of albuminemia and proteinemia were
perfomed, were studied. The correlation between proteinemia and
albuminemia, by the Pearson method, was evaluated in children
with NS or managed for another cause of hypoalbuminemia.
Results: A total of 98 children with NS (537 dosages) and 31
without NS (508 dosages) were included. At the time of dosing,
children with NS were in thrust (316 dosages) or in remission
(147 dosages). In 74 determinations (13.80%), albuminemia was
dissociated from proteinemia. NS was genetic in 6 children (113
dosages) and idiopathic in the other 92 (424 dosages). The cor-
relation between albumin and proteinemia with the Pearson meth-
od was 0.82 (genetic NS), 0.81 (idiopathic NS), 0.75 (exudative
enteropathy), and 0.32 (chronic hepatopathy).
Conclusions: Albuminemia and proteinemia are strongly correlated in
primitive NS. This suggests that one could do without the results of the
measurement of albuminemia in its diagnosis.
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IPN12053-82 HYPERPARATHYROIDISM AND BONE
MINERAL METABOLISM DISORDERS IN PAEDIATRIC
PATIENTS ON HEMODIALYSIS IN CHILE

A.M. Lillo 1, J. Grandy 2, J. Villagra 3, J. Chacon 4, P. Riffo 5, L. Bofill 6,
P. Hevia 7

1 Hospital Luis Calvo Mackenna, Santiago de Chile - Chile, 2 Hospital
Exequiel Gonzalez Cortes, Santiago de Chile - Chile, 3 Hospital Gillermo
Grant Benavente, Concepcion - Chile, 4 Hospital Sotero del Rio,
Santiago de Chile - Chile, 5 Hospital de Osorno, Osorno - Chile,
6 Hospital Dr. Gustavo Fricke, Viña del Mar - Chile, 7 Hospital San
Juan de Dios, Santiago de Chile - Chile

Disorders of mineral metabolism (CKD-MBD) in chronic kidney
disease (CKD) are associated with morbidity and mortality. The
aim of this study was to evaluate biochemical variables associated
with CKD-MBD in children with CKD on haemodialysis and
hemodiafiltration. A descriptive, retrospective, observational
study of clinical and laboratory data was done using information
registered in the database of Paediatric Nephrology Branch of
Chilean Paediatr ics ’ Society in 2017, with patients on
haemodialysis.
25 children (64% boys) with a mean age of 10.4 (S.D.: ±5.04) were
included in this study. The mean estimated Glomerular Filtration Rate
was 8.13 ml/min/1.73 m2 (S.D.: ±2.92). The principal aetiologies were
CAKUT and glomerulopathies. The mean Z-score of height was -2.18
(S.D.: ±1.7). The mean of parathyroid hormone (iPTH), calcium, phos-
phorus and alkaline phosphatases were 525 pg/dL (S.D.: ±528), 8.9 mg/
dL (S.D.: ±1.09), 4.5 mg/dL (S.D.: ±1.48) and 402 IU/L (S.D.: ±381)
respectively. There were 9 children (37.5%)with an iPTH higher than 420
pg/dL and 4 (16%) with a phosphorus level higher than 6 mg/dL.
There was statistically significant correlation between alkaline phospha-
tase and Z-score of height (p=0.001, Spearman’s Rho=-0.52), and be-
tween Z-score of height and prescription of activated vitamin D
(p=0,005). No other statistically significant correlations between calcium,
phosphorus, vitamin D, iPTH plasmatic levels and anthropometric mea-
surements were found. We believe this could be due to several factors
including the varying aetiologies of CKD, different haemodialysis pre-
scriptions, levels of vitamin D and its activity and phosphorus manage-
ment. More investigation in this area is required.

IPN12054-83 EVALUATION OF L-FABP AND INTERLEUKIN-6
IN CHILDRENWITH RENAL CYSTS

K. Plesinski 1, P. Adamczyk 2, E. Swietochowska 3, A.Morawiec-Knysak
4, A. Gliwinska 4, W. Korlacki 5, M. Szczepanska 2

1 Cardiological Outpatient „Medicor”, Myszkow - Poland, 2 Department of
Pediatrics, School of Medicine with the Division of Dentistry in Zabrze,
Medical University of Silesia in Katowice - Poland, 3 Chair and
Department of Medical and Molecular Biology, School of Medicine with
the Division of Dentistry in Zabrze, Medical University of Silesia in
Katowice - Poland, 4 Pediatric Nephrology Ward, Public Clinical
Hospital No. 1,Zabrze - Poland, 5 Department of Children’s
Developmental Defects Surgery and Traumatology, School of Medicine
with the Division of Dentistry in Zabrze, Medical University of Silesia,
Katowice - Poland

Abstract
Introduction: Renal cysts, according to their etiology, can be di-
vided into genetic and acquired cysts. The most frequent cysts of
genetic origin in children are found in autosomal dominant poly-
cystic kidney disease (ADPKD). It is clinically important to iden-
tify markers of early kidney damage. This is of great importance
in patients with cystic kidney disease, with a possible poor
prognosis.

Objectives: The study evaluated the concentration of serum and urine
liver-type fatty acid binding protein (L-FABP) and interleukin 6 (IL-6) in
children with kidney cysts.
Method: The study was conducted in a group of 39 children with kidney
cysts including 20 subjects with ADPKD.
Results: Serum and urine L-FABP concentration in children with renal
cysts was significantly higher compared to the controls, regardless of the
underlying type of cystic degeneration, number of cysts and gender. Also,
serum and urinary IL-6 concentration in children with renal cysts was
significantly higher than in the control group. There was a significant
negative correlation between serum L-FABP concentration and SDS for
diastolic arterial pressure. A significant negative correlation was found
between serum IL-6 concentration and systolic, diastolic and mean arte-
rial pressure values as well as SDS for systolic and diastolic blood pres-
sure. In addition, a significant positive correlation was found between
urinary IL-6 concentration and eGFR.
Conclusion: Higher concentration of L-FABP in serum and urine in
children with kidney cysts indicates the early damage to the renal paren-
chyma, detectable before the onset of hypertension and other organs
damage. Significantly higher serum and urinary IL-6 levels in children
with cystic kidney disease compared to healthy children may suggest the
role of this cytokine in chronic kidney disease development.
Keywords: autosomal dominant polycystic kidney disease, children,
chronic kidney disease, kidney cysts, L-FABP, interleukin 6.

IPN12055-84 A SALTY ALLERGY: AN UNUSUAL CASE OF
HYPONATRAEMIA

H. Jones 1, E. Ashton 2, D. Bockenhauer 2
1 Evelina London Children's Hospital - United Kingdom, 2 Great Ormond
Street Hospital for Children - United Kingdom

Introduction: We present an interesting case of hyponatraemia in a
young boy.
Results:A healthy 19 month old male presented with a tonic-clonic
seizure, demonstrating a sodium of 119mmol/l. A few months prior
hyponatraemia noted in the context of a lower respiratory tract
infection, treated with a short course of oral sodium supplementa-
tion and no further follow-up. He had recently switched onto oat
milk (cow’s milk protein allergy). On further questioning his moth-
er described him having infrequent wet nappies and often not
finishing his water bottle, preferring milk.
Development appropriate with no significant family history.
Weight 11.7Kg examination unremarkable. Over a 48-hour period
in the general paediatric setting, he received six hypertonic(2.7%)
saline fluid boluses. Plasma sodium remained refractory(116-
122mmol/l) and nephrology input sought. Serum osmolality
250mosml/l, urinary osmolality 520mosml/l, urinary sodium
171mmol/l. Chest radiograph normal.
On transfer to tertiary paediatric nephrology services he was alert,
BP100/40mmHg, CRT <2s and appeared well hydrated.
Paired plasma/urine tests were: sodium 119/137mmol/l, creatinine
8μmol/L/0.9mmol/l and 252/387mosml/l. Fractional excretion of sodium
1%.
CT head, renal ultrasound, renin/aldosterone, cortisol, thyroid function all
normal. A diagnosis of nephrogenic syndrome of inappropriate
antidiuresis (NSIAD) postulated.
Analysis of the AVPR2 gene confirmed this rare x-linked disorder (mu-
tation (c.409C>T)). Familial testing showed his mother and maternal
grandmother to be carriers.
He is now thriving on a higher protein diet with a chronic fluid restriction
maintaining a plasma sodium above 130mmol/l and had no further
seizures.
Discussion: Hyponatraemia in the context of clinical euvolaemia is sec-
ondary to water overload NOT salt deficiency.
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We suspect this boy had chronic asymptomatic hyponatremia,
acutely exacerbated by the elimination of dairy and timing of full
titration onto oat milk (contains 1/3 protein content of whole
cow’s milk), lowering the protein content in his diet, with reduc-
tion of urea production which acts as an osmotic diuretic aiding
water removal.

IPN12056-85 ANAEMIA IN HAEMODIALYSIS: AN AUDIT OF
PRACTICE GUIDELINES FOR IV THERAPY

J. Flynn , A. O'halloran , T. Raftery , K. Pawlak , G. Holt , C. Mccabe , M.
Raftery , K. Murray , E. Flynn , M. Stack , N. Dolan , M. Riordan , A.
Awan , C. Sweeney
Children's Health Ireland, Temple Street - Ireland

Background: Renal anaemia is an ongoing challenge in paediatric
haemodialysis (HD) patients and is associated with increased cardiovas-
cular morbidity and mortality.
Aim:

& To evaluate the use of reticulocyte He (Ret He) as an alter-
nate marker of iron stores in a paediatric haemodialysis pop-
ulation.

& To evaluate any resulting change in IV Venofer use and the
range of haemoglobin (Hb) values achieved.

Methods:

& Haematological data was collected on HD patients (n=7) maintained
on two different renal anaemia management protocols.

Protocol 1: Apr 2017 – Jun 2018

& Hb > 130: Stop epo

& Hb 120-129: Reduce epo

& Hb 105-119:No change

& Hb <105 & Ret He <28: IV iron*

& Hb <105 & Ret He>28: Increase EPO

& Hb<105 & Ret He<28: Increase EPO and IV iron*

Protocol 2: July 2018 – Mar 2019

& Hb > 130: Stop epo

& Hb 120-129: Reduce epo

& Hb 110-120: No change

& Hb<110 & Ret He<28: IV iron

& Hb <110 & Ret He>28 : Increase EPO

& Hb<110 & Ret He<28 : Increase EPO and IV iron*
*IV iron was given as two doses of 3mg/kg Venofer (max 200mg)
one week apart

Results:

& Protocol 1 - mean values: Hb: 114.8±7.9 g/L, Ret He: 26.7±3.6 pg
and reticulocyte count: 58.1±10.3 x10^9/l.

& Interim analysis suggested Hb ranges were suboptimal. Protocol 2
was devised with a higher acceptable minimal haemoglobin
parameter.

& After implementation of Protocol 2, mean values measuredwereHb :
116.13±10.9 g/l, Ret He: 25.8±5.9 pg and reticulocyte count: 53.8
±18.5 X10^9/l.

Conclusion: Both protocols resulted in use of less IV iron than our his-
torical weekly infusion policy. Protocol 2 maintained haemoglobin levels
within a more satisfactory range than Protocol 1. Ret He appears to be a
valid tool for assessing iron stores in our population. This audit is ongoing
and we will analyse further after another 6 months.

IPN12057-86 RITUXIMAB IN STEROID RESISTANT AND
DEPENDANT NEPHROTIC SYNDROME IN CHILDREN IN
IRELAND

M. Bates 1, R. Kakkar 1, M. Mcnicholas 1, D. Morely 1, J. Keogh 1,
F. Mchugh 2, T. Raftery 1, C. Sweeney 1, N. Dolan 1, M. Stack 1,
M. Riordan 1, M. Waldron 1, A. Awan 1

1 Children's Health Ireland - Ireland, 2 Children's Health Ireland -
Ireland

Background: Rituximab has shown promising results in the manage-
ment of Nephrotic Syndrome (NS) in children.
Aims:Describe the outcomes of patients with steroid resistant (SR) or steroid
dependent (SD) NS treated with 2 or 4 doses of Rituximab (375mg/m2) in a
national centre in Ireland between 2009-2018.
Methods: Retrospective review of patients meeting the above criteria.
Results: Thirty patients were identified with a mean age of 5.1 years at
diagnosis. Twenty-three patients were SDNS (18 males and 5 females) and
7 patients were SRNS (5 males and 2 females).
Thirteen patients received a CNI prior to commencing Rituximab, 1 re-
ceived an alkylating agent (Cyclophosphamide), 15 patients received
both and one patient went straight on Rituximab.
Within the SRNS group (n=7), four patients received 2 doses of
Rituximab; one patient had a partial response, one relapsed after 2 months
and developed ESRF, and 2 patients remained in remission for 4 and 5 years.
Of the patients who received 4 doses (n=3), two patients remained in remis-
sion for 3 years and one developed ESRF.
Within the SDNSgroup (n=23), 17 patients received 2 doseswith amean (sd)
remission period of 13.2(6) months. Six patients received 4 doses and
achieved a mean period of remission of 20(6.2) months.
Three patients with SDNS discontinued their CNI.
All patients received standard prophylactic therapy (hydrocortisone and
Chlorphenamine). Two months after Rituximab one patient developed IBD-
U and one patient received a reduced rate infusion due to concerns re allergic
reaction. No correlation between CD19 and relapse was identified.
Conclusion: Rituximab is effective to induce sustained remission in 4/7
patients with SRNS.
Two doses vs. 4 doses Rituximab. is effective in maintaining remission
for mean of 1 year or more without relapse in SDNS
CD19 is not a reliable marker for decision of frequency of doses

IPN12059-88 BODY MASS INDEX AS A PREDICTOR OF
OUTCOMES AMONG PEDIATRIC KIDNEY TRANSPLANT
RECIPIENT.

B. Ismail 1, N.M. Azzab 2, I.A. Abdelazim 2, S.M. Abdelrahman 2

1Cairo University - Egypt, 2 Department of pediatrics, Kasr Al Ainy
School of Medicine, Cairo University - Egypt

Abstract
Introduction: Kidney transplantation has been established as the
most efficient treatment of end stage renal disease with the advan-
tage for the patient to live a nearly healthy life. The epidemic of
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obesity has a profound effect on many potential transplant recipi-
ents. These ever-increasing statistics on obesity and its increasing
prevalence in renal transplant recipients mandates a study on the
postoperative effects of obesity in this patient group.
Objective: To determine whether pre-transplant body mass index (BMI)
affects renal allograft function and survival in pediatric renal transplant
recipients.
Patients and methods: Fifty post renal transplantation Egyptian children
on regular follow up in renal Transplantation clinic in Abo el Reesh
hospital were enrolled to detailed history and physical examination, lab-
oratory investigation. An informed written consent was obtained from
parents before enrollment.
Results: Obese patients were more likely to be male (57.1%) with
age ranges between 10 to 15 years than non-obese recipients. Graft
loss was significantly higher among obese compared with non-
obese recipients. Obese patients displayed lower survival compared
with non-obese subjects at 5 years but statistically not significant
(p-value= 0.165).
Conclusion: obesity is an increasing problem in children who pres-
ent fpr transplantation which may represent an independent risk
factor for graft loss and patient death. Careful patient selection
with pre-transplantation weight reduction is mandatory to reduce
the rate of early post-transplantation complications and to improve
long-term outcomes.
Keywords: Acute rejection, BMI, Obesity, Graft survival, Kidney trans-
plantation.

IPN12060-80 SIGNIFICANT FALL IN LIVING DONATION
RATES OF PEDIATRIC KIDNEY TRANSPLANTS IN PUERTO
RICO

J. Plaud-Gonzalez 1, N. Dejesus-Gonzalez 2

1 University of Puerto Rico - Puerto Rico, 2 University of Puerto Rico;
Auxilio Mutuo Hospital Transplant Center - Puerto Rico

Introduction: Living donation (LD) offers superior outcomes com-
pared to deceased donor (DD) transplantation for patients with
ESRD. In US, an increment in LD rate was observed until 2001
and 2004, when LD rates began to decrease in peds and adult
renal transplants (KTx), respectively. Knowledge about LD trends
among children who have received KTx in PR is limited. We
describe LD trends among pediatric KTx performed in PR from
1977-2013.
Materials and methods: Retrospective chart review of all children (0-
18yrs) receiving KTx in PR from 1977-2013. Median (range) frequencies
(percentages) were calculated.
Results: From 1977-2013, 146 children, female: 39%, Hispanic
(Caribbean): 100%, age: 14yrs (2-18yrs) were transplanted. 60% received
LD and 40%DD. 75%LD were parents, 13%LD siblings and 1%LD
unrelated. 16%DD were from US. Total number of transplants remained
stable from 1980-2000 (1977-79: 5 KTx, 1980’s: 40 KTx, 1990’s: 40
KTx, 2000’s: 45 KTx, 2010-13: 16 KTx). LD rate decreased over time
(77-79: 100%, 80’s: 85%, 90’s: 75%, 00’s: 31%, 10-13: 12%). 6%pts
received 2nd KTx at 21yrs or younger, with 67% and 33% LD on 1st

and 2nd KTx, respectively. Of these pts, female: 44%, age at first KTx:
12yrs(5,18yrs), and age at 2nd KTx: 17yrs(13-21yrs).
Conclusions: Living donation in pediatric renal transplants has
substantially declined in PR over the last 4 decades. Possible
explanations include single parenting, medical unsuitability,
shifting practice patterns (i.e. establishment of solid organ pro-
curement organizations), and marketing strategies, among others.
Additional studies are needed to better understand the causes of
such decline and to develop strategies to increase LD among our
children with ESRD.

IPN12061-81CLINICALANALYSISOFACUTEPANCREATITIS
IN CHILDRENWITH PRIMARY NEPHROTIC SYNDROME

S. Hao , Y. Wu , X. Niu , G. Zhu , W. Huang
Shanghai Children's Hospital - China

Introduction: Primary Nephrotic Syndrome (PNS) is one of the
most common primary glomerular diseases in children. In the
diagnosis and treatment process, the most common complications
in patients with nephrotic syndrome include infection, electrolyte
imbalance, low blood volume, hypercoagulability and thrombosis,
acute renal failure. Acute pancreatitis (AP) is a common clinical
acute abdomen disease. Patients complicated nephrotic syndrome
with pancreatic lesions are rarely reported, and children’s clinical
manifestations are very atypical. So the aim of this study is to
observe clinical manifestations, laboratory tests and related imag-
ing of children complicated in our hospital, and to explore its
clinical features, related factors, early diagnosis and treatment.
Material & methods: We retrospectively analyzed the clinical data
of 6 children complicated with Primary nephrotic syndrome and
acute pancreatitis, including age, height, weight, body mass index
(BMI), whether there was an unreasonable diet, whether biliary
tract disease was complicated, course of nephrotic syndrome, the
use of immunosuppressive agents and diuretics, 24 h urinary pro-
tein excretion, serum creatinine, serum amylase and lipase, serum
albumin, cholesterol, triglyceride, abdominal ultrasound, abdominal
enhanced CT, renal biopsy pathology type and eGFR calculated
according to Schwatz formula.
Results: 9 in 327 patients with primary nephrotic syndrome were detect-
ed pancreatic lesions by abdominal ultrasound. 6 were diagnosed as acute
pancreatitis, which the incidence was 1.8%. Only 1 of 6 patients had
elevated serum amylase. Lesions of pancreas in the 6 patients were found
by both ultrasound and enhanced CT. All patients were improved after
Octreotide Acetate injection and supportive treatment. Short-term prog-
nosis is good.
Conclusions: Acute pancreatitis in children with nephrotic syndrome is
not uncommon, but the clinical manifestations are not typical. The diag-
nostic value of abdominal ultrasound and enhanced CT is high. Early
diagnosis and timely treatment can achieve good prognosis.

IPN12062-82 THE EFFICACY OF IRON SUCROSE FOR
ANEMIA IN CHILDREN WITH ESRD: A SINGLE-CENTER
ANALYSIS

L.W. Sun
Department of Nephrology and Rheumatology, Children’s Hospital of
Shanghai, Shanghai Jiaotong University, Shanghai - China

Objective: To compare the efficacy of iron sucrose and oral iron in
treatment of anemia in children with chronic kidney disease (CKD) un-
dergoing dialysis.
Methods: 20 dialysis patients, who were admitted to Shanghai
Children’s Hospital from 2014.01-2019.04, and age<18, were retro-
spectively studied. All patients met with diagnostic criteria of
KDIGO about anemia in CKD children. Their serum ferritin (SF)<
300 ng/ml, and they have been using erythropoietin (EPO) for more
than three months (dose: 100u/kg/w). According to different ways of
treatment, the patients were divided into iron sucrose group (IV
group) and oral iron group (oral group), that each group had 10
patients. Two groups of patients were treated with EPO subcutaneous
injection. The treatment target was hemoglobin (Hb)≥110g/L.
Results: The Hb of IV group was 78.5±11.8g/L and the Hb of oral group
was 86.8±6.6g/L before treatment. After therapy, the Hb of IV group was
121.0±21.3g/L and the Hb of oral group was 105.0±18.0g/L. Compared
with oral group, IV group had a greater increase in Hb after treatment

Pediatr Nephrol (2019) 34:1 –8 01 22 2 62166



(t=1.932, P=0.082). The red blood cell volume (HCT) of IV group was
23.2±3.6% and the HCT of oral group was 25.2±1.8% before treatment.
After therapy, the HCT of IV group was 35.9±6.6% and the HCT of oral
group was 30.9±5.1%. The increase of HCT in IV group was higher than
that in oral group after treatment (t=0.922, P=0.378). There was no sig-
nificant change in SF and serum transferrin saturation. The rate of
reaching target of Hb in IV group was 83.3% while that in oral group
was 33.3%.
Conclusions: Iron supplementation can effectively improve anemia in
CKD children with dialysis. Intravenous iron sucrose therapy for the
treatment is more effective.

IPN12063-83 ANALYSIS OF TEN PEDIATRIC NEPHROTIC
SYNDROME CASES COMPLICATED BY CEREBRAL
SINOVENOUS THROMBOSIS

Y. Mo 1, L. Rong 1, X. Jiang 1, X. Mao 2

1 The First Affiliated Hospital of Sun Yat-sen University - China, 2 The
Affiliated Hospital of Luzhou Medical College - China

Background: To analyze clinical characteristics of nephrotic syndrome
(NS) complicated with cerebral sinovenous thrombosis (CSVT) in
children.
Method: Clinical data and imaging characteristics of 10 confirmed cases
with NS complicated by CSVTwas analyzed.
Results: There were 4 steroid sensitive NS with frequent relapse and 5
steroid resistant (including 2 cases of minimal change disease, one
membrano-proliferative glomerulonephritis(MPGN) and one IgA ne-
phropathy as well as a remaining one steroid sensitive with one relapse.
The clinical manifestations were headache or ophthalmodynia complicat-
ed by vomiting, dizziness, convulsion and coma. Nervous signs were
positive in some cases. Papilledema appeared in only 1 case with winding
of vein. Cerebrospinal fluid (CSF) was examined in 3 cases with elevated
pressure but normal cytological and biochemical results. The D-dimer
and fibrinogen as well as protein C were elevated while prothrombin time
and activated partial thrombplastin time were shortened. The protein S
detected were normal. 3 out of 6 cases suspected of cerebral thrombosis in
Cranial CT. 9 cases had cranial magnetic resonance imaging (MRI) with
abnormal signs in 6 cases. Magnetic resonance venography (MRV) was
done in 10 cases and CSVTwas suggested in all.
Conclusion: Clinical manifestations of NS with CSVT are not specific but
variable and CSVT should be considered once nervous manifestations pres-
ent. MRV is a sensitive and specific method in diagnosis.
Keywords: cerebral sinovenous thrombosis, children, nephrotic syn-
drome

IPN12064-84 APPLICATION OF KATAFUCHI SEMI-
QUANTITATIVE CRITERIA AND THE OXFORD
CLASSIFICATION IN CHIDREN WITH IGA NEPHROLOGY

S. Wen 1, L. Rong 2, Y. Mo 2, X. Jiang 2

1 Application of Katafuchi Semi-quantitative Criteria and the Oxford
Classification in Chidren with IgA Nephrology - China, 2 The First
Affiliated Hospital of Sun Yat-sen University - China

Objective:To compare the differences and similarities of Katafuchi semi-
quantitative criteria and the Oxford classificat ion of IgA
nephrology(IgAN) in scoring the degrees of glomerular and
tubulointerstitial lesions in chidren with IgA neprology.
Methods: Clinical and pathological data was retrospectively analyzed in
children with IgAN initially diagnosed by renal biopsy in the Department
of pediatric nephrology, the First Affiliated Hospital of Sun Yat-sen
University from June 2008 to June 2018. The degrees of glomerular
and tubulointerstitial lesions were scored according to the Katafuchi

semi-quantitative criteria and the Oxford classification of IgAN
respectively.
Results: 170 children (male: 105 cases, female: 65 cases) with IgAN
were included, The median age was 8.8 years. All cases were divided
into isolated haematuria group, hematuria and proteinuria group,
acute glomerulonephritis and nephrotic syndrome group as well as
into three groups according to pathologic grades according the 1982
Lee’s level criteria: grade I+II, grade III and grade IV+V groups.
According to the Katafuchi semiquantitative critiria of IgAN, the
severity scores of glomerullar and tubulo-interstitial lesions in pedi-
atric patients were positively correlated with either different IgAN
clincal or pathological groups(P<0.01). In the Oxford classification
of IgAN, the severity scores of mesangial hypercellularity,
endocapillary hypercellularity, tubular atrophy/interstitial fibrosis
and segmental glomerulosclerosis/adhension were positively corre-
lated with different IgAN clincal (P<0.05). While in different IgAN
pathological groups ,the severity of mesangial hypercellularity,
endocapilarity hypercellularity, segmental glomerulosclerosis/
adhension,tubular atrophy/intersitial fibrosis and cellular/
fibrocellular crecents were all positively correlated with different
IgAN pathological groups (P<0.05).
Conclusions: The severity scores of renal lesions according either
Katafuchi semiquantitative critiria or the Oxford classification of
IgAN were both positively correlated with different IgAN patho-
logical groups, but it showed that Katafuchi semiquantitative
critiria indicated a better positively correlationship with different
IgAN clinical groups.

IPN12065-85 ACUTE KIDNEY INJURY IN CHILDREN WITH
CKD IS ASSOCIATED WITH FASTER DECLINE IN RENAL
FUNCTION

N.Melhem 1, P. Rasmussen 1, T. Joyce 1, J. Sanpera Iglesias 1, J. Clothier
1, C. Booth 1, M. Sinha 2

1 Department of Paediatric Nephrology, Evelina London Children’s
Hospital, Guy's & St Thomas's Foundation Hospitals NHS Trust,
London UK - United Kingdom, 2 Kings College London, Department of
Paediatric Nephrology, Evelina London Children’s Hospital, Guy's & St
Thomas's Foundation Hospitals NHS Trust, London UK - United
Kingdom

Introduction: We investigate association of acute kidney injury (AKI)
with change in GFR in children with advanced CKD over a 3-year period.
Methods: Single center, retrospective longitudinal study including all
prevalent children aged 1-18 years with predialysis stages 3-5 of CKD
in a dedicated clinic. The rate of annualised eGFR change (ΔGFR/year)
was calculated using the modified Schwartz equation and eGFR at annual
intervals. Modifiable and non-modifiable factors were analysed for their
potential effect onΔGFR/year. Stepwise multiple regression analysis was
performed.
Results: 102 children with mean age 9.4±4.9 years with all (100%), 89
(87.3%) and 77 (75.5%) with 1, 2 and 3 years of follow-up respectively.
The mean GFR at baseline was 31.2±11.6ml/min/1.73m2. 68 (66.7%)
were boys and 73 (71.6%) had congenital abnormalities of kidneys and
urinary tract (CAKUT).
The mean ΔGFR/year for our population was -0.11ml/min/1.73m2. 39
(38.2%) showed improvedΔGFR from baseline to last follow up. When
analysed by age tertiles,ΔGFR/year reduced significantly from 2.33±5.9
to -1.89±3.1ml/min/1.73m2 from youngest (Tertile 1) to oldest (Tertile 3)
[p=0.01]. Comparison of Tertile 3 versus Tertile 1 showed no significant
difference in aetiology (70.6% versus 64.7%, with CAKUT, p=0.40) or
AKI incidence (35.3% versus 23.5%, p=0.29).
Children with CAKUT had a ΔGFR/year of 0.39±3.9ml/min/1.73m2

whereas those with other primary renal disease had a faster decline of -
1.38±6.1ml/min/1.73m2 (p=0.01). Multiple regression analysis identified
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Age (β=-0.33, P<0.01) and incidence of AKI (β=0.21, p=0.02) as inde-
pendent predictors ofΔGFR/year.
Conclusions: In a population of children with advanced CKD, we report
slower rate of GFR decline than previously reported. Age is a significant
predictor of CKD progression with teenagers demonstrating the fastest
deterioration in renal function. We report AKI in those with established
CKD as a significant association with renal function decline and high-
lights opportunities to improve renal outcomes.

IPN12066-86 ENURESIS, LOWER URINARY TRACT
DYSFUNCTION AND TEACHERS' PERCEPTION ON TOILET
REQUESTS: A SCHOOL-BASED SURVEY

R. Thergaonkar 1, N. Thergaonkar 2, S. Swain 3

1 INHS Kalyani, Visakhapatnam - India, 2 Omni RK Hospital,
Visakhapatnam - India, 3 Station Health Organization, Visakhapatnam -
India

Introduction: There is inadequate school-based epidemiological data on
bladder-bowel dysfunction (BBD) and enuresis. The objectives of the
present study were to (a) determine the prevalence of BBD and enuresis
among Indian schoolchildren and (b) describe teacher perceptions regard-
ing toilet use
Methods: This was an observational, study in a higher secondary school
in India. The subjects were children studying in classes I to IX and XI as
well as schoolteachers. The dysfunctional voiding and incontinence
symptom scoring system (DVISS) was modified and translated into
Hindi. Anonymous survey was performed by distributing the modified
DVISS to parents. Two new questionnaires – the Bathroom Behaviour
Scale and Teachers’Hassle Scale for Toilet Requests (with frequency and
intensity subscales) were designed, validated and administered to all
teachers of the school.
Results: Of 2518 questionnaires distributed to parents, 1911
(75.9%) were returned; of these, 1790 (93.7%) were valid. Screen
was positive (score ≥ 4 points) for 139 (7.8%, 95% CI 6.5-9.0%)
children. History was compatible with enuresis in 85 (4.7%, 95%
CI 3.7-5.8%), non-monosymptomatic enuresis in 38 (2.1%, 95% CI
2.0-3.6%), overactive bladder in 50 (2.8%, 95% CI 1.9-3.4%) and
dysfunctional voiding syndrome in 18 (1.0%, 95% CI 0.5-1.5%)
children. Questionnaires were returned by 138/138 teachers
(100%). Forty-three (31.2%) teachers believed that toilet requests
during class should be declined. The possibility of a medical cause
for frequent toilet requests was understood by 82 (59.4%) teachers.
At least one aspect of toilet requests was a frequent hassle in 43/
108 (39.8%) and an intense hassle for 29/101 (28.7%) teachers
with valid responses.
Conclusion: The prevalence of enuresis and LUTD in Indian
schoolchildren is 4.8% and 3.5% respectively. Toilet requests are misun-
derstood by a significant minority of teachers. At least one aspect of toilet
requests is a frequent and an intense stressor for 39.8% and 28.7%
teachers respectively.

IPN12067-87 INFANT URINE PROTEOMICS ARE ALTERED
BY MATERNAL DIABETES MELLITUS.

R. Erickson 1, P. Chumla 2, T. Kelly 2, B. Thompson 2, J. Lawson 2, R.
Dyck 2, G. Katselis 2

1 Dept of Pediatrics, University of Saskatchewan, Saskatoon - Canada,
2 Dept of Medicine, University of Saskatchewan, Saskatoon - Canada

Background: Maternal diabetes is a recognized risk factor for a number
of developmental anomalies, including renal anomalies. It has previously
been demonstrated that exposure to maternal diabetes in pregnancy re-
sults in a decreased urine albumin:creatinine ratio in the period after birth

relative to age matched controls. We postulated that proteomic analysis
may reveal unique protein profiles based upon gestational age and on
maternal diabetes status.
Methods:Urine samples from 99 infants were collected. The sam-
ples were collected from three age groups. Infants less than 36
weeks gestation (n=28), infants 36-38 weeks (n=37), and term
infants (>38 weeks; n=34). Infants were further stratified into
infants of non-diabetic mothers (control; n=33) and infants of
diabetic mothers (GDM; n=66).
Protein isolates from urine samples were digested in-solution with trypsin
and analyzed by mass spectrometer. Label-free quantitation was done to
validate and map urine protein profiles. Gene ontology analysis was per-
formed to characterize the cellular and functional processes. Identified
proteins were clustered according to maternal diabetes status and gesta-
tional age.
Results: Proteomics analysis revealed 2484 and 1970 proteins in the
urine of GDMs and controls respectively. Of these proteins, 950 proteins
were common to each group, 1534 unique to GDMs; 1020 unique to
controls. Of the common proteins, 504 were found to be downregulated
and 138 upregulated in GDMs. Albumin was downregulated and beta-2-
microglobulin was upregulated in GDMs. Principal component analysis
on the differentially express proteins showed that individual samples
cluster well within each group. Furthermore, we see age dependent
changes in the protein profile.
Conclusions: Urine proteomic profiles are unique between infants based
upon gestational age and may reflect the developmental changes that
occur in the nephron. The urine proteomic profile is altered by maternal
diabetes and further analysis of these profiles may allow us to understand
the functional pathways that are affected.

IPN12068-88 AN INTERESTING CASE OF PASSENGER
LYMPHOCYTE SYNDROME: A RARE CAUSE OF POST-
TRANSPLANTANAEMIA

H. Jones , G. Walsh , C. Doyle , N. Ware
Evelina Children's Hospital London - United Kingdom

Introduction: Our 11 year old patient with a background of
ureterocoeles, right duplex kidney and right small non-functioning kid-
ney, underwent a pre-emptive live-related renal transplant from her father.
HLAmismatch 011. Donor blood groupO+ intoA+ recipient. Early good
graft function with creatinine 47umol/l on day 1.
Results:On day 9 she had an acute drop in her haemoglobin (Hb)
to 69g/l and then on day 10 it dropped further to 57g/l associated
with a fever. Her blood film showed spherocytes with red cell
agglutination suggesting haemolysis. She received a blood trans-
fusion and her Hb increased to 124g/l. On day 11 her Hb dropped
again to 60 and then 54g/l and she required a second transfusion.
Her DAT was positive against IgG and anti-A1 antibodies were
detected. She was given intravenous immunoglobulin and one
dose of methylprednisolone and a diagnosis of passenger lympho-
cyte syndrome was made (PLS). Her Hb then remained stable.
Conclusions: PLS is immune mediated haemolysis in the post
transplant patient. It occurs when viable B-lymphocytes are pas-
sively transferred to recipients within the graft and form antibod-
ies, resulting in complement mediated haemolysis. Haemolysis in
PLS tends to occur 7-14 days post transplant1. Risk factors for
PLS include transplants where the donor is blood group O and
recipient A or B, previous ABO sensitisation, or ciprosporin treat-
ment. Although PLS is a self-limiting often subclinical disorder,
complications like graft failure, disseminated intravascular coagu-
lation or even death can occur2.
This interesting and rare case is something to consider when faced with
post-transplant anaemia.
References:
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1Nadarajah et al. Literature review of passenger lymphocyte syndrome
following renal transplantation and two case reports. Am J Transplant
2013 Jun;13(6):1594-600.
2Bruijn et al. Passenger Lymphocyte Syndrome (PLS): A Single-center
Retrospective Analysis of Minor ABO-incompatible Liver Transplants. J
Clin Transl Hepatol 2017 Mar 5(1):9-15.

IPN12069-89 RENAL TRANSPLANTATION IN CHILDREN:
EXPERIENCE IN BANGABANDHU SHEIKH MUJIB
MEDICAL UNIVERSITY, DHAKA, BANGLADESH

G.M. Uddin 1, A.A. Mamun 2, T. Jesmin 3, S.S. Huque 4, A. Begum 5,
R.R. Roy 6, M.H. Rahman 7

1 Professor, Dept. of Pediatric Nephrology,Bangabandhu Sheikh Mujib
Medical University, Dhaka - Bangladesh, 2 Assistant Professor, Dept. of
Pediatric Nephrology, Bangabandhu Sheikh Mujib Medical University,
Dhaka - Bangladesh, 3 Assistant Professor,Dept. of Pediatric Nephrology,
Bangabandhu Sheikh Mujib Medical University, Dhaka - Bangladesh,
4 Associate Professor,Dept. of Pediatric Nephrology, Bangabandhu
Sheikh Mujib Medical University, Dhaka - Bangladesh, 5 Associate
Professor, Dept. of Pediatric Nephrology, Bangabandhu Sheikh Mujib
Medical University, Dhaka - Bangladesh, 6 Professor & Chairman,
Dept. of Pediatric Nephrology, Bangabandhu Sheikh Mujib Medical
University, Dhaka - Bangladesh, 7 Professor & Ex chairman, Dept. of
Pediatric Nephrology, Bangabandhu Sheikh Mujib Medical University,
Dhaka - Bangladesh

Background: Renal transplant is the most preferred renal replace-
ment therapy for end stage renal disease. Outcome of renal trans-
plantation in children who received a renal allograft at
Bangabandhu Sheikh Mujib Medical Universi ty, Dhaka,
Bangladesh from January 2006 to December 2018 was studied.
Methods: Retrospective review of patient’s records and access to
data collected from transplant registry of the hospital. Eleven renal
transplantations were undertaken in 11 children during this period.
All the patients received live-related grafts. Among them 7 (63%)
had glomerular disease, 3 (27%) had hypo-plastic kidney and
1(10%) had Alport syndrome. Eight (72.7%) donor were mother
and 3(27.3%) donor were father. Cyclosporine, MMF and prednis-
olone were the mainstay of immunosuppression and 6 recipient
received basiliximab at induction.
Results:Mean age of the patients received allograft were 14.4±2.34
year and male (60%) and female (40%). Survival analysis at
12month, 5yearand 10 year showed functional graft in 90%, 66%
and 50% cases respectively and longest surviving was 12yr. Three
recipients died due to non adherence and poor compliance of the
drug. Eight patients are doing well with attending school and col-
leges and one got married and doing normal life. No graft loss had
occurred but three patient experienced chronic allograft nephropa-
thy and with treatment are doing well.
Conclusion: Renal transplantation is a successful treatment of end
stage renal disease in children and live –related donor had an
excellent outcome with almost normally functioning life.

IPN12070-81 A CASE OF COMPLEX ALPORT SYNDROME
INHERITANCE

I. Pisani 1, M. D'Alessandro 2, G. Caridi 3
1 U.O. Nefrologia, AOUParma, Scuola di specializzazione in Nefrologia,
Dipartimento di Medicina e Chirurgia, Università di Parma - Italy,
2 U.O.C. Nefrologia Dialisi e Trapianto di rene, IRCCS Giannina
Gaslini, Università di Genova - Italy, 3 Laboratorio di Fisiopatologia
dell'uremia, IRCCS Giannina Gaslini - Italy

Introduction: A 10-year-old female patient was admitted to our
department complaining of persistent microematuria since she
was 3. Urinary tract infections and nephrolithiasis were ruled
out. She had normal serum creatinine levels and serum comple-
ment; ANA, ENA and ANCA were absent. Microematuria without
proteinuria was confirmed. Urinary sediment showed acanthocytes
plus red blood cell casts. Renal ultrasound revealed mild cortical
hyperechogenicity; bilateral sensorineural hearing loss was discov-
ered. Other three family members had microematuria (father,
mother, a sister). Parents were consanguineous. A genetic analysis
was performed.
Material & methods: Next-generation sequencing using Ion
AmpliSeq™ panels for inherited glomerular diseases was utilized to iden-
tify variants and segregation in the family. Variants were classified ac-
cording to American College of Medical Genetics.
Results: The patient is omozygous for a frameshift variant of COL4A4
inherited from both parents, she also has one missense variant in INF2, as
her father. Her mother also carries one missense variant of COL4A3. Her
sister is heterozygous for all three mutations.
Conclusions: Here we present a case of familiar Alport syndrome
(AS) with complex inheritance. In fact the patient displays an au-
tosomal recessive AS, while her mother and her sister show a
digenic type of AS. Moreover the presence of an INF2 variant
contributes to a tricky situation. In fact recent studies reported that
patients with a pathogenetic variant on one of three genes involved
in AS could also harbour a mutation of INF2 with variable disease
penetrance. This association is reported to affect phenotype sever-
ity and prognosis suggesting that mutations in multiple glomerular
disease genes explain some of the expression variability in ne-
phropathies. The deep phenotyping of all family members will
allow clarifying genotype-phenotype correlations.

I P N 1 2 0 7 1 - 8 2 H EMORRHAG I C S T R OK E A N D
RENOVASCULAR HYPERTENSION WITH GRANGE
SYNDROME DUE TO YY1AP1 MUTATION

K. Saida 1, C. Kim 2, J. Ceroni 2, N. Miyake 1, N. Matsumoto 1

1 Department of Human Genetics, Graduate School of Medicine,
Yokohama City University - Japan, 2 Genetic Unit, Children’s Institute,
Faculty of Medicine, University of Sao Paulo - Brazil

Introduction: Pediatric hypertension can cause hypertensive emergen-
cies including hemorrhagic stroke contributing to rare but serious child-
hood morbidity and mortality. Renovascular hypertension (RVH) is one
of the major causes of secondary hypertension in children. Grange syn-
drome is an ultra-rare disease characterized by multiple stenosis or occlu-
sion of the renal, abdominal, coronary and cerebral arteries, which can
cause phenotypes of RVH and fibromuscular dysplasia.
Case Presentation: We report the case of a 7-year-old girl with Grange
syndrome who showed RVH and multiple seizure episodes. At one year
of age, she experienced seizures and sequential hemiparesis caused by a
left thalamic hemorrhage without cerebral vascular anomalies. Chronic
hypertension was observed, and abdominal computed tomography angi-
ography showed characteristic bilateral renal artery stenosis. Whole-
exome sequencing revealed a novel homozygous pathogenic variant in
the YY1AP1 gene (NM_001198903.1: c.1169del: p.Lys390Argfs*12).
Biallelic YY1AP1 variants are known to cause Grange syndrome
(MIM#602531). Unlike previously reported patients, our patient present-
ed with intracerebral hemorrhagic stroke without anomalous brain artery
or bone fragility. The phenotype in our patient may help better understand
this ultra-rare syndrome.
Conclusion: Grange syndrome should be considered in patients present-
ing with childhood onset hypertension and/or hemorrhagic stroke for
early clinical intervention.
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IPN12073-84WHENSOLITARYFUNCTIONINGKIDNEYDOES
NOT FUNCTION ANYMORE

I. Luongo , R. D'arcangelo , V. Serio , B. Minale , G. Malgieri , C.
Pecoraro
Santobono Pausilipon Hospital - Italy

Introduction: Survival of solitary functioning kidneys (SFK) was recently
revised and associated anomalies were recognized in < 30% of the children
affected. In order to recognize the patients at risk of significant renal injury,
the Kimono study suggested performing micturing cystouretrogram in in-
dividuals with a high risk for VUR according to renal ultrasounds imagines
(US): ureteral dilation or duplex collecting system.
Aim of the study: to predict risk factors of severe renal injury in SFK by
antenatal ultrasounds (US) imagines and US scan confirmation in the first
month of life.
Methods:We retrospectively evaluated 105 patients with SFK in follow-
up at the Pediatric Nephrology Unit.
Results: Prenatal diagnosis was possible in 80% of the patients and an US
scan in the first month of life confirmed the anomalies. In 20% of patients,
the diagnosis occurred accidentally, after 3 months of age. Renal agenesis
(AR) affected 53 children, and multicystic dysplastic kidney (MCKD) 52
patients. Vesicoureteral reflux was present in 20% of AR and in 15% of
MCKD. All patients kept normal renal function and Blood Pressure
above the 90° centile for sex, age and height during follow-up (range 1-
19 years ,mean 8 years). However, 6 patients (5%, mean age 10 months)
developed severe sepsis and acute obstruction of the single kidney with
severe, Acute Kidney Injury (AKI). In four patients, AKI required
hemodialytic treatment and in three children, a chronic renal failure stage
II persisted. In all patients but one, pelvic dilation at diagnosis was <
15 mm of antero-posterior diameter and ureter was not dilated.
Conclusions: A larger number of patients is necessary to provide widely
applicable clinical guidelines for SFK. However we feel that it is impor-
tant to further investigate and to closely monitoring also small degrees of
urinary tract dilation, especially in the first year of life.

IPN12074-85 HLA-A*02 SENSITISATION AND RENAL
ALLOGRAFT SURVIVAL

N.L. Mudalige 1, S.D. Marks 2

1 University College London, Institute of Child Health Great Ormond
Street - United Kingdom, 2 University College London, Institute of
Child Health Great Ormond Street & Department of Paediatric
Nephrology, Great Ormond Street Hospital NHS Foundation Trust -
United Kingdom

Background: Transplantation remains the gold standard of therapy
in children with end stage kidney disease (ESKD). However, donor
and recipient human leukocyte antigen (HLA) mismatch continues
to be a significant hurdle to allograft survival. In the United
Kingdom, approximately half of all transplant recipients are
sensitised to HLA-A*02, restricting the donor pool. This analysis
tested the null hypothesis that prior HLA-A*02 sensitization does
not affect renal allograft survival.
Methods: A retrospective cohort study from the prospectively collected
NHSBT UK registry for all single kidney transplants performed from 0 –
18 years prior to November 2018. The HLA-A*02 sensitisation status
was defined as the presence of antibodies. The primary outcome was
renal allograft survival time in days, from transplantation to the diagnosis
of ESKD, re-transplantation or the initiation of renal replacement therapy.
Survival analyses were presented using Kaplan Meier method using Cox
proportional hazard modelling.
Results: 5643 transplants were performed in 4953 individuals (59·4%M)
with a mean recipient age of 11·8 (± 9·9). HLA-A*02 sensitisation oc-
curred in 369 (6%) transplant procedures and increased the univariate

hazard of failure (HR; 1·3 [1·12 – 1·5], 95% CI) however was non-
significant at the multivariate level. In a subgroup analysis by transplant
number, HLA-A*02 increased the univariate hazard of allograft failure of
first transplant procedures (HR; 1·34, [1·1 – 1·62] 95%CI, p < 0·001), but
not in subsequent procedures in childhood. In deceased donor transplan-
tation HLA-A*02 sensitisation independently increased the hazard of
renal allograft failure at themultivariate level once adjusted for significant
covariables (HR; 1·31 [1·11 – 1·56], 95% CI, p<0·01).
Conclusion: HLA-A*02 sensitisation negatively impacts renal allograft,
therefore should be considered when predicting allograft survival and
counselling patients as well as in matching algorithms at a population
level when allocating renal allografts.

IPN12075-86 FACTORS AFFECTING POSTNATAL SERUM
CREATININE LEVEL DECLINE IN PRETERM INFANTS
WITH GESTATIONAL AGE < 29 WEEKS

M. Nakagawa, A. Endo
Department of Pediatrics and Adolescent Medicine, Juntendo University
Faculty of Medicine, Tokyo - Japan

Introduction: In preterm infants, serum creatinine (SCr) levels are ele-
vated in the first week of life and decreased to reach a plateau after several
weeks. The aim of this study was to investigate maternal and neonatal
factors affecting the decline of SCr levels in preterm infants with gesta-
tional age (GA) < 29 weeks.
Material & Methods: We performed a retrospective analysis of SCr
levels in 18 preterm infants with GA < 29 weeks admitted to our neonatal
intensive care unit. We collected data on birth weight, GA, Apgar scores,
medications, etc.
Results: In all the infants, SCr levels reached a plateau during
hospitalisation. It took 19–105 days after birth for SCr levels to
decline to <0.3 mg/dL. Multiple regression analysis showed that
maternal magnesium administration (p < 0.05) and high SCr peak
levels (p < 0.05) were independently associated with the delay in
SCr level decline to <0.3 mg/dL.
Conclusion: In preterm infants with GA < 29 weeks, maternal
magnesium administration may affect the maturation of kidney
function.

IPN12077-88 EVIDENCE-BASED CLINICAL PRACTICE
GUIDELINES IN THE MANAGEMENT OF PEDIATRIC
HYPERNATREMIA

M. Didsbury, D. Cheng, J. Kausman, C. Quinlan
The Royal Children's Hospital - Australia

Background: Hypernatremia is a common occurrence in pediatric
inpatients. Our current guideline recommends correction of no
greater than 0.5mmol/L per hour, however recent research in
adults has demonstrated that the rate of correction does not affect
neurological outcomes or mortality. The aim of this study was to
determine the effect of rate of sodium correction on neurological
outcomes and mortality in hypernatremic paediatric patients, and
to evaluate clinician adherence to the clinical guideline in our
hospital.
Methods: In a tertiary children’s hospital over a three-year period
(2016-2019), a retrospective cohort study was performed identify-
ing eligible patients through the electronic medical record. Patients
age 6 months to 18 years were included in the study if they had
had a serum sodium level greater than or equal to 150mmol/L..
Multivariate logistic regression was used to determine the relation-
ship between the rate of sodium correction, neurological outcomes,
and mortality, with the need for intensive care, neuroimaging,
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inotropic support or mechanical ventilation analysed as secondary
outcomes. Adherence to our clinical practice guideline was
assessed based on frequency of sodium sampling and IV fluid
choice.
Results: 337 children had a sodium measurement of at least 150mmol/L
during the study period. The median age was 4.2 years and 48.8% of patients
were male. 198 children had a sodium level in the range of 150-160 (59%),
118 children (35%) had a sodium level between 160-169mmol/L, and 21
children (6%) had a sodium level of 170mmol/L or greater. The most com-
mon primary admission units of the cohort were cardiac services (21.3%),
neurosurgery (18.1%), and general medicine (16.2%).
Conclusion: The optimal rate of correction of hypernatremia in
children is important to delineate to avoid complications associat-
ed with prolonged hypernatremia, and rapid changes in sodium
levels. These results will inform our future clinical practice guide-
lines in the management of hypernatremia.

IPN12079-90 ATYPICAL HUS IN NEW ZEALAND CHILDREN;
OUTCOMES WITHOUT ECULIZUMAB

W. Wong , C. Prestidge , M. Morris
Department of Nephrology, Starship Children's Hospital - New Zealand

Introduction: aHUS is rare though potentially life threatening disease
which can result in rapid progression to end stage kidney disease and
occasionally death. Until the introduction of Eculizumab, a C5 com-
plement inhibitor, outcome has been universally poor. The high cost
of the drug and the recommended indefinite administration of it has
meant that it is either financially inaccessible many countries or is
administration is under tightly regulated criteria. We describe the
outcome a small cohort of patients with aHUS and their outcome
without Eculizumab.
Methods: Database of all children with HUS between 1990 -2018 was
interrogated. All children with diarrhoea associated HUS and streptococ-
cal pneumoniae related HUS were excluded. Demographic, clinical and
relevant laboratory data were collected.
Results: 11 children were identified, age of onset ranged from
5months to 5 years. Six children had mutations in C3 gene, other
mutations included CFH, DGKE and MCP. One patient had CFH
autoantibodies. All were treated initially with plasma therapy or
plasmapheresis. At last follow up, 2 had lost renal transplants and
had returned to dialysis, 6 had CKD1 to CKD5 and 3 had normal
renal function. All except one patient had (CFH mutation) had
plasma therapy discontinued without clinical signs of disease
recurrence.
Conclusion: The clinical management of aHUS in New Zealand has
significant challenges without access to complement inhibitors.
Combined liver kidney transplant may be an acceptable treatment option
in those with proven genetic complement disorder

IPN12084-86 MONITORING DENOVO DONOR-SPECIFIC
ANTIHLA ANTIBODIES (DNDSA) IN KTX: PRELIMINARY
DATA OFA SINGLE CENTRE

P. DiMatteo 1, S. Testa 1, L. Ghio 1, V. Sioli 2, E. Longhi 2, L. Crespiatico 2,
A. Nocco 2, M. Ramondetta 2, T.M. De Feo 2, M. Cardillo 2, G. Montini 1
1 Pediatric Nephrology, Dialysis and Transplantation Unit, IRCCS
Fondazione Cà Granda, Ospedale Maggiore Policlinico, Milano - Italy,
2 Transplantation Immunology, IRCCS Fondazione Ca’ Granda,
Ospedale Maggiore Policlinico, Milano - Italy

Introduction: The chronic antibody-mediated rejection (AMR) is one of
the major obstacles to long-term kidney graft (KTx) survival. Monitoring
post-kTx DSAs is recommended to identify patients at risk for AMR and

graft loss. DSAs development continues as an active process even many
years after transplantation
Material&Methods:We analyzed the nonsensitized recipients undergo-
ing first KTx at our Center, between 01/2013 and 12/2018. Patients re-
ceived induction with basiliximab and a triple immunosuppressive regi-
men (calcineurine inhibitor, MMF, prednison). They were prospectively
followed up for post-transplant dnDSAs by Luminex technology at 1, 3,
6, 12 months and annually thereafter.
Results: Ktx recipients in the study period were 53 (16 females), with a
median age of 14.1 years (1.9-21); the median FU period is 29.5 months
(5.5-74.6). Within the 53 pts, 15 (28,3%) have 0-2 mismatches to donor; 32
(60,3%) 3-4 and 6 (11,32%) 5-6. Graft survival is 98% at 1 year and 92% at 3
and 5 years. Among all 53 patients, one had transient dnDSAs while 4 (7,54
%) were consistently positive (HLA class II: 2, class I:1, both classes:1). The
latter performed graft biopsies for clinical indication (renal function deterio-
ration ± proteinuria) and/or dnDSAs development; all patients had a diagnosis
of late AMR (defined as active or chronic AMR due to dnDSAs after the first
KTx year) and underwent standard AMR treatment (PE + high dose IvIg +
Rituximab). After therapy two patients showed a DSAs titer <50%; one
turned negative and one had stable DSAs.
Among all the patients we observed 3 graft loss: 1 for FGS relapse, 1 for a
T-cell/AM rejection and the last for T-cell-mediated rejection (both non
compliant patients).
Conclusions: These preliminary data are not conclusive to show if
DSAs monitoring and antihumoral treatment of subclinical AMR
could be useful to prevent or delay a graft loss, further observa-
tions are needed.

IPN12086-88 ALTERNATE-DAY PREDNISOLONE MADE
DAILY DURING INFECTIONS VERSUS LEVAMISOLE FOR
FREQUENTLY-RELAPSING NEPHROTIC SYNDROME

A. Sinha, S. Raut, K. Ghanapriya, M. Bhardwaj, S. Kalra, P. Hari, A.
Bagga
Department of Pediatrics, All India Institute of Medical Sciences, New
Delhi - India

Introduction: Recent RCTs suggest that levamisole enables prednisone
withdrawal in patients with frequently-relapsing and steroid-dependent
nephrotic syndrome (FR/SD) while carrying risk of neutropenia.
Prednisolone on alternate days (AD), made daily during infections, is
another evidence-based strategy to reduce relapses in patients with FR/
SD.
Methods: This unicentric, open label RCT enrolled patients, 2-18 yr-old,
with FR/SD. Following prednisolone-induced remission, and stratifica-
tion for SD and age </≥4-yr, patients were randomized 1:1 to receive AD
prednisolone, at 0.5-0.7 mg/kg. made daily during infections, or levami-
sole, at 2-2.5 mg/kgADwith AD prednisolone discontinued by 3months,
for 12 months [CTRI/2015/07/006002]. Patients with high threshold re-
lapses (>1mg/kg AD prednisolone), significant steroid toxicity (cataract/
glaucoma) and prior use of either therapy, were excluded. Modified
intention-to-treat analyses shall compare, at 1-yr, proportions with FR/
SD (primary outcome), sustained remission and adverse effects, frequen-
cy of relapses, prednisolone received (mg/kg/day), changes in anthropo-
metric parameters, and time to first relapse and FR. Based on proportions
with FR/SD in previous Indian RCTs, and assuming non-inferiority of
AD prednisolone by ≤20% versus levamisole, at 90% power andα=0.05,
152 patients required to be randomized to detect significant between-
group differences, allowing for 10% loss.
Results: Of 196 patients screened since July 2015, 79 and 80 patients have
been randomized to receive AD prednisolone and levamisole, respectively.
The two groups have similar proportions of boys (79.8% versus 71.3%) and
patients with SD (18.9% versus 16.3%), and comparable age at onset (47.0
±32.3 versus 45.7±27.8 months) and randomization (65.8±36.5 versus 62.8
±28.4 months), relapses (3.1±0.9 versus 2.9±0.9 annually), serum albumin
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(3.7±0.9 versus 3.7±0.8 g/dl) and estimated glomerular filtration rate (153.4
±92.6 versus 149.9±79.0 ml/min/173 m2). Enrolment was closed in August
2018 and outcomes will be analysed in August 2019.
Conclusions: Results of this RCT have implications for guiding the
choice of initial therapy for patients with frequently relapsing NS.

IPN12087-89 HYPOGAMMAGLOBULINEMIA FOLLOWING
RITUXIMAB IN CHILDREN WITH IDIOPATHIC NEPHROTIC
SYNDROME

M.Noteyoung , N. Plant , A. Kaur , D.Wallace , R. Lennon , C. Brix , M.
Shenoy
Royal Manchester Children's Hospital - United Kingdom

Introduction: Rituximab is increasingly used as a steroid sparing agent
in ch i ld ren wi th id iopa th ic nephro t i c syndrome ( INS) .
Hypogammaglobulinaemia has been described as a side-effect of this
treatment.
Aims: To determine the incidence and severity of hypogammaglobulinaemia
in children with INS who received rituximab.
Methods: Retrospective medical record review of 33 children who
received at least one dose of rituximab over a 5-year period from
May 2014 to May 2019 in a single tertiary centre.
Results: Thirty three children with INS, age range 4-17 years, re-
ceived 94 infusions of rituximab as a single dose of 375mg/m2 in
the 5-year period. All children were previously treated with levam-
isole, cyclophosphamide, ciclosporin or MMF prior to rituximab.
Following rituximab CD19 count recovered after a median of 188
days (range 33 - 400). The median time to relapse after rituximab
was 7 months (range 2 - 23 months). 21 children had immunoglob-
ulins (Igs) measured following rituximab. Seven (31.3%) developed
hyogammagobulinaemia – 2 severe (IgG <2.0g/l), 2 moderate (IgG
2.0-3.9g/l) and 3 mild (IgG 4.0-5.4g/l). In 1 child the Igs levels
returned to normal after a period of 2 months, all the other patients
remained hypogammaglobulinemic at last follow up (range 3 – 53
months). The 2 children with severe hypogammaglobulinaemia have
persistently low counts 29 and 53 months following the infusion.
There was no difference in the number of doses of rituximab received int
hose who developed hypogammaglaobulinemia and those with normal
levels of IgG. Two children with hypogammaglobulinaemia required
hospital admission with sepsis at 3 weeks and 7 months after rituximab.
None of the children received IVIG. None of the children developed
neutropenia.
Conclusions: In our centre persistent hypogammaglobulinaemiawas not-
ed in nearly a third of the patients following rituximab. Although most
patients are asymptomatic, the long term significance of this is unknown.
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Introduction: It is suggested that hypoplastic and/or scarred kidneysmay
cause hypertension. In our study, we aimed to evaluate the relationship
between ambulatory blood pressure and kidney volumes in children with
unilateral small kidneys.

Method: Overall, 57 patient with unilateral small kidney and age-
sex-matched 30 healthy children were included in this single cen-
ter study. All patients had small kidney function of less than 30%
on DMSA, and were divided into subgroups to their DMSA im-
aging, as hypoplasia group (n=28), and renal scar group (n=29).
Glomerular filtration rates were calculated with CKID equation.
24-hour ambulatory blood pressures measured in both groups.
Total and separated kidney volumes (KV) were measured with
ultrasonography (USG) and renal magnetic resonance imaging
(MRI) in all subjects, and measurements were indexed to height.
Results: In the patient group, seven patients (12.2%) were evalu-
ated as hypertensive. Hypertension were more frequent in renal
scar group than in hypoplasia group [(6/29) vs (1/28)(p=0.049)].
Mean GFR of the patient group was lower than the control group
(103±16 vs 95±15, p=0.039). All blood pressure parameters
showed negative correlation with the mean estimated GFR of
the patient group.
Indexed total KV by MRI and USG were smaller in patient group
than the control group (both p<0.001). 24-hour MAP-SDS had no
correlation with the indexed small KV, but showed positive cor-
relation with the indexed hypertrophic KV (p<0.001, r=0.454).
Hypertensive patients had lower separated renal function on
DMSA as compared to non-hypertensive patients (21±15 vs 27
±16, p=0.015). 24-h MAP-SDS showed negative correlation with
partial renal function of small kidney on DMSA (r= -
0.382, p=0.004).
Conclusion: Renal scar is a risk factor for hypertension in patients with
unilateral small kidney. Not the small KV, but the separated kidney func-
tion of the small kidney is a determinant of the blood pressure. Patients
with more compensatory growth of the healthy kidney may carry risk for
hypertension.

IPN12091-84 ATYPICAL HEMOLYTIC UREMIC SYNDROME
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Whereas gastrointestinal symptoms such as vomiting, diarrhea and
abdominal pain are common in children suffering from the hemo-
lytic uremic syndrome, more serious gastrointestinal complications
are rare. Acute pancreatitis (AP) is one of the complications of
hemolytic-uremic syndrome (HUS) in adults. But it is very rare in
children. Here, we report a case of a child with atypical
hemolytic‑uremic syndrome and then acute pancreatitis occurred
after the onset of HUS.
A 8 years old boy was referred to our unit for diagnosed as hemolytic
uremic syndrome. More than one year ago, the boy had gross he-
maturia and fatigue, and then he went to the hospital and did the
examinations, the results suggested hemolytic uremic syndrome.
Then he was recovered after the plasma infusion. One month ago,
he had gross hematuria again and was admitted to hospital. Then
CRRT was performed regularly. Because the patient had persistent
anuria, and renal biopsy was performed. The renal pathology
showed thrombotic microangiopathy and sclerosing glomerulone-
phritis. The gene results showed that CFHR1 and CFHR3 genes
were suspected homozygous deletion, and the results of complement
examination showed that factor H antibody was positive. The atyp-
ical hemolytic uremia syndrome was considered. Then we add oral
MMF to inhibit immune response. Subsequently, 3 days later, the
child suddenly appeared coma with hyperglycemia and acidosis.
Blood analysis revealed increased pancreatic enzymes levels.
Abdominal CT showed pancreatitis.
The etiology of acute pancreatitis following HUS is not clearly under-
stood as there are only few cases reported in the literature.
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Introduction: Acute kidney injury (AKI) frequently occurs in sepsis and
septic shock patients; 0.9%NaCl, the most commonly used solution, may
lead to hyperchloremia in some patients. Results of the studies in adults
about hyperchloremia and AKI are conflicting. Studies in children are
limited. We aimed to evaluate the association between hyperchloremia
and AKI, and mortality in pediatric patients with sepsis/septic shock.
Materials and methods: This retrospective study included 101 patients
with sepsis or septic shock admitted to Pediatric Intensive Care Unit
(PICU). Daily minimum (Clmin), mean, maximum (Clmax) serum chloride
levels were recorded for the first 3 days. AKI was defined according to
KDIGO criteria. Hyperchloremia was defined as a serum chloride (Cl)
concentration ≥110 mEq/L. PRISM II (mortality score) and PELOD (or-
gan failure score) were obtained.
Results: Out of 101 patients; 16 patients with incomplete information, 21
patients with AKI on admission and 1 patient with chronic kidney disease
were excluded; 63 patients (29 female, median age 2.0 years; range: 1.2
month-19.9 years) without AKI at admission to PICU were included to
analysis. Fifty-three patients had septic shock (84.1%); 25 patients (39.7%)
developed AKI, 14 patients died (22.2%), 20 patients (31.7%) had
hyperchloremia. Chloride levels on day-1, day-2, and day-3 and daily chlo-
ride alterations were not associated with AKI development. Mortality was
associated with hyperchloremia which developed at PICU (p=0.045).
Logistic regression analysis revealed chloride alteration ≥10 mEq/L within
the first 24 hours, Clmin and Clmax ≥110 mEq/L on day-2; and Clmax ≥110
mEq/L on day-3 as independent risk factors of mortality (adjusted for
PRISM).
Conclusion: One third of the patients with sepsis/septic shock at PICU
suffered from hyperchloremia. Our findings suggest that hyperchloremia
is independently associated with poor outcomes in children with sepsis/
septic shock; effect of hyperchloremia on AKI merits further studies.
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Introduction: Our 15 year old patient presented with congenital nephrotic
syndrome as an infant. She is homozygous for a truncating mutation (Fin-
major mutation) in the nephrin gene (NPHS1). She developed end stage renal
disease and at the age of 2 years and 8 months underwent a live related renal
transplant from her father. At 10 years of age she developed acute on chronic
antibody mediated rejection and despite treatment with IV steroids, rituximab
and plasmapheresis she went on to lose her graft. In March 2017 she started
haemodialysis.
Results: In November 2017 at the age of 14 she received a deceased donor
renal transplant with an HLA mismatch of 120. 3 weeks post transplant she
developed significant nephrotic-range proteinuria. This was presumed to be
secondary to the development of anti-nephrin antibodies. Shewent on to have
plasmapheresis and a course of rituximabwhich did not significantly improve
her proteinuria. In March 2018 she started a course of cyclophosphamide
(with gonadal protection) which completed in August 2018 (prolonged due
to recurrent neutropenia). Her proteinuria resolved within 3 weeks of starting
this course of treatment and 10 months after completing the course she re-
mains disease-free.

Conclusions: The development of proteinuria in NPHS1 patients is
well documented in the literature. It is presumed to be due to the
development of antibodies against the nephrin present in the graft
glomeruli. It is thought to occur in around 30% of grafts1 and is
usually successfully treated with methylprednisolone, cyclophos-
phamide and plasma exchange. However to our knowledge this
is the only reported case of disease recurrence only in a second
graft having not developed antibodies in the first.
References:
1Holmberg C and Jalanko H. Congenital nephrotic syndrome and recur-
rence of proteinuria after renal transplantation. Pediatr Nephrol.
2014;29(12):2309-2317.

IPN12094 - 8 7 BARRIERS TO PEDIATRIC RENAL
TRANSPLANT ACCESS: CAREGIVERS AND PROVIDERS’
VOICES

N. Dejesus-Gonzalez, E. Acosta-Perez
University of Puerto Rico - Puerto Rico

Background: Only 36% children on chronic dialysis, from 1993-2013,
received a renal transplant in Puerto Rico (PR). Factors contributing to
poor access to pediatric renal transplant are unclear.
Objective: Explore determinants of health that may impact the decision
of receiving a renal transplant among children with End Stage Renal
Disease (ESRD) in PR.
Methods: In-depth, semi-structured interviews conducted on a sam-
ple of patients’ caretakers and health-care providers from the only
pediatric dialysis unit in PR during 2017. Interviews were
audiotaped, professionally transcribed, and analyzed between two
independent researchers. Emergent themes were identified,
discussed, and organized into major themes.
Results: Sociodemographics: 15 caregivers, mostly females, taking
care of children 2-19yrs, living in areas 0.5-3hrs away from dial-
ysis unit and dedicated full-time to caring the patient with ESRD
participated of interviews. Additionally, 5 healthcare providers
were interviewed. Main Codes: “Quality of Life”: Dialysis led
to major changes in lifestyle, becoming part of their daily routine
and leading to losing personal interests and relationships. Family/
school/health care providers support was reported as essential to
deal with dialysis. However, lack of family support and transpor-
tation, and financial instability were common. “Perceptions about
Renal Transplant”: There was a clear understanding of the need
of a renal transplant to improve health status and quality of life.
Perceived barriers to renal transplant included economic burden,
health insurance, and expected challenges to be faced with pre-
post-transplant care.
Conclusions: In this qualitative study, caregivers reported subopti-
mal quality of life while on dialysis and expected that their kids
receive a kidney transplant, but identified multiple socioeconomic
related challenges as major obstacles to transplant. Interventions
are needed to address their perceived barriers toward transplant to
ensure adequate access to this therapy.
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Introduction: Patients with hematuria with mild or trace protein-
uria are considered to have a very slow rate of progression of
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kidney disease and a good longterm prognosis of renal survival.
We conducted our study to assess kidney function in this group of
children and clinical and morphological factors that can be pre-
dictive of the progressive course.
Material and methods:A total of 20 children with hematuria (2-16
years at kidney biopsy) with trace/mild proteinuria (median 0,142
g/day) were followed for a median 69 months (min 30, max 147).
Clinical parameters at biopsy and at the last visit were assessed.
Biopsy specimens were scored according Oxford classification.
Morphologically IgA nephropathy, IgM nephropathy and
MSPGN were diagnosed. Immunohistochemical staining with an-
tibodies to alphaSMA and CD68 was performed.
Results: Among 20 patients there were none to develop ESRD.
No-one appeared to require an active pathogenetic therapy within
the follow-up period. 13 patients were stable with normal eGFR
and 7 were found to have slight reduction of eGFR (60-90 ml/
min/1,73m2). We didn't observe any clinical sign to significantly
correlate with eGFR. Severity of mesangial proliferation,
glomerulosclerosis, interstitial fibrosis were mild in the majority
of patients and did not differ between children with normal and
reduced eGFR. However we found moderate negative correlation
(r=-0,523, p=0,031) between the number of glomerular CD68+
cells and eGFR at the last visit. Glomerular expression of
alphaSMA, although varied in a wide range, did not differ signif-
icantly between patients with normal and reduced eGFR after a
follow-up period.
Conclusion:Among 20 patients with hematuria and trace/mild proteinuria 7
developed mild reduction in eGFR within the follow-up period. The number
of glomerular macrophages (CD68+cells) may have an impact on eGFR
reduction in this group of patients.
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Mutations of LAMB2 result in autosomal recessive Pierson's Syndrome,
a disease characterized by congenital nephrotic syndrome, ocular and
neurological abnormalities, but sometimes may be associated with milder
or oligosymptomatic disease variations.
Case 1: A 19 year old female patient being followed up since she was 6
years old because of macroscopic hematuria. Her mother and father had
consanguineous marriage of 2.5 degrees and her sister was followed up
for microscopic hematuria. The glomerulopathy panel was examined to
investigate familial hematuria from the patient and her family. In the
LAMB2 gene, in exon 11 a homozygous c.1331T>C (p.Val444Ala) var-
iant; which was not previously identified was detected.
Case 2:An 11 year old girl who was the sister of Case 1, had microscopic
hematuria since she was 3 years old. The patient’s sister had a homozy-
gous mutation in the same gene.
Case 3: A 6 year old girl was diagnosed with nephrotic proteinuria,
hematuria and creatinine elevation since she was 5 years old. Her mother
and father had consanguineous marriage of two degrees and they had no
familial history of renal disease. Genetic analysis was performed for glo-
merulopathy and homozygous c.970T>C p.(Cys324Arg) mutation was
detected in LAMB2 gene.
Case 4: An 11 year old male patient presented with generalized edema
and urinary incontinence at 15 days of age. He was followed because of
proteinuria and high creatinine levels. Forty days of age, peritoneal dial-
ysis was started with the diagnosis of renal failure. Her mother and father
had consanguineous marriage of 2.5 degrees. Genetic analysis was

performed in the LAMB2 gene homozygous c.1036+6_9delTGAG mu-
tation was detected and he was diagnosed with Pierson's syndrome.
Discussions: Mutations in LAMB2 were thought to be the cause of per-
sistent microscopic hematuria which was not previously reported in the
literature.

IPN12098-91 INFANTİLE CYSTİNOSİS AND FERTİLİTY: A
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Introduction: Cystinosis is a rare autosomal recessive inherited genetic
disorder (1:100000-200000). With the success of cysteamine treatment,
patients can reach to adulthood and fertility might be an open question for
the physicians. A study conducted on mice has been shown that cyste-
amine has no adverse effects on female fertility and early embryogenesis.
Also, rarely female cystinosis patients reported in the literature, who have
given birth to healthy children. Herein, we present a female cystinosis
patient with renal transplantation, who had her pregnancy under cyste-
amine treatment and given birth to a healthy child.
Case report: Patient diagnosed as cystinosis at the age of 1 years old and
treated with cysteamine since then. End stage renal disease occurred at the
age of 11 years old and patient started with hemodialysis. First renal trans-
plantation has been done at the age of 16 years old from a living donor
(mother) and second renal transplantation at the age of 25 years old from a
living donor (father). First menstrual cycle was at the age of 17 years old
and had her period every 30 days regularly. Her adult height is 130 cm and
weight 30 kg. The patient was receiving levotiroksin for hypothyroidism
and tacrolimus, mycophenolate mofetil, prednisolone as immunosuppres-
sant’s and oral cysteamine (4x600mg) for infantile cystinosis. The patient
was not using topical cysteamine. She had one miscarriage before this
pregnancy. Mycophenolate mofetil treatment stopped with the desire for
pregnancy. Six month later of the cessation of the mycophenolate mofetil
treatment, she had a spontaneous pregnancy and she have given birth as
G2P1A1 in 34th gestational week with C/S to a healthy 2100g boy.
Conclusion: Patients with cystinosis need to be evaluated for fertility and
cysteamine use can be considered during pregnancy.

IPN12099-92 LIVING WITH CHILDHOOD NEPHROTIC
SYNDROME: PERSPECTIVES OF PARENTS IN THE
INSIGHT STUDY

J. Vasilevska-Ristovska 1, S. Carter 2, T. Banh 1, J. Fitzpatrick 1, V. Langlois 2,
D. Noone 2, C.W. Teoh 2, C. Licht 2, D. Hebert 2, H. Beanlands 3, R. Parekh 2
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Introduction: Self-management plays a significant role in nephrotic syn-
drome (NS) patients, which poses an exceptional burden on both patients
and families. We conducted a descriptive study to identify if parents
perceived that the information and education provided could optimize
patient-centered management of NS and potentially improve outcomes.
Material & Methods: Data were collected through semi-structured
questionnaires (n=23) and focus groups of parents (n=16) of chil-
dren affected with NS and enrolled into Insight into Nephrotic
Syndrome (INSIGHT) study. Questionnaire responses informed
areas of exploration within the focus groups. Focus group discus-
sions were transcribed and analyzed using inductive analysis by
coding, categorizing, and developing themes.

Pediatr Nephrol (2019) 34:1 –8 01 22 2 62174



Results: By questionnaire, the majority agreed that teaching about
kidney function (83%), measuring and recording relapses (91%),
dietary changes (78%) and immunizations (70%) was clear and
understandable. Further information, was requested on prolonged
steroid use side effects (22%), diet (13%) and long-term prognosis
(13%). Participants in the focus groups were from different ethnic
backgrounds (22% South Asian, 52% European, 26% Other), 77%
were mothers and 23% fathers, with a median age of 44.6 years
[IQR: 41.1, 46.7]. 83% received a university degree. The children
of the participants had a mean age at diagnosis of 3.9 years [IQR:
2.6, 5.9], and 61% were boys. Emerging themes identified by
parents and further explored at focus groups were to increase
teaching received at disease onset and in general, mode of teach-
ing and further need for family and healthcare team support.
Conclusions: Parents of children with NS face significant chal-
lenges managing NS, at disease onset and later in life. Our par-
ticipants may not be representative of all parents and therefore
need to expand parental involvement to ensure that the findings
are generalizable. Yet, results highlight the importance of better
teaching to improve health literacy and shared decision-making
with healthcare providers in the management of childhood NS.

IPN12100-75 ASSESSMENT OF FGF-23 IN CHILDREN WITH
SICKLE CELL DISEASE

M. Ferri 1, F. Missud 2, D. Chevenne 3, T. Kwon 1, J. Hogan 1, G.
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Introduction: Fibroblast growth factor 23 (FGF-23) has been ini-
tially described as a phosphate regulating hormone, produced by
the bone. Elevated FGF-23 appears early in chronic kidney dis-
ease, prior to serum mineral abnormalities, and has been associ-
ated to cardiovascular morbidity in CKD and general population.
FGF 23 is also an important regulator of bone mineralization and
erythropoeisis. Its production and cleavage are increased in Sickle
Cell Disease (SCD), maybe consequence of high EPO level, in-
flammation or iron excess. However data are scarce and causal
mechanisms not fully understood. We report the assessment of
intact FGF-23 in a cohort of children with SCD.
Material & methods: A monocentric cross-sectional study from March
to April 2018 and April to May 2019 at Robert-Debre hospital, Paris,
France. Intact FGF23 and phospho-calcic parameters were assessed dur-
ing annual SCD evaluation.
Results: Forty-three children with sickle cell disease were includ-
ed, 40 with Hb SS genotype and 3 with Hb S/beta. Median age,
Hb and eGFR (by cystatin C) were 11 years, 8.3 g/dL and 109
ml/min/1.73m2 respectively. Eight patients (19%) had high serum
phosphorus level adjusted on age, and 10% had elevated PTH.
Median value of iFGF 23 was 518 RU/mL (IQ 229-1033). Only
three patients had normal FGF23 concentrations below 120 RU/
ml. We found no correlation between FGF 23 and Hb level,
eGFR or PTH, but a negative correlation to ferritin level (p
0.016).
Conclusion: Circulating FGF-23 was highly increased in our pedi-
atric SCD population, despite normal phosphate and PTH levels
in the majority of patients. Patients have a resistance to the
phosphaturic effects of FGF-23 despite preserved GFR. Further
data in SCD population are required to better understand both
the association of FGF23 to erythropoiesis and to the cardiovas-
cular disease in this specific population.

IPN12101-76 ACUTE KIDNEY INJURY IN VERY LOW
BIRTHWEIGHT INFANTS USING NKDIGO DEFINITION:
UTILITY OF URINE OUTPUT.

A. De Mul 1, P. Parvex 2, M. Saint-Faust 3
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Genève - Switzerland, 2 Unité romande de néphrologie pédiatrique,
Hôpitaux Universitaire de Genève - Switzerland, 3 Service de
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Introduction: very low birth weight (VLBW) neonates are at high
risk of acute kidney injury (AKI). Urine output (UO) is part of
the neonatal Kidney Disease Improving Global Outcomes
(nKDIGO) definition, but datas are usually lacking. The study
goal is the identification of risk factors and outcomes associated
with neonatal AKI.
Material and Methods: 204 preterms born before 30 weeks of
gestational age (GA) between 2014 and 2018 were enrolled in
Geneva NICU. AKI was defined according to the nKDIGO defi-
nition. Daily UO were recorded between day 1 and day 7.
Exclusion criteria included death <24 hours, severe congenital
malformations.
Results: mean GAwas 27.5 weeks and mean birth weight 1003 g. AKI
occurred in 59/204 (28.9%): 44 at stage I, 11 at stade II and 4 at stage III.
Fifty percent of AKI was diagnosed exclusively on UO criteria, 32% on
creatinine variation and 18% on both cumulated criterias. Significative
risk factors for neonatal AKI included Apgar below 5 at 5 minutes,
significant patent ductus arteriosus, necrotizing enterocolitis, late onset
sepsis, exposure to dopamine, indomethacin, vancomycin and
gentamycin (≥ 5 days). Infants with AKI had higher mortality compared
to those without AKI (OR: 4.7 [1.45-16.55], p:0.003), a higher rate of
moderate to severe bronchopulmonary dysplasia (OR: 2.5 [1.12-5.6],
p:0.016) and a longer respiratory support (45,5 days [2;172] vs 33 days
[0;342] p:0,022). Neurological outcome was not significantly impaired in
case of AKI.
Conclusion: Neonatal AKI is common in VLBW preterm and is associated
with poor outcomes. Following UO is highly relevant in this population.

IPN12102-77 THE LEVEL OF MİCROALBUMİNURİA: IS İT
APPROPRİATE FOR DİAGNOSİS OF DİABETİC KİDNEY
DİSEASE İN CHİLDREN?

S. Saygili 1, A. Cakir 2, N. Canpolat 1, D. Konukoglu 3, H. Turan 2, S.
Caliskan 1, O. Ercan 2, O. Evliyaoglu 2, L. Sever 1
1 Department of Pediatric Nephrology, Istanbul University-Cerrahpasa -
Turkey, 2 Department of Pediatric Endocrinology, Istanbul University-
Cerrahpasa - Turkey, 3 Department of Biochemistry, Istanbul University-
Cerrahpasa - Turkey

Introduction: Diabetic kidney disease (DKD) is one of the most
important microvascular complications of diabetes, related with
morbidity and mortality. The aim of this study was to evaluate
the potential glomerular, vascular, tubular and oxidative stress
markers associa ted wi th the pa thogenes is of DKD in
normoalbuminuric patients.
Method: For this single-center cross-sectional study included 79
patients with type 1 diabetes mellitus (T1DM) who had a urinary
albumin less than 30 mg/day. The control group consisted of 60
age-sex-matched healthy children. 24-h urine samples were tested
for albumin, nephrine, angiotensinogen, transferrin, VEGF-A,
KIM-1 and 8-OHDG in both groups. The ratio of urinary markers
to creatinine were calculated. The last HbA1C levels and the
averaged HbA1C levels of the last year were recorded. Data were
statistically analyzed using SPSS 21 version.
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Results: There was no statistical difference between the demo-
graphic and anthropometric data of the patient and control groups.
Median ratio of urinary albumin/creatinine, angiotensinogen/creat-
inine, transferrin/creatinine and VEGF-A/creatinine were higher in
patients with T1DM than the controls (p=0.028, p=0.002 and
p<0.001, respectively). At the level of urinary albumin excretion
below the 90th percentile of healthy controls (16 mg/day), the
difference in urinary albumin excretion between the two groups
disappeared; however, patients had still higher angiotensinogen/
creatinine (p=0.011), transferrin/creatinine (p=0.001) and VEGF-
A /creatinine ratio (p=0.001) compared to controls. Univariate
analyses showed that all those urinary markers were positively
correlated with each other (p<0.05 for all) but not with diabetes
duration, HbA1C or eGFR.
Conclusion: Patients without microalbuminuria (30mg/day) have
significantly high levels of urinary albumin, angiotensinogen,
transferrin and VEGF than controls. Increased levels of
angiotensinogen, transferrin and VEGF are still present even at
the 16mg/day that is the level of albuminuria difference disap-
peared. Our results reveal that DKD begins earlier than the ac-
cepted limit of microalbuminuria, and albuminuria limit in pedi-
atric T1DM patients should be questioned.

IPN12104-79 COMPARİSON OF UROFLOWAND INOFLOW İN
THE EVALUATİON OF LOWER URİNARY SYSTEM
FUNCTİONS

N. Dincel 1, F. Devrim 2, E. Yilmaz 1
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Introduction: Uroflowmetric studies are non-invasive in diagnosis
of lower urinary tract dysfunction. The inoflowmetry device is a
smart uroflowmetry device, high privacy kept during examination.
In our study, patients were evaluated with uroflow and inoflov,
and it was aimed to compare the two devices.
Materials and Methods: Two hundrad patients underwent uroflow
and inoflov were evaluated. First examination with gravimetric
uroflowmetry, the second examination with smart uroscan the
inoflov device of Aymed, Turkey have been made on the same
day.
Results: A total of 200 uroflow and inoflov patients were included
in the study. The mean urine flow rate (Qmax) was 15.5ml / sec in
uroflow and 20.25ml / sec in inoflov (p <0.001). The mean urinary
flow rate (Qaver.) was 3.6 ml / sec in uroflow and 5.9 ml / sec in
inoflov (p = 0.002). When Spearman correlation test was applied for
uroflow and inoflov Qmax and Qaver values, there was a low, sta-
tistically significant positive correlation between two tests (QS; rS
(8) = .391, p = .000) (Qaver; rs (8) = 297, p = .003). The average
difference between Q average values between uroflow and inoflow tests in
the Bland-altman test was -1.7 (95% CI, -13.8 to 10.4), and most points
were concentrated at the 0 line and only 2.08% were outside the 95%
confidence interval was seen. Themean difference ofQmax values between
the two tests was -4.5 (95% CI, -25.1 to 16.2), and 6.25% was outside the
confidence interval and 83.3% of them were in girls.
Conclusion: In the evaluation with inoflov and uroflov, there was
a positive correlation between the two tests. The mean differences
of the values measured with the inoflow were high, the advantage
of protecting the privacy while voiding was emphasized the ef-
fectiveness of inoflov in our study.
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Introduction: Alport Syndrome (AS) is an inherited glomerular disease
caused bymutations inCOL4A3,COL4A4 orCOL4A5. We report clinical
characteristics of genetically confirmed AS patients.
Material-methods: 86 AS patients included in this multicenter
retrospective study. Patients’ clinical characteristics, genetic test
results, treatments and follow-ups were noted.
Results: A total of 86 (F:M=41:45) AS patients (COL4A5,n=43;
COL4A3,n=24; COL4A4,n=19) were studied. Mean age at first
presentation was 7.7±4.4 years. 78(90%) patients had hematuria
and 67(77%) had proteinuria. 14 (16%) patients were diagnosed
as nephrotic syndrome (NS) before molecular diagnosis of AS and
their histopathology showed FSGS in 11 patients. Mutation anal-
ysis uncovered mutations COL4A3(n=5), COL4A4(n=3) and
COL4A5(n=3) in these FSGS patients. All NS patients received
steroid, 11 received cyclosporine(CSA) and 4 received other im-
munosuppressives prior to genetic diagnosis. Of 86 patients, 16
received CSA treatment; 11 received CSA for NS presentation
and 5 received CSA for AS disease progression. Mutation analy-
sis uncovered mutations COL4A3(n=9), COL4A5(n=5) and
COL4A4(n=2) in CSA treated patients. Mean follow-up duration
of all patients was 5±4.7 years and median eGFR was 140 ml/
min/1.73 m2 at last visit. During follow-up, 23(26%) patients
( F :M=10 : 13 ) p r o g r e s s e d t o c h r o n i c k i dn ey d i s e a s e
(COL4A3,n=13;COL4A5,n=6;COL4A4,n=4). 11 (12%) patients
( F :M=5 : 6 ) p r o g r e s s e d t o e n d s t a g e r e n a l d i s e a s e .
(COL4A3,n=6;COL4A4,n=3;COL4A5, n=2). At last visit; median
eGFR of the patients with COL4A3 was lower than the others
(p=0.01),median eGFR of the patients with FSGS was lower than
those without FSGS (p=0.03) and median eGFR of the patients
with CSA treatment was lower than those without CSA treatment
(p<0.001).
Conclusıon: AS is an important differential diagnosis in patients
with NS associated with FSGS. Genetic screening can solve the
problem and thereby prevent unnecessary use of immunosuppres-
sive drugs. Lower eGFR in patients with COL4A3 mutation may
be associated with more NS presentation and higher use of CSA
treatment. Further studies are needed.
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Introduction: Hyperparathyroidism may be seen as a common en-
docrine complication of chronic kidney disease (CKD). After the
first year of a successful kidney transplantation, serum parathor-
mone (PTH) levels recovers to normal at 17-50 %. Tertiary hy-
perparathyroidism is a condition that hyperparathyroidism lasts
even after the renal transplantation. Tertiary hyperparathyroidism
accompanied with persistent hypercalcemia may cause renal allo-
graft dysfunction, graft loss and is also a major risk factor for
bone fractures after 5 years of renal transplantation. Cinecalcet
sensitizes calcium receptors on parathyroid gland and lowers se-
rum parathyroid hormone levels. We present a 16 years old girl
with tertiary hyperparathyroidism and treated with cinecalcet.
Case: At the age of 6, peritoneal dialysis has been started to the patient
with right renal agenesis and left renal hypoplasia. After 6years of peri-
toneal dialysis, kidney transplantation has been done from a living donor.
After the renal transplantation baseline serum creatinine levels
were between 0.8-0.9 mg/dl. After the first year of renal trans-
plantation, patient’s serum calcium levels were above 10.4 mg/dl
and serum PTH levels 160 pg/ml. Parathyroid ultrasonography
revealed a parathyroid adenoma 16x6x8 mm in size. Post trans-
plant 43th month cinecalcet treatment started with the dose of
0,43 mg/kg/day. Cinecalcet doses increased gradually and oral
calcium carbonate 50 mg/kg/day added to the treatment as serum
calcium levels were 8.7 ml/dl at the first month of the treatment.
Serum PTH levels obtained as 23,3pg/ml after the 4th month of
cinecalcet treatment and calcium carbonate and cinecalcet treat-
ments are discontinued. Among the time of cinecalcet treatment,
highest serum creatinine level was 1 mg/dl and no complications
observed.
Conclusion: Tertiary hyperparathyroidism and persistent hypercalcemia
after renal transplantation can be treated with Cinecalcet and cinecalcet
treatment can be a safer alternative to parathyroid surgery.
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O.N. Turkkan , Z.N. Yuruk Yildirim , A. Yilmaz , E.O. CamDelebe , A.P.
Goksu Cetinkaya , H.A. Oner , A.N. Nayir
Istanbul University, Istanbul Faculty of Medicine, Pediatric Nephrology
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Introduction: Ferric Carboxymaltose (FCM) is used intravenously
(IV) for iron deficiency. Anemia may cause an increase in tran-
scription of FGF23 and in fragmentation of intact FGF23
(iFGF23) as the active substance. FCM inhibits fragmentation
and inactivation of iFGF23 and thereby serum levels of iFGF23
increases. This increment of iFGF23 cause hypophosphatemia by
urinary phosphate loss. Although this mechanism is usually tem-
porary, complications because of the negative effects on bone
health have been reported. Herein, we are presenting a case with
proximal renal tubular acidosis (pRTA) who develops a new-onset
hypophosphatemia after a single dose of IV FCM treatment.

Case: Twenty years old female patient followed with pRTA was
receiving daily 36g sodium bicarbonate, 40mEq potassium citrate,
levothyroxine sodium for hypothyroidism, valproic acid for
migren prophylaxis, sertraline for major depression and vitamin
D prophylaxis. Patient had a history of cornea transplantation
for band keratopathy. First week after infusion of single dose of
IV 500mg FCM for iron deficiency anemia, on her routine out-
patient clinic controls obtained serum phosphorous levels revealed
as 2mg/dl (normal range: 3.1-6mg/dl). Patient’s in long term sta-
bilized serum bicarbonate levels were decreased to 14.4mmol/L
despite the replacement treatments. Elemental phosphorus
(1000mg/day) added to the replacement therapies and the dosage
of oral sodium bicarbonate increased. In the follow-up despite
oral phosphorous (2000mg/day) replacement serum phosphorous
levels dropped to 0.8mg/dl. Oral calcitriol was added to the treat-
ment. After the 3th month of oral phosphorous and 1st month of
oral calcitriol treatment serum phosphorous levels returned to nor-
mal and oral phosphorous and calcitriol treatments discontinued.
Patient’s electrolyte and blood pH levels stabilized.
Conclusion: Ferric Carboxymaltose treatment may cause
hypophosphatemia and as in our case serum phosphorous levels can drop
under the threshold level of 1mg/dl.With the use of FCMphysiciansmust
be aware of this complication and using of FCM in patients with pRTA
must be avoided.
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Introduction: Postvoid residual is the most important non-invasive prog-
nostic marker in lower urinary tract dysfunction (LUTSD). The residual
urine evaluated after uroflowmetry can be measured incorrectly because
the patient has to urinate in the laboratory and privacy cannot be main-
tained. Smart uroflow device named as inoflov device (Uroscan, the
Inoflow Customizable smart Uroflowmetry System, Aymed, Turkey)
provides privacy and to perform on the examination in a closed environ-
ment. In study, after uroflowmetry performed with uroflow and inoflov
devices, residual urine volume was measured separately and it was aimed
to compare the two devices.
Materials and Methods: In ninety six patients who underwent
uroflowmetry with uroflow and inoflov devices in the urodynamics labora-
torywere evaluated.Gravimetric uroflow and uroflowmetrywere first applied
to the patients on the same day. After both evaluations, the amount of residual
urine was measured by a pediatric radiologist by ultrasonography.
Results: Thirty two patients were male and sixfour were female. The
mean post-voiding residual amounts were 23 ± 23.9 ml after uroflow
and 30 ± 27 ml after inoflov (paired t test, p = 0.18). When Pearson
correlation test was used for the residual values after uroflowmetry with
uroflow and inoflov, a statistically significant positive correlation was
found between the two tests (rp (8) = 0.35, p = 0.015). When boys and
girls were evaluated separately, there was no significant difference be-
tween the residues evaluated after two methods in both sexes.
Conclusion: In the evaluation of residual urine volume after
uroflowmetry performed with inoflov and uroflow devices, it
was emphasized that inoflov device was advantageous because
of positive correlation between two tests, because voiding was
not affected by external stimuli and privacy was protected.
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Objective:We evaluated the demographic features, etiologic risk factors,
treatment managements and outcome of children with urolithiasis and
nephrocalcinosis.
Methods: A retrospective multicenter study was conducted in eighteen
Pediatric Nephrology centers in Turkey. Medical records of 1404 children
followed up at least one year with urolithiasis (1299) and nephrocalcinosis
(105) were reviewed.
Results: There were 763 boys and 641 girls (1.2/1). The median age at
diagnosis was 10 months (range 0.5-216 months), 794 patients (56%) were
in first year of life. Consanguinity of patients with urolithiasis and
nephrocalcinosis were 26% and 46% respectively. In patients with
nephrocalcinosis history of hospitalization in the neonatal period and growth
retardation were higher than urolithiasis. Most cases with infantile urolithiasis
and nephrocalcinosis were diagnosed incidentally. Microlithiasis (≤3mm)
were found in 638 patients (45.4%), 70% of patients with microlithiasis were
infants.
Stones were in the pelvis-calyces in 71.4% and lower pole in%45 of patients.
The most common stone type was calcium oxalate (67.3%). Hypercalciuria
was the most commonmetabolic risk factor in patients older than 12 months,
but in infancy hyperuricosuria was the leading one. Sixty percent of the
patients received medical treatment, mostly potassium citrate.
At the end of one year; majority of patients with microlithiasis (92%)
showed spontaneous remission. Spontaneous remission was higher in
patients without metabolic risk factors. Lower pole stone remission rate
was lower than upper pole stone (lower pole 12%, upper pole %82).
Resolution was showed in 27% of patients with nephrocalcinosis.
Conclusion: Because of the high rate of spontaneous remission in
patients with microlithiasis and stones without metabolic risk fac-
tors, these patients should be followed without medical treatment.
Patients with lower pole stone should be treated due to low re-
mission rate.
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Introduction: The efficacy of B-cell depletion and Immunoglobulin ad-
sorption in the treatment of patients with SDNS and SRNS supports the
involvement of B cells in the physiopathology of INS. However, rituxi-
mab (RTX) targets only CD20 B-cells but not plasma cells. Furthermore,
RTX mediated B-cell depletion may paradoxically induce the settlement
of autoreactive long-lived plasma cells which may account for some RTX
failure. In this pilot study, we investigate in patients with severe SDNS the
association of Obinutuzumab (OBZ), a 2nd generation anti CD20 anti-
body, with Daratumumab (DAR), an anti CD38 antibody with high plas-
ma cell cytotoxicity and an immunomodulatory activity.
Materials and methods: Patients received an infusion of 1000mg/1,73m²
of OBZ at D0 and 1000mg/1,73m² of DAR at D15.Oral immunosuppressors
were discontinued within two months, and biological monitoring was per-
formed monthly until B cell recovery.
Results: 9 patients with SDNSwere included, after resistance to rituximab
(n=3) or early relapse after rituximab (n=6). Median ages at INS onset, first
RTX and OBZ were 2.9, 7.7 and 10.9 years old, respectively. B cell deple-
tion was achieved in all patients.Median follow-upwas 10months (IQ 8.3-
10.3), and all patients remained relapse-free. Six patients had still undetect-
able peripheral B-cells, B-cells reconstitution occurred at 7.9, 8.1 and 9.3
months in the 3 others. Mild infusion reactions were reported in 2/9 patient
during OBZ and 3/9 during DAR infusions. Mild neutropenia (500-1000/
mm3) occurred in 2/9 patients. 7/9 patients received IV immunoglobulins
because of hypo-IgG. Hypo-IgAwas noted in 8 patients and hypo-IgM in
all patients. No severe infection was reported.
Conclusion: Global anti-B cell strategy with obinutuzumab and
daratumumab induces prolonged peripheral B-cell depletion and INS remis-
sion in children with severe SDNS. However, i t induces
hypogammaglobulinemia and further investigation of the safety and the
long-term efficacy of this strategy is needed.
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Introduction: Children, adolescents and young adults (CAYAs) with severe
chronic kidney disease (CKD4+) are at risk of neurocognitive impairments,
which may impact psychosocial development, adaptive functioning and
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health-related quality of life. It is hypothesized that CKD4+ induces brain
dysfunction via metabolic changes, subsequently leading to neurocognitive
impairments. The INPACTstudy aims to assess these associations to eventu-
ally improve psychosocial functioning in CKD4+CAYAs. Here we report on
functional brain connectivity measures and neurocognitive functioning of
these patients.
Material & methods: This cross-sectional, exploratory study in-
cludes 25 Dutch and Belgian patients aged 8-30 years (medi-
an=21.1, range=9.1-30.5) with CKD4+ in different treatment modes
(predialysis: n=8; dialysis: n=6; transplanted: n=11). Measurements
included EEG resting-state, neurocognitive assessment and CKD4+
clinical parameters. The Amplitude Envelope Correlation (AEC)
method was used to evaluate the EEG brain network connectivity.
Associations with clinical and neurocognitive outcomes were
assessed using Spearman correlations.
Results: Lower GFR and higher ureum values were associated with less
connectivity in the alpha band (p’s<.050, ρ’s>-.46). Higher creatinine
values were associated with decreased connectivity in alpha, beta and gam-
ma bands (p’s<.010, ρ’s>-.57). Longer duration of illness or dialysis was
related to increased connectivity in theta and alpha bands (p’s<.010,
ρ’s>.70). Increased delta connectivity was correlated to higher IQ-scores
(p=.002, ρ=.64). Decreased connectivity in the beta and gamma bands was
associated with better verbal fluency (p’s<.050, ρ’s>-.45).
Conclusion: The values of creatinine, GFR and ureum are related to func-
tional connectivity both in low and high frequency bands. Better
neurocognitive functioning is associated with increased connectivity in
low frequency bands, which could reflect an effective top-down modula-
tory control in these patients. Our preliminary results imply that CAYAs
with CKD4+ could be at risk for uremic encephalopathy. Inclusion of more
patients and healthy controls is ongoing and an extended dataset will be
presented at the IPNA congress.
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Introduction:Childhood idiopathic nephrotic (INS) syndrome is a recur-
rent disease that may require one or multiple immunosuppressive treat-
ments. Successful treatments with mycophenolate-mophetil(MMF) have
been achieved in steroid-dependent nephrotic syndrome (SDNS). In this
study, the efficiency of MMF in children with INS was investigated.
Materials and Methods: Eighty-three patients with INS who were
followed up in 16 different Pediatric Nephrology Centers in Turkey were
included. Patients were evaluated in four groups according to their re-
sponse to steroid treatment: 1th group; patients, who were followed with
SDNS at the time of diagnosis and end of the study, 2th group; patients
diagnosed with steroid-resistant nephrotic-syndrome (SRNS), 3th group;
patients who were started to follow up as SDNS but switched to SRNS in
the follow-up, 4th group; patients diagnosed with SRNS but had remis-
sion with immunsupresive treatments.
Results: The patients were similar in terms of age and gender. MMF was
initiated to 3th group as the earliest. The duration of MMF treatment was
different between all groups. Serum albumin levels at the diagnosis and
6th month were similar only in the 3th group. In the 6th month, the incre-
ment in serum albumin was the most prominent in the 1th group(p
<0.001). Initial renal biopsies were 60% MLH in SDNS, whereas
FSGS was in SRNS groups. Forty-nine patients had remission with
MMF, while MMF discontinued due to side effects in four patients and
due to receiving remission in 10 patients and these 10 patients were all in
1th group. MMF unresponsiveness was observed in 34 patients and 73%
of the 2th group was unresponsive. MMF unresponsiveness was similar in
group 3 and 4 but significantly lower in 1th group.
Discussion: MMF can be a good treatment option for SDNS. Further
prospective studies are needed for the possibility of being an alternative
to other immunosuppressives alone.
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Introduction: B-cell depletion with rituximab (RTX) induces sustained
remission in children with Steroid Dependant or Frequent Relapsing
Nephrotic Syndrome (SD/FRNS). However, most patients relapse after
B-cell recovery and some patients do not achieve B-cell depletion.
Obinutuzumab (OBZ) is a 2nd generation glycoengineered anti CD20 anti-
body with higher in vitro B-cell cytotoxicity that might be more effective in
patients with autoimmune diseases. We report a pilot study of OBZ in
children with FR/SDNS aiming at assessing both the safety and efficacy
of OBZ in patients with resistance, intolerance or failure to rituximab.
Material &Methods: Patients received an infusion of 300mg/1,73m² of
OBZ. Oral immunosuppressive therapies were discontinued within two
months, and biological monitoring performed monthly until B-cell
recovery.
Results: 12 patients with SD/FRNS were included and followed for a
median duration of 8.0 months [IQ 5.9-12.1]. Median ages at INS onset,
first RTX and first OBZ injection were of 3.8, 8.8 and 9.3 years old,
respectively. Indication for OBZ were intolerance to RTX (n=1), no B-
cell depletion (n=4) or short depletion <3 months (n=4) or early relapse
after prolonged B-cell depletion (n=3). B-cell depletion was achieved in
all patients. At last follow up, B-cell recovery had occurred in 7 patients
after a median depletion of 6 months [IQR]. B-cell depletion after OBZ
was longer in all patients compared to prior RTX (p = 0,0013). 6/7 pa-
tients remained relapse-free with median follow up of 3,6 months after B-
cell recovery. Mild infusion reactions were reported in 3/12 patients.
Neutropenia within 500-1000/mm3 occurred in 3/12 patients. 2 patients
received IV immunoglobulins because of hypoIgG and 5 patients became
or remained with hypoIgM. One patient was hospitalised for pneumonia
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Conclusion: OBZ induced peripheral B-cell depletion in SD/FRNS pa-
tients resistant to rituximab. A single low dose injection resulted in longer
B-cell depletion compared to rituximab.

IPN12117-83 A RARE SYNDROME: FRASER SYNDROME

A.P. Goksu Cetinkaya , G.T. Turgut , Z.N. Yuruk Yildirim , O.N. Turkkan,
O. Cam Delebe , H.A. Oner , A. Yilmaz , A. Nayir , U. Altunoglu
İstanbul Univercity, İstanbul Medical Faculty - Turkey

Fraser syndrome is a rare syndrome with cryptophthalmus, acrophasial and
urogenital anomalies. In the literature, FRAS1mutationswere shown as 65%,
FREM2mutationswere 20% andGRIP1mutations were found in 10% cases
in a limited number of cases.Mutations in genes encoding these proteins lead
to embryonic epidermal adhesion defects. These mutations may cause hypo-
plasia, dysplasia and rarely agenesis in the kidney.
In this report, we present a case with Fraser's syndrome with unilateral
renal agenesis.
Case: The patient, who had a first degree cousin marriage between her
parents, was born at a 41st gestational week, weighing 3250 grams and
was hospitalized in the neonatal intensive care unit due to respiratory
distress. The patient had left choanal atresia and laryngeal web, tracheos-
tomy was performed and he was discharged after two months of intensive
care. Physical examination revealed left cryptophthalmos, iris coloboma
in the right eye, syndactyly of the fingers and toes, clitoris hypertrophy,
labial fusion, umblical hernia and hypoplasic tragus in addition to the
laryngeal web and koanal atresia. Ultrasonography showed right renal
agenesis, an increase in grade 1 parenchymal echogenicity in the left
kidney. Renal function tests and urinalysis were normal. Homozygous
deletion in exon 5 was detected in the analysis of FRAS1 gene sequence.
The patient was diagnosed as Fraser syndrome with clinical findings and
genetic evaluation.
Result: Renal agenesis can be seen as isolated or as a component of a
syndrome. Fraser syndrome should be considered in patients with coanal
atresia, laryngeal web, clitoris hypertrophy, ear and eye anomalies as in
our patient. We believe that the presentation of rare syndromes will facil-
itate the diagnosis of diseases.
Our case is presented both to be rare and to draw attention to the syn-
dromes which may be seen in patients with unilateral kidney.

IPN12118-84 BRAIN WHITE MATTER ABNORMALITIES AND
NEUROCOGNITIVE IMPAIRMENT IN CHILDREN AND
YOUNG ADULTS WITH SEVERE CKD

S. Lijdsman 1,M.Konigs 2,M. Van Sandwijk 3, A. Bouts 2, K. Van Hoeck
4, H. De Jong 5, J. Oosterlaan 2, F. Bemelman 6, K. Oostrom 7, J.
Groothoff 2
1 Psychosocial Department, Emma Children’s Hospital, Amsterdam
University Medical Centers (Amsterdam UMC), Amsterdam -
Netherlands, 2 Department of Pediatrics, Emma Children’s Hospital,
Amsterdam UMC, Amsterdam - Netherlands, 3 Department of
Nephrology, Dianet Dialysis Center, Amsterdam UMC, Amsterdam -
Netherlands, 4 Department of Pediatrics, University Hospital Antwerp,
Antwerp - Belgium, 5 Department of Pediatrics, Sophia Children’s
Hospital, Erasmus MC, Rotterdam - Netherlands, 6 Department of
Nephrology, Amsterdam UMC, Amsterdam - Netherlands,
7 Psychosocial Department, Emma Children’s Hospital, Amsterdam
UMC, Amsterdam - Netherlands

Introduction: Children, adolescents and young adults (CAYAs) with se-
vere chronic kidney disease (CKD4+) might be at risk of white matter
damage leading to neurocognitive impairments. These impairments may
in turn impact psychosocial development, adaptive functioning and health-
related quality of life. The INPACT study aims to assess these associations

to eventually improve psychosocial functioning in CKD4+ CAYAs. Here
we report on the associations between white matter integrity as measured
with diffusion tensor imaging (DTI) and neurocognitive functioning of
CAYAs with CKD4+ in different renal replacement treatment modes.
Material&methods:This cross-sectional, exploratory study includes 25
Dutch and Belgian patients with CKD4+ aged 8-30 years (median=21.1,
range=9.1-30.5) exposed to different treatment modes (predialysis: n=8;
dialysis: n=6; transplanted: n=11) and a group of 8 healthy controls
matched for age, gender and educational level.1 Measurements consist
of DTI scanning (both patients and healthy controls) and neurocognitive
assessments (patients only).
Results:DTI analysis indicated that transplanted patients had lower white
matter integrity than healthy controls in a cluster involving the right
corona radiata (P<.05). Regarding neurocognitive functioning, dialysis
and transplanted patients had significant lower IQ than predialysis pa-
tients (p=.026, η2=.283). Longer duration of dialysis was negatively as-
sociated with IQ (p=.02, R2=.403) and executive functioning (p=.03,
R2=.357). In the cluster affected by transplantation, lower white matter
integrity was related to poorer IQ (p=.02, r=.513).
Conclusions: Our study suggests that CAYAs with CKD4+ at risk
for brain white matter abnormalities and neurocognitive impair-
ment, and that prolonged period of dialysis increases the risk for
neurocognitive impairment. Impairments may not be (completely)
reversible after kidney transplantation. Establishing the etiology of
neurocognitive dysfunctioning in CKD4+ with neuroimaging in a
larger patient group is important to inform the development of
targeted treatments.

IPN12120-77 PREVALENCE AND ASSOCIATION PATTERNS
BETWEEN APOL1 HIGH-RISK ALLELES AND NEPHROTIC
SYNDROME IN BRAZILIAN CHILDREN

A.Watanabe 1, M.S. Guaragna 2, V.M.S. Belangero 3, F.M.S. Casimiro 4,
J.B. Pesquero 4, L.S. Feltran 5, L.M. Palma 3, P.V.L. Teixeira 4, P.D.M.M.
Neves 6, S.K.N. Marie 7, M.L. Souza 2, A.C.G.B. Lutaif 2, C.R. Ferrari 2,
M.G. Sampson 8, L.F. Onuchic 9, P.C.K. Nogueira 10

1 Divisions of Pediatric and Molecular Medicine, University of Sao
Paulo, Sao Paulo - Brazil, 2 Center for Molecular Biology and Genetic
Engineering, State University of Campinas, Campinas - Brazil,
3 Department of Pediatrics, State University of Campinas, Campinas -
Brazil, 4 Department of Biophysics, Federal University of Sao Paulo, Sao
Paulo - Brazil, 5 Department of Nephrology, Federal University of Sao
Paulo, Sao Paulo - Brazil, 6 Division of Nephrology and Molecular
Medicine, University of Sao Paulo, Sao Paulo - Brazil, 7 Division of
Neurology, University of Sao Paulo, Sao Paulo - Brazil, 8 Department
of Pediatrics, University of Michigan, Ann Arbor - United States,
9 Division of Molecular Medicina, University of Sao Paulo, Sao Paulo -
Brazil, 10 Department of Pediatrics, Federal University of Sao Paulo, Sao
Paulo - Brazil

Introduction: APOL1 high-risk genotypes (HRG) are associated with
focal and segmental glomerulosclerosis/collapsing glomerulopathy
(FSGS/CG) later presentation and faster progression to ESKD in pediatric
nephrotic syndrome (NS). It is unclear whether the HRG effect is inde-
pendent of FSGS.
Methods: Multicenter case-control study including 265 patients with NS
onset at <18 years. 149 progressed from NS onset to ESKD in 2.9 years
(1.2-6.5) (cases) and 116 were on CKD stages 1-4 [controls, follow-up
from onset of 7.0 years (4-10)]. Clinical features, biopsy-based diagnosis
and associations with APOL1 HRG and high-risk alleles (HRA; G1 and
G2) were analyzed.

1 Inclusion still going on. Extended data will be presented at the IPNA
congress.
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Results: 151 patients (57%) were male and the median age at diagnosis 3
years (2-7). 76/265 (28.7%) self-declared black/mixed race, 166/265 (63%)
displayed steroid-resistant NS, and biopsy revealed FSGS or CG in 88/265
(33%). HRG was detected in 15 patients (6%) while 1 HRAwas found in
42 (16%). Within the limited population size, HRA frequencies did not
differ between self-declared races (p=0.248). FSGS/CG prevalence was
higher among progressors to ESKD (p<0.001). HRG patients presented
lower renal survival before and after adjustment for FSGS/CG [HR=2.88
(1.42-5.86); p=0.003; and HR=2.33 (1.23-5.18); p=0.012, respectively].
No adjustment for age of onset was performed because HRG-related pedi-
atric NS manifests at older ages. A trend of lower renal survival was ob-
served in 1-HRA patients compared to 0-HRA (p=0.074), which became
significant after adjustment for FSGS/CG [HR=1.98 (1.14-3.43); p=0.014].
NS recurred in 25/102 (25%) transplants in 0-HRA patients, 8/27 (30%) in
1-HRA and 0/11 in HRG patients (p=0.144).
Conclusion: APOL1 HRG were associated with later NS presentation
and faster progression to ESKD. Our data suggest that the association
between HRG and faster progression to ESKD observed in SRNS is not
restricted to FSGS cases, and that a single HRA may worsen the clinical
course in NS primarily not associated with APOL1.

IPN12122-79 TRACKING OF HYDRATION STATUS CHANGES
BY BIOIMPEDANCE SPECTROSCOPY IN CHILDREN ON
PERITONEAL DIALYSIS

V. Karava 1, S. Stabouli 1, J. Dotis 1, A. Kondou 1, V. Liakopoulos 2, N.
Printza 1

1 Pediatric Nephrology Unit, 1st Department of Pediatrics, Aristotle
University of Thessaloniki - Greece, 2 Division of Nephrology and
Hypertension, 1st Department of Internal Medicine, Aristotle University
of Thessaloniki - Greece

Background: This cross-sectional study aims to assess the utility of
whole-body bioimpedance spectroscopy (BIS) in the evaluation of vol-
ume dependent systolic blood pressure (SBP), pulse pressure (PP) and
serum albumin changes in children on peritoneal dialysis (PD).
Methods: Fourteen children were enrolled with a median age of 12.65
years. Fifty-four BIS measurements were performed during a 6-month
period. Relative overhydration (Re-OH), extracellular to total body water
(ECW/TCW) and extracellular to intracellular water (E/I) ratios were
noted. Automated office blood pressure and serum albumin were mea-
sured on the same day.
Results:Normal hydration or dehydration (Re-OH<+7%) were observed
in 28 (46.30%) readings, moderate overhydration (+7%≤Re-OH<+15%)
in 15 (27.78%) and severe overhydration (Re-OH≥+15%) in 11
(20.37%). The level of overhydration was significantly associated with
the SBP z-score (p=0.012) and serum albumin (p<0.001) but did not
differ between the patients with normal and moderate overhydration
(p=0.444, p=0.716). There was a trend toward an association between
the level of overhydration and PP (p=0.054), only when the cases with
normal hydration and severe overhydration were compared. In patients
with changes in their hydration level, SBP, PP were higher and serum
albumin lower in instances of higher hydration level (p=0.022, p=0.05
and p=0.109, respectively). In all patients, visit-to-visit changes in Re-
OH, ECW/TBW, E/I were significantly correlated with changes in SBP
(r2=0.548, p<0.001, r2=0.478, p<0.001, r2=0.480, p<0.001, respectively),
PP (r2=0.433, p<0.001, r2=0.463, p<0.001, r2=0.474, p<0.001, respec-
tively) and serum albumin (r2=0.305, p=0.004, r2=0.330, p=0.002,
r2=0.332, p=0.002, respectively) after adjustment for residual diuresis,
PD duration, patient’s age and sex and primary kidney disease.
Conclusion: Longitudinal changes of BIS indices are useful for
evaluating volume-dependent changes of BP status in children
on PD.
Keywords: peritoneal dialysis, fluid overload, bioimpedance spectrosco-
py, blood pressure, serum albumin

IPN12123-80 INTRADIALYTIC HYPOTENSION AND LEFT
VENTRICULAR GEOMETRY IN PEDIATRIC PATIENTS ON
CHRONIC HEMODIALYSIS

T.S. De Paula 1, J.D. Scher 1, R.S.P. Laurindo 1, C.S. Ortega 1, F.
Modanez 1, L.A. Dos Santos 1, G.N. Leal 1, A. Watanabe 2

1 Division of Pediatric, University of Sao Paulo, Sao Paulo - Brazil,
2 Division of Pediatric and Molecular Medicine, University of Sao
Paulo, Sao Paulo - Brazil

Introduction: Intradialytic hypotension (IH) is the most common
complication during hemodialysis (HD) session, correlating with
cardiovascular morbidity and mortality in pediatric patients with
chronic kidney disease on dialysis. Left ventricular geometry
(LVG) has been used as an intermediary end point of cardiovas-
cular outcome.
Methods:Analysis of chronic HD sessions from March/18 to Feb/
19. HD protocol: 3-6 of 4 hour sessions/week; dialysate temper-
ature: 36.5°C; ultrafiltration rate (UFr): 0-13ml/kg/h, extension of
time session up to 5 hours for hypervolemic patients; individual-
ized meals during HD session. Echocardiogram was performed
annually, or every 6 months if abnormal. Hemoglobin target: 10-
12g/mm3. IH was defined as the reduction in systolic blood pres-
sure ≥ 20 mmHg and/or reduction of mean arterial pressure ≥ 10
mmHg, associated with symptoms (KDOQI definition).
Results: 3733 sessions were performed in 27 patients, 19 males
(70%). The mean age was 9.9 years (SD 5.5 years). Causes of
CKD were: 10 (37%) CAKUT, 9 (33%) glomerulopathies, 3
(11%) nephropathic cystinosis, 5 (18%) other causes. In 2.5%
(94/3733) of the sessions, 17 patients (63%) presented IH.
Management of IH: interruption of the UF: 42/94 (44%), session
interruption: 14/94 (15%); saline solution infusion: 9/94 (9.5%).
No patient was hospitalized due to IH. 10/17 patients who pre-
sented IH (58.8%) had altered LVG, the same alteration was
found in 5/10 patients (50%, p = 0.7) who didn’t present IH.
Systolic dysfunction was not observed in any patient. 10/17 pa-
tients with IH and 10/10 of the others used antihypertensive
medications.
Conclusion: The low incidence of IH episodes is probably related
to UFr care and more frequent HD sessions. However, it was not
sufficient to avoid altered LVG in most patients. Precise assess-
ment of dry weight and continuous blood volume monitoring
methods could improve sensitivity of changes in blood volume
status and may have an impact on cardiovascular prognosis.

IPN12124-81 NEONATAL UNEXPLAINED HUS TREATED
WITH COMPLEMENT INHIBITOR ECULIZUMAB

D. Kelen 1, B. Chiodini 2, V. Godart 1, B. Adams 2, P. Stordeur 1, K.
Ismaili 2
1 Hôpital Erasme, Université libre de Bruxelles - Belgium, (2) Hôpital
Universitaire Des Enfants Reine Fabiola, Université libre de Bruxelles -
Belgium

Introduction: Hemolytic uremic syndrome (HUS) is rarely diagnosed in
the perinatal period. It may present similarly to perinatal asphyxia (PA),
with multi-organ failure (MOF), disseminated intravascular coagulopathy
(DIC) and platelet consumption.
Case description: A boy was born at 35 weeks by C-section due
to placenta praevia with normal weight and good Apgar scores.
At birth, he presented normal blood gas analysis and moderate
anemia. Soon anemia worsened, complicated by hypotension, de-
teriorating oxygenation and severe metabolic acidosis. A blood
transfusion was administered and acidosis was rapidly corrected.
Neurological examination was reassuring. Ten hours later he
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developed MOF with severe renal failure, haematuria, and throm-
bocytopenia refractory to platelet transfusion. He also developed
coagulopathy with hypofibrinogemia, and high D-dimer level
(>35.000 ng/ml FEU). Although, fresh frozen plasma (FFP) was
given daily, the coagulation remained abnormal. In addition to
hematuria, hemobilia was observed. No infection causes were
found. Serum lactate was moderately elevated, haptoglobin non-
measurable, and schizocytes present. Cobalamin, ADAMTS 13,
CD46, ANCA, FAN and anti-FH antibodies levels were within
the normal range for his age. Factors C3, C4 and B, measured
48 hours after FFP administration, were extremely low, while
factors I and H concentrations were in the lower range of normal
values. HUS was suspected and Eculizumab was administered on
day 8. Kidney function and coagulation parameters improved in 3
and 5 days respectively. No genetic causes of HUS were found.
He was discharged home on day 29 with still decreased renal
function and developing cholestasis.
Conclusion: Perinatal HUS and PA may present with similar clin-
ical picture. In front of an atypical PA, complicated by anemia,
renal failure, hematuria and transfusion refractory thrombocytope-
nia, HUS should be suspected. This is the first report of a new-
born with neonatal HUS of unknown origin successfully treated
by Eculizumab as early as 8 days of life.

IPN12125-82 EXPERIENCE FROM THE APPLICATION OF A
REMOTE PATIENT MANAGEMENT PROGRAM IN
CHILDREN ON PERITONEAL DIALYSIS

V. Karava , A. Kondou , J. Dotis , S. Stabouli , N. Printza
Pediatric Nephrology Unit, 1st Department of Pediatrics, Aristotle
University of Thessaloniki - Greece

Introduction: Remote patient management (RPM) is the delivery
of medical care to patients at distance from the health provider by
using a system of specialized interconnected medical devices. The
limited number of children on peritoneal dialysis (PD) in Greece
(25) and the presence of just 3 pediatric nephrology units leads to
follow-up of patients with a residence away from the units. The
purpose of this study is to present the experience of the Baxter
Homechoice Claria program, which provides telemedicine via an
online platform.
Material and methods: Among the 15 children on automated peri-
toneal dialysis and 12 on Baxter machine, 8 children participate
in RPM program. 2 parents refused to participate. The program
allows monitoring of the lost clearance time, the total and per
cycle ultrafiltration and the number of events in each session, as
well as the absence and/or delayed connection to the PD machine.
Results: In total, lost clearance time>45 minutes was observed on
average in 16 sessions /week, number of events> 4 in 4, no
session in 3, delayed machine connection in 2 and low ultrafiltra-
tion in 2. Lost clearance> 45 minutes was observed on average in
2 sessions/ week /patient. In at least 1 session / week, 5 patients
had a lost clearance time> 45 minutes, 3 a number of events>4, 2
were not connected to the machine, 2 were delayed and 1 patient
showed a low ultrafiltration.
Conclusion: The Homechoice Claria pilot program is a leading
telemedicine application in pediatric nephrology. Based on the
parameters available directly from the online platform, appropriate
interventions can be made by physicians. Telemedicine must be a
part of the process of providing health services and improving
patients’ quality of life.

IPN12126-83 RENAL TRANSPLANTATION IN CHILDHOOD-
ONSETANCA-ASSOCIATED VASCULITIS

M. Allinovi 1, M. Calatroni 2, E. Di Marcantonio 1, S. Fiasella 1, L.
Fortunato 1, D. Curi 1, M. Saleem 3, B. Maji 3, X. Puéchal 4, L. Audrey
5, S. Marks 6, J. Kosalka 7, I. Dursun 8, I. Pisani 9, R. Roperto 10, G.
Moroni 11, G.M. Ghiggheri 12, P. Romagnani 13, A. Vaglio 14
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12 Division of Nephrology, Dialysis, and Transplantation, Scientific
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Giannina Gaslini, Genoa - Italy, 13 Department of Biomedical
Experimental and Clinical Sciences "Mario Serio," University
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Children's University Hospital, Florence - Italy, 14 Department
of Biomedical Experimental and Clinical Sciences "Mario
Serio", University of Firenze, and Meyer Children's Hospital, Firenze -
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Background: Renal transplantation (RT) is usually successful in patients
with adult-onset anti-neutrophil cytoplasmic antibody (ANCA)-associat-
ed vasculitis (AAV). Paediatric AAV is rare, and data on outcome of RT
are limited to single case reports or small case series with short follow-up.
We report on long-term outcome of RT in 20 patients with childhood-
onset AAV recruited in nine different European centres with expertise in
management of AAV.
Methods: We retrieved clinical and laboratory data of patients with
biopsy-proven childhood-onset AAV who developed end-stage renal dis-
ease (ESRD) and subsequently underwent RT. We mainly focused on
post-transplant outcomes, with particular reference to graft survival, oc-
currence of rejection episodes and AAV relapses.
Results: Out of 20 patients were included in the study; 12 were di-
agnosed as having microscopic polyangiitis (MPA) and 8 as granu-
lomatosis with polyangiitis (GPA, Wegner’s). Eleven had MPO-
ANCA and 9 PR3-ANCA. All had biopsy-proven renal AAV. The
median time from diagnosis to ESRD was 5 months (range 0-72),
while the median time from ESRD to RTwas 21 months (range 4-65).
Four patients received transplant from living donors and 16 from
deceased donors. Thirteen out of 14 patients (93%) had a functioning
graft at 5 years. We observed 4 acute rejection episodes in 13 pa-
tients, one extra-renal recurrence, while no patient experienced AAV
renal relapse. At last follow-up (median 54 months, range 5-276), 17
patients had a functioning graft and 3 had resumed hemodialysis.
Major infections were seen in 5 patients, while cardiovascular events
or malignancies did not occur.
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Conclusions: RT is an effective treatment option for children with ESRD
secondary to AAV; an excellent graft survival and almost no recurrence of
vasculitis were observed in our study. Although our results are limited by
a relatively small sample size, our cohort is the largest ever reported of
paediatric AAV patients undergoing RT.

IPN12127-84 KIDNEY DISEASE IN INFLUENZA A VIRUS
INFECTION

R. Garrote Molpeceres , E. Urbaneja Rodriguez , M.A. Pino Vazquez , H.
Gonzalez Garcia
Pediatric Department of Clinic University Hospital of Valladolid - Spain

Introduction: Renal complications from Influenza AVirus (IAV) infec-
tion are infrequent but potentially serious, including acute kidney injury
in critical patients, rhabdomyolysis, haemolytic-uremic syndrome (HUS),
acute glomerulonephritis (AG), disseminated intravascular coagulation
and tubulointerstitial nephritis.
Objective: to know the characteristics of children admitted for nephrop-
athy in the context of IAV infection to diagnose and treat them early.
Material & methods: descriptive, ambispective study of the character-
istics and evolution of children aged 0-14 years admitted for nephropathy
in the context of IAVinfection in our center from 2016 to 2018. Review of
medical records.
Results: 8 children were admitted due to renal complications associated
with IAV infection, 6(75%) men, and 2(25%) women. All with normal
basal renal function without pathological history. None had received flu
vaccine. Median age: 5.5(1-10) years. Symptomatology at admission:
renal 8(100%), respiratory+renal 4(50%), myalgia 4(50%). Median
creatininemia 2.3(0.95-4.4) mg/dl, elevated CK in 4(50%), proteinuria
in nephrotic range 3(37.5%), significant proteinuria not nephrotic
5(62.5%). RIFLE-classification: 2(25%) stage-3, 3(37.5%) stage-2,
3(37.5%) stage-1. Renal pathology diagnosed: 1 HUS with influenza
A(H1N1) pneumonia coinfected by pneumococcus, 4 AG cases and 3
nephrotic syndromes due to influenza A(H3N2). Median hospital stay:
15(3-45) days. 2(25%) required extrarenal purification techniques (1
HUS, 1 AG), with a median duration of 7.5(1-14) days and median stay
in PICU: 16.5(3 -30) days, treated with oseltamivir. Evolution: 100%
survival. Sequelae: 1(20%) child with CKD stage G3A1 (child diagnosed
with HUS), treated with eculizumab.
Conclusions: In our series we objectify the diversity of renal damage
produced by IVA infection described in literature. This damage is related
to renal hypoperfusion, rhabdomyolysis, glomerular microthrombosis,
direct viral damage or immunological alterations (activation of the mono-
nuclear system). In HUS it is related to IAV infection (H1N1)pdm09
associated with St pneumoniae infection in patients with and without
alternations of complement regulation, as in our patient.

IPN12128-85 AUTOPHAGY INHIBITOR CHLOROQUINE
ALTERS THE STABILITY OF PODOCYTE CYTOSKELETON

Y. Kang 1, J. Zhang 1, H. Law 2, Y. Wu 1, G. Zhu 1, W. Huang 1

1 Department of Nephrology and Rheumatology, Shanghai Children’s
Hospital, Shanghai Jiao Tong University, Shanghai - China, 2 Department
of Health Technology and Informatics, Faculty ofHealth and Social Science,
Hong Kong Polytechnic University, Hong Kong - China

Introduction: Altered cytoskeleton stability is considered to underlie foot
process effacement in podocytopathy. It has been reported that autophagy
gene Atg7 deficient cells present with depolymerization of actin cytoskel-
eton. However, it remains unknown whether podocyte cytoskeleton could
be disrupted by autophagy inhibitor. Chloroquine (CQ) is widely used for
suppressing autophagy as it increases lysosomal pH, thereby inhibits

autolysosomal degradation. This study aims to investigate the changes in
stability of podocyte cytoskeleton after autophagy inhibitor CQ treatment.
Methods: Human conditional immortalized podocytes were treated
with CQ. Actin cytoskeleton was evaluated by immunostaining
for filament actin. Migration assay was performed to assess
podocyte motility. The representative Rho-GTPases (RhoA,
Cdc42 and Rac1) for regulating actin cytoskeleton were measured
by G-LISA assay. The cytoskeleton proteins including alpha-
actinin-4, CD2AP, podocalyxin and synaptopodin were analysed
by western blotting as well as protein tyrosine phosphatase recep-
tor Type M (PTPRM) which is able to inhibit cell migration.
Results:Autophagy inhibitorCQdisrupted actin cytoskeleton and diminished
podocytemotility. The representativeRho-GTPases (RhoA,Cdc 42 andRac1)
decreased significantly after CQ treatment as well as PTPRM.Meanwhile, the
cytoskeleton proteins including alpha-actinin-4, CD2AP, podocalyxin and
synaptopodin did not change after autophagy inhibition by CQ.
Conclusions: Autophagy inhibitor CQ could affect the stability of
podocyte cytoskeleton, while Rho-GTPases and PTPRM might contrib-
ute to disrupted actin cytoskeleton and diminished podocyte motility after
CQ treatment respectively.

IPN12130-78MEASUREMENTOF SBPATHOME BY PARENTS
USING HAND-HELD DOPPLER DEVICE AND ANEROID
SPHYGMOMANOMETER

J. Newton 1, C. Singh 1, M. Sinha 2

1 Department of Paediatric Nephrology, Evelina London Children's
Hospital, Guy's & St Thomas's Foundation Hospitals NHS Trust -
United Kingdom, 2 Kings College London, Department of Paediatric
Nephrology, Evelina London Children's Hospital, Guy's & St Thomas's
Foundation Hospitals NHS Trust - United Kingdom

Introduction: In infants and older children unable to tolerate 24-hour
ambulatory BP monitoring (ABPM), we taught parents to perform at
home, doppler assisted systolic BP monitoring (HDBPM) using aneroid
sphygmomanometer.
Methods:Retrospective review over a 5-year period of all children
referred to our tertiary hypertension service in whom parents/
carers performed HDBPM. During a planned hospital appoint-
ment, parents were shown how to perform HDBPM; with moni-
toring performed over at least two weeks with three measurements
in quick succession performed twice a day. In a pilot study, dopp-
ler assisted systolic BP and manual SBP measured in clinic were
closely correlated (r=0.965; P< 0.004).
Results: 116 children underwent HDBPMmedian (IQR), 2.25 (0.83 – 4.9)
years, including 29.5% (n=34), 30% (n=35), 22.5% (n=26) and 18%
(n=21) aged ≤1, 1- ≤2, 2years - ≤5 and >5 years old respectively.
HDBPM was used as the children were too young 69% (n=80) or thought
unlikely to be able to tolerate ABPM in 31% (n=36) as a result of under-
lying learning difficulties or neurological disease. Underlying primary di-
agnosis was renal in 44.8% (n=52), and non-renal in others. Children had
been referred to our service for confirmation of hypertension, 51.7% (con-
firmation group, n=60/116) or for monitoring of BP levels 48.3% (moni-
toring group, n=56) for those on anti-hypertensive therapy. In the confir-
mation group, 90% (n=54/60) were found to be normotensive and only
10% (n=6/60) to have confirmed hypertension. In the monitoring group,
94.6% (n=53/56) were found to be non-hypertensive, of whom n=3weaned
dose and n=13 stopped anti-hypertensivemedicationwhilst HDBPM. 5.4%
(n=3) were found to have uncontrolled hypertension. None of the children
required admission to hospital to manage their hypertension.
Conclusions: HDBPM is acceptable to children and their families;
we demonstrate its feasibility as an out-of-office measurement
technique in young children and those in whom ABPM is not
possible.
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IPN12131-79 EFFECT OF HYPOALLERGENIC DIET ON
RELAPSES OF NEPHROTIC SYNDROME

M.Mohkam , M. Sharifian , T. Safari , R. Dalirani , N. Esfandiar , S.M.T.
Hosseini Tabatabaei
Shahid Beheshti University of Medical Sciences, Pediatric Nephrology
Research Center, Tehran - Islamic Republic of Iran

Introduction:Nephrotic Syndrome is a chronic kidney disease that man-
ifests itself with intermittent periods of edema, massive proteinuria, hy-
poalbuminemia, and hyperlipidemia. Repeated relapses are an important
cause of different kind of morbidities in these group of patients and
impose many costs on the family and on the health system of the country.
One of the major cause of relapses in pediatric nephrotic syndrome is
allergic attacks. The purpose of this study was to investigate the effect of
hypoallergenic diet on prevention of recurrence of nephrotic syndrome in
pediatric group.
Materials and methods: This clinical trial was performed on 136 pedi-
atric patients with nephrotic syndrome. All patients with first diagnosis of
minimal change nephrotic syndrome were included in the study. At first
written consent of parents was obtained for participation in the study, and
then the patients were divided into two groups of case and control based
on age, BMI and sex. Patients in the case group, in addition to the usual
evaluation and steroid treatment for minimal change nephrotic syndrome,
received a hypoallergenic diet containing limitations on chocolates,
spices, salty and fast foods and carbonated beverages. Patients in both
groups were visited monthly. Paraclinical information and relapse rates
were recorded in patients' information forms. Collected data was analyzed
by SPSS software version 23. Ethic committee of Shahid Beheshti
University of Medical Sciences accepted this proposal (Research
Code:16809).
Results: Of 136 patients with nephrotic syndrome, 63.2% were males.
67.4% of study groups were treated with steroids and 29.6% were treated
with steroids and ACE simultaneously. The results showed that there was
no statistically significant differences in demographic data between two
groups (p˃0.05). The mean frequency of relapse was 1. 23 ± 1/21 in
patients. The relapse rate was significantly higher in control group
(P˂ 0.01).
Conclusion: Hypoallergenic diet significantly reduces the chance of ne-
phrotic syndrome relapse in pediatric patients.

IPN12132-80 NON-OBSTRUCTIVE HYDROCOLPOS DUE TO
VESICOVAGINAL REFLUX: A CASE REPORT OF
THAILAND COMPAREWITH LITERATURE.

N. Pravitsitthikul 1, C. Buranont 2, W. Phetrasuwan 2, L. Tanvichien 3

1 Pediatric Nephrology, Samitivej Children's Hospital, Bangkok Hospital
Group, Bangkok - Thailand, 2 Radiology Department, Samitivej
Srinakarin Hospital, Bangkok Hospital Group, Bangkok - Thailand,
3 Pediatric Urology, Samitivej Children's Hospital, Bangkok Hospital
Group, Bangkok - Thailand

Abstract
Introduction: Non-obstructive hydrocolpos in children and adolescence
is a rare condition. One of the lesser known cause of hydrocolpos without
structural anomaly is vesicovaginal reflux(VVR). Although VVR is a
well-known entity for urologist but hydrocolpos due to VVR in female
children with recurrent urinary tract infection(UTI) and/or dysfunctional
elimination syndrome(DES) is rare and still under-recongnized by ne-
phrologist. We report a Thai female adolescence of this entity.
Material and method: To describe the report case compare with litera-
ture since 2007-present; 11 published papers with 20 pediatric cases.
Results:An 11.6 year-old Thai female presented with acute pyelonephritis
with past history of febrile UTI twice within one year that needed admis-
sion. Diurnal urinary incontinence, dribbling post void occasionally,

burning sensation on voiding, urgency and chronic constipationweremen-
tioned. Physical examination revealed normal habitus with BMI 19.86,
frank pain with fever and vaginitis. Urinalysis showed bacteriuria with
numerous WBC; positive urine culture for E.coli significantly.
Ultrasonography KUB revealed anechoic cystic lesion outlining the cervi-
cal os located posterior to urinary bladder and complete resolution in post-
void scan. Voiding cystography(VCUG) reported for vesicovaginal reflux
during micturition; no V-V fistula, bladder diverticulum and VUR.
Uroflowmetry after well-treated infection presented tower-shaped and
staccato-shaped curves. Comparing to literature, 20 female cases reporting
non-obstructive hydrocolpos were age 5-16 year-old, mean age 10.3+2.9
year-old. Recurrent UTI was the most common presenting symptom 15/20
cases while urinary incontinence was reported nearly 50%.
Conclusion: Hydrocolpos is implied as a severe form of VVR that sig-
nificantly increase risk of UTI and further renal damage; recurrent UTI in
female children should be recognized for VVR + hydrocolpos, especially
urinary incontinence present. US KUB pre-and post-void and VCUG are
the diagnostic-tool to rule out the condition; VCUG is useful if any struc-
tural issues are concerned. Additional advanced imaging modalities
should be carefully considered to avoid unnecessary procedure.

IPN12133-81 BIOMARKERS OF DISEASE ACTIVITY IN
CHILDHOOD-ONSET LUPUS NEPHRITIS

J. Greco 1, X. Zhang 2, J. Sinclair 2, S. Mason 3, L. Greenbaum 4, M.
Kallash 1, S. Wenderfer 5, B.H. Rovin 2

1 Nationwide Children’s Hospital, Columbus, Ohio - United States,
2 Ohio State University Wexner Medical Center, Columbus Ohio -
United States, 3 Connecticut Children’s Medical Center, Hartford,
Connecticut - United States, 4 Emory Children’s Center, Atlanta,
Georgia - United States, 5 Baylor College of Medicine, Houston, Texas
- United States

Introduction: Systemic Lupus Erythematosus (SLE) is a chronic autoim-
mune disease. SLE is more severe and more often involves the kidneys in
children. The traditional clinical signs of renal injury do not adequately
reflect kidney histology in lupus nephritis (LN), but repeating biopsies fre-
quently is not practical. In adults with LN urine levels of CD163 and epi-
dermal growth factor (EGF) correlate with histologic activity and chronic
damage, respectively. These putative biomarkers were examined in a cohort
of SLE patients from the Pediatric Research Nephrology Consortium.
Methods: Urine was collected prospectively from 37 pediatric patients
with active LN, 27 with active extra-renal lupus, and 34 with inactive
SLE. Urine CD163 (uCD163) and urine EGF (uEGF) were measured by
ELISA and analyzed using JMP14 Pro.
Results: uCD163 was higher in children with active LN compared
to those with active non-renal lupus and inactive disease
(p=0.0011, p=0.0004, respectively). uCD163 fell significantly in
patients who had a complete renal response or in whom renal
inflammation resolved on repeat biopsy after 6 months of treat-
ment (328±350 ng/mg urine creatinine vs 15±31 ng/mg, P<0.03).
uCD163 correlated with the biopsy NIH activity index (r2=0.452,
p=0.002), specifically capillary hypercellularity, WBC infiltration,
hyaline deposits, karyorrhexis, and interstitial inflammation.
uCD163 did not correlate with chronic damage. uEGF was signif-
icantly lower in children with active LN compared to those with
active non-renal lupus and inactive disease (p=0.0008, p=0.0004a,
respectively). In patients with eGFR <60 ml/min/m2 uEGF was 24
±8 ng/mg compared to 129±44 ng/mg in those with eGFR >60
(p<0.0001). uEGF did not correlate with CI, interstitial fibrosis, or
tubular atrophy. uEGF tended to increase in treated patients as
eGFR improved (p=0.06).
Conclusions: uCD163 reflects histologic activity in pediatric patients
with LN. In children uEGF does not reflect histologic chronicity, but
appears to be a marker of acute kidney injury.
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IPN12134-82 FULL HOUSE NEPHROPATHY: EXPERIENCE IN
AN INSTITUTION IN BUCARAMANGA, COLOMBIA

C. Pinto 1, L. Martinez 1, P. Amado 1, E. Suarez 1, A. Florez 2

1 Deparment of Pediatric Nephrology, Clínica San Luis, Bucaramanga -
Colombia, 2 Department of Pathology, Fundación Santa Fe,
Bucaramanga - Colombia

Introduction: Full house nepropathy is defined as the presence of
inmunoglobulins and complement components deposits in the glomeru-
lus, which is seen in the inmunofluorescence pattern. The full house
nephropathy is rare in children and it can be observed in some glomeru-
lopathies, being themost frequent Lupus nephritis. In our center, we had 5
cases of full house nephropathy.
Material andmethods:We reviewed 202 kidney biopsies made between
January 2008 and December 2018, 25 of these biopsies didn´t have
inmunoflourescence. In 177 complete kidney biopsies we found 5 pa-
tients with full house nephropathy. We reviewed their medical charts to
see the characteristics of the renal disease, kidney biopsy indication and
treatment they were receiving.
Results:We found 5 patients, 2 girls and 3 boys, between 10 and 16 years
old. Clinical presentation were: 3 nephrotic syndrome and 2 with mild
proteinuria, macroscopic hematuria and high urea and creatinine. All had
ANAS, antiDNA, ANCAS, MPO, PR3, antiLA, antiSM, complement
and screening for viral infections as a cause, negative. They went kidney
biopsy because of high urea and creatinine, 2 for steroid resistant nephrot-
ic syndrome and 2 for steroid dependent nephrotic syndrome. Kidney
biopsy results showed: 2 lupus nephritis, 1 membranous nephropathy
and 2 membranoproliferative nephropathy.
Conclusions: Full house nephropathy is rare in children as literature says. In
our center in 10 years we only had 5 patients, excluding patiens with criteria
diagnosis for Lupus,meaningwe have to think also in other glomerulopathies
associated such as membranoproliferative glomerulopathy. We don´t discard
Lupus diagnosis and these patientis should continue follow up looking peri-
odically for other Lupus extrarenal manifestations.
Keywords: Full house nephropathy – Nephrotic syndrome – Proteinuria
– Lupus nephritis- steroid-resistant

IPN12135-83 EXSTROPHY-EPISPADIAS COMPLEX- ARE THE
KIDNEYS AND THEIR FUNCTION INTACT?

R. Cleper 1, D. Blumnethal 1, Y. Beniamini 1, S. Friedman 2, J. Ben Haim
1, Y. Bar Yosef 1
1 Pediatric Nephrology, Dana-Dwek Children's Hospital, Tel Aviv
Sourasky Medical Center, Sackler Medical School, Tel Aviv University -
Israel, 2 Pediatric Nephrology, Dana-Dwek Children's Hospital, Tel Aviv
Sourasky Medical Center, Tel Aviv - Israel

Introduction: EEC(Exstrophy Epispadias Complex) is a congenital low-
er urinary tract malformation which occurs in 1/33000live births and
necessitates complex, repeated surgical interventions. The normal kid-
neys at birth might be damaged by recurrent urinary tract
infections(UTI), nephrolithiasis and intermittent obstruction secondary
to surgery but renal function impact has been very limitedly evaluated.
Methods: Comprehensive renal function was evaluated in all EEC pa-
tients treated at the Pediatric Urology Clinic Dana-Dwek Children's hos-
pital and patients’ files were searched for relevant medical data.
Results: Among 43 EEC patients-28(65%)males- of whom
11(26%) were on CIC(continuous intermittent catheterization)
bladder drainage- renal function was evaluated at mean age 10.7
±6.2years(range 1-24), 8/43 aged>18years. Median height percen-
tile at examination was 50 and 7/32(22%) were overweight.
Reduced renal function (eGFR <100ml/min) was found in 10/
42(23%), proteinuria/albuminuria in 10/28(36%), elevated blood
pressure in 11/38(29%), abnormal kidneys’ imaging-including

ultrasound and DMSA renoscan- hinting to reduced renal mass
in 6/35(17%) and 8/18(44%), respectively. UTD(urinary tract di-
latation) was detected in 26/35(74%) significantly more often in
those aged >10years(p=0.032). Also nephrolithiasis/bladder stones
were diagnosed in 10/35(28%). Persistent UTI/ bacteriuria were
reported in 16(37.2%). Overall, at least one sign of renal function
impairment was found in 32/41(74%) of our EEC cohort.
Conclusion:We report for the first time a high rate of renal damage signs
in EEC patients examined during the first two decades of life. Our find-
ings dictate a close pediatric urological surgeons-nephrologists coopera-
tion since the very early life of these patients for prevention, monitoring
and detection of the earliest signs of kidneys’ function abnormalities for
early renal function in this high-risk population. Long-term continued
nephrological follow-up despite successful surgical reconstruction is im-
perative.

I P N 1 2 1 3 7 - 8 5 A R A R E C A S E O F T Y P E 2
PSEUDOIPOALDESTERONISM

L. Campa 1, M.M. D'Alessandro 2, C. Corrado 2, G. Pavone 2, M.C. Sapia
2, R. Cusumano 2, U. Rotolo 2

1 Department of Maternal and Child Health, University of Palermo,
Palermo - Italy, 2 Pediatric Nephrology and Dialysis Unit, Children's
Hospital G. Di Cristina, Palermo - Italy

Greta, 4 years old was admitted to our Department for hyperkaliemia (6,8
mEq/l) and elevated blood pressure values. We documented a metabolic
acidosis (HCO3 15.6mEq/l) and high serumChlorine levels (113mEq/l).
At electrocardiography was found T-waves. Anion gap serum was nor-
mal, urinary anion gap increased, urinary pH was <5.5. Kidney function
was preserved. We treated Greta with sodium bicarbonate, electrolytic
therapy and amlodipine with normalization of serum bicarbonates, potas-
sium and blood pressure levels. We documented hyperaldosteronism and
hyporeninemia. We identified with a next generation system a nucleotide
variant: c.1207-2A>C in heterozygosity in the CUL3 gene on 2q36. We
diagnosed a Spitzer Weinstein Syndrome (SWS). SWS is a rare form of
early-onset type 2 pseudoipoaldesteronism (PHA2), similar to Gordon
Syndrome, characterized by arterial hypertension, hyperkalemic metabol-
ic acidosis, normal-high aldosterone levels and low renin, normal renal
function, associated with clinical signs such as short stature, muscle
weakness, periodic paralysis. The genes involved in PHA2 are two:
WNK1 (PHA2C) on chromosome 12 and WNK4 (PHA2B) on chromo-
some 17. Both genes are implicated in the regulation of the Na-Cl andNa-
K-Cl cotransports and the potassium channel ROMK in the distal tracts of
renal tubules.We reported a newmutation in CUL3 (not yet present in the
polymorphism databases) in CUL3, documented ad as cause of PHA2.

IPN12138-86 DE NOVO DONOR-SPECİFİC HLA ANTİBODİES
İN PEDİATRİC KİDNEY TRANSPLANT RECİPİENTS

C. Pehlivanoglu 1, A. Yilmaz 1, F. Savran Oguz 2, S. Usta 3, Z. Yuruk
Yildirim 1, C. Kekik 3, A.P. Goksu Cetinkaya 1, S. Emre 1, I. Nane 4, A.
Nayir 5
1 Istanbul University, Istanbul Medical Faculty, Pediatric Nephrology
Department, Istanbul - Turkey, 2 Istanbul University, Istanbul Medical
Faculty, Biology Department,Istanbul - Turkey, 3 Istanbul University,
Istanbul Medical Faculty, Biology Department, Istanbul - Turkey,
4 Istanbul University, Istanbul Medical Faculty, Urology Department,
Istanbul - Turkey, 5 Istanbul University, Istanbul Medical Faculty,
Pediatric Nephrology Department, Istanbul - Turkey

Aim: In patients with kidney transplantation, the development of de novo
donor-specific antibodies (dnDSA) has been associated with rejection and
graft loss.
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Serial monitoring of dnDSA has been proposed after kidney transplanta-
tion. The clinical significance of DSA detected in patients with stable
creatinine levels during serial screening is uncertain.
Therefore, we evaluated the DSA levels in our pediatric kidney transplant
patients.
Patients and methods: Retrospectively, data of 33 patients (12 female,
11 male) with kidney transplantation who were followed actively in our
outpatient clinic over a 20 year period (1998-2018) were reviewed.
Patients were evaluated in terms of the risk factors for DSA development.
Of DSA positive, patients with increased creatinine and/or proteinuria
had kidney biopsy.
Results: Mean age at transplantation was 10.7 ± 4.1 years, mean follow-up
period was 5.3 ± 2.8 years
None of the patients had DSA before transplantation. During the follow-up
period, dnDSA developed in 12 (36.3%) of our patients. Mean duration of
dnDSA development was 61.5 ± 40.9 (15.4-132.1) month after transplanta-
tion. PRA class I positivity was in 33.3% (n = 4); PRA class II positivity in
58.3% (N = 7); PRA grade I and II positivity in 8.3% (n = 1).
Nine of the dnDSA positive patients were evaluated by renal biopsy.
Chronic allograft nephropathy was detected in 3 patients. These patients were
followed under conservative treatment. Acute humoral and cellular rejection
in 3 (2 C4d (+); 1 C4d (-)); acute cellular rejection was detected in 1 patient.
Despite rejection therapy, graft loss occurred in 3 of these patients.
Conclusion:The results of our study confirm that dnDSA devel-
opment is an important risk factor for graft loss. Non-adherence
to immunosuppressive drugs is the major risk factor for develop-
ment of dnDSA in pediatric kidney transplant recipients especially
in adolescents.

IPN12139-87 THE RELATİONSHİP BETWEEN THE HEAT
SHOCK PROTEİNS AND PROGRESSİON OF CHRONİC
KİDNEY DİSEASE

Z. Yuruk Yildirim 1, S. Usta Akgul 2, H. Alpay 3, B. Aksu 4, F. Oguz
Savran 2, A. Kiyak 5, N. Akinci 6, S. Yavuz 5, G. Ozcelik 6, A. Gedikbasi
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Introduction: The aim of this study was to investigate the role of heat
shock proteins (HSP) on the progression of renal function loss in children
with chronic kidney disease (CKD)

Material & methods: Study group consisted of 120 CKD patients
and 60 healthy children aged between 0-18 years. The patients
were followed for 36 months. Blood and urine samples were col-
lected once a year. Serum(s) and urine(u) HSP27, HSP40, HSP47,
HSP60, HSP70, HSP72 and HSP90 levels, serum anti-HSP60, anti-
HSP-70 levels were measured by ELISA.
Results:When we compare patients with controls according to the results
obtained in the first year median sHSP27, sHSP40, sHSP47, sHSP60,
sHSP70, sHSP72, sHSP90, Anti-HSP60, AntiHSP70, uHSP27,
uHSP40, uHSP47, uHSP60, uHSP70, uHSP72, uHSP90, uHSP27/
creatinine(cr), uHSP40/cr, uHSP47/cr, uHSP60/cr, uHSP70/cr, uHSP72/
cr and uHSP90/cr of patient group were significantly higher than in con-
trols (p<0.05).
The first, second and third year samples were compared in the
patient group. sHSP47, sHSP60, uHSP27, uHSP40, uHSP47,
uHSP60, uHSP72, uHSP27/cr and uHSP60/cr levels decreased
steadily over the years (p<0.05). Serum anti-HSP60, anti-HSP70,
sHSP90, uHSP90/cr levels increased steadily over the years
(p<0.005). sHSP27, sHSP40, sAnti-HSP70, uHSP40/cr levels
remained stable over the years (p>0.05).
Conclusions: Our findings show that sHSP47, sHSP60, uHSP27/cr,
uHSP40/cr, uHSP60/cr, uHSP72/cr levels decrease steadily over the
years, serum anti-HSP60, anti-HSP70, sHSP90, uHSP90/cr levels in-
crease steadily over the years. HSPs with a steady increase or decrease
in follow-up may be used as biomarkers to predict the progression of
renal function loss in CKD. With some of these parameters, a panel can
be created and their role in demonstrating progression can be increased.
Ayşe Agbas, Ahmet Dirican, Sevinc Emre, Ahmet Nayir, Alev Yilmaz
should be added to the end of author list.
This study was financially supported by The Scientific And
Technological Research Council Of Turkey (TÜBİTAK) within 1001 -
Scientific and Technological Research Projects Funding Program

IPN12140-79 THYROID HORMONE PROFILE IN CHILDREN
WITH NEPHROTIC SYNDROME ACCOMPANIED AT
PEDIATRIC NEPHROLOGY OUTPATIENT CLINIC

G.J. Maftum , M.X. Tenorio , D.D.O. Batista , M.G. Rockembach ,
H.B.Z. Soares , F.V.F.L. Netto , M.C. De Andrade , M.A.D.P. Cancado
Universidade Federal De São Paulo - UNIFESP - Brazil

Introduction: Proteinuria in nephrotic syndrome (NS) causes a
decrease in serum levels of albumin and thyroglobulin, which
can directly affect thyroid function, together with the elimination
of thyroid hormones in free form, increasing the risk of hypothy-
roidism in patients with NS.
Material and methods: From the analysis of 36 patients with NS with
thyroid function tests evaluated both in the decompensated and remission
phases that met the inclusion criteria.
In this study, the serum levels of albumin, total cholesterol, TSH, FT4,
plus 24-hour proteinuria or urinary protein and creatinine ratio and the
estimated rate of glomerular filtration were analyzed.
The patient was considered uncompensated when he presented edema,
serum albumin <2.5g/dl and 24-hour proteinuria ≥50mg/kg/day or P/C≥2.
Results: Of the 36 patients analyzed 25 (69.4%) were classified as ste-
roid-resistant, 11 (30.5%) corticosensitive. Of the total analyzed 31 per-
formed a renal biopsy, 23 with minimal lesion, 5 GESF, 1 with GNMP
and 1 with Berger.
The mean age at initial diagnosis was 3.8 years and mean disease time in
the analysis was 4.3 years in the decompensated phase and 4.1 years in
the remission phase.
In decompensation the mean serum albumin, total cholesterol and creat-
inine clearence levels were 2.0g/dL, 473mg/dL and 177.0ml/min, respec-
tively. At remission the mean levels were 3.93g/dL, 205 mg/dL and
143.3ml/min respectively.
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Of the total sample 26 (72.2%) presented high TSH in the decompensation,
in remission only 3 (8.3%),OR 28.6 95% CI (7.1 - 114.6), p<0.001. As for
FT4 values in decompensation 13 (36.1%) presented levels below normal
and in remission only 2 (5.6%), OR 9.6 95% CI (1.9 - 46.6), p<0.01.
Conclusion: There is a direct relation between proteinuria and levels of
TSH and FT4 that causes secondary hypothyroidism in some chil-
dren with NS. Although controversial, we considered treating sub-
clinical hypothyroidism in patients who could benefit from hor-
mone replacement.

IPN12141-80 RENAL TUBULAR ACIDOSIS IN CHILDREN
AFTER LIVER TRANSPLANTATION

S. Abbate , S. Maringhini , S. Riva , F. Di Francesco , F. Cirillo , M.
Sciveres , J. De Ville De Goyet
Pediatric Unit - Care and Study of Abdominal Pathologies and
Transplants, ISMETT-UPMC, Palermo - Italy

Introduction: Renal Tubular Acidosis (RTA) has been reported in vari-
able percentages of patients after solid organ transplantation. Only a few
cases of children with RTA following a liver transplantation (LT) have
been described.
Material&Methods: A retrospective review of data from an elec-
tronic database from January 2007 to April 2019 was carried out
in 104 children (age <18 years) who received a LT in our
Institute.
Results: Thirty-three patients (33%) developed hypercloremic (se-
rum Cl>110 mEq/l) metabolic acidosis (serum bicarbonate <20
mEq/l) during the first month following the transplant. None of
them had RTA before the LT.
In 15 of them we had permission to analyze laboratory data. RTA
was detected immediately after the transplant and/or after two to
four weeks in most patients. In 6 patients serum K was within the
normal range, in 5 we found a concomitant hypokalemia, and in 4
it was above the normal range (configuring a type IV RTA). One
patient had a typical prossimal RTA.
Possible causes of the tubular damage were high levels of tacrolimus or
dehydratation. In particular, we found a strong correlation between the
onset of hypercloremic metabolic acidosis and high level of tacrolimus
(≥ 13 ng/dl) in 5 of the 15 cases.
At the last observation, after a periode of 0.7-11 years from the
LT, 5 children had persistent RTA. These children were not dif-
ferent from the others as far as age, type of liver disease, reduced
glomerular filtration rate, serum levels of Tracrolimus, liver dam-
age, additional drugs, length of observation, urinary tract infec-
tion, prolonged renal insufficiency after LT.
Conclusions: In conclusion RTA is frequent in children after liver trans-
plantation; it is transient but may persist in a minority of patients. High
serum levels of tacrolimus and/or dehydration with pre-renal insufficien-
cy may be the cause.

IPN12142-81 NEONATAL URINARY TRACT INFECTION:
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R. Garrote Molpeceres 1, A.P. Jimenez Jimenez 2, E. Urbaneja Rodriguez
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Introduction: Neonatal urinary tract infection (UTI) is one of the
most common bacterial infections. The associated clinic is non-
specific. The spectrum of associated microorganisms is variable,
depending on several factors such as prematurity, previous hospi-
talization or associated renal malformation.

Material & Methods: Retrospective descriptive study of the epidemio-
logical, analytical, microbiological and antibiotic characteristics used in
the neonatal UTI of our hospital in the last 5 years.
Results: Twenty-eight children were reviewed, 21(75%) were male and
7(25%) were female, 6(21.4%) of wich were preterm with a mean EG of
29weeks (25-32). The median age at diagnosis was 12 days of life (1-30).
3(10.7%) newborns were prenatally diagnosed by a renal ectasia con-
firmed postnatally by echography. 19(67.9%) were admitted to hospital
with sepsis symptons. Blood analysis requested at diagnosis: mean abso-
lute white blood cell count: 15,480/mm3, mean absolute neutrophil
count: 7,815/mm3. E. coli was the most frecuent pathogen observed in
urinary cultures, 14(50%) children, against E. faecalis in 4(14%), 2(7%)
C.parasilopsis, 2(7%) K. pneumoniae, 2(7%) S. Aureus, 1(3.5%) Proteus
mirabillis, 1(3.5%) Raoultella Planticola, 1(3.5%) E. Cloacae and
1(3.5%) with negative culture. The treatment included the combination
of Ampicillin and Gentamicin in 6 patients (21%), 10 (35%) Gentamicin,
10 (35%) Cefotaxime and Amphotericin B in 2 patients (7%). Mean
number of days of antibiotic therapy: 8(7-12) days. 2(7.1%) were diag-
nosed of VUR by cystourethrography. Gammagraphy with 99mTc-
DMSA showed scars in 10 (35.7%), most of them infected by E. coli (7
children, 70%). Renal function was conserved in all patients.
Conclusions: In our series, the vast majority of patients had UTI due to an
E. coli infection, as the literature shows. In the face of neonatal sepsis, it is
important to rule out a urinary origin and perform a CAKUT test since
they are the most frequent cause of CKD development in childhood.

IPN12143-82 VITAMIN D PROFILE IN CHILDREN AND
ADOLESCENTS WITH NEPHROTIC SYNDROME

D.D.O. Batista , G.J. Maftum , M.X. Tenorio , M.G. Rockembach ,
H.B.Z. Soares , F.V.F.L. Netto , M.C. De Andrade , M.A.D.P. Cancado
Universidade Federal De São Paulo - UNIFESP - Brazil

Introduction: Vitamin D is involved in various physiological, immunolog-
ical, cardiovascular and mineral and bone metabolic mechanisms.
Hypovitaminosis D causes severe disorders that have an even greater impact
on pediatric patients with chronic diseases such as nephrotic syndrome (NS).
Material and methods: Were analyzed the laboratory exams of 20 pa-
tients who met the inclusion criteria. The prevalence of vitamin D defi-
ciency was determined and univariate and multivariate analyzes were
performed to compare vitamin D deficiency in patients with NS in de-
compensation and remission using the calculation of prevalence ratios
(PR) and their respective 95% CIs.
Results: From 20 patients analyzed, 19 had renal biopsy, 15 min-
imal lesion, 3 GESF and 1 IGA nephropathy. Regarding the ther-
apeutic response, 15 (75%) were classified as steroid-resistant, 5
(25%) corticosensitive. The mean age at initial diagnosis was 4
years and mean disease time at analysis was 4.9 years. In decom-
pensation, mean serum albumin, total cholesterol and creatinine
clearence levels were 2.21g/dL, 450mg/dL and 182.4ml/min, re-
spectively. At remission the mean levels were 3.96g/dL, 209mg/
dL and 144.8ml/min respectively. Of the total sample, 17 (87.2%)
had vitamin D insufficiency or deficiency on decompensation,
only 8 (41%) had on remission, OR 7.79 95% CI (1.69 -
35.92), p<0.01.
Discussion: Vitamin D insufficiency and deficiency is prevalent in
children with NS, and is strongly associated with proteinuria. It
can be noticed by the high prevalence of vitamin D insufficiency
in the patients when they were in the nephrotic phase. It is known
that vitamin D deficiency is not only associated with a high risk
of osteometabolic disease, but also with other relevant clinical
problems, including neoplasms and cardiovascular diseases in the
long term.
This study showed that most of the patients analyzed had serum vitamin
D levels below recommended values.
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IPN12144 -83 CARDIOVASCULAR OUTCOMES OF
NEPHROTIC SYNDROME (CVONS) STUDY: INTERIM
ANALYSIS

S.K. Patnaik 1, M. Kanitkar 2, P. Kumar 3, M. Bamal 3, M. Yadav 3, H.R.
Ramamurthy 4, A. Sinha 5, A. Bagga 5, V. Kumar 4
1 Division of Pediatric Nephrology, Dept of Pediatrics,Army Hospital
Research & Referral, New Delhi - India, 2 Armed Forces Medical
College, Pune - India, 3 CVONS Study Group, Dept of Pediatrics, Army
Hospital Research & Referral, New Delhi - India, 4 Division of Pediatric
Cardiology, Department of Pediatrics, Army Hospital Research &
Referral, New Delhi - India, 5 Division of Pediatric Nephrology, Dept
of Pediatrics, All India Institute of Medical Sciences, New Delhi - India

Introduction: CardioVascular Outcomes in Nephrotic Syndrome
(CVONS) Study is an ongoing multi-institutional collaborative prospec-
tive study under a pan-India pediatric renal biology programme of the
Dept of Biotechnology, Govt of India to address cardiac, macro and
microvascular circulation amongst Indian children with nephrotic syn-
drome with prospective annual follow-up for 2 years postrecruitment.
We present the interim analysis of results of imaging biomarkers of car-
diac, carotid and cutaneous vasculature evaluation in the CVONS Study
Material and methods: Children with NS (2-18 years age) without any
edema and healthy sibling controls recruited in the CVONS Study under-
go conventional, speckled-tracking and strain-imaging echocardiography,
radiofrequency based carotid intima media thickness (cQIMT) evalua-
tion, brachial artery flow-mediated-dilatation, cutaneous postocclusive
reactive hyperemia by Laser-Doppler flowmetry and Nailfold
capillaroscopy at baseline,12 and 24 months
Results: As on 31 May 2019, 206 NS (SSNS 132 SRNS 74) and 104
healthy sibling controls have been recruited with digital archiving of
imaging biomarkers and banking of blood and urine samples. Interim
analysis of baseline data of 42 SSNS and 38 SRNS with 1:1 age-sex
matched controls revealed similar measures of microvascular dysfunction
or cardiac parameters. Age of recruitment was similar (SSNS:7.1+-3.5
yrs, SRNS:7.5+-3.7 yrs). Majority of SRNS cases were in complete re-
mission. Resting flux, area of hyperemia,time-to-reach peak flow and
normalization were similar between SSNS, SRNS and controls.
Myocardial performance index and tissue doppler imaging parameters
did not differ across groups. Children with NS had higher cQIMT values
(in μm) than age and sex matched controls (405.8+6.77 vs 384.6+-9.27)
(p=0.036) while SRNS and SSNS were similar (407.6+-56.1 vs 405+-
62.9). No association was noted with serum creatinine, lipid profile or
albumin
Conclusion: Interim baseline data from the CVONS Study seems to
suggest proteinuria control is important in view of similar QIMTs irre-
spective of steroid resistance
Keywords: Nephrotic syndrome, Proteinuria, Cardiovascular, Intima
Media Thickness

IPN12145-84 RECURRENT C3 GLOMERULONEPHRITIS
MIMICKING RENAL SMALLVESSELVASCULITIS

S. Bhardwaj 1, V. Aggarwal 1, S. Mahajan 2, V. Singhal 2, N. Jain 2, G.
Kochhar 2
1 Center for Child Health, BLK Superspeciality Hospital, New Delhi -
India, 2 Department of Paediatrics, Maharaja Agrasen Hospital, New
Delhi - India

Introduction: C3 glomerulonephritis is caused by fluid-phase dysregu-
lation of alternative complement pathway and frequently deviates from
classic membranoproliferative pattern of injury on light microscopy.
Immunosuppression may be useful in some, but no treatment is curative.
Case Report: A 6-year-old girl presented with gross hematuria fol-
lowing an acute febrile illness, without any edema, rash,

hypertension or decreased urine output. Her serum creatinine rose
to 3.8 mg/dl. Urine microscopy showed active sediment with full-
field red blood cells, serum albumin 2.3 g/dl, 24-hour urine protein
1.4 gm/day, C3 93.4 mg/dl (normal), negative ASO, CRP, ANA,
ANCA and viral markers. Renal biopsy showed 14 glomeruli, 12
showed partial to circumferential cellular crescents, with segmental
fibrinoid tuft necrosis in four. Immunofluorescence showed isolated
granular C3 (2+/3+) deposits. Electron microscopy showed wide-
spread foot process effacement and severa l mesangia l ,
paramesangial and subendothelial electron dense deposits.
She was managed as a case of rapidly progressive glomerulonephritis
with pulse methylprednisolone and six doses of pulse cyclophosphamide
in view of non-availability of anti-complement therapy. She showed
prompt normalization of renal functions and resolution of proteinuria.
She maintained remission on tapering doses of steroids, mycophenolate
moefitil (MMF) and angiotensine converting enzyme inhibitors. One year
later there was recurrence of hematuria, proteinuria and deranged renal
functions requiring hemodialysis, after an acute febrile illness. Repeat
renal biopsy revealed necrotizing cresentic glomerulonephritis without
tabulo-interstitial chronicity, similar to first presentation. This time she
was managed with pulse methylprednisolone and two doses of Rituximab
(375 mg/m2), with prompt renal recovery and resolution of proteinuria.
She was maintained on tapering steroid doses and high dose MMF (1000
mg/m2/day). Follow-up showed recurrence of microscopic hematuria
with febrile illness, without progressing to relapse.
Conclusion: This case highlights the atypical biopsy features, reminis-
cent of renal small vessel vasculitis and recurrent clinical course of C3
glomerulonephritis despite immunosuppression.

IPN12146-85 ASYMMETRIC DIMETHYLARGININE IS NOT A
MARKER OF ARTERIAL DAMAGE IN CHILDREN WITH
GLOMERULAR KIDNEY DISEASES

P. Skrzypczyk 1, J. Przychodzien 1, M. Mizerska-Wasiak 1, E. Kuzma-
Mroczkowska 1, A. Stelmaszczyk-Emmel 2, E. Gorska 2, M. Panczyk-
Tomaszewska 1

1 Department of Pediatrics and Nephrology, Medical University of
Warsaw, Warsaw - Poland, 2 Department of Laboratory Diagnostics
and Clinical Immunology of Developmental Age, Medical University of
Warsaw, Warsaw - Poland

Introduction: Patients with glomerular kidney diseases are at risk of car-
diovascular complications. Asymmetric dimethylarginine (ADMA), which
acts an endogenous inhibitor of nitric oxide synthase (NOS), is associated
with increased risk of cardiovascular disease in general population and in
patients with chronic kidney disease. Aim of the study was to establish
relation between serum concentration of ADMAandmarkers of subclinical
arterial damage and central blood pressure in children with
glomerulopathies.
Material and methods: In a group of 80 children with glomerulopathies
(mean age: 11.33±4.25 years, 50 boys, 30 girls, 42 with idiopathic ne-
phrotic syndrome [INS], 38 with IgA or Henoch-Schoenlein nephropathy
[IgAN/HSN]) we analyzed serum concentration of ADMA [nmol/mL],
peripheral and central blood pressure, arterial stiffness (augmentation
index –AIx75HR, pulse wave velocity – PWV) (Sphygmocor), common
carotid artery intima media thickness (cIMT), and selected clinical and
biochemical parameters.
Results: In the study group ADMA concentration was from 0.55 to
4.31 mean 1.66±1.19 [nmol/mL]; ADMA did not differ between INS
and IgAN/HSN patients (1.72±1.24 vs. 1.60±1.21, p=0.958), and
between boys and girls (1.73±1.24 vs. 1.56±1.17, p=0.777). We
found no significant correlations between concentration of ADMA,
cIMT [mm] and Z-score, PWV [m/s] and Z-score, and AIx75HR [%]
in the whole group and in INS and IgAN/HSN patients. In the whole
group of 80 children ADMA correlated negatively with BMI Z-score
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(r=-0.24, p=0.037), uric acid (r=-0.23, p=0.04), and central mean
arterial pressure (r=-0.25, p=0.045). In addition, in children with
INS ADMA correlated positively with total protein (r=0.37,
p=0.022), albumin (r=0.36, p=0.030), and negatively with total cho-
lesterol (r=-0.40, p=0.028).
Conclusions:
1. In children with glomerulonephritis measurement of concentration of
asymmetric dimethylarginine cannot replace well established and validat-
ed methods of assessment of subclinical arterial damage.
2. In children with nephrotic syndrome ADMA concentration is related to
typical metabolic disturbances – hypoproteinemia and hyperlipidemia.
Keywords: asymmetric dimethylarginine, arterial damage, glomerular
kidney disease

IPN12147-86 AN EPIDEMIOLOGICAL CHARACTERIZATION
OF PEDIATRIC END STAGE RENAL DISEASE AND RENAL
REPLACEMENT THERAPY IN HONDURAS

F. Vasquez 1, K. Vasquez 1, D. Sauceda 1, C. Aguilar 1, C. Rodriguez 1, G.
Rodriguez 2, M. Lopez 2, R. Galeas 2, A. Daga 3, E. Benoit 3, J.H. Walsh 3

1 Hospital Maria - Honduras, 2 Dialysis do Honduras - Honduras,
3 Boston Children's Hospital - United States

Introduction: End stage renal disease (ESRD) is a rapidly increasing public
health problem in many developing countries, including Honduras. There is
very little data about the status of ESRD in Honduras, and none at all about
the pediatric population. The objective of this study was to describe the
demographic and clinical characteristics of pediatric patients receiving renal
replacement therapies (RRT) in Honduras. Evaluating the clinical and epide-
miological basis of children with ESRD will help inform future clinical care
as well as research and capacity building activities.
Materials & Methodology: This was a preliminary descriptive cross-
sectional study using a convenience sample. The study used two tools: a
survey and a retrospective chart review of a sample of pediatric patients
receiving RRT in Honduras. Data were extracted from two kidney centers
(n=53). The analyses were completed using STATA15.
Results: Preliminary results revealed the actual prevalence of
ESRD was 21.3 cases per million children, under 18. The most
common diagnosis was undetermined cause (36%, n=19), follow-
ed by CAKUT (28%, n=15), glomerulopathies (23%, n=12), neu-
rogenic bladder (9%, n=5), and miscellaneous (4%, n=2). The
mean age of the sample was 15 years (range 4-18). The sample
was 43% male. The majority (49%, n= 22) of the patients were
from the southeastern part of Honduras. Of patients 77% (n = 36)
were receiving hemodialysis and 23% (n = 11) were receiving
peritoneal dialysis. There are six pediatric nephrologists in
Honduras, which is 2 pediatric nephrologists per million children.
Conclusion: The prevalence of pediatric ESRD in Honduras appears to
be very high. Most cases were etiology unknown. The average age of 15
years, may reflect late diagnosis. This preliminary report highlights the
limited access to timely diagnosis and treatment, and points to a need for
continued research and capacity building activities.

IPN12148-87 HYPERTENSION AND RISK FACTORS OF CKD/
ESRD AMONG PEDIATRIC NON-RENAL SOLID ORGAN
TRANSPLANTS

S. Kim 1, J. Browne 2, J. Vasilevska-Ristovska 2, T. Banh 2, J. Fitzpatrick 2, V.
Ng 3,M. Solomon 3, A.I. Dipchand 3, D.Hebert 3, C.W. Teoh 3, R.S. Parekh 2

1 Department of Nephrology, Sydney Children’s Hospital Network,
Westmead - Australia, 2 Child Health Evaluative Sciences, Research
Institute, The Hospital for Sick Children, Toronto - Canada,
3 Department of Pediatrics, Faculty of Medicine, University of Toronto,
Toronto - Canada

Introduction: Hypertension is a common complication among pediatric
recipients of non-renal solid organ transplants, however, association of
new onset hypertension with development of CKD/ESRD is unknown.
Material & methods: Among 395 pediatric first organ transplant recip-
ients at a single tertiary pediatric centre from 2002 to 2015, incident
hypertension was defined as two consecutive systolic/diastolic blood
pressure measurements greater than or equal to the 95th percentile, and/
or antihypertensive medication post-transplant. CKD was defined as any
6-month period with an average eGFR <60 mL/min/1.73m2, excluding
the first 90 days post-transplant. ESRD was defined as an average eGFR
<15 mL/min/1.73m2 for any 3-month period or need for long-term dial-
ysis or renal transplant. Association between hypertension and time to
CKD/ESRD was investigated using cox regression analysis adjusted for
clinical covariates
Results: 395 children (146 heart, 211 liver, 28 lung 2 small bowel and 8
multiple) had a median age of 3.4 years (IQR: 0.7-11.8), 53% were male
with a median follow-up of 4.9 years (IQR 2.5-7.9). A total of 197 par-
ticipants (49.9%) developed hypertension over follow-up. 18 patients
(9.1%) without hypertension and 24 patients (12.2%) with hypertension
developed CKD/ESRD over follow-up. Cumulative incidence of CKD/
ESRD was 5, 8, 9 and 12% at 6 months, 1 year, 2 years and 5 years,
respectively. Adjusted cox regression analysis found patients with inci-
dent hypertension were not at risk of developing CKD/ESRD compared
to those without (HR: 1.14, 95% CI: 0.61-2.13). Association of CKD/
ESRD differed between organ groups; lung had increased risk (HR: 2.7,
95% CI: 1.17, 5.64) compared to liver (HR: 0.25, 95% CI: 0.11, 0.58).
Conclusions: Although 50% of patients developed hypertension
over follow-up, it was not significantly associated with develop-
ment of CKD/ESRD. Future steps include analyses of elevated
blood pressure measurements and other potential risk factors as-
sociated with development of CKD in solid organ transplantation.

IPN12149-88 NURSING MANAGEMENT OF CHILDREN WITH
TYPICAL HEMOLYTIC SYNDROME

R. Feliciano
The Childrens Hospital Ireland Crumlin Dublin - Ireland

Background: Hemolytic Uremic Syndrome (HUS) is the most common
cause of acute kidney disease and renal failure in children under 5 years.
HUS is defined by triad of microangiopathic hemolytic anemia (hemo-
globin less than 10g/dl), thrombocytopenia, and acute renal failure. HUS
is classified into two sub groups Typical and Atypical.
The majority of typical HUS or D+HUS worldwide is caused by
Shiga toxin-producing Escherichia coli (STEC) type 0157:H7.
This organism releases toxins into the gut that are absorbed into
the blood stream to the kidney. STEC-HUS occurs most during
summer months and more common in rural versus urban areas.
The incidences of HUS in western population is approximately
3.3 million in children. Nursing care is complex.
Discussion: HUS is usually preceded by a severe form of infec-
tious gastroenteritis. Symptoms can be nonspecific; nausea,
cramping, abdominal pain, diarrhea initially watery then becomes
bloody, lethargy and irritability. HUS is a systemic disease that
can affect many organs.
Management of typical HUS is primarily supportive care to improve the
course or stop the progression of HUS once it has started.
Fluid management is one of the most important components of
supportive management. Early administration of parental fluids for
children during diarrheal phase of HUS-STEC infection to avoid
renal hypoperfusion is essential. Complications can involve the
central nervous system which can progress to seizures and coma.
Antibiotics, anti motility agents, narcotics and non-steroidal anti-
inflammatory drugs should not be given to acutely infected
patient.
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Conclusion: The diagnoses of HUS for families can be devastating and
unexpected. It remains a serious disease with high mortality rate. The aim
of nursing care is to balance the fluids and nutritional requirements while
carefully interpreting patient’s symptoms management to optimize the
patient’s quality of life with early intervention of supportive therapy and
renal replacement therapy.

IPN12151-81 LONG-TERM OUTCOME OF BIOPSY-PROVEN
IDIOPATHIC TUBULOINTERSITIAL NEPHRITIS IN
CHILDREN

S. Rytkonen 1, V. Saarela 2, K. Endén 3, J. Kataja 4, P. Arikoski 5, M.
Nuutinen 1, T. Jahnukainen 6

1 Department of Children and Adolescents, Oulu University Hospital,
BOX 23, 90029 OYS, Oulu, Finland and PEDEGO Research Unit,
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Ophthalmology, Oulu University Hospital - Finland, 3 Department of
Pediatrics, Tampere University Hospital, Box 2000, 33521 TAYS,
Tampere - Finland, 4 Pediatric and Adolescent Medicine, Turku
University Hospital, Box 51, 20520 TYKS, Turku - Finland,
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Introduction: Tubulointerstitial nephritis (TIN) and uveitis syndrome
(TINU) are rare inflammatory diseases and only few studies
reporting outcome of TIN/TINU patients are available. In this nation-
wide study, we aimed to evaluate the long-term renal and ocular outcome
in a children with idiopathic biopsy-proven TIN or TINU.
Material & methods: A total of 48 patients (25 girls) were enrolled. The
patients were followed-up up by pediatrician and ophthalmologist until full
remission. The plasma creatinine (P-Cr) estimated GFR (eGFR) presence
of proteinuria, and uveitis were collected retrospectively to evaluate renal
and ocular outcome.
Results: The median follow-up time was 5.7 years (range 1.1-18.7 years)
and themedian age at the time of the diagnosiswas 12.9 years (range 1.8-16.0
years). At the time of diagnosis the maximum P-Cr was a median of
170μmol/L(115-248) and eGFR 46 ml/min/1.73m2. Uveitis was diagnosed
in 29 patients (60%), 16 of them (55%) were girls. At the latest follow-up
visit, the median P-Cr was 74μmol/L (60-82) and eGFR wasmedian of 106
ml/min/1.73m2 (89-124). Twelve patients (25%) had eGFR <90 ml/min/
1.73m2, and one patient (2%) had eGFR <60 ml/min/1.73m2. In addition
one patient has had kidney transplantation. Twenty percent of the patients
had uveitis at the latest followup visit, and 15%of patients had elevated blood
pressure. Only one patient had mild proteinuria 1+ in urinanalysis.
Conclusions:According to our results, long-term outcome of patients with
idiopathic TIN is favourable. However, decreased kidney function and/or
ocular co-morbiditiesmay prevail after several years. Especially uveitis is a
common finding which may have a chronic and/or relapsing
course. Therefore, in addition to renal follow-up also ophthalmologic
follow-up is warranted.

IPN12152-82 POSTERİOR URETHRAL VALVES: A SİNGLE
CENTER EXPERİENCE OVER 20 YEARS.

C. Pehlivanoglu 1, Z. Yuruk Yildirim 1, T. Oktar 2, O. Ziylan 2, A. Nayir 1,
A. Yilmaz 1

1 Istanbul University, Istanbul Medical Faculty, Pediatric Nephrology
Department, Istanbul - Turkey, 2 Istanbul University, Istanbul Medical
Faculty,Pediatric Urology Department, Istanbul - Turkey

Posterior urethral valves: a single center experience over 20 years.

Aım: Posterior urethral valves (PUVs) are the most common cause
of bladder outlet obstruction in boys; resulting nephropathy with
the risk of progression to chronic kidney disease (CKD) during
childhood.
The aim of this study was to evaluate the presentation, management and
long-term outcomes of boys with PUV.
Patients and methods: Data of 26 boys; following up from our pediatric
nephrology unit with PUVs over a 20 year period (1998-2018) were
reviewed.
Results: The timing of diagnosis was antenatally in 11 (42.3%). Eight
patients (30.7%) were diagnosed postnatally within the first year of life
and 7 (26.9%) were diagnosed after the age of 1 year.
In antenatally diagnosed patients, initial RUS scan showed; parenchymal
thinning in 7/11 (63.6%), loss of corticomedullary differentiation in 5/11
(45.4%), cortical cyst in 5/11 (45.4%) and bilateral hydroureteronephrosis
in 10/11 (90.9%) associated with oligohydramnios 9/11 (81.8%).
Baseline eGFR were mean 9.98 ± 4.81 (2.9-15.58); eGFR were mean
18.49 ± 10.23 (2.9-31.14) at week of surgery and mean eGFRwere 62.61
± 42.06 (7.7-107.18) at the first year of following surgery.
Mean age at presentation in the postnatally diagnosed patients was 15.92 ±
19.8 months (3 days-60 months). Of the patients diagnosed postnatally,
initial RUS investigation indicated parenchymal thinning in 6/15 (40%);
cortical cyst in 2/15 (13%); unilateral hydronephrosis 2/15 (13%), unilateral
hydroureteronephrosis 3/15 (20%), bilateral hydroureteronephrosis 8/15
(53.3%). Baseline eGFR were mean 56.86 ± 43.61 (20.88-146); eGFR
were mean 72.3 ± 40.66 (19.22-146) at week of surgery and eGFR were
mean 92.34 ± 50.3 (19.22-137.5) at the first year of following surgery.
Mean follow up time was 90.82 ± 80.32 months (1 month-20 years).
Conclusıons: In boys with PUV, early-onset renal injury is a risk for
CKD and necessitates long-term nephrological follow-up.

IPN12154-84 SURVEY OF KNOWLEDGE AMONG PUBLIC ON
KIDNEY DISEASES IN CHILDREN

S. Ekambaram 1, V. Raman 1, D. Ranganathan 2, T. Gunamuthu 1, K.
Ganesan 1, P. Kumar 1, N. Bollam Rangasamy 1

1 Mehta Multispeciality Hospital Pvt Ltd, Chennai - India, 2 Royal
Brisbane and Women's Hospital, Brisbane - Australia

Introduction: Chronic kidney disease (CKD) is an insidious and irre-
versible condition. In India with limited resource setting it would be best
to take preventive measures by early diagnosis. Parents need to be aware
of renal problems to seek timely help.
Methodology: The aim of the study was to assess public knowledge on
renal health and disease in children. Those who completed schooling
were included. Health care professionals and those with personal history
of renal failure were excluded. This survey was conducted by the depart-
ment of Pediatric Nephrology at Mehta Multispecialty Hospital, Chennai
and still ongoing. The questionnaire had 8 sections with 42 questions. It
also included 7 questions for methodological validity. Phase 1 was carried
among 50 adults including doctors to assess the relevance of question-
naire. The questions were reframed and finalized to 40 followed by the
cross-sectional survey.
Results:A total of 465 people undertook the survey of which 9 were
excluded. The major source of knowledge about renal disease was
from doctors. Majority (98%) had knowledge about 2 kidneys and
86% knew that children can develop urinary infection. Only 16%
had the knowledge that kidneys regulate bone strength. Pediatric
Nephrology as a speciality was known to 46% of the population.
Analysing individual sections knowledge was least in treatment of
CKD (39%) followed by symptoms of CKD (43%) and group of
children prone for kidney problems (43%). The understanding about
test for diagnosis, physiology of kidneys, common kidney disorders
in children was 52%, 58% and 63% respectively. Majority (65%)
were aware about preventive aspects.
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Conclusion: The overall knowledge among educated population was
51% which shows that there is lacunae in the quality and quantity of this
knowledge. Hence we need to enhance the awareness by establishing
guidelines for education of the community on kidney health, disease
and its prevention.

IPN12156-86 SEVERE INFANTILE TYPE 1 PRIMARY
HYPEROXALURIA – STILL A CHALLENGING CONDITION

A. Guillaume 1, B. Chiodini 1, B. Adams 1, K. Ismaili 1, G. Deschenes 2

1 Hôpital des Enfants Reine Fabiola Brussels - Belgium, 2 Hôpital Robert
Debré Paris - France

Introduction: Oxalate overproduction in Primary Hyperoxaluria type I
(PH1) leads to progressive renal failure and systemic oxalate deposition.
In severe infantile forms of PH1, end stage renal disease (ESRD) occurs in
the first years of life. The management of these infantile forms is challeng-
ing and consists in intensive renal replacement therapy (RRT) regimen
followed by a liver-kidney transplantation, combined or sequential.
Methods: We have reviewed the medical records of all infants diagnosed
with PH1 from 2005 to 2018 and followed at HUDERF (Brussels) and
Hôpital Robert-Debré (Paris), reaching ESRD within the first year of life.
Results: Seven patients were included (3M/4F). The median age of
ESRD was 3.5 (2-7) months. Six patients were initially treated with peri-
toneal dialysis (PD). Hemodialysis (HD) was started at a median age of
7.9 (5-13,9) months. HD was the only RRT performed before transplan-
tation for 1 patient, followed PD in 4 patients, and was combined with PD
in 2 children.
A sequential liver-kidney transplantation was performed to date in 6 patients.
One child is still waiting for a kidney graft. The median age for liver and
kidney transplantation were 25 (10-41) months and 43 (26-90) months re-
spectively. One child had liver graft rejection and received a combined liver-
kidney transplantation subsequently. No kidney graft lost was observed after a
follow up of 3.3 (0.75 – 6) years and median eGFRwas 69 (22-101) ml/min/
1,73m2 at last check-up. All patients presented retinal and bones damages due
to oxalate deposition, and four presented bones fractures. Oxalate plasmatic
levels remained abnormally high up to 20 months after liver transplantation.
Conclusion: Severe infantile forms of PH1 are extremely challenging.
Our results are encouraging but at a high cost of morbidities. In our
experience, high oxalate plasmatic levels may persist up to 20 months
after liver transplantation.

IPN12157-87 X LINKED HYPOPHOSPHATEMIC RICKETS.
TREATMENT REPORT WITH BUROSUMAB IN TWO
COLOMBIAN CHILDREN

L.E. Gonzalez 1, M. Prada 1, R. Gastelbondo 2, A. Medina 2

1 Fundacion Cardio Infantil, Bogota - Colombia, 2 Fundación
Cardioinfantil Bogotá - Colombia

Introduction: The X-linked hypophosphatemic(XLH) rickets is the most
common inherited form of rickets, is a secondary mutation in the gene
encoding phosphate-regulating-endopeptidase-analog, X-linked (PHEX);
as a result, there is an excess of circulating fibroblastic growth factor 23
(FGF-23), the main regulator of phosphate homeostasis in kidney and
intestine (1,2). FGF-23 excess affects renal tubular phosphate reabsorp-
tion (RTR) decreases the synthesis of 1,25-dihydroxyvitamin leading to
hypophosphaturia and hypophosphatemia(1,2). In addition, an effect in
delayed growth, altered bone mineralization, skeletal deformities, pain
and, physical dysfunction occurs (1, 5). Conventional therapy with oral
phosphate supplementation and vitamin D metabolites is unsuccessful in
therapeutics goals and to heal rickets in a high proportion of subjects. (3,
4, 5). Burosumab is a human IgG1monoclonal antibody that blocks FGF-
23 (3, 4, 5, 6), consequently improving RTR affects favorably clinical

outcomes as skeletal deformities, physical dysfunction, and pain (4, 5, 6).
Objective: Following of two cases with confirmed XLH rickets with
conventional therapy who started Burosomab.
Material and methods: 15-year-old male and 7-year-old sister, received
conventional treatment poorly tolerated with poor adherence, both with
pathological short stature and leg deformities, bone pains and limitation
for walking and exercise with a history of corrective surgeries requiring
new interventions who started treatment with Burosumab (0,8 mg/kg
every other week) for more than 30 weeks.
Results: After one month of treatment, serum phosphorus and, RTR
increased (˃ 80%) in both siblings to normal values; both patients have
reported a significant decrease in bone pain. There was an increase in
height in the younger sister, from -4.6 SD to -4.06 SD after 3 months of
treatment. Burosomab adverse events reported none.
Conclusions: 5- month treatment with Burosumab improved RTR, serum
phosphorus levels, reduced pain, and increased height, as literature reports.
Keywords: Rickets, XLH, FGF-23, hypophosphatemia, Burosumab

IPN12158-88 IMMUNOHISTOCHEMICAL MARKERS OF IGA-
NEPHROPATHY PROGNOSIS IN CHILDREN

V. Savosh 1, T. Letkouskaya 1, N. Tur 2, E. Cherstvoy 1, A. Sukalo 1, I.
Kazyra 1

1 Belarus State Medical University - Belarus, 2 Republic Center of
Pediatric Nephrology and Renal Replacement Therapy - Belarus

Introduction: IgA-nephropathy (IgAN) is common primary renal disease
all over the world. Morphological features of IgAN vary largely. IgAN
prognosis is mostly dependent upon the class IgAN according to MEST
classification, but not in all cases. The purpose of this study was to deter-
mine another prognostic factors of IgAN and its correlation with MEST
class of IgAN.
Material and methods: We studied 75 kidneys biopsies patients with
IgA-nephropathy, performed at the Republic Center of Pediatric
Nephrology and Renal Replacement Therapy in Minsk/Belarus from
2006 to 2019. Clinical findings were evaluated retrospectively. In all
cases the changes in kidneys biopsies were estimated by criteria of
MEST of classification. Immunohistochemical staining with smooth
muscle actin-alpha (SMA-a) antibodies was performed with a semiquan-
titative estimation of its expression.
Results:Mean age of patients was 14,5±3,7 yrs, boys and girls there were
68,6% and 32,4% respectively. There was no relationship between SMA-a
expression and clinical findings (proteinuria level and arterial blood pres-
sure). Glomerular expression of SMA-a (positive mesangial cells) was
correlated with mesangial (M) component of MEST classification (р
<0,05). Tubulointerstitial fibrosis (T component of MEST classification)
was associated with interstitial expression of SMA-a (р =0,049). We also
found a significant correlation between tubulointerstitial SMA-a expression
and renal function impairment (decrease of glomerular filtration rate) (р
<0,05).
Conclusions: Smooth muscle actin-alpha expression can be used as ad-
ditional prognostic criteria for patients with IgA-nephropathy and poten-
tial independent predictors of outcome.

IPN12159-89 THE CAREGIVER OF PEDIATRIC PATIENTS
WITH CHRONIC KIDNEY DISEASE

B. Minale , S. Buonocore , D. Molino , F. Nuzzi , A. De Luca , G.
Malgieri , C. Pecoraro
Children's Hospital Santobono, Department Of Nephrology Aand
Dialysis, Naples - Italy

Introduction: Chronic kidney disease (CKD) is rare in children, but
when it is present it causes great changes in the daily life of the child
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and exceedingly of his family who suffers immediately the consequences.
The caregivers are subjected to a super job both for the practical manage-
ment of the disease (administration of the drugs, continuous medical
checks) and emotional (expectation of the results, poor social life, fear
of the future, sense of inadequacy).
Object of the study: In This study, we try to describe the experi-
ence of caregivers of CKD patients who are in our Pediatric
Nephrology Unit.
Materials and methods:We have administered a questionnaire to about
200 primary caregivers in order to obtain an assessment of their emotional
and psychological status compared to their current caregiver condition
and to discriminate against higher risk situations. The replies were treated
with the utmost confidentiality and the data used exclusively for scientific
purposes.
Results: Preliminary data from the study show that most assistants
are women, in particular mothers, the greatest part with ages
between 35 and 45 years, with an elementary school education
and without a fixed work. It has also emerged that the workload
is moderate and that there is a high prevalence of depression and
anxiety in these women.
Conclusions: The caregivers of patients with CKD report a profound
change in their lives, a load of onerous and not always positive experi-
ences and a long disease path. Therefore, it is essential to support the
family of the child with CKD to improve their quality of life and reduce
the risk of other pathologies.

IPN12160-81 EVALUATİON OF FİRST YEAR GRAFT
FUNCTİONS AT PREEMPTİVE AND NON-PREEMPTİVE
PEDİATRİC RENALTRANSPLANT RECEİVERS

N. Tas 1, T. Aki 2, B. Gulhan 1, F. Ozaltin 1, A. Duzova 1, S. Tekgul 2, R.
Topaloglu 1

1 Hacettepe University Department of Pediatric Nephrology - Turkey,
2 Hacettepe University Department of Urology - Turkey

Introduction: Preemptive renal transplantation is an optimal treatment
modality for pediatric patients with end-stage renal failure. However,
various studies displayed that there was no significant difference in graft
and patient survival between preemptive and non-preemptive patients.
The aims of this study were to compare preoperative clinical features and
first year graft functions between preemptive and non-preemptive renal
transplant receivers.
Material & Methods: This retrospective study was conducted on
patients who underwent renal transplantation at Hacettepe
University Ihsan Dogramaci Children’s Hospital, between 2000
and 2015.
Results: A total of 85 renal transplant patients were included to
the study. Of all 20 patients (23.5%) were preemptive; however,
65 patients (76.5%) were non-preemptive. The mean age of all
patients were 153.5±52.3 months. Of all, 53 (62.4%) were girl
and 32 (37.6%) were boy. There were no significant difference
between groups in terms of transplantation age, gender, donor
type, HLA mismatch, surgical complication, delayed graft dys-
function, post-transplant hospitalization and acute rejection
rate(P>0.05). Although, congenital/urological renal failure was
higher at preemptive group, intrinsic renal failure causes were
higher at non-preemptive group; and this difference was
significant(P=0.001). Preoperatively, serum eGFR value was sig-
nificantly high at preemptive group compared to non-preemptive
g roup (15 .1±6 .5 ml /min /1 ,73m2 v s 11 .7±6 .2 ml /min /
1,73m2,P=0.04). In contrast, serum creatinine value was signifi-
cantly high at non-preemptive group compared to preemptive
group (7.4±2.7 mg/dl vs 5.6±1.7 mg/dl,P=0.006). On follow up
there were no significant difference identified between the groups
in terms of both serum eGFR and creatinine levels at

postoperative sixth month (93.1±43 ml/min/1,73m2 vs 106.2±41
ml/min/1,73m2 and 1.02±0.41 mg/dl vs 0.84±0.48 mg/dl, respec-
tively) and 12th month (85.9±34.3 ml/min/1,73m2 vs 99.3±38.6
ml/min/1,73m2 and 1.08±0.38 mg/dl vs 0.89±0.45 mg/dl,
respectively)(P>0.05).
Conclusions: Serum eGFR and creatinine levels were not differ
significantly between the preemptive and non-preemptive groups
at the first year of transplantation. Long follow up could change
these results.

IPN12161-82 UTILITY OF DIFFERENTIAL URINARY
BIOMARKER PANEL FOR DISCRIMINATION OF STEROID
RESISTANCE IN CHILDHOOD NEPHROTIC SYNDROME

S.K. Patnaik 1, P. Kumar 1, A. Gupta 2, M. Kanitkar 3
1 Division of Pediatric Nephrology, Department of Pediatrics, Army
Hospital Research and Referral, Delhi Cantt - India, 2 Divison of
Biochemistry, Department of Laboratory Sciences and Molecular
Medicine, Army Hospital Research and Referral, Delhi Cantt - India,
3 Armed Forces Medical College, Pune - India

Introduction: Interleukin-18(IL-18) and Interleukin-12(IL-12) con-
tribute to vascular permeability factor production in vitro and
c y t o k i n e r e g u l a t i o n i n s t e r o i d s e n s i t i v e n e p h r o t i c
syndrome(SSNS). NGAL is associated with progression of chronic
kidney disease. Limited cross-sectional studies of urinary bio-
markers in steroid resistant nephrotic syndrome(SRNS) reveal var-
iable urinary levels of NGAL,IL-18) and IL-12 during disease
activity. We hypothesised that a urinary biomarker panel
consisting of NGAL, IL-18 and IL-12 will be discriminatory for
SRNS in disease remission
Material and methods: Proof-of-concept prospective determination of
biomarker levels (NGAL, IL-18,IL-12) in serial urine samples (0,12
months) of consecutive children (1-18y old) with NS in remission attend-
ing pediatric nephrology clinic with healthy matched sibling controls
(excluding active infection/deranged renal function within preceding
month)
Results: Between July 2015-Dec 2018, 60 NS in remission
[SSNS=35(17IFR,18FR/SD);SRNS=25(in CR)] and 10 healthy matched
controls were followed-up over 12 months. SSNS cases were younger
than SRNS in age-at-recruitment(4.75+-2.9yrs vs 7.94+-5.92yrs), dis-
ease-onset(4.24+-2.80yrs vs 6.27+-3.89yrs), male-preponderance and
urine Protein-Creatinine Ratio(0.138+-0.16 vs 0.149+-0.14).
Mean(95%CI) (in ng/ml) urinary biomarker levels at baseline were sim-
ilar in all 3 groups[SSNS(NGAL:60.7(32.5,88.9), IL-12:(5.1(1,9.1),IL
18:(90.4(0,204.7));SRNS(NGAL:44.1(4.4,83.7),IL-12:(33.5(0,74.9),IL-
18: (54 .1(0 ,108 .3 ) ) ;cont ro l s (NGAL:124(24 .4 ,223 .9) , IL-
12:(20.1(0,41.1)),IL-18:255.5(0,683.2))].Individual biomarkers after 12
months did not differ yet pattern of change of all 3 together varied.
Mean NGAL declined in SSNS and controls by 20.4% and 76.1% re-
spectively and rose in SRNS by 34.9%. Both interleukins declined in
NS(SSNS:-9.8%(uIL-12),-59.5%(uIL-18));SRNS:-49.2%(uIL-12),-
75.2%(uIL-18)). IL-12 levels rose(38.3%) while IL-18 levels declined(-
81.4%) amongst controls. AUC-ROC of individual biomarkers at base-
line and 12 months for discriminating steroid resistance was poor(<0.42).
Combination of all 3 biomarkers(Cutoff: uNGAL >127.2 + uIL-12 >9.1+
uIL-18>2.2) had better AUC-ROC(Baseline:0.47, at 12 months:0.55)
Conclusion: In this small prospective cohort study of urinary bio-
markers in SSNS, SRNS and healthy controls, differential pattern
of change in all 3 biomarkers was noted. Persistent elevated
uNGAL with declining urinary IL-12 and IL-18 was associated
with steroid resistance. A large prospective study may refine these
differential urinary biomarker panels.
Keywords: Nephrotic Syndrome, Urinary Biomarker, NGAL, IL-
18, IL-12
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IPN12165-86 CLINICAL FEATURES AND PROGNOSIS IN
CHILDREN WITH HENOCH-SCHÖNLEIN PURPURA
NEPHRITIS ANALYSIS OF PATHOLOGICAL GRADE II

S. Hao , Y. Wu , D. Feng , X. Niu , G. Zhu , W. Huang
Shanghai Children's Hospital - China

Introduction: Henoch-Schönlein purpura nephritis (HSPN) is the
renal injury caused by IgA vasculitis/HSP, and the degree of the
damage is related to the prognosis of the disease. HSPN with
ISKDC grade II often overlooked in the process of follow-up
and treatment, and this study was focused on the clinical mani-
festations and prognosis of these patients.
Material & methods:We retrospectively analyzed the clinical data
of 234 patients with HSPN, including sex, age, clinical features,
24h proteinuria, serum creatinine, course of the disease as renal
biopsy, renal pathology, prognosis and days of remission, fre-
quence of changing therapies.
Results: (1) 70 of 234 patients presented ISKDC grade II with the
mean age of 9.09± 3.45 years, in which 38 were boys and 22
were girls. 51 patients were grade I and 6 patients were above
grade IV, while 107 patients were grade III. (2) 23 patients with
grade II presented massive proteinuria or nephrotic-range protein-
uria. Course of disease when getting renal biopsy was 27.64
±14.39 days. (3)Besides ACEI and ARB, all patients were given
steroids and/or other immunosuppressors. The prognosis of the
patients with grade II was presented that 53 cases were complete
remission (A), and other 17 cases were mild urinary anomalies
(B). (4) Days of remission in patients with grade II were 62.82
±18.45, significantly more than grade I and III which had the
same prognosis(A and B). 16 patients(22.9%) changed the origi-
nal therapy due to poor treatment effect which is significant
higher than grade I and III.
Conclusion: The prognosis of HSPN patients with ISKDC grade II
were good after early pathological diagnosis and timely treatment.
However, days of remission in grade II were more than other
grades which had the same prognosis, while frequence of changing
therapies presented the same. So, HSPN patients with ISKDC
grade IIneed to be concerned.

IPN12166-87 SCREENING OF NEPHROLOGIC PROBLEMS IN
SCHOOL-AGED CHILDREN

M. Mohkam 1, A. Karimi 2, E. Porbakhtiaran 2

1 Shahid Beheshti University of Medical Sciences, Pediatric Nephrology
Research Center, Tehran - Islamic Republic of Iran 2 Shahid Beheshti
University of Medical Sciences, Pediatric Infections Research Center,
Tehran - Islamic Republic of Iran

Introduction: Pediatric kidney diseases can be asymptomatic even
in progressive disorders; therefore, detecting urine and ultrasound
abnormalities may help facilitate early diagnosis and prevention of
renal diseases especially in childhood. This study was conducted
to investigate random urine parameters and Kidney ultrasonogra-
phy findings in 7-11 year-old healthy students in Iran.
Materials and methods: Healthy students from different cities of
Iran were enrolled in a prospective descriptive study and they
evaluated for sex, age, weight, height and blood pressure. Then,
a fresh clean urine sample was collected and ultrasonography of
the kidneys and urinary tract was done. The urine specimen was
tested for levels of Calcium, oxalate, uric acid, citrate, cystine,
sodium, potassium and Creatinine.

Results: Of 1244 students, 47.9% were female and 52.1% were
male. The age range of the students was 7-11 years with a mean
age of 9.08 years. 24% of the primary school children had hyper-
tension in first examination and 12% were shown to be over-
weight. Ultrasound was normal in78% and abnormal in 22% of
the students. Abnormal findings included hydronephrosis in 1.1%,
fullness of the urinary tract in 0.1%, urinary system duplication in
3%, urolithiasis in 0.7%, decreased kidney size in 0.4%, increased
bladder thickness in 8.9%, and other abnormal findings in 7.8% of
the subjects. Abnormal urine findings included hypercalciuria, hy-
peruricosuria, hyperoxaluria, and hypocitraturia in 10.9%, 5.4%,
12.8% and 13.4% respectively. 1.6% of children Showed protein-
uria and 1.28% showed hematuria in urinalysis.
Conclusions: The results of this research showed the effectiveness
of urinary screening in children. We concluded that early detection
of renal diseases in children can be beneficial for prevention,
delaying disease progression and reduction of progressive renal
failure. These results might be due to geographic differences, diet
and genetic background.

IPN12168-89 HYPERTENSION, RENAL INJURY AND VERY
LOW BIRTHWEIGHT.

S. Steinbrun 1, M. Adragna 2, L. Pompozzi 3, L. Briones 2

1 Nephrology department, Hospital Nacional de Pediatría S.A.M.I.C Dr
J. P. Garrahan. - Argentina, 2 Nephrology department, Hospital Nacional
de Pediatría S.A.M.I.C Dr J. P. Garrahan - Argentina, 3 Clinic depart-
ment, Hospital Nacional de Pediatría S.A.M.I.C Dr J. P. Garrahan -
Argentina

Introduction: Low birth weight (LBW) is associated with in-
creased arterial blood pressure (BP) and cardiovascular disease.
Objective: To evaluate renal injury and arterial hypertension (AHT) in
children born with less than 1500g (very low birth weight: VLBW).
Material and methods: observational, cross-sectional prevalence
study. Children between 5 and 10 years old were enrolled into
VLBW and control group (CG: full term appropriate for gestation-
al age FTAGA). Weight (W), height (H), BMI, body surface (Bs),
blood pressure office (BPO), urine sample (US), proteinuria/
creatininuria ratio (P/C), serum creatinine (Cr) and plasma urea
(U), eGFR by Schwartz formula were recorded. Ambulatory
Blood Pressure Monitor (ABPM) only in VLBW. Results: 76
VLBW and 72 CG. Anthropometry: similar in both groups.
BPO: significant differences in systolic and diastolic blood pres-
sure between VLBW and CG (p <0.00001 and p <0.00001 re-
spectively). In VLBW, prehypertension and hypertension (HBP)
were found in 25 and 9.21 % respectively (CG had normal blood
pressure) and a significant association was present (p <0.0001 and
p = 0.008). Renal injury: Cr and U levels were higher in VLBW
than CG (p <0.01 and p <0.0004). Higher eGFR in VLBW (p
<0.038), without association between VLBW and hyperfiltration
(p = 0.98). Only one VLBW boy had eGFR 68.8 ml / min /
1.73m² (p = 0.51). All children had normal urine sample and
P/C rat io (p = 0.17) . ABPM: 34.25% (25/73) showed
prehypertension: 16.44% (12/73) and hypertension 17.81% (13/
73). Association between increased BMI and HBP (p = 0.004)
but not in prehypertension and BMI (p = 0.73). Nondippers
(ND) were 28.77% (21/73) and were associated with BMI (p =
0.006).
Conclusion: VLBW is associated with HBP and higher Cr, U and FG
levels than FTAGA children. The frequency of alterations found in
ABPM is higher than that described in the normal population
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IPN12169-90 PERITONEAL DIALYSIS AFTER FAILED
KIDNEY TRANSPLANTATION: FINDINGS FROM THE IPPN
REGISTRY

D. Borzych-Duzalka 1, L. Rees 2, W. Wong 3, T. Holtta 4, A. Buescher 5,
C. Samaille 6, H. Patel 7, E. Verina 8, B. Ranchin 9, L.F. Rojas 10, A. Rojo
11, M. Azocar 12, H. Xu 13, B.A. Warady 14, F. Schaefer 15
1 Medical University of Gdansk, Department of Pediatrics, Nephrology,
Gdansk - Poland, 2 Great Ormond Street Hospital, London - United
Kingdom, 3 Starship Children's Hospital, Auckland - New Zealand,
4 HUCH Hospital for Children and Adolescents, Helsinki - Finland,
5 Essen, Universitats-Kinderklinik Essen, Essen - Germany, 6 Hopital
Jeanne De Flandre, Lille - France, 7 Columbus Children's Hospital,
Columbus - United States, 8 G.Gaslini Institute, Genova - Italy,
9 Hôpital Femme Mere Enfant, Lyon - France, 10 Baxter Servicio al
Cliente Colombia, Medellin - Colombia, 11 Hospital Dr. Exequiel
Gonzalez Cortes, Santiago - Chile, 12 Hospital Luis Calvo Mackenna,
Santiago - Chile, 13 Children's Hospital of Fudan University - China,
14 Children's Mercy Hospital, Kansas City - United States, 15 Center for
Pediatrics and Adolescent Medicine, Heidelberg - Germany

Introduction: Adult patients returning to dialysis after failed transplan-
tation are at increased risk of complications and death. We sought to
determine the performance and outcome of pediatric patients started on
chronic PD due to a failing kidney transplant (Tx).
Methods: 82 consecutive pediatric patients followed in the IPPN
Registry starting PD after a failed Tx, compared with 1074 incident pa-
tients initiating RRTwith PD. Prior to Tx 36 children had undergone PD,
18 hemodialysis (HD) and 12 PD and HD, whereas 16 received pre-
emptive Tx. All patients were followed from PD initiation for a mean
duration of 20 months.
Results:While eGFR at dialysis initiation did not differ between post-Tx
patients and controls, post-Tx patients had lower residual urine output
(493 vs 740 at initiation, 296 vs 650 at 6 months, 234 vs 603 ml/m2/d
at 12 mo; all p<0.001). At dialysis initiation and after 6 and 12 months of
PD no differences were observed regarding blood pressure, left ventricu-
lar mass, estimated hydration status, and key biochemical parameters
(hemoglobin, albumin, PTH, phosphorus). Hospitalization, peritonitis
and exit-site infection rates were similar in both groups. PD technique
survival did not differ in post-transplant and non-Tx cohorts (0.96, 0.87,
0.87, 0.67 at 1, 2, 3 and 4 years vs. 0.92, 0.86, 0.81, 0.79; p=ns). None of
the post-Tx patients with a previous PD period developed PD technique
failure during follow-up. Mortality was not increased by previous Tx.
Children with previous Tx were less likely to receive a Tx during the
observation period (HR 1.52, 95%CI 1.03-2.22; p<0.02).
Conclusion: Children starting PD due to failing renal allografts show
similar clinical outcomes as patients starting RRT on PD, without in-
creased infectiological or cardiovascular morbidity. A previous PD period
does not increase the risk of PD technique failure upon return to PD
following allograft failure.

IPN12171-83 DIAGNOSTICATOR: A WEB-BASED TOOL FOR
AN EASILY AND UPDATED CLINICAL ANNOTATION OF
NGS DATA

E. Cocchi 1, H.M. Rasouly 2, L. Peruzzi 3, D. Ahram 2, L. Carlassara 4, K.
Kiryluk 2, S. Sanna-Cherchi 2, A. Gharavi 2
1 Università degli Studi di Torino, Pediatrics Residency Program, Torino
- Italy, 2 Columbia University, Department of Nephrology, New York -
United States, 3 Nephrology, Dialysis and Transplantation Unit, Regina
Margherita Children’s Hospital, Torino - Italy, 4 Università degli Studi di
Brescia, Nephrology Residency Program, Vicenza - Italy

Introduction: Genetic testing is increasingly used in clinical medicine
and has been shown to strongly impact clinical care in Pediatric

Nephrology, where a big part of diseases is due to genetic causes. The
American College of Medical Genetics and Genomics (ACMG) has pro-
vided standardized guidelines for clinical interpretation of variants, but
the large quantity of data generated from genome-wide testing pose a
challenge for seamless clinical interpretation of results. We developed a
web- based tool that allows users to upload genetic data, analyze them
with customizable filters and easily navigate results.
Material & methods: The analysis algorithm prioritizes results
based on customizable parameters: allele frequency (GnomAD,
ExAC, EVS and 1000Genome), prior reports of disease association
(Clinvar and HGMD), proximity with hot-spot regions, functional
and pathogenicity prediction (VEP, pLI, SIFT, PolyPhen, REVEL,
dbNSFP), and ACMG interpretation. Both Dominant and Recessive
models are analyzed. The final results are presented as an easily
interacting and customizable interface, patients- or gene- based,
facilitating decision-making about variants pathogenicity. Once ac-
cepted/rejected, the variant is flagged, to avoid needless re-
interpretation of the same variant on other patients or by other
users. Moreover, the platform will alert users about a change in
status of uploaded variants based on interpretation from available
databases or other users in the group.
Results:We tested our algorithm on 3315 patients with nephropathy with
known and validated genetic results and we could replicate all of the 343
significant findings, significantly speeding up the analysis time. In fact,
causative variants were proposed as the top 10 candidates in 97.8% of the
cases. Diagnosticator also flagged 87 new possibly pathogenic variants
that we are currently validating.
Conclusion: In summary, we developed an easy to use interface for
prioritization and annotation sequencing results, which facilitates clinical
interpretation of results and keep users updated about their findings.

IPN12172-84 PRIMARY HYPEROXALURIA TYPE 2 – NEW
INSIGHT INTO CLINICAL OUTCOMES

S.F. Garrelfs 1, G. Rumsby 2, H. Peters-Sengers 3, F. Erger 4, J.W.
Groothoff 1, B.B. Beck 4, M.J. Oosterveld 1, A. Pelle 5, T. Neuhaus 6,
B. Adams 7, P. Cochat 8, E. Salido 9, G.W. Lipkin 10, B. Hoppe 11, S.
Hulton 12

1 Department of Pediatric Nephrology, Emma Children’s Hospital,
Amsterdam UMC, University of Amsterdam - Netherlands,
2 Department of Clinical Biochemistry, University College London
Hospitals, London - United Kingdom, 3 Center for Experimental
Molecular Medicine, Amsterdam UMC, University of Amsterdam,
Amsterdam - Netherlands, 4 Institute of Human Genetics, Center for
Rare and hereditary Kidney Disease (ZSEN) Cologne, University
Hospital of Cologne, Cologne - Germany, 5 Medical Genetics Unit, San
Luigi University Hospital, Orbassano, Torino - Italy, 6 Department of
Pediatrics, Children's Hospital Lucerne, Lucerne - Switzerland,
7 Department of Pediatric Nephrology, Hôpital Universitaire des
Enfants-Reine Fabiola, Université Libre de Bruxelles (ULB), Brussels -
Belgium, 8 Department of Pediatric Nephrology, Hospices Civils de Lyon
and University de Lyon, Lyon - France, 9 Department of Pathology,
Centre for Biomedical Research on Rare Diseases (CIBERER) Hospital
Universitario Canarias, Universidad La Laguna, Tenerife - Spain,
10 Department of Nephrology, University Hospitals Birmingham NHS
Foundation Trust, Birmingham - United Kingdom, 11 Department of
Pediatric Nephrology, Children’s Hospital of the University of Bonn,
Bonn - Germany, 12 Department of Nephrology, Birmingham Children’s
Hospital NHS Foundation Trust, Birmingham - United Kingdom

Introduction: Primary hyperoxaluria type 2 (PH2) is a rare inherited
disorder of glyoxylate metabolism causing nephrocalcinosis, renal stone
formation and ultimately renal failure. PH2 had previously been consid-
ered to have a more favorable prognosis than PH1, but earlier reports are
limited by low patient numbers and short follow up periods. Our aim was
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to describe the disease course in a larger cohort of PH2 patients and
identify potential factors that could predict outcome.
Methods: We report on the clinical, genetic and biochemical find-
ings from the largest cohort of PH2 patients, obtained by retrospec-
tive record review of genetically confirmed PH2 cases in the
OxalEurope registry. OxalEurope is an International, European net-
work of specialists from over 23 countries, involved in the treat-
ment and research of PH.
Results: The dataset contained 101 patients from eleven countries.
Median follow up was 12.4 years. Median ages at first symptom and
diagnosis for index cases were 3.2 years and 8.0 years, respectively.
Urolithiasis was the most common presenting feature (82.8%). Genetic
analysis revealed 18 novel mutations in the GRHPR gene. Of 238 spot-
urine oxalate analyses, 23 (9.7%) were within normal range as compared
to less than 4% of 24-hour urine collections. Median intra-individual
variation of 24-hour oxalate excretion was substantial (34.1%). At time
of review 12 patients were lost to follow-up; 45 of 89 (50.6%) experi-
enced chronic kidney disease (CKD) stage ≥2 and 22 patients (24.7%)
had reached CKD5. Median renal survival was 43.3 years. 15 transplan-
tations in 11 patients are described. Renal outcome did not correlate with
genotype, biochemical parameters nor with the presence of
nephrocalcinosis at presentation.
Conclusion: PH2 is a severe disease with significant morbidity and ac-
curate diagnosis by 24-hour urine analysis and careful follow-up is re-
quired, in order to attempt to ameliorate its poor outcome.

IPN12173-85 AUTOSOMAL-DOMINANT POLYCYSTIC
KIDNEY DISEASE (ADPKD): 9 YEARS’ EXPERIENCE OF A
PORTUGUESE PEDIATRIC NEPHROLOGY UNIT

J. Simoes 1, D. Rodrigues 1, C. Borges 1, M. Cruz 2, R. Baptista 1, T.
Francisco 1, R. Santos 1, A.P. Serrao 1, G. Neto 1, M. Abranches 1

1 Pediatric Nephrology Unit, Hospital Dona Estefânia, Centro
Hospitalar Universitário de Lisboa Central, Lisbon - Portugal,
2 Genetics Department, Hospital Dona Estefânia, Centro Hospitalar
Universitário de Lisboa Central, Lisbon - Portugal

Introduction:Autosomal-dominant polycystic kidney disease (ADPKD)
affects 12.5 million people worldwide. Clinical presentation and severity
are very heterogeneous, with 10-15% of cases with no identified muta-
tions. Progression to chronic kidney disease (CKD) is a reality and this
group accounts for 5-10% of adults under kidney replacement therapy.
Studies characterizing phenotypic variability intend to achieve a more
prompt diagnosis, improve prognostic evaluation and define a better
follow-up plan.
Materials and Methods: Descriptive retrospective study between 2009
and 2018.
Results: We followed 49 patients with ADPKD, 29 (58%) boys and 21
(42%) girls. Eight (16%) had no family history of PKD and 32 (65%) had
2 or more relatives affected, mostly parents and grandparents. Four (8%)
had prenatal diagnosis. Twenty-six (53%) showed kidney injury markers:
13 (27%) hypertension, 8 (16%) albuminuria and 11 (22%) reduced glo-
merular filtration rate (GFR) classifying to stage 2 CKD; of these, 7
(27%) were obese or overweight. Overweight/obesity was an indepen-
dent predictor of hypertension in a logistic regression model adjusted for
age, sex, and size of the cysts (p=0.12). Seven (14%) had extra-renal
involvement – 5 (10%) had liver enlargement, 1 (2%) liver cysts and 1
(2%) liver and pancreatic cysts. Twenty-four (49%) had PKD1mutations,
3 (6%) PKD2mutations, 1 (2%) both PDK1 and PKD2mutations, 3 (6%)
no mutations and 2 (4%) Contiguous Gene Syndrome (CGS) with
Tuberous Sclerosis Complex (TSC). In 36 patients where it was possible
to determine the kidney diameter, 15 (42%) had enlarged kidneys.
Conclusions: Controversy exists regarding screening and follow-up in
relatives of patients during pediatric age. More than half of our ADPKD
patients showed kidney injury markers, and more than one fifth of these

were obese or overweight, important comorbidities that may negatively
affect renal outcome. These results reinforce the need to identify and
monitor these patients up closely.

IPN12176-88 WHATSAPP FOR HOME MONITORING OF
CHILDREN WITH NEPHROTIC SYNDROME

S.K. Patnaik 1, M. Kanitkar 2, P. Kumar 3, M. Bamal 3
1 Division of Pediatric Nephrology, Department of Pediatrics, Army
Hospital Research and Referral, Delhi Cantt, New Delhi - India,
2 Armed Forces Medical College, Pune - India, 3 CVONS Study Group,
Division of Pediatric Nephrology, Department of Pediatrics, Army
Hospital Research and Referral, Delhi Cantt, New Delhi - India

Introduction: WhatsApp offers instantaneous transmission of data
across mobile networks/wifi at minimal additional cost. Utility of remote
WhatsApp-based pediatric nephrology consultation for home-basedmon-
itoring, management of common issues in nephrotic syndrome and trans-
f e r o f ca se s t o neph ro l ogy cen t e r a s pa r t o f ongo ing
CardioVascularOutcomes in Nephrotic Syndrome(CVONS)Study is
examined
Materials and methods: Prospective analysis of WhatsApp interactions
in relation to indications and outcomes for all recruited parents was done.
All parents had 24x7 access to WhatsApp of Principal Investigator(PI),
Research Associate(RA) and Research Fellow(RF).Standardized home
based daily urine dipstick record, drug dosing and definitions of disease
activity was taught. Clinic visit was rescheduled to once-quarterly for all
outstation kids. Parents were to revert monthly with protein and drug
record or earlier prior to next scheduled visit in event of persistent pro-
teinuria with snapshot of face and protein record of previous week
Results: Between 01 Dec 2016 - 31 May 2019, 210 nephrotic chil-
dren were recruited. Commonest utilization of WhatsApp was ap-
pointment scheduling and ascertaining nephrologist availability(18-
32 interactions/weekly) with majority preferring RA/RF over PI.
Reappearance/persistence of proteinuria and swelling led to 12-19
interactions weekly. Periodic voluntary sharing of home urine protein
records occurred in only 62%; 27% shared face snapshots which
amounted to 10-17 images weekly. While 60% complied with given
format, majority didnot endorse drug dosing. Medicine dosing led to
10-12 interactions including 2-3 videocalls weekly. Therapeutic de-
cisions from protein records and face snapshots were offered by PI;
errors in interpretation of communicated dosing was noted in 11%
during followup clinic visits. Early referral for suspected serious
infection/renal biopsy/RRT was facilitated remotely by WhatsApp
in 9.6% cases. Untimely calls at odd hours from anxious parents with
transient proteinuria recurrence not necessitating any therapeutic in-
tervention occurred in 35% cases.
Conclusions: WhatsApp affords plausible communication model for re-
mote home-based monitoring of urinary protein and disease activity.
Keywords: Home based urine monitoring, WhatsApp, Compliance

IPN12177-89 IMPACT OF BODY COMPOSITION ON THE
METABOLIC PROFILE OF CHILDREN WITH CHRONIC
KIDNEY DISEASE

V. Karava , S. Stabouli , J. Dotis , A. Kondou , N. Printza
Pediatric Nephrology Unit, 1st Department of Pediatrics, Aristotle
University of Thessaloniki - Greece

Introduction: The purpose of this case-control and cross-sectional study
is to evaluate the association between the metabolic profile and body
composition indices in children with chronic kidney disease (CKD).
Material andMethods:Thirty patients (20 boys, average age 13.5 years)
and twenty-six healthy controls, stratified by age and sex, were included
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in this study. Body composition, including body mass index (BMI), per-
centage of lean mass (LM%) and fat mass (FM%) and lean-to-fat mass
ratio (LM/FM) was assessed by bioimpedance spectroscopy in both
groups. Serum glucose, insulin, triglycerides, cholesterol, high-density
lipoprotein (HDL) and low-density lipoprotein (LDL) were measured in
both groups. Insulin resistance (IR) was evaluated by HOMA-IR index.
The cut off for high FM% and high BMI was set at the 85th percentile for
age and sex, for high HOMA-IR at 4 and for low serumHDL at 40 mg/dl.
Results: Patients presented higher levels of serum triglycerides
(p=0.016), HOMA-IR (p=0.027), cholesterol (p=0.06) and serum LDL
(p=0.037) compared to healthy controls. Body composition indices did
not statistically differ between the two groups. Body composition indices
were not correlated to the metabolic profile in the healthy group. In the
patient group, LM%, FM% and LM/FM were significantly correlated to
HOMA-IR (r2=0.227, p=0.008, r2=0.243, p=0.006, r2=0.140, p=0.04 re-
spectively) and serum HDL (r2=0.182, p=0.026, r2=0.217, p=0.014,
r2=0.149, p=0.047 respectively). High FM% was significantly associated
with HOMA-IR regardless the stage of CKD in all as well as in normal-
weight patients (p=0.012, OR 1.162 and p=0.047, OR=10.277). High
FM% was significantly associated with low serum HDL in all as well
as in normal-weight patients (p=0.008 and p=0.024 respectively).
Conclusion: The cross-talk between body composition indices and met-
abolic profile is highly prevalent in children with CKD, even in thosewith
normal weight. Follow-up of FM% seems crucial for prevention of met-
abolic syndrome in these patients.
Keywords: fat mass, lean mass, insulin resistance, chronic kidney dis-
ease, hyperlipidemia

IPN12179-91 HOSPİTALİZATİON İN CHİLDREN ON DİALYSİS
İN EUROPEAN PEDİATRİC NEPHROLOGY CENTERS - AN
EPDWG/ESPNDWG REPORT

S.A. Bakkaloglu 1, Y. Ozdemir Atikel 2, C.P. Schmitt 3, E. Levai 3, R.
Shroff 4, N. Goodman 5, A. Shazia 6, I. Dursun 7, F. Paglialonga 8, K.
Vondrak 9, I. Guzzo 10, N. Printza 11, A. Zurowska 12, A. Karabay Bayazit
13, M. Tkaczyk 14, M. Do Sameiro Faria 15, A. Zaloszyc 16, A.
Jankauskiene 17, M. Ekim 18, A. Edefonti 8
1 Gazi University Faculty of Medicine, Department of Pediatric Nephrology,
Ankara, Turkey - Turkey, 2 Eskisehir City Training and Research
Hospital,Department of Pediatric Neohrology, Eskisehir - Turkey, 3 Center
for Pediatric and Adolescent Medicine, Department of Pediatric Nephrology,
Heidelberg - Germany, 4 Great Ormond Street Hospital for Children,
Department of Pediatric Nephrology, London - United Kingdom, 5 Great
Ormond Street Hospital for Children, Renal Support Unit Level 7, London
- United Kingdom, 6 Evelina London Children’s Hospital, Department of
Pediatric Nephrology, London - United Kingdom, 7 Erciyes University
Faculty of Medicine, Department of Pediatric Nephrology, Kayseri -
Turkey, 8 Fondazione IRCCS Ca’ Granda Ospedale Maggiore Policlinico,
Department of Pediatric Nephrology, Milan - Italy, 9 University Hospital
Motol, Department of Pediatric Nephrology, Prague - Czech Republic, 10

UO di Nefrologia e Dialisi, Ospedale Pediatico Bambino Gesu- IRCCS,
Rome - Italy, 11 Medical School of Aristotle University, Department of
Pediatric Nephrology, Thessaloniki - Greece, 12 Medical University of
Gdansk, Department of Pediatrics Nephrology & Hypertension,Gdansk -
Poland, 13 Çukurova University Faculty of Medicine, Department of
Pediatric Nephrology, Adana - Turkey, 14 Instytut Centrum Zdrowia,
Department of Pediatric Nephrology, Matki - Poland, 15 Centro Materno-
Infantil doNorte, CHP,Department of Pediatric Nephrology, Porto, Portugal
- Turkey, 16 Country Hautepierre CHU,Department of Pediatric Nephrology,
Strasbourg - France, 17 Vilnius University Hospital, Department of Pediatric
Nephrology, Vilnius - Lithuania, 18 Ankara University Faculty of Medicine,
Department of Pediatric Nephrology, Ankara - Turkey

Introduction: This study was designed to determine the factors affecting
hospitalization and readmission rates.

Patients/Methods: Hospitalizations and 30-day readmissions in 16 cen-
ters from 10 European countries between July 1st, 2017 to July 1st,
2018 were evaluated.
Results: Among 265 dialysis patients 81% (n=214) were hospital-
ized. 556 hospitalizations including 122 (22%; 65 patients)
readmissions were evaluated. Age of the hospitalized patients were
smaller than those without hospitalization (p=0.034). Despite com-
parable age of onset of dialysis in the hospitalized and nonhospi-
talized patients, the duration of dialysis was shorter in hospitalized
ones (p=0.022). Having a pediatric HD or PD unit was associated
with less hospitalization rate among respective groups (p=0.047
and p=0.020). Height SDS of hospitalized patients was lower than
nonhospitalized ones (p=0,033). While there is a tendency of lower
hemoglobin and albumin; higher phosphorus and uric acid levels in
hospitalized vs nonhospitalized patients, the difference was signif-
icant for albumin and uric acid (p=0.032 and p=0.002). 64% of all
hospitalizations were emergent/urgent, 18% necessary, 15% elec-
tive. These rates were 71%, 14%, 13% for readmission. Most com-
mon diagnoses were PD catheter related infections, non-dialysis-
related infections and noninfectious complications of central ve-
nous catheter (CVC) for emergency admissions; placement of PD
catheter and PD training, interventional/surgical procedures, living
renal transplantation for necessary admissions. 41% of the
readmissions had the same/related indication with previous hospi-
talization. There was a need for intensive care in 13% of hospital-
izations, 89% resulted in complete recovery. One patient died dur-
ing the study.
Conclusion: Small age, shorter dialysis duration, short stature, hypoal-
buminemia and hyperuricemia were associated with hospitalization.
Lower rate of hospitalizations in centers with separate PD and HD units
and high rate complete recovery have created a foresight that elaborate
care can reduce hospitalizations. Managing modifiable risk factors and
improving quality of care may largely prevent the emergent hospitaliza-
tions and readmission.

IPN12180-83 GENETİCS İN TURKİSH CHİLDREN WİTH
CONGENİTAL ANOMALİES OF THE KİDNEY AND
URİNARY TRACT

S. Caliskan 1, S. Saygili 1, C. Candan 2, N. Canpolat 3, L. Sever 3, F.
Ozaltin 4

1 Department of Pediatric Nephrology, Istanbul University-Cerrahpasa -
Turkey, 2 Department of Pediatric Nephrology, Medeniyet University,
Istanbul - Turkey, 3 epartment of Pediatric Nephrology, Istanbul
University-Cerrahpasa - Turkey, 4 epartment of Pediatric Nephrology,
Nephrogenetics Laboratory, Hacettepe University, Ankara - Turkey

Introduction: Congenital anomalies of the kidney and urinary
tract (CAKUT) is one of the most important causes of chronic
kidney disease in childhood (40-50%). Monogenic CAKUT has
been reported in 10-20% of these patients. The aim of our study
is to determine the genetic abnormalities in patients with familial
CAKUT.
Methods: Thirty-six patients with familial CAKUT from were in-
cluded in the study. Phenotypic spectrum of CAKUT patients
were as follows: bilateral or unilateral vesicoureteral reflux,
ureteropelvic junction obstruction, unilateral kidney hypoplasia
or agenesis, megaureter, multicystic dysplastic kidney, ectopic pel-
vic kidney, duplex collecting system and posterior urethral valve.
A gene panel composed of 36 known genes causing CAKUT
when mutated were used for the next generation sequencing.
The gene panel included the dominant genes (i.e. BMP4,
CHD1L, DSTYK, EYA1, GATA3, HNF1β, MUC1, PAX2, RET,
ROBO 2, SALL1, SIX1, SIX2, SIX5, SOX17, SRGAP1, TBX18,
TNXB, UMOD, UPK3A, WNT4), the recessive genes (i.e. ACE,
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AGT, AGTR1, CHRM3, FGF20, FRAS1, FREM2, FREM1,
GRIP1, HSPE2, ITGA8, LRIG2, REN, TRAP1) and X-linked
gene (KAL1).
Results: We identified disease causing mutations in 10 patients
(27.7%). Of them 4 had SOX 17 c.775T>A mutation, 3 had
FRAS1 c.776T>G mutation, 1 had FREM2 c.4031G>A mutation,
1 had RET c.1699G>A mutation and 1 had TRAP1 c.1406G>A
mutation. In these patients we also identified 11 additional vari-
ants of unknown significance (VOUS). We identified totally 34
different VOUS in 18 patients of the study cohort. No variation
could be detected in 8 patients.
Discussion: In familial CAKUT patients, monogenic inheritance
seems to be common. Patients without any disease causing muta-
tions in genes included in a gene panel should be evaluated by
whole exome sequencing to identify rare mutations or new genes
causing CAKUT when mutated. VOUS identified in these patients
should be investigated by functional studies by means of their
pathogenicity.

IPN12181-84 OFATUMUMAB IN STEROID SENSITIVE
NEPHROTIC SYNDROME

C. Dossier 1, C. Moreau 2, V. Baudouin 1, T. Kwon 1, A. Couderc 1, A.
Cambier 1, A. Maisin 1, J. Hogan 1, G. Deschenes 1

1 Pediatric Nephrology, Robert-Debre Hospital, APHP, Paris - France,
2 Pharmacy, Robert-Debre Hospital, APHP, Paris - France

Introduction: B-cell depletion with rituximab (RTX) induces
sustained remission in children with Steroid Dependant or
Frequent Relapsing Nephrotic Syndrome (SD/FRNS). However,
most patients relapse after B-cell recovery and some patients do
not achieve B-cell depletion. Ofatumumab is a fully human mono-
clonal anti-CD20 antibody, that has a stronger affinity for CD20
and may be effective in patients resistant or intolerant to RTX.
We report a pilot monocentric study of Ofatumumab in SD/FRNS
patients.
Materiel &Methods: Patients received an infusion of Ofatumumab
750mg/1.73m2 , diluted in 500 ml of normal saline and infused,
after systematic premedication, at constant rates from 3 to 150ml/
h. Oral immunosuppressive therapies were discontinued within 2
months.
Results: 27 children with FR/SDNS were included, after failure to
achieve B-cell depletion (n=12), short depletion <3months (n=7)
or relapse after B-cell recovery (n= 8). Median ages at INS onset,
first RTX and ofatumumab were of 3.5, 8.4 and 10.6 (IQ8.5-13.6)
years old, respectively. B cell depletion was obtained in all pa-
tients, except one with previous resistance to RTX and anti-
rituximab antibodies. 3/26 patients relapsed during peripheral B-
cell depletion, respectively at 0.7, 3.6 and 4 months. After first
ofatumumab 750mg/1.73m2, median time to peripheral B-cell re-
constitution was 4.5 months (IQ3.8-5.6). Five patients received a
single ofatumumab. After a median follow-up of 7.8 months after
B-cell recovery, 4 patients were in remission and 1 relapsed at 12
months.
In order to prolonge B-cell depletion, 18 patients received 2 to 5
reinfusions at time of B-cell recovery. At last follow-up, 6/9 pa-
tients with B-cell repletion (median duration of depletion 10,1
months (IQ5.6-20)), had relapsed 3 months (IQ0.9-9.4) after B-
cell recovery.
Conclusion: Ofatumumab is able to induce peripheral B-cell de-
pletion in patients resistant to rituximab, however patient still
relapse during or after B-cell recovery.

IPN12182-85 DELETION OF P16INK4A IN VASCULAR
ENDOTHELIUM IMPROVES RENAL REGENERATION
AFTER ACUTE KIDNEY INJURY

A. Melk 1, A. Baisantry 1, T. Mamo 1, R. Schmitt 1
1 Hannover Medical School - Germany

Introduction: Injured renal vasculature plays a critical role in the
pathophysiology of acute kidney injury (AKI). We showed that
cellular senescence is induced by AKI and is linked to a loss in
regenerative potential. In this study, we follow up on our previous
findings by investigating the importance of an endothelial-specific
loss of p16INK4a, as one of the important regulators of renal se-
nescence. Using this cell-type specific approach, our goal is to
further decipher the importance of senescence for the cross talk
between renal endothelium and epithelium in long term repair,
tubular regeneration and development of chronic kidney disease
(CKD).
Material and methods: Mice with Tamoxifen inducible INK4a gene
deletion in vascular endothelium (p16endoΔflox/Δflox) were generated to
examine the effect of endothelial p16INK4a on renal regeneration 30 days
after AKI. Kidneys were analyzed for tubular atrophy, fibrosis, capillary
rarefaction and immune infiltration by histology, immunostaining and
RT-PCR.
Results: The p16endoΔflox/Δflox kidneys displayed significantly reduced
expression of pro-senescent cell cycle regulators p16INK4a and p19ARF.
These kidneys also presented with significantly reduced chronic tubular
damage, reduced expression of renal injury markers and diminished im-
mune infiltration. P16endoΔflox/Δflox kidneys tended to exhibit improved
long-term microvascular density and did manifest improved endothelial
function.
Conclusions: Our current results show that p16INK4a expression in endo-
thelial cells contributes to maladaptive tubular epithelial repair and pro-
inflammatory changes, while the selective ablation of vascular p16INK4a

delays the onset of senescence and promotes renal regeneration. These
observations are pivotal not only in better understanding of molecular
mechanisms underlying AKI but designing targeted therapies to prevent
its progression towards CKD.

IPN12183-86 RENALCOLOBOMASYNDROME:ACASEWITH
PECULIAR GENETIC

M.Carboni , L. Rossi , R. Camilla , F. Mattozzi , R. Bonaudo , L. Peruzzi ,
B. Gianoglio
Nephrology, Dialysis and Transplantation Unit, Regina Margherita
Children's Hospital, Turin - Italy

Twenty months infant, pallor and asthenia after persistent vomiting and
diarrhea. Creatinine 1.01 mg/dl, hyperuricemia 8.3 mg/dl, mild metabolic
acidosis, Hemoglobin and Platelets normal, rare schistocytes, mild albu-
minuria. Suspecting acute kidney injury, he undertakes intravenous hydra-
tionwithout obtaining normalization of renal function. High Parathormone.
Abdominal ultrasound: small hyperechoic kidneys, absent cortico-
medullary differentiation, millimetric bilateral cysts. Suspecting pre-
existing renal pathology the anamnesis is deepened: oligohydramnios in
pregnancy, polyuria and poor growth for some months. Previous tests
reveal creatinine 0.88 mg/dl and albuminuria. Picture orientates towards a
chronic renal failure in congenital nephropathy. Cystinosis is excluded. The
echocardiogram is normal, pale left optic papilla at eye examination. In the
suspicion of nephronophysis, next generation sequencing analysis is per-
formed to the family: patient presents two nucleotide variants in heterozy-
gosity, never described in literature, one in the PAX2 gene de novo, other in
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NRIP1 gene (c.3469T> G), inherited from the mother. Both genes are
associated with CAKUT. According to the classification criteria of the
genetic variants drawn up by the American College of Genetics, the variant
of the PAX2 gene is considered pathogenetic and can be associated with
Isolated Renal Hypoplasia Renal Coloboma Syndrome. The latter is char-
acterized by renal hypodysplasia, chronic renal failure with possible evo-
lution towards end stage renal disease, dysplasia of the optic disc, rarely
deafness. Instead, the variant in the NRIP1 gene is considered likely to be
benign. His presence in themother, which shows no nephropathy, argues in
favor of this hypothesis. However, we can hypothesize a contribution of
this variant in the pathogenesis of nephropathy in our patient. At 3 years,
the child shows a rapid worsening of renal function and coloboma of the
optic nerve, an scenario compatible with the PAX2-related Renal
Coloboma Syndrome. However, the role of the NRIP1 gene variant re-
mains to be clarified.

IPN12184-87 GREATER SUSCEPTIBILITY FOR METABOLIC
SYNDROME IN PEDIATRIC KIDNEY TRANSPLANT
RECIPIENTS

R. Bloete 1, N. Memaran 1, B. Borchert 1, D. Thurn 1, G. Sarganas 2, J. Oh
3, R. Buescher 4, M. Kemper 5, R. Sugianto 1, J. Epping 1, B. Schmidt 1,
A. Melk 1

1 Hannover Medical School - Germany, 2 Robert Koch Institute -
Germany, 3 University Hospital Hamburg Eppendorf - Germany,
4 University Hospital Essen - Germany, 5 Asklepios Clinic Hamburg -
Germany

Introduction: Cardiovascular (CV) comorbidity is of increasing im-
portance after transplantation (Tx). Metabolic syndrome (MS) con-
tributes to the risk for CV sequelae. Our aim was to assess the risk for
MS in pediatric kidney transplant recipients by comparing them to
matched non-transplanted peers in a multicenter study.
Material and methods: We prospectively assessed MS in 110 pediatric
kidney transplant recipients (mean age 13±3 years; time after transplan-
tation 5±4 years) and compared them to 550 age- and sex-matched non-
transplanted peers derived from the KiGGS cohort.
Results: Post transplant metabolic syndrome (PTMS) was frequent in
kidney transplant recipients (39%) compared to non-transplanted peers
(4%; p<0.01) and the risk of displaying PTMS was 16-fold higher
(95%CI 9.1-28.9). Individual components leading to MS differed in fre-
quency: Hypertension was present in 91% of the transplant recipients (vs.
in 10% of the non-transplanted peers; p<0.001), obesity in 29% (vs. 12%;
p<0.001), increased triglycerides in 64% (vs. 30%; p<0.001), reduced
HDL cholesterol in 31% (vs. 10%; p<0.001) and diabetes mellitus in 6%
(vs. 0%).
Conclusions:By investigating a large group of patients, our study not only
shows a high prevalence of PTMS, but also identifies pediatric kidney
transplant recipients as being at a particularly high risk. Moreover, knowl-
edge on the factors associated with PTMS allows for individualized treat-
ment approaches as well as potential preventive measures.

IPN12186-89 RETROPERITONEAL SARCOMAWITH INITIAL
MANIFESTATION OF BILATERAL HYDRONEPHROSIS

M. Regis Lima Correa 1, L. Araujo Almeida 2, A. Tumelero 2, R. Souto
Torquato 3, T. Garcia Ferreira Gama 3, M. Rodrigues Furtado 3, E.M.
Andrade Gomes De Souza 3

1 Universidade Federal De Rondônia - Brazil, 2 Universidade Federal De
Rondonia - Brazil, 3 Hospital Infantil Cosme E Damiao - Brazil

Abstract
Introduction: The retroperitoneal sarcomas are malignant turmos that
originate from mesenchymal cells, located in the adipose, muscle-

skeletal and conjunctive tissue. Only 20% of sarcomas are located in
retroperitoneal. In most cases, the initial clinical presentation consists in
an asymptomatic abdominal mass. The cirurgic resection is the preferen-
tial treatment, with survive at 5 years about 50-60% and recurrence rate of
49%. It is the objective to report a case of bilateral hydronephrosis as a
primary manifestation of infiltrative retroperitoneal lesion (myeloid sar-
coma).
Material & Methods: Data collected by anamnesis and physical exam-
ination, in addition medical records analysis.
Results: L.G.N., 3 years old, male, presented in the service with abdom-
inal distension, constipation and reduced diuresis, with onset of simptoms
30 days ago. Ultrasonograpfy showed marked bilateral hydronephrosis,
located in pyelocaliceal region. Delayed bladder catheter improved diure-
sis and reduced renal wastes. Magnetic nuclear resonance had discarded
hypothesis of neurogenic bladder secondary to spina bifida. Cystoscopy
had discarded hypothesis of posterior urethral valve. Patient evolved with
distended abdomen, ascites and edema in lower limbs and scrotum. CT
revealed free fluid in the cavity and dilated loop, suggesting paralytic
ileus hypothesis. Exploratory laparotomy performed, evidencing large
expansive lesion contemplating retroperitoneum, epiplon and some nod-
ules on the wall near the rectum. In the immediate postoperative period he
evolved with hypertensive peak and arrhythimias, developing cardiogen-
ic shock. Evolved to death. Immunohistochemistry of material sent for
biopsy showed compatibility with myeloid sarcoma.
Conclusions: The related case allows the inference of bilateral
hydronephrosis as a primary manifestation of retroperitoneal sarcoma.
Clinically they present, in the great majority of cases, as na asymptomatic
abdominal mass, painless to palpation. When symptoms are present, they
result from the mass effect or from the tumor local invasion, such as: early
satiety, gastrointestinal occlusion, lower limb edema or abdominal pain.

IPN12188-91 ACCESSORY RENAL ARTERIES IN CHILDREN
WITH HYPERTENSION

A. Moczulska , K. Olesinska , A. Peterko , Z. Stec , K. Wilkosz , D.
Drozdz
Dpt. of Pediatric Nephrology and Hypertension, Jagiellonian University
Medical College of Krakow - Poland

Accessory renal arteries have been reported in different population
groups, incidence varying from 10% to 50%.
The aim of the study was to analyze frequency of accessory renal arteries
in children with hypertension (HT) and their contribution to occurrence of
renovascular HT.
Material and methods:A total of 217 children presented with hyperten-
sion, aged 5mths-18y, median 14 years, 62(28.6%) females, were in the
study group.
Patients with chronic kidney diseases, endocynological and cardiological
problems were excluded. All patients were examined with Doppler ultra-
sound to distinguish renovascular cause of disease. Angio CT(computed
tomography) was performer, if needed to verify the diagnosis. Data were
analyzed with Statistica StatSoft.
Results: 35 patients from 217 children with hypertension (16.1%) were
diagnosed with renal artery stenosis. 18 of all these 35 stenosis cases
(51.4%) were found in accessory renal arteries. 16 cases of stenosis were
proven in angio CT scans, 2 cases were not proven.
52 patients from all 217 children with hypertension (24%) were found
with accessory renal arteries, from which 34.6% were stenotic (18/52).
Stenosis was found significantly more frequent in accessory renal arteries
then in single renal artery (18/52 vs.17/165, 34.6% vs.10.3%, Chi2=
17.28; p<0.001).
Blood flow velocity in kidneys with arterial stenosis decreased signifi-
cantly compared to non-affected contralateral kidney (median 60 vs. 82.5
cm/s, p=0.04), although there was no statistical difference in kidneys
length (mean difference 52 mm, p=0.06).
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Conclusions
1. Accessory renal artery was diagnosed in 24% of hypertensive children.
2. Additional renal arteries were more often stenotic (34,6%) in compar-
ison with frequency of stenosis in the single kidney artery (10,3%)
3. Accessory renal artery stenosis was responsible for 51.3 % of renovas-
cular hypertension cases in the study group.
4. There is a need to investigate for accessory renal arteries in children
with HT at excluding secondary causes of disease.

IPN12189-92 PEDIATRIC RENAL TRANSPLANT WAITING
LIST: REASONS FOR HIGH NUMBERS AND REDUCTION
MECHANISMS

M. Regis Lima Correa 1, A. Tumelero 1, R. Souza Torquato 2, T. Garcia
Ferreira Lima 2, A. Correa Prudente Dos Santos 1

1 Federal University of Rondonia - Brazil, 2 Hospital Infantil Cosme e
Damião - Brazil

Introduction: Kidney transplantation is the best choice for the treat-
ment of chronic terminal kidney disease. In pediatric patients, trans-
plant waiting times negatively influence physical and psychological
growth and development, and increase the risk of hypersensitization
in transfusions. The evaluation of the factors for high numbers of the
pediatric renal transplant (PRT) waiting list (WL), as well as im-
provement actions, is fundamental. Thus, this work aims to under-
stand the health actions that aim to increase the PRT and the prob-
lems that interfere in this process.
Material and Methods: This is an integrative review of the litera-
ture: establishment of the research question, literature review, cat-
egorization of studies, interpretation of data and synthesis. The
databases used were PubMed, Medline, LILACS and Scielo. The
terms "Kidney Tranplantation" or "Renal Transplantation",
"Pediatric" and "Waiting List" or "Waitlistinig" were used.
Filters used: Year (2008-2018); Language: Portuguese, English
and Spanish; Free text. Included were the works that referred to
the factors involved in the maintenance of WL for PRT and ways
of action to reduce it.
Results: After filtering, 15 articles were selected for full reading.
Seven problems were related to the maintenance of long WL and
12 possible solutions. Most cited problems: 1. Scarcity of human,
material and financial resources in health, since there is a rela-
tionship between GDP and the rate of transplantation; 2. Pediatric
priority decreases living donors, generating lower overall trans-
plant rate. Most cited solutions: 1. Improved use of organs from
patients due to circulatory death; 2. HLA compatibility: increase
range or decrease sensitivity in retransplantation? Conclusions:
There are several possibilities for the reduction of WL of PRT,
but with few studies, preventing health policies can be implement-
ed immediately. Further studies are needed on the topics
discussed.

IPN12191-85 PLASMA MİCRORNA-21 İN THE EARLY
DİAGNOSİS OF CONTRAST-İNDUCED NEPHROPATHY İN
CHİLDREN

B. Yuzkollar Suzulmus 1, N. Yildiz 1, B. Karademir 2, E. Akdeniz 3, G.
Haklar 2, H. Alpay 1

1 Marmara University Pendik Research Hospital Department of
Pediatric Nephrology - Turkey, 2 Marmara University School of
Medicine Department of Biochemistry - Turkey, 3 Marmara University
School of Medicine Department of Biostatistics - Turkey

Introduction: Serum creatinine(Cr) is not sensitive enough to detect
early changes in glomerular filtration rate(GFR) in contrast induced
nephropathy(CIN).Therefore, we aimed to evaluate the role of
microRNA-21 as an early indicator of CIN in children with congen-
ital heart disease undergoing diagnostic cardiac angiography(CA).
Method: Fourty four patients(22 male, 22 female) and 25 healthy
children(9 male, 16female) of similar age and gender were includ-
ed in the study.
In patients,serum microRNA-21,cystatine-C,BUN,Cr levels were mea-
sured at 0,12,24-48th hours and 4-6th days of the CA.Spot urine beta2-
microglobulin(B2-MG),microalbumin(MA), Cr excretionweremeasured
at 0,24-48th hours and 4-6th days.One blood and urine samples were
obtained from the controls.The estimated GFR(eGFR) of the patient
and control groups were calculated using revised Schwartz formula.
Results: The median(interquartil range-IQR) age of the patients
and the controls were 5.7(8.7) and 12.1(7.3) years, respectively.
There was no significant difference of 0,12,24-48th hours and 4-6th day
microRNA-21(2-ΔCt) levels between patients and controls.Serum
microRNA-21 measured in different time periods during the follow-up
were not different.
There was a significant increase in serum cystatin-C between 12 hours
and 4-6 days.
Beta-2 MG/Cr ratio of the patients at 24-48th hour and 4-6th day were
significantly higher than the controls(p=0.001 and p=0.017,respectively).
Acute kidney injury(AKI) is observed in 4(9.1%) patients during 6-days
follow-up.No significant difference was found in patients with and with-
out AKI in terms of contrast media dose and drug use.
Conclusion: MicroRNA-21 is not a good biomarker for early di-
agnosis of CIN in children undergoing diagnostic CA.The in-
creased Cystatine-C levels at 4-6th days of the procedure sug-
gested that it is more beneficial than Cr in the follow-up of renal
functions after CA.Because of the high levels of urinary beta-2
MG/Cr,it should be considered that although glomerular damage
does not occur after contrast media use,tubular damage may de-
velop and the markers of tubular damage should also be investi-
gated.

I PN 1 2 1 9 2 - 8 6 TRACE ELEMENT AND V ITAMIN
CONCENTRATIONS IN CHILDREN WITH PREDIALYSIS
STAGES 3-5 OF CKD

T. Joyce 1, N. Melhem 1, P. Rasmussen 1, J. Clothier 1, C. Booth 1, M.
Sinha 2

1 Department of Paediatric Nephrology, Evelina London Children’s
Hospital, Guy's & St Thomas's Foundation Hospitals NHS Trust,
London UK - United Kingdom, 2 Kings College London, Department of
Paediatric Nephrology, Evelina London Children’s Hospital, Guy's & St
Thomas's Foundation Hospitals NHS Trust, London UK - United
Kingdom

Abstract
Objectives: There are few recent data regarding the blood micro-
nutrient concentrations and supplementation needs in children
with predialysis CKD with residual renal function.
Methods: In this retrospective cross-sectional single centre study,
we measured nutritional blood concentrations including all chil-
dren with stages 3-5 of CKD attending a dedicated clinic.
Micronutrient concentrations measured including selenium, copper,
zinc, folate and vitamins A, D, B12 and E.
Results: We reviewed 112 children (42 girls) including 49
(43.8%), 48 (42.8%) and 15 (13.3%) in stages 3, 4 and 5 respec-
tively; with median age (IQR1, IQ3) of 9.0 (4.2,13.8) years.
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There were 68 White, 14 Asian, 14 Black and 16 of mixed/other
ethnic origins. Vitamin A, B12, and E concentrations were in
range in 19%, 23% and 67% respectively with all others being
above normal range. Serum folate and Vitamin D concentrations
were in the desired range in 92% and 85% of children respective-
ly, with the rest having insufficient or deficient levels. For trace
elements, 60%, 87% and 85% achieved normal ranges for zinc,
copper and selenium respectively. Deficiencies were seen for
zinc (35%), copper (7%), folate (3%) and selenium (1%), whilst
6%, 14% and 5% had copper, selenium and zinc levels above
normal ranges.
Conclusions: Concentrations of zinc and vitamins are routinely outside
of the reference range. The response to systematic monitoring and
targeted supplementation should be evaluated in future studies.

IPN12193-87 SEX AND AGE AS DETERMINANTS FOR HIGH
BLOOD PRESSURE IN PEDIATRIC RENAL TRANSPLANT
RECIPIENTS

R. Sugianto 1, B. Schmidt 1, N. Memaran 1, A. Duzova 2, T. Seeman 3, L.
Dello Strogolo 4, R. Grenda 5, K. Krupka 6, B. Toenshoff 6, E.Wuehl 6, A.
Melk 1

1 HannoverMedical School - Germany, 2 Hacettepe University Faculty of
Medicine, Ankara - Turkey, 3 Charles University, 2nd Faculty of
Medicine, Prague - Czech Republic, 4 Bambino Gesu Children’s
Hospital IRCCS, Rome - Italy, 5 The Children’s Memorial Health
Institute, Warsaw - Poland, 6 University Hospital Heidelberg - Germany

Introduction: Background High prevalence of arterial hypertension
is known in pediatric renal transplant patients, but how blood
pressure (BP) distribution and control differs between age groups,
and whether sex and age interact and potentially impact BP after
transplantation have not been widely investigated.
Material and methods: This retrospective analysis included 336
pediatric renal transplant recipients (62% male) from the
CERTAIN registry with complete BP measurement at discharge,
and 1, 2, and 3 years post-transplant.
Results: At discharge and 3 years post-transplant, the prevalence
of arterial hypertension was high (84% and 77%), antihyperten-
sive use was 73% and 68%, respectively. Twenty-seven percent
still suffered from uncontrolled and 9% from untreated hyperten-
sion at 3 years post-transplant. Children transplanted at age<5
years showed sustained high systolic BP z-score and consistently
received less antihypertensive treatment over time. Pre-pubertal
age (p<0.001), shorter time since transplantation (p<0.001), male
sex (p=0.02), higher body mass index (BMI) (p<0.001), high cy-
closporine A (CSA) trough levels (p<0.001) and a primary renal
disease other than congenital anomalies of the kidney and urinary
tract (p<0.001) were associated with higher systolic BP z-score.
Sex-stratified analysis revealed significant association between
high CSA (p=0.003) and higher systolic BP in pubertal girls only.
Association between BP and estimated glomerular filtration rate
was not detected.
Conclusions: BP control during the first three years was poor in
this large European cohort. The description of age- and sex-
specific risk profiles identified certain recipient groups that may
benefit from more frequent BP monitoring (i.e. young children) or
different choice of immunosuppression (i.e. pubertal girls).

IPN12194-88 DIAGNOSTIC DILEMMA: ATYPICAL
GLOMERULONEPHRITIS OR C3 GLOMERULONEPHRITIS?

S. Arslansoyu Camlar 1, E. Soyaltin 1, D. Alaygut 1, F. Mutlubas 1, O.
Yavascan 2, B. Kasap Demir 3
1 University of Health Sciences Izmir Tepecik Training and Research
Hospital, Department of Pediatrics, Division of Pediatric Nephrology -
Turkey, 2 IstanbulMedipol University, Department of Pediatrics, Division
of Pediatric Nephrology - Turkey, 3 Izmir Katip Celebi University,
Department of Pediatrics, Division of Pediatric Nephrology and
Rheumatology - Turkey

Introduction: Post-infectious glomerulonephritis (PIGN) is one of the
most common causes of acute glomerulonephritis in children. Kidney
biopsies show findings of a post-infectious glomerulonephritis even in
the absence of any evidence of a preceding infection.
Case: A seven-year-old male patient admitted with red urine. On physical
examination, blood pressure was 115/72 mm/Hg (75p) with no edema.
Laboratory investigations revealed; serum urea: 35 mg/dL, creatinine: 0,6
mg/dL, C3: 61 mg/dL (N:80-115), C4: 29 mg/dL (N) ASO 150 IU/mL,
ANAwas negative.
In the urine dipstick analysis, blood and protein were +3, and
many dysmorphic erythrocytes were detected on microscopy. He
had normal urine output and glomerular filtration rate (GFR) was
91 ml/min/1.73 m2.
>On the third-day of follow-up, a decrease in urine output and GFR was
detected. The renal biopsy that was performed due to proteinuria levels
reached to nephrotic level, revealed thickening and focal double contours
of the basement membranes. C3 staining was seen on immunofluores-
cence-microscopy. The patient was evaluated as C3 glomerulopathy and
prednisolon was initiated as 2mg/kg/day. While Mycophenolate Mofetil
was planned to initiate for C3 glomerulopathy, electron microscopy (EM)
observed large electron-dense deposits in the subepithelial area and rarely
in intramembranous and paramezangial positions of the glomerular base-
ment membrane. And also increased mesengial matrix, obliteration of
podocycts, edema and obliteration of capillary endothelium were ob-
served. The patient was evaluated as PIGN with these evidences.
Proteinuria resolved in two weeks and treatment was discontinued after
six months.
Conclusion: The characteristic features of PIGN on kidney biopsy are a
proliferative glomerulonephritis on light microscopy, bright C3 staining
with or without immunoglobulins on immunofluorescence-microscopy,
and subepithelial deposits called ‘humps’ on EM.
The aim of this study is to emphasize the importance of EM in
patients who cannot be distinguished between C3 glomerulone-
phritis and PIGN.

IPN12195-89 ESTABLISHING RISK OF STEC-HUS INTO
ADULTHOOD; LONGTERM OUTCOME (UP TO 40 YEARS)
IN SCOTLAND

V. Harkins 1, I. Ramage 2, M. Convery 3, S. Wild 4, D. Mcallister 1, B.
Reynolds 5

1 University of Glasgow - United Kingdom, 2 Royal Hospital for
Children, Glasgow - United Kingdom, 3 The Royal Belfast Hospital for
Sick Children, Belfast - United Kingdom, 4 University of Edinburgh -
United Kingdom, 5 The Royal Hospital for Children, Glasgow - United
Kingdom
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Introduction: STEC-HUS presents a significant clinical risk to
paediatric patients with a higher incidence in Scotland compared
to the UK. Although the majority will appear to recover fully,
there is little data to describe effects into adulthood. As a single
centre delivering RRT to all paediatric patients in Scotland we
describe up to 40 years follow-up.
Material andMethods:All paediatric cases of STEC-HUS presenting to
the Royal Hospital for Children in Glasgow from 1967-2018 were iden-
tified through an in-house database and by an electronic search of the
renal database(SERPR). Criteria from admission were collated to assess
disease severity. Long-term follow-up of creatinine, eGFR, proteinuria
and hypertension were collated at 6, 12mnths and 2yrs and at 5 yearly
intervals up to 40yrs where available to establish risk of CKD and ESRD.
Results: 471 patients were identified, median age 3.3yrs, 253 female:218
male, 98% presenting with diarrhoea, 79% bloody. 74.8% required dial-
ysis and 25.6% had neurological involvement. 12 patients(2.5%) died in
the acute phase and 6 patients(1.3%) didn’t recover renal function.
453 patients were eligible for inclusion in follow-up studies. 73% had
follow up data available. Five late deaths occurred; two after onset of
ESRD.
29.2% developed persisting CKD(eGFR<80) at a median of 21 months
(range 4-480mnths). 25 patients first developed CKD ten years after
initial STEC-HUS.
15 patients reached ESRD after the acute illness(median 18.3yrs). One
patient reaching ESRD didn’t require dialysis acutely and 5 patients had
<14 days of dialysis (range 4-47 days). 18 were transplanted.
Conclusion: This is the largest known study describing long-term
outcome of confirmed STEC-HUS, confirming the risk of CKD
and ESRD continue to extend into adulthood. Patients with no or
short requirement for dialysis and patients with normal eGFR on
discharge from the paediatric service remained at risk.

IPN12196-90 OUTCOMES AND TRENDS OVER 17 YEARS OF
KIDNEY TRANSPLANT IN THE SAME PEDIATRIC CENTER

L. Sylvestre , C. Teixeira , M. Cunha , V. Joaquim , D. Lemos , A.P. Silva ,
K. Olandoski , E. Vargas , E. Wladika , J.E. Mercado , R. Varistelo , D.
Giamberardino-Filho
Hospital Pequeno Principe Curitiba - Brazil

Introduction: Kidney transplant (KTx) is the best renal replacement
therapy for patients with end stage renal disease. The aim of this study
was to evaluate the outcome of all the children and adolescents submitted
to KTx in one single center from 2000 to 2017.
Material and Methods: This is a retrospective observational study ana-
lyzing all KTx performed in the same center comparing two eras: January
2000 to December 2008 and January 2009 to December 2017. A p value
<0.05 was considered statistically significant.
Results: 279 patients were submitted to 286 (KTx). Male gender was
predominant (62,7%). Mean age was 12 years old, 45% had obstructive
uropathy. 8% of the Ktx were performed in children <5 years, all of them in
the second era. Comparing the 2 eras, living donors were more frequent in
the first era 65% comparing to 35 % in the second. Time on dialysis until
KTx decreased from 28.9 to 15.8 months (p < 0,001). Graft loss ocurred in
18,2%, 31 patients (10,8%) died. Graft survival rate for living donor Ktx in
the first year was 92% and 85% for 5 years. Considering deceased donors,
the graft survival rate was 88% and 75%, for 1 and 5 years respectively.
Patient survival rate in 1 and 5 years was 93% and 91% for living donors
and 91%, and 85% for deceased donors.
Conclusions: Management of patients with chronic kidney disease
has improved over time, allowing the transplantation of younger
and smaller children, with good outcomes. Associated to better
politics in national graft allocation, time on dialysis until KTx

has substantially decreased. Graft and patient survival are compa-
rable to national and international data, and efforts are being done
to improve them.

IPN12197-91 TRANSPLANTATION OUTCOMES IN PATIENTS
WITH PRIMARY HYPEROXALURIA TYPE 1: RESULTS OF
THE OXALEUROPE DATABASE

E. Metry 1, S. Garrelfs 1, G. Rumsby 2, B. Beck 3, M. Oosterveld 1, P.
Cochat 4, E. Salido 5, G. Lipkin 6, B. Hoppe 7, S. Hulton 8, L. Collard 9, G.
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Pediatrics, Pirogov Russian National Research Medical University,
Moscow - Russian Federation, 13 Division of Pediatric Nephrology,
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14 University Children's Hospital, Pediatric Nephrology, University
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Hospital, Pediatric Nephrology, University Medical Center Hamburg-
Eppendorf, Hamburg - Germany, 16 Department of Internal Medicine,
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Introduction: The primary hyperoxalurias are rare inborn errors of
glyoxylate metabolism characterised by an increased endogenous
oxalate production, which leads to renal stone formation
nephrocalcinosis and ultimately renal failure. While there are
new promising treatments on the horizon, organ transplantation
remains the only definitive solution for patients with primary
hyperoxaluria (PH). For most patients a combined liver- and kid-
ney transplantation is recommended, but there is an ongoing de-
bate regarding the place of sequential liver-kidney transplantation
(versus combined) and the use of isolated kidney transplantation
for patients who respond well to pyridoxine. Data on long-term
outcome, treatment policies and association between possible
predicting factors (e.g. plasma oxalate) and outcome are missing.
Methods: We retrospectively collected data from the OxalEurope
registry, which now contains data on more than 1100 PH1 pa-
tients from 23 European countries. Oxal Europe is an internation-
al, European network of specialists involved in the treatment and
research of PH. For th is s tudy data of ten European
countries were included. PH1 patients were selected based on
transplant status (e.g. Kidney, Liver or both).
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Preliminary results: We are currently analysing data on approximately
340 transplantations in 284 PH1 patients, consisting of 168 combined liver-
kidney transplantations, 29 sequential liver-kidney transplantations, 10 pre-
emptive liver transplantations, 91 first kidney transplantations
and 27 second kidney transplantations. Transplantation took place
between 1974 and 2018. Median (range) age at time of transplantation
was 18.5 y (0.5 – 67.3). Further analysis on both graft and patient
surv iva l and assoc ia t ion wi th dura t ion of d ia lys i s and
plasma oxalate levels (pre-transplant) among other possible predictors of
outcome will be presented.
Conclusion: A more comprehensive dataset will be available in the near
future and data analysis will be completed before the congress. We will
present important data on transplant policies and outcomes.

IPN12198-92 ASSESSING THE DEMAND FOR ‘SMARTS’ - A
VIRTUAL ASSISTANT FOR KIDNEY DISEASE. CO-
PRODUCEDWITH PATIENTS

A. Nagra 1, R. Gilbert 1, A. Recio-Saucedo 2, A. Darlington 2

1 Southampton Children's Hospital - United Kingdom, 2 University of
Southampton - United Kingdom

Background: Patient empowerment, central resources of information
and changing healthcare professionals (HCPs) behaviour are essential to
deliver high-quality sustainable healthcare globally. A key element of
patient empowerment is enabling patients/carers to understand their con-
dition, gain the knowledge and skills necessary to manage their condition
and also participate in shared decision making.
Many issues facing a patient with a chronic condition are the same re-
gardless of age or sub-speciality. This enables the development of generic
resources and solutions.
A proposed solution is the use of Artificial Intelligence to provide a
virtual on-line assistant for kidney disease which:

& answers questions in a format that suits the patients/carers/HCPs

& uses sub-speciality Associations as gatekeepers thereby providing
governance for the information provided

Young people and HCPs at a UK Children’s Kidney Unit, working with
IBM UK Ltd interns, co-produced a Virtual assistant prototype ‘Smarts’
using AI http://bit.ly/WatsonSmartsAI
Common questions asked by patients/carers/HCPs and answers from ap-
proved resources (see below) were populated into “Smarts’.
Objectives: To assess the demand for ‘Smarts’
Method: In January 2019 a live demonstration of ‘Smarts’was given at a
national renal study day. Answers, from approved sources, to the ques-
tions typed below were shown

& what are the risks of pregnancy in kidney disease(*)

& what is transition(**)

The audience (N= 65) were polled- “Should we develop ‘Smarts’, an
information repository to empower patients, families, HCPs and help
change behaviour?” YES/NO/MAYBE
Results: 100% responded YES.
Summary: There is a demand for central resources of information and a
virtual assistant ‘Smarts’ to deliver on the recommendations of the UK
‘All Parliamentary Group’ (2014) for the delivery of high quality, sus-
tainable healthcare globally. Further work needs to be done in this area.
References
*Ready Steady Go- www.uhs.nhs.uk/readysteadygo
**Pregnancy and chronic kidney disease- Patient information: Rare
Renal Disease, Kidney Care UK and Renal Association (2018)

IPN12203-79 EVALUATION OF PATIENTS DIAGNOSED WITH
HYDRONEPHROSIS IN OUR PEDIATRIC NEPHROLOGY
OUTPATIENT CLINIC IN 2016

E. Arik , N. Kucuk , Y. Akin
Kartal Dr.Lutfi Kırdar Training and Research Hotel İstanbul - Turkey

Aim: Hydronephrosis is the most observed antenatal anomaly
characterised by the dilatation of renal pelvis and/or calyces. It is highly
important to start treatment by identifying etiological factor at an early
period in order to decrease the morbidity. In our study; children aged 0-18
years who were diagnosed as hydronephrosis in 2016 at pediatric ne-
phrology clinic were examined.We aimed to reveal the data of the patients
with hydronephrosis in our area.
Materials and Methods: Demographic data, medical history, clinical
status, etiologic factors, laboratory data, radiological findings and treat-
ment modalities of 328 patients were evaluated.
Results: 196 of the cases(59%)were male and 132 were female(40.24%).
The mean age of the girls was 5,50+-4,09 years, boys' was 3,30+-3,64
years, all childrens' was 4,18+-3,97 years.183(55,79%) of the cases pre-
sented with urinary tract infection(UTI); 65 (19,82%) with antenatal
hydronephrosis; 13(3,96%) with enuresis; 20(6,10%) with a suspicion
of ureteropelvic junction stenosis in USG; 3(0,91%) with
meningomyelocele; 6(1,83%) with calculi in USG; 2(0,61%) with neu-
rogenic bladder; 7(2,13%) with other reasons. While 286 of our
cases(87,20%) had no medical treatment, 21 (%6,40) had UTI prophy-
laxis; 13 (3,96%) had treatment for calculi; 8(2,44%) had treatment for
neurogenic bladder and 8(2,44%) had surgical treatment for
hydronephrosis. In the antenatal period, hydronephrosis was found to
be significantly lower in girls than boys.The history of UTI was signifi-
cantly higher in girls than boys.There was no statistically significant
difference in dysfunctional elimination syndrome, enuresis nocturna, day-
time incontinence, continuous incontinence while voiding dysfunction
was found to be higher in girls than boys.
Conclusion: Hydronephrosis is a crucial problem affecting health starting
from antenatal period till the end of life.Early diagnose is possible and delay
in treatment can lead to renal parenchymal damage and renal failure.

IPN12204-80 EVALUATİON OF PATİENTS WİTH ANH AND
DİAGNOSED UPJO WİTH REGARD TO HYDRONEPHROSİS
SEVERİTY SCORE

G. Erfidan 1, E. Soyaltin 1, T. Ozdemir 2, S. Arslansoyu Camlar 1, D.
Alaygut 1, F. Mutlubas 1, B. Kasap Demir 3
1 University of Health Sciences İzmir Tepecik Training and Research
Hospital Department of Pediatrics, Division of Pediatric Nephrology -
Turkey, 2 University of Health Sciences İzmir Tepecik Training and
Research Hospital Department of Pediatric Surgery - Turkey, 3 İzmir
Katip Celebi University,Department of Pediatrics, Division of Pediatric
Nephrology and Rheumatology - Turkey

Introduction: The main goal of this study was to evaluate our patients
with a history of antenatal hydronephrosis(ANH) and diagnosed with
UPJO in the postnatal period with hydronehprosis severity score(HSS)
that has been developed by Babu at al.
Materials and Methods: The patients who were referred as ANH
and finally diagnosed with UPJO during the last 10 years were
analysed. Patients with unilateral hydronephrosis (HN) were in-
cluded. Those with vesicoureteral reflux, horseshoe kidney,
hydroureter, ureterovesical junction obstruction were excluded.
First postnatal renal sonograhic reports and nuclear renogram im-
ages were re-evaluated. Based on scoring of three parameters
including differantial renal function (DRF), drainage curve pattern
(DCP) and US grade, HSS was classified as mild (0-4), moderate
(5-8) and severe (9-12). Clinical outcomes were classified in three
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groups; resolution (grade 1/no HN), persistance (grade 2/3 HN)
and surgical intervention (decided based on worsening in least
two parameters). The relation between HSS and clinical outcomes
were evaluated.
Results: A total of 57 patients were analysed. 2 patients with
horseshoe kidney, 4 patients with VUR, 7 patients with bilateral
hydronephrosis, 4 patients with ureteric outlet obstruction, 12 pa-
tients with incomplete renogram images were excluded. A total of
28 patients were included. Hydronephrosis resolved in 4(14,2%),
persisted in 5(17,8%) and surgical intervention was required in
19(67,8%) patients and mean HSS were 5.5;5.4 and 7.2,respec-
tively. 1/5 patients with mild, 15/20 patients with moderate [ 5(1
patient), 6(3 patients), 7(8 patients) and 8(3 patients)].and 3/3
patients with severe HSS underwent surgery.
Conclusion: HSS might have an obvious predictive value if the
patients were classified as “mild” or “severe”. The most contra-
dictory group was the moderate patients in our study. We may
suggest that patients with a HSS score >6 in their first postnatal
evaluation may have an increased risk for surgery in their follow
up.

IPN12205-81 BONE HEALTH IN PEDIATRIC KIDNEY
TRANSPLANT RECIPIENTS

P. Miguel 1, M. Lopes 1, F. Durao 1, P. Costa Reis 2, A.R. Sandes 2, J.E.
Esteves Da Silva 2, M.R. Stone 2

1 Division of Pediatric Nephrology and Kidney Transplantation,
Department of Pediatrics, Hospital de Santa Maria, Lisbon - Portugal,
2 Division of Pediatric Nephrology and Kidney Transplantation,
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Introduction: In children with chronic kidney disease bone metab-
olism abnormalities are universal and may cause fractures, pain,
growth failure and skeletal deformities. After transplant a rapid
loss of bone mass usually occurs, mainly due to glucocorticoids
and other immunosuppressants. Our main goal was to evaluate
bone health in a cohort of pediatric kidney transplant recipients
(PKTR).
Methods: Cross-sectional study of all PKTR followed in a single center
in 2019. We collected clinical data, including history of fractures, spine
bone mineral density (BMD) assessed by dual-energy x-ray absorptiom-
etry in the last two years and serum levels of parathyroid hormone, 25-
hydroxyvitamin D, osteocalcin and P1NP.
Results: We followed 57 PKTRs (53% males; 74% Caucasians;
average age at transplantation 9±4 years). Congenital anomalies
of the kidney and urinary tract were the main causes of end stage
renal disease (44%). Maintenance therapy with mycophenolate
mofetil/mycophenolate sodium, tacrolimus and prednisolone oc-
curred in 98% of patients. The average cumulative dose of glu-
cocorticoids was 9.7±5.6g. New onset post-transplant diabetes
occured in 9%. The average time of follow up was 5±4 years.
The average of areal BMDwas 0,97±0.22 g/cm2. Only 6% of the patients
had a BMD low for age (z score below expected 2 standard deviations).
There were no low impact fractures. One patient had avascular necrosis.
Vitamin D levels below 12 ng/mL occurred in 5% and PTH levels above
100 pg/mL in 14%. Osteocalcin and P1NP were elevated for gender and
age in 10% and 26%, respectively.
Conclusions: In a cohort of PKTR, with a high cumulative dose of
glucocorticoids, there were no low impact fractures, one case of
avascular necrosis and only 6% of the patients had a BMD low
for age. It is important to be attentive to bone health in these
patients, minimize risk factors and stimulate a healthy life style.

IPN12206-82 POST-RITUXIMAB SEVERE AND PERSISTENT
HYPOGAMMAGLOBULINEMIA AND NEPHROTIC
SYNDROME HEALING.

D. Molino 1, S. Ascione 1, C. Pecoraro 1

(1) Unit of Nephrology and Dialysis, Santobono Children Hospital,
Naples - Italy

Introduction: Rituximab(RTX) is widely and successfully used in ne-
phrotic syndrome(NS) treatment. Hypogammaglobulinemia has been de-
scribed as a long-term post-RTX complication, but there are no data in
paediatric literature for what concerns its evolution on patient's general
health and NS outcome
Materials and methods: We estimated the incidence of post-RTX
hypogammaglobulinemia and its effects on general condition and NS out-
come. We studied 70 NS patients age-range: 3-15 years, 40 females and 30
males, (10 with cortico-resistant-NS; 60 cortico-dependent-NS). Exclusion
criteria: steroid-resistant-NS in patients with monogenic mutation. We evalu-
ated every 4 months for 5 years: Blood count, renal function, Serum protein,
lymphocytic subsets and clinical parameters as the frequency of infectious
events. Hypogammaglobulinemia was defined as IgG levels under the range
of normality for age.
Results: All patients showed normal pre-RTX Ig value compared to age
percentile charts. After 2 years hypogammaglobulin was found in 2/70 pa-
tients with IgG value under 2SD for age: in particular 425 and 377 mg/dl,
respectively. These patients were strictly monitored and Ig value lowered
progressively. As recurrent upper respiratory tract infection were detected
these patients started Ig supplementation treatment. Respiratory complications
were not life-threatening. These patients showed noNS relapses for the entire
follow-up. Relapses in the general RTX-cohort were developed after a mean
time of one year.
Discussion: Patients treated with rituximab can achieve remission lasting for
about 1 year, with normal gammaglobulins count. Hypogammaglobulinemia
was found on a long term follow-up associated with recurrent upper respira-
tory tract infection and clinical NS remission phase.We suggest to investigate
potential organ involvement and a complete immunological profile in patient
receiving RTX for a punctual follow-up and prompt replacement therapy,
even considering their potential adverse effects. Further studies can also give
new insights between the correlation of hypogammaglobulinemia as RTX
complication in Nephrotic persistent remission patients

IPN12208-84 PEDIATRIC KIDNEY TRANSPLANTATION:
DATA FROM A PORTUGUESE CENTER

M. Lopes 1, P. Miguel 1, F. Durao 1, P. Costa Reis 2, A.R. Sandes 2, J.E.
Esteves Da Silva 2, M. Goncalves 3, M.R. Stone 2

1 Division of Pediatric Nephrology and Kidney Transplantation,
Department of Pediatrics, Hospital de Santa Maria, Lisbon - Portugal,
2 Division of Pediatric Nephrology and Kidney Transplantation,
Department of Pediatrics, Hospital de Santa Maria, Lisbon; Faculty of
Medicine, University of Lisbon - Portugal, 3 Division of Pediatric
Surgery, Department of Pediatrics, Hospital de Santa Maria, Lisbon;
Faculty of Medicine, University of Lisbon - Portugal

Introduction: Kidney transplantation is the best treatment option
for children with end stage renal disease (ESRD). It improves
survival, quality of life, growth and neuropsychological develop-
ment. For an optimal follow-up of pediatric kidney transplant
recipients (PKTR) it is essential to be aware of the multiple side
effects associated with long-term immunosuppressive therapy, in-
cluding major infections, diabetes and lymphoproliferative disor-
ders. It is also crucial to constantly scrutinize the outcomes in
order to improve the quality of care. The goal of this project
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was to evaluate the experience of a single pediatric kidney trans-
plant reference center.
Methods: We collected, retrospectively, clinical data from all the PKTR
followed in our center in 2018.
Results: We followed 57 children (53% males; 74% Caucasians).
The average age at transplantation was 9 ± 4 years. Congenital
anomalies of the kidney and urinary tract were the main causes of
ESRD (44%), followed by hereditary nephropathies (16%).
Pre-emptive transplantation was accomplished in 18% of patients.
Peritoneal dialysis before transplant was used in 79%, hemodialysis in
14% and 10% used both therapies. The average time on dialysis before
transplant was 37 ± 26 months.
A living-donor transplant occurred in 16%.
For induction therapy, basiliximab was used in 61% and
thymoglobuline in 39% of patients. Maintenance therapy with
mycophenolate mofetil/mycophenolate sodium, tacrolimus and
prednisolone was used in 98% of patients.
Post-transplant lymphoproliferative disorders occurred in 4%, new onset
diabetes in 9% and major infections in 60%. Patient and graft survival
were 100% and 95%, respectively, with an average time of follow up of 5
± 4 years.
Conclusions: In this cohort patient and graft survival are high.
There are, however, significant comorbidities, mainly major infec-
tions. It is important to improve the number of preemptive kidney
transplants and, when this is not possible, to decrease the time on
dialysis previous to transplant.

IPN12209-85 IS THE AGE OF PARENTS EFFECTIVE ON
CAKUT DEVELOPMENT?

D. Orbatu 1, A. Soylu 2, S. Kavukcu 3

1 Tepecik Education and Research Hospital, Department of Pediatrics,
Izmir - Turkey, 2 Dokuz Eylul University Department of Pediatrics, Izmir -
Turkey, 3 Dokuz Eylul Univeristy, Department of Pediatrics, Izmir -
Turkey

Introduction: Pregestational and gestational environmental factors
including maternal age, paternal age, maternal diabetes or obesity,
smoking and alcohol consumption, and parity may affect the de-
velopment of congenital anomalies of the kidney and urinary tract
(CAKUT). Researches on this subject have focused on maternal
risk factors to a great extent. We aimed to evaluate the effect of
both maternal and paternal age on CAKUT development.
Patients and Methods: Hospital files of the children diagnosed
as CAKUT on antenatal ultrasonography between 2013 and 2018
were evaluated retrospectively for the type of anomaly
(hydronephrosis, ectopy, agenesis, hypoplasia, multicystic dysplas-
t ic kidney (MCDK), double col lec t ing sys tem (DCS),
ureteropelvic obstruction (UPO), and maternal and paternal age
at conception.
Results: Total patient number was 627. Maternal age was recorded
in 421 patients (28.4±6.0 years). Paternal age was recorded in 293
patients (33.3±6.7 years) . Distr ibut ion of CAKUT was
hydronephrosis 492 (78.5%), UPO 46 (7.3%), DCS 34 (5.4%),
hypoplasia 26 (4.1%), agenesis 20 (3.2%), ectopy 18 (2.9%),
and MCDK 8 (1.3%). Maternal age was not related to CAKUT
type. On the other hand, there was a weak association of paternal
age with hypoplasia (r= 0.146, p=0.012).
Conclusion: Among children with CAKUT, paternal age of those
with renal hypoplasia tended to be higher compared to the other
subgroups of CAKUT. Thus, increased paternal age may play a
role in development of renal hypoplasia.

IPN12210-77 REFERRALS WITH CLEAR INDICATION FOR
CYSTOMETRYARE, IF REFERRED BY DOCTORS TRAINED
FOR URODYNAMIC PROCEDURES

V. Stavileci 1, D. Kryeziu 2, T. Blakaj 3, A. Menxhiqi 4
1 University Clinical Centre of Prishtina Kosovo - Albania, 2 Urology
Cinic, Prishtina Kosovo - Albania, 3 Urology Clinic Prishtina, Kosovo -
Albania, 4 Urology Clinic Prishtina, Kosovo - Albania

Incontinence problems are frequently met on pediatric settings. Some of
the children might need Urodinamic examinations and cystometry. And
for the cystometry examination patients mostly are refered by Pediatric
nephrologist, pediatric surgeons and urologist. Before decision for the
procedure are completed: Observation charts for 3 days if voluntary
voiding children and 4-hour observation chart for diaper children,
Uroflow 3 times and constipation treatment. Careful history taking of
problems: time of symptoms, urgency, leakage, manouvres, family histo-
ry, voiding flow, other habits, UTI. And for spina bifida we have a special,
basic MMC guideline. Cases for cystometry examination during one year
were 29 children. Reason for cystometry were incontince 27.5%,
Enuresis 27.5%, residual urine 20%, frequent voiding 6.8%, VUR
13.7%, UTI 3.4%. according to age: lower than 5 years were 5 cases, 5-
10years were 9 cases and above 10 y were 10 cases. Most frequent
findings were Bladder overacitvity 31%, discordination was find in
41.3% of cases, dysinergia in 6.8% of cases, 6.8% spine neurologic prob-
lem other normal findings. Max detrusor pressure was found among
OAB, then at VUR cases, but among Monosymptomatic enuresis
detrusor pressure was normal. Residual urine was problem which was
present a lot also. Treatment that was recommended was CIC, medical
and Voiding school. Among our cases most of cystometry cases done,
were with findings which resolved the diagnose, cause all the cases were
carefully selected for cystometry and completed with appropriate History
and Voiding observation. And, referrals were with correct indication if
referred by doctors trained for Urodynamic procedures.

IPN12214-81 HIGH PREVALENCE OF AORTIC DILATION
AMONG PEDIATRIC RENALTRANSPLANT RECIPIENTS – A
CROSS-SECTIONAL COHORT STUDY

A. Surak , M. Grattan , A. Sharma , G. Filler
University of Western Ontario - Canada

Background: Aortic dilation has been identified as a cardiovascular
complication in pediatric renal transplant recipients. As the previous
study did not include 24-hr ambulatory blood pressure monitoring
(ABPM), we performed a cross-sectional study in a single center.
Methods: We collected data of all 37 active pediatric renal transplant
recipients. All available ECHOs were remeasured and coded using z-
scores for the proximal aorta (sinus of Valsalva (SOV), sinotubular junc-
tion and ascending aorta). Data were evaluated using descriptive statistics,
based on the data distribution and expressed as mean and one standard
deviation or median and interquartile range.
Results: Mean age of the 37 patients (17 female) was 14.5±3.7
years. Mean age at transplantation was 8.8±5.1 years and median
end-stage renal failure vintage was 597[289,1290] days. In total,
19/37 patients had any aortic dilation. SOV-z-score correlated
with ESRD-vintage (r=0.37, p=0.0416), and there was a trend
towards the aortic root z-score. BMI at the time of transplantation
was negatively associated with the aortic dimensions for all four
measurement points. Aortic dimensions were not associated with
GFR, PTH, serum phosphate, or the calcium*phosphate product.
Vitamin D25 status correlated weakly but significantly with
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SOVZ. We found no correlation between the percentage of dip-
ping, systolic or diastolic dipping, or any other parameter related
to the ABPM measurements.
Conclusion: This study confirms a high prevalence of aortic dilation
among pediatric renal transplant recipients similar to the study from
Cincinnati Children’s, albeit most of them are mild.We could not confirm
the association with bone mineral disease. We confirmed the impact of
thinness and ESRD vintage. We confirm that blood pressure control ap-
pears to be unrelated to aortic dilation. Transplant physicians should alert
the pediatric cardiologists interpreting ECHOs in these patients about the
need to carefully assess aortic dimensions.

IPN12215-82 PSEUDOURIDYLATION DEFECT DUE TO DKC1
AND NOP10 MUTATIONS CAUSE NEPHROTIC SYNDROME,
CATARACT, DEAFNESS AND ENTEROCOLITIS

E. Balogh 1, M. Varga 2, J.C. Chandler 3, M. Tahoun 4, D. K Menyhard 5,
G. Schay 6, R. Legradi 7, H. Williams 8, P. Nurnberg 9, A. Szabo 1, D.A.
Long 3, K. Tomita 10, C. Antignac 11, A.M. Waters 12, K. Tory 13

1 Semmelweis University, 1st Department of Pediatrics, Budapest -
Hungary, 2 co-first author, Department of Genetics, ELTE Eötvös
Lorand University, Budapest - Hungary, 3 Developmental Biology of
Birth Defects, UCL Great Ormond Street Institute of Child Health,
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Egypt, 5 MTA-ELTE Protein Modeling Research Group and Laboratory
of Structural Chemistry and Biology, Eötvös Loránd University, Budapest
- Hungary, 6 Semmelweis University, Department of Biophysics and
Radiation Biology, Budapest - Hungary, 7 MTA-SE Lendület
Nephrogenetic Laboratory, Budapest - Hungary, 8 GOSgene,
Experimental and Personalised Medicine, UCL Great Ormond Street
Institute of Child Health, London - United Kingdom, 9 Cologne Center
for Genomics (CCG), University of Cologne, Cologne - Germany,
10 Chromosome Maintenance Research Group, UCL Cancer Institute,
London - United Kingdom, 11 Université Paris Descartes-Sorbonne
Paris Cité; Laboratory of Hereditary Kidney Diseases, INSERM, UMR
1163, Imagine Institute, Paris - France, 12 co-last author, Developmental
Biology of Birth Defects, UCL Great Ormond Street Institute of Child
Health, London - United Kingdom, 13 MTA-SE Lendület Nephrogenetic
Laboratory; Semmelweis University, 1st Department of Pediatrics,
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Introduction: Two unrelated pedigrees presented with an infantile-onset
disorder characterized by steroid-resistant nephrotic syndrome, cataracts,
sensorineural deafness and enterocolitis. In the first four-generation ped-
igree (FamA), the disorder segregated in an X-linked pattern and in an
autosomal recessive mode in the second (FamB). We aimed to identify
the causal genes.
Methods: Linkage analysis, exome sequencing, flow cytometry,
Southern blot, qPCR, molecular dynamics simulations, pressure tuning
fluorescence spectroscopy, immunocytochemistry, co-immunoprecipita-
tion, HPLC-MS , CRISPR/Cas9, immuno-Northern blot, whole tran-
scriptome analysis, Western blot.
Results:We identified a single locus of 5.1Mb at the telomeric end of the X
chromosome long arm in the FamA and a homozygous region of 2.6Mb in
15q14 in FamB.We found aDKC1mutation (c.616 G>A, p.Glu206Lys) in
FamAwhich appeared de novo in the second generation in parallel with the
disorder and a homozygous NOP10 mutation (c.47C>T, p.Thr16Met) in
FamB, both of which affected evolutionary conserved amino acids, were
predicted to be pathogenic and absent from databases. The affected pro-
teins, dyskerin and NOP10, are involved in the pseudouridylation of RNAs
and in telomere maintenance. We found both mutations to impair the

dyskerin-NOP10 interaction as reflected in their dissociation constant and
result in a rearrangement of the pseudouridylation pocket. Zebrafish dkc1
mutants recapitulate the human phenotype, which was only rescued by the
wild type human DKC1mRNA, but not with p.Glu206Lys. Mutant larvae
showed reduced 18S pseudouridylation and low amount of 18S rRNA, but
no telomere attrition. A decreased pseudouridylation was also found in
PBMC of patients from both families. Transcriptomic analysis of mutant
larvae supported ribosome biogenesis defect. Wild type embryos develop a
similar phenotype after cycloheximide treatment.
Conclusion: We describe a novel syndrome secondary to DKC1 and
NOP10 mutations and propose that it represents the consequences of
defective pseudouridylation and ribosomal dysfunction.
Keywords: nephrotic syndrome, RNA modification

IPN12217-84 HEMOGLOBIN AND CHOLESTEROL AFFECT
APPARENT TACROLIMUS CLEARANCE IN PEDIATRIC
TRANSPLANT RECIPIENTS – A RETROSPECTIVE COHORT
STUDY

E. Yoo 1, C. Rodriguez 2, A.C. Alvarez Elias 3, M. Medeiros 4, G. Filler 1
1 University of Western Ontario - Canada, 2 Instituto Nacionale de
Pediatrica - Mexico, 3 University of Toronto - Canada, 4 Unidad de
Investigación y Diagnóstico en Nefrología y Metabolismo
Mineral Óseo, Hospital Infantil de México Federico Gómez, Mexico
City - Mexico

Introduction: Tacrolimus has a narrow therapeutic index with substantial
inter- and intra-patient variability. Factors beyond genetic and develop-
mental factors are poorly understood. Recent adult studies suggest that
hemoglobin affects the apparent clearance (CL/F), whereas this and other
potential factors in children are understudied.
Methods:After ethics approval, we performed a single center retrospective
cohort study of pediatric renal transplant recipients, who were followed
between January 1st, 2004, and June 30th, 2018. Patients without tacrolimus
therapy or concomitant sirolimus were excluded. The aim was to show the
impact of hemoglobin, albumin, cholesterol and HDL on the apparent
tacrolimus clearance (CL/F = Dose/AUC). Data were collected from elec-
tronic health record. We used 12-point pharmacokinetic (PK) profiles.
Results: Thirty-three patients were included. Median age at transplanta-
tionwas 10 years, 52%were female, themedian tacrolimus area under the
curve (AUC) was 133 ng*h/mL. CL/F mainly correlated with hemoglo-
bin (n=1,257, r=-0.3767, p<0.0001), HDL-cholesterol (n=236, r=-
0.3973, p<0.0001) and total cholesterol (n=373, r=-0.1821, p=0.0004).
Conclusion: The present study suggests a moderate impact of the bio-
chemical factors studied in the tacrolimus CL/F. Lower hemoglobin
seems to increase it, while higher cholesterol decreases it. Physicians
should be aware of this association during the TDM follow up.

IPN12218-85 MODEST EFFECT OF LIPIDS AND ALBUMIN
MPA CLEARANCE IN PEDIATRIC TRANSPLANT
RECIPIENTS

C.I. Rodriguez-Cuellar 1, A.C. Alvarez-Elias 2, E.C. Yoo 3, G. Filler 3
1 Universidad Autónoma de México, Mexico City - Mexico, 2 The
Hospital for Sick Children. University of Toronto. Toronto, ON -
Canada, 3 Department of Pediatrics, Schulich School of Medicine &
Dentistry, London, ON - Canada

Abstract
Introduction: There is growing evidence for the need of therapeutic drug
monitoring (TDM) of the active compound Mycophenolic Acid (MPA)
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of mycophenolate mofetil therapy for the management of antirejection
therapy after pediatric renal transplantation. While there is substantial
inter- and intra-patient variability of MPA exposure, the factors affecting
its apparent clearance (CL/F) are understudied. The objective of this study
was to determine the relationship between MPA CL/F, eGFR, creatinine,
Cystatin C, triglycerides, cholesterol and albumin.
Material andMethods:We calculated 1004 estimatedmass-spectrometry-
determined MPA CL/F using trough concentrations from 35 pediatric renal
transplant patients.
Results:Mean age was 8.7±4.6 years at transplant with a median follow-up
of 5.8 years. Each patient had a median of 30 MPA trough concentrations.
The medianMPAAUCwas 53.21 mg*h/L, the median CL/F was 8.66 L/h.
Univariate and multivariate analysis revealed significant correlations of CL/
F with creatinine, triglycerides, cholesterol and albumin, and very weakly
with hemoglobin, whereas cystatin C was unrelated. Especially higher lipid
levels and weekly, but significantly, lower albumin augmented CL/F.
However, the correlations were not strong enough to predict CL/F.
Conclusion: The data presented indicate the necessity forMPATDM and
suggest that dose modifications may apply in the face of low serum
albumin and hyperlipidemia.
Keywords:Kidney transplantation – pediatric –mycophenolate mofetil –
apparent total clearance – bioavailability.

IPN12219-86 DOES PRE-TRANSPLANT VIRAEMIA STATUS
EFFECT OUTCOMES IN PAEDIATRIC RENALTRANSPLANT
RECIPIENTS?

Z. Arslan , G. Walsh , N. Ware , H. Jones
Evelina London Children's Hospital - United Kingdom

Introduction: Post-transplant viraemias in paediatric renal-
transplant recipients necessitate frequent adjustment of immuno-
suppression. Aim of our study was to compare outcomes
(viraemias status, rejection episodes and eGFR) at one-year post-
transplant of children who were viraemia naïve (EBV and CMV)
to those who were not, at the time of transplant.
Methods: Single-centre, retrospective case-note analysis of all children
who underwent renal-transplantation, were followed up locally and re-
ceived azathioprine based maintenance immunosuppression (with pred-
nisolone and tacrolimus and basiliximab induction) over a three-year
period. The statistical significance was calculated using ANOVA.
Results: 29 (18 males) children included. Most common underlying di-
agnoses: Congenital abnormalities of kidney and urinary tract (15/29,
52%). Maximum HLA mismatch 3. Graft survival 98% (28/29).
76%(22/29) received living donation.
Viraemia-naïve group (12/29, 41%):Mean age at transplant 8.3 years (SD
5.8). At one-year follow up; all children (100%) were viraemia positive
(7EBV, 1CMV, 1BKV, 2EBV&CMV, 1EBV&BKV); 10(83%) were on
reduced dose of immunosuppression, with 3 of these on no anti-
proliferative agent. 5 children (42%) (2 1A/B, 3 borderline) developed
T-cell mediated rejection(TCMR) episodes with 2 episodes occurring
after reduction in immunosuppression for viraemias. Mean eGFR at
one-year post-transplant was 62mls/min/1.73m2(SD 18).
Viraemia-exposed group (17/29,59%): Mean age at transplant 10.4 years
(SD 4.4). One graft loss excluded from one-year analysis. At one-year
follow up; 6/16 children (38%) were viraemia positive (3EBV, 1BKV,
1CMV, 1EBV&CMV); 4 (75%) were on reduced immunosuppression
with one child on no anti-proliferative agent at one-year post-transplant.
10 children (63%)(4 1A/B, 6 borderline) developed TCMR. Mean eGFR
at one-year post-transplant was 59mls/min/m2(SD 14).

Conclusion: At one-year post-transplant, pre-transplant viraema-naïve
renal-transplant recipients were significantly more likely (p<0.001) to
develop significant viraemias with no difference in rejection episodes
(p=0.07) and eGFR (p=0.5) when compared to viraemia-exposed chil-
dren.

IPN12220-78 NATIONWIDE LONGITUDINAL DISEASE
COHORTS AND BIOREPOSITORY FOR NEPHROTIC
SYNDROME (NS): PRELIMINARY RESULTS

A. Sinha 1, A. Vasudevan 2, N.G. Amitha 1, A. Sharma 1,M. Chandan 1, P.
Tewari 1, K. Mishra 3, S. Uthup 4, I. Agarwal 5, A. Mehta 6, M. Kumar 3,
G.C. Bhatt 7, A. Mittal 8, P. Khandelwal 1, S. Singh 9, P. Kshetrepal 9, M.
Faruq 10, P. Hari 1, M. Mukerji 10, A. Bagga 1

1 All India Institute of Medical Sciences, New Delhi - India, 2 St. Johns'
Medical College and Research Institute, Bengaluru - India, 3 Chacha
Nehru Bal Chikitsalaya, Delhi - India, 4 SAT Hospital and Medical
College, Thiruvananthapuram - India, 5 Christian Medical College,
Vellore - India, 6 Sawai Man Singh Medical College, Jaipur - India,
7 All India Institute of Medical Sciences, Bhopal - India, 8 All India
Institute of Medical Sciences, Jodhpur - India, 9 Translational Health
Science and Technology Insitute, Faridabad - India, 10 Institute of
Genomics and Integrative Biology, Delhi - India

Introduction: Information on disease-course and long-term out-
comes in NS is limited to retrospective series or small prospective
cohorts. Pathogenetic studies require biospecimens collected ap-
propriately at defined time-points in disease-course.
Methods: During 2014-2017, we established longitudinal disease
cohorts at 8 centers, for 1085 patients with newly diagnosed
steroid-sensitive NS and initial or late steroid-resistant NS
[DBT/PR11030/MED/30/1644/2016]. Information collected q3-12
months is entered into a central database. Simultaneous multi-
point blood & urine specimens from therapy-naïve consenting
patients are processed and stored at two biorepositories.
Results: Of 1085 patients (65.8% boys) diagnosed at median 35.1
(IQR 22.1-60.8) months, 19.4% and 13.1% have initial or late
steroid resistance. Over 4000 biospecimens have been collected
from 483 patients. Patients with steroid-sensitive NS showed re-
mission following 11 (8-16) days of initial therapy and relapsed at
10.1 (5.6-26.8) months; 72.5%, 42.3%, 25.8% and 18.4% had
sustained remission at 6 months, 1-, 2- and 5-yr, respectively.
Respective proportion of frequent relapsers was 3%, 21.5%,
36% and 45.7%. Age at onset and days to first remission, but
not sex, dose or duration of initial therapy independently predict-
ed occurrence of relapse [adjusted HR (95%CI) 0.91 (0.86-0.96);
1.02 (1.01-1.04)] and frequent [0.90 (0.84-0.97); 1.04 (1.02-1.05)]
relapses. Compared to steroid-sensitive NS, patients with initial/
late steroid resistance were younger (39.1 vs. 27.6 months;
P<0.0001) and lower eGFR (120.4 vs. 83.1 ml/minute/1.73 m2;
P<0.0001) at onset. Similar proportions of patients with initial
and late resistance had FSGS (44.1%, 42.9%); microscopic hema-
turia was common in initial resistance. Among patients with ste-
roid-resistance, 50% had complete and 25.3% partial remission at
6-months. Non-response at median 13.8 months follow-up was
independently associated with initial resistance [adjusted OR
2.29 (1.30-4.03)] and FSGS [2.38 (1.37-4.12)].
Conclusions: These longitudinal cohorts and biorepository will poten-
tially provide clinical information, with significant implications in under-
standing and management of NS.
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IPN12221-79 SUBOPTIMAL BLOOD PRESSURE CONTROL IN
CHILDREN WITH ESRD IN POLISH PEDIATRIC RENAL
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Hypertension (HA) is a common medical problem in children with end-
stage renal disease.
Poorly controlled blood pressure (BP) is a leading cause of cardiovascular
death in children on dialysis while HA remains the most modifiable risk
factor.
The aim of the study was to assess the determinants of BP control in a
cohort of patients treated with renal replacement therapy in Poland.
Methods: A cross-sectional study involving 98 children with ESRD (34
on hemodialysis, 64 on peritoneal dialysis), treated on 31st December
2017 in all Polish pediatric dialysis centers was conducted.
Blood pressure measurements were evaluated for age, sex and height
according to ESH guidelines. For hypertensive children BP values were
analysed in relation to treatment modality, primary renal disease, age,
time on dialysis and volume overload/session for HD patients only.
Logistic regression was used in univariate and multivariate analysis of
factors related to uncontrolled hypertension.
Results: Poorly controlled hypertension was observed in 34/98 ( 35%/
53%) children on dialysis; 53% and 25% on HD and PD respectively but
there were no significant difference between treatment modality after
adjusting for age, time on dialysis and cause of ESRD. Subjects with
suboptimal control of blood pressure were older (median 6,1 vs 14,2
yrs; p 0,0004), with longer duration of dialysis (median 1,3 vs 3,2 yrs;
p 0,002) compared to other children. The main cause of kidney disease in
hypertensive children were genetic diseases.. Poorly controlled HAwas
observed among hemodialysed children with higher fluid intake.
Conclusion:
1. Suboptimal blood pressure control still remains an unsolved problem in
children on dialysis.
2. The risk factors for poorly controlled hypertension are older age, time
on dialysis and genetic kidney diseases.
3. New strategies for better HA control are necessary to improve long-
term prognosis for dialysed children.

IPN12223-81 ASSESSMENT OF PEDIATRIC KIDNEY HEALTH
CARE IN CENTRAL AMERICA

A. Daga 1, R. Lou 2, F. Vasquez 3, C. Rodriguez 3, S. Soveranis 2, M. Diaz 4,
A. Funes 5, C. Carril 5, E. Benoit 1, J. Walsh 1

1 Boston Children's Hospital - United States, 2 Fundanier - Guatemala,
3 Hospital Maria - Honduras, 4 Hospital Vivian Pellas - Nicaragua,
5 Hospital de Ninos Benjamin Bloom - El Salvador

Introduction: Kidney disease is an important global health problem.
There is limited data on pediatric nephrology care in Central America.

The objective of this studywas to conduct a needs assessment of pediatric
nephrology care in 4 countries to help inform future clinical care, research
and capacity building activities.
Materials & Methodology: This was a web-based survey distributed to
pediatric nephrologists in 4 countries in April 2019.
Results: 7 (2 Honduras, 2 Guatemala, 2 El Salvador, 1 Nicaragua)
pediatric nephrologists responded. Only 1 country has a pediatric
nephrology-training program. Overall, the government funds about
70% of the care, however, each country, and scenario is unique.
Medications, donor evaluation, and renal biopsy often require self-
pay. Kidney biopsy done everywhere but no electron microscopy
is available.
Screening measures (blood pressure, urine, creatinine) are not
available at primary care centers. 6/7 responders stated that cer-
tain geographical areas (Pacific coast) have a higher incidence of
CKD. CAKUT, glomerular disease and CKD of unknown etiology
are the leading CKD causes.
Hemodialysis and peritoneal dialysis (n = 100, Guatemala; n = 70,
Honduras; n = 76, El Salvador; n = 39, Nicaragua) is available. Less than
20% patients have a fistula/graft. Living donor transplantation is available
in all but deceased donor is available in only 2 countries (Guatemala,
Nicaragua). Number of transplants in the last 5 years is 88 (50
Guatemala, 18 Honduras, 15 Nicaragua, and 5 El Salvador).
Basiliximab and triple immunosuppression is used as induction andmain-
tenance therapy respectively, post transplant in all countries. Viral studies,
histopathology, donor specific antibody testing are rarely available.
Conclusion: This survey shows serious challenges faced by pediatric
nephrologists in Central America and an urgent need for infrastructure,
access to medications, knowledge exchange platforms, and early CKD
screening and prevention in specific geographical areas.

IPN12224-82 LEVAMISOLE, MYCOPHENOLATE MOFETIL
AND SUBCUTANEOUS IMMUNOGLOBULINS ASSOCIATION
IN TREATMENT OF SEVERE STEROID DEPENDANT
NEPHROTIC SYNDROME.

A. Couderc , A. Cambier , C. Dossier , G. Deschenes
Pediatric Nephrology Department, Hôpital Robert Debré, Paris - France

Introduction: Therapeutic options for steroid-dependent nephrotic syn-
drome (NS) patients frequently include long lasting treatment with pred-
nisone and calcineurin antagonists. Immunoglobulins are widely used in
autoimmune diseases.
Materials & methods: We retrospectively analyzed patients who re-
quired methylprednisolone pulses (MP) at their first flare to obtain remis-
sion and were treated right after with an association of mycophenolate
mofetil (MMF) (1200mg/m2/day), levamisole (2.5mg/kg/eod) and week-
ly subcutaneous immunoglobulins (SCIg 0.2g/kg/week, increased if
needed (for serum IgG > 12g/L)) for 6 months, to maintain remission.
In our population need of MP pulses is predictive of severe outcome.
Results are expressed as median (interquartile 25; 75).
Results: Nine patients were analyzed (male=6, 66,7%), median age
at diagnosis 3,0 years (2,4; 4,6)). All patients were not in remission
after 4 weeks of oral prednisone at their first flare and received MP.
Steroids were discontinued in every patient but 1 who relapse 4
months after his first flare. Two patients were receiving tacrolimus
at onset and tacrolimus was discontinued in these 2 patients. The
median duration of treatment was 7,1 months (6,2; 7,6). Four pa-
tients (44,4%) relapsed, 2 of them without any ongoing treatment
(3,4 and 3,6 months after last treatment withdrawal) and 2 of them
with at least 1 treatment. Median time to relapse after the beginning
of the association was 9,3 months (6,5-12,7). Four patients (44,4%)
are free of relapse after a median follow-up, after last treatment
withdrawal, of 9,8 months (1,7-29,4). All patients completed the
treatment and no severe side effect was reported.
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Conclusion: The association of MMF, levamisole and SCIg, was admin-
istered to optimize the withdrawal of steroids and calcineurin inhibitor in
patients with severe idiopathic NS. Interestingly almost 50% of patients
remained free of relapse 10 months after withdrawal of all treatments.

IPN12225-83 ACUTE KIDNEY INJURY DETECTION IN
NEWBORNS IN THE TERTIARY CARE CENTER

N. Stajic 1, T. Divljakovic 2, J. Martic 1

1 Institute of Mother and Child Health Care of Serbia, Belgrade - Serbia,
2 Medical Faculty, University of Belgrade - Serbia

Introduction: Acute kidney injury (AKI) is a sudden decrease in renal
function. Detection of AKI is essential in newborn patients. Aim of this
study is estimation of the incidence and severity of AKI in neonates, it`s
markers and the degree of recognition of this condition.
Material and methods: Retrospective research on neonatal patients hos-
pitalized in the tertiary care institution during 2018. Data were retrieved
from the patient`s medical documentation. The degree of AKI was deter-
mined by the neonatal modified KDIGO criteria.
Results: There were 866 patients screened and in 122 (14.1%) serum
creatinine was elevated. Perinatal asphyxia was registered in 34
(27,8%), congenital heart disease 33 (27,0%), sepsis 14 (11,5%) and
surgical disease in 14 (11,5%), renal disease in 10 (8,2%) and other
diseases in 17 (13.9%). The first degree of AKI was found in 62
(50.8%), the second degree in 36 (29.5%) and the third degree in 24
(19.7%). Apgar score and the degree of injury had borderline significance
of correlation (p = 0,06) while there was significant correlation between
the degree of injury and proteinuria (p = 0,013) and the appearance of
microscopic hematuria. The diagnosis of AKI at the discharge was re-
corded in only six patients (4,9%). If the universal upper limit of normal
creatinine in our laboratory was used, AKI wouldn’t` be recognized in 58
(47,5%) patients.
Conclusion:AKI in newborns hospitalized in the tertiary care center was
found in 14% of patients. Most of them had first degree of renal injury.
Hypoxia was the leading cause, which, along with lower Apgar score,
proteinuria and microscopic hematuria, could be predictive indicators of
AKI. Setting specific laboratory limits of creatinine for different newborn
age could improve early detection of renal injury. Urging neonatologists
to record the diagnosis of AKI could improve further follow up of those
patients.

IPN12227-85 ADENOSINE ANTAGONIST FOR PREVENTION
OF AKI IN NEONATES WITH BIRTH ASPHYXIA-A META-
ANALYSIS

G. Bhatt 1, P. Gogia 2, R. Das 3, M. Bitzan 4

1 All India Institute of Medical Sciences (AIIMS),Department of Pediatrics
Bhopal - India, 2 AIIMS Bhopal - India, 3 AIIMS BHubneshwar - India,
4 McGill University Health Center, Montreal - Canada

Background: The current evidence for efficacy and safety of adenosine
antagonist for AKI is still lacking. Thus, we conducted this meta-analysis
to synthesize the present evidence for the use of adenosine antagonists for
prevention of AKI in neonates with severe birth asphyxia.
Objectives: To compare the efficacy and safety of adenosine antagonists
i.e ( theophylline/aminophylline) with standard therapy for prevention of
Acute Kidney Injury (AKI) in neonates with birth asphyxia.
Methods: Published literature through the major data bases including
Cochrane Central Register of controlled trials(CENTRAL), PubMed/
MEDLINE, Google Scholar, Cochrane renal group were searched from
1970 to August 2017.
Study type: Randomized and quasi randomized controlled trials.

Results: A total of 59 citations were retrieved by using search
strategy and 47 articles were excluded from meta-analysis as title
and abstract were not relevant. The full texts of remaining 12
articles were assessed for eligibility. 5 studies with 356 partici-
pants reported 125 events of AKI/renal dysfunction, the pooled
estimation showed 65% reduction in the incidence of AKI in
neonates with severe birth asphyxia receiving single dose of pro-
phylactic theophylline(RR,0.35% CI:0.25, 0.49,I2=0%) with the
overall decrease in serum creatinine by 0.36 mg/dl (MD,-
0.36;95% CI:0.47,-0.24) over day 2 to 5 , a 12% decrease in
mortality without statistical difference between the two
groups(RR,0.88;95% CI:0.52,1.50,I2=0%)(low qual ity
evidence). Secondary outcomes: Although there was no signifi-
cant difference in negative fluid balance between the two groups
on day ,there was an increase in mean GFR and lower mean
urinary β2 microglobulin excretion .There was no significant dif-
ference between the complications rate between the two groups..
Note: The abstract is a part of the published study on “Theophylline and
aminophylline for prevention of acute kidney injury in children- A sys-
tematic review “

IPN12230-79 GENETIC BASIS AND PHENOTYPE OF
CONGENITAL NEPHROTIC SYNDROME (NS) USING
WHOLE EXOME SEQUENCING

A. Joshi 1, A. Sinha 2, A. Sharma 2, U. Shamim 1, P. Sharma 1, S. Zahra 1,
M. Seth 1, S. Parveen 1, M. Chandan 2, M. Bhardwaj 2, A. John 2, P. Hari
2, M. Mukerji 1, M. Faruq 1, A. Bagga 2

1 Institute of Genomics and Integrative Biology, Delhi - India, 2 All India
Institute of Medical Sciences, New Delhi - India

Background: Studies in Caucasian populations indicate that 60-80%
cases of congenital NS are caused by homozygous mutations in genes
encoding podocyte proteins, chiefly NPHS1.
Objectives: To understand the genetic basis of congenital NS in
Indian patients in relation to disease severity and extrarenal
manifestations.
Methods: Following ethical approval, samples from patients with
congenital NS presenting at centers collaborating in nationwide
study [Grant:BT/PR11030/MED/30/1644/2016] were processed
for whole exome sequencing (Truseq Exome Kit, Illumina Inc.,
San Diego, USA) followed by analysis (HiSeq analysis software
and Dragen), processing by Genome Analysis Toolkit, and anno-
tation of variants by wANNOVAR, to focus on reported (Clinvar,
HGMD) mutations or rare, novel, deleterious and conserved var-
iations (ACMG 2018) in 89 genes. Allelic segregation was con-
firmed by Sanger sequencing in parents.
Results:During 2017-2018, 26 patients (58% boys) presented with
CNS; all were undernourished and with preserved renal function.
One child each had Galloway-Mowat syndrome and albinism with
hypotonia. Consanguinity and family history were present in 31%
and 15% cases, respectively. Homozygous or compound heterozy-
gous pathogenic or likely pathogenic variations were found in
NPHS1 in 20 cases, and NPHS2, PLCE1 and OSGEP in one case
each. Two variants in NPHS1 (exon 19, c.G2600A: p.G867D and
exon 27, c.C3478T:p.R1160X) were seen in 5 and 3 cases,
respectively.
Conclusion: A genetic cause was determined for 88.5 (95% CI,
71.7-97.0)% patients with congenital NS. Testing for variations in
NPHS1 is most important, and population hotspots may be pres-
ent. Mutations in NPHS2, PLCE1 and OSGEP are uncommon and
associated with extrarenal manifestations. WES enables genetic
counselling and development of stepwise approach to testing in
patients with CNS.
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IPN12231-80 FACTORS INFLUENCING THE SUSTAINED
BURDEN OF ARTERIOSCLEROSIS IN PEDIATRIC KIDNEY
TRANSPLANT RECIPIENTS

K. Ostendorf 1, N.Memaran 1, B. Borchert 1, J. VonDer Born 1, E. Bauer 1,
A. Von Wick 1, J. Oh 2, M. Kemper 3, R. Buescher 4, B. Schmidt 1,
A. Melk 1

1 Hannover Medical School - Germany, 2 University Hospital Hamburg
Eppendorf - Germany, 3 Asklepios Clinic Hamburg - Germany,
4 University Hospital Essen - Germany

Introduction: Cardiovascular (CV) morbidity and mortality is important
in children with chronic kidney disease (CKD). We have previously
shown that pulse wave velocity (PWV), an indicator of arteriosclerosis
and subclinical CV damage, improves early after pre-emptive transplan-
tation. In this studywe seek to determine predictors for PWVat later times
after kidney transplantation (KT).
Material and methods:We enrolled 109 pediatric KT recipients (age: 5-
18 years) from 3 German transplant centers in a prospective longitudinal
study. To date, follow-up visits are available for 82, 53, 32 patients at 2, 4
and 6 years after initial inclusion resulting in a total of 281 observations. At
each visit we performed a detailed and comprehensive assessment of CV
risk factors (incl. blood pressure monitoring) and aortic PWV.
Results:At a median of 4.9 years (range <1 to 14.3) after transplantation, a
high burden of classical and non-classical CV risk factors was found in KT
recipients. A fifth (16%) of patients displayed elevated PWV values (de-
fined as PWV-SDS >95th pct.) suggesting the presence of an arterioscle-
rotic process. Both, CV risk factors and subclinical CV damage were very
stable over the observation period.
When including all 281 observations of these 109 KT recipients in a
mixed linear model, we were able to identify lower GFR, greater
height-SDS, higher systolic blood pressure, and the intake of mTOR-
inhibitors as independent risk factors for elevated PWV. The intake of
CCB, however, was associated with lower PWV levels.
Conclusions: Long term pediatric KT recipients show a significant bur-
den of subclinical CVorgan damage. Our results suggest that classical CV
risk factors (blood pressure) as well as non-classical risk factors (renal
function, use of immunosuppression) play a role in pediatric KT recipi-
ents. Further studies need to address how preventive measures can im-
prove CV health of pediatric KT recipients.

IPN12233-82 TACROLIMUS BRAND CHANGES IN PEDIATRIC
RENALTRANSPLANTATION AND ITS RELATIONSHIPWITH
ACUTE REJECTION

P. Garcia Roca 1, A.C. Alvarez Elias 2, E. Barajas 1, G. Castaneda
Hernandez 3, M. Medeiros 1

1 Unidad de Investigacion y Diagnostico en Nefrologia y Metabolismo
Mineral Oseo. Hospital Infantil de Mexico Federico Gomez - Mexico,
2 The Hospital for Sick Children. University of Toronto. Unidad de
Investigacion y Diagnostico en Nefrologia y Metabolismo Mineral
Oseo. Hospital Infantil de Mexico Federico Gomez - Mexico, 3 Centro
de Investigacion y Estudios Avanzados del Instituto Politecnico Nacional.
Departamento de Farmacologia - Mexico

Long-term immunosuppression is needed in patients with renal trans-
plant. In Mexico, different healthcare providers give the medications,
and there are several tacrolimus brands available in the Health system.
The aim of the present study was to describe the number of tacrolimus
brand changes during the first 12months post-renal transplantation and its
relationship with graft function in children.

Methods: A prospective study was performed. We included renal
transplant recipients who received tacrolimus as part of the immuno-
suppressive regime. Informed consent was signed. Visits were

scheduled at 3,6, 9 and 12 months, in each visit data on the number
of tacrolimus brand changes in the period was recorded as well as the
information about serum creatinine, estimated glomerular filtration
rate (eGFR), tacrolimus trough levels and dose (mg/kg) and the num-
ber of acute rejection episodes. Patients were divided in two groups
according to the number of tacrolimus brand changes in one year: ≤3
changes and > 3 changes.
Results: 54 patients were included, median age 14.5 years, 30 were male
(55.5%). There were up to 14 brand changes in 12 months, 26 patients
had ≤3 changes and 28 patients >3 changes. Patients with >3 changes had
more acute rejection episodes (43 vs. 15%, p=0.03), the eGFR at 12
months was similar in both groups.
Conclusions: Tacrolimus brand changes are frequent in children
with renal transplant in Mexico. Those with more than three brand
changes during the first year post-transplant had higher frequency
of acute rejection episodes. Despite the similar GFR at 12 months
observed, it is known that acute rejection episodes are a risk factor
for chronic allograft nephropathy, the main long-term cause of
graft loss. Long-term follow up is needed to clarify this point.
National and International transplant societies suggest to
maintain the same Brand of immunosuppressive therapy in trans-
plant recipients.

IPN12234-83 RENAL HISTOLOGY IN SLE: ARE CLINICAL
AND LABORATORY FINDINGS ENOUGH TO INFER
SEVERITY?

S. Steinbrun 1, M. Adragna 1, V. Solernou 2, M.F. Mieres Estegarribia 1,
A. Marega 1, L. Garcia Chervo 1

1 Nephrology department, Hospital Nacional de Pediatria S.A.M.I.C. Dr
Juan P. Garrahan - Argentina, 2 Patology department, Hospital Nacional
de Pediatria S.A.M.I.C. Dr Juan P. Garrahan - Argentina

Introduction: Lupus nephritis (NF) in children is as frequent as in 80% of
patients (p) with systemic lupus erythematosus (SLE). Renal biopsy (RB)
is essential to assess renal involvement (RI).
Objectives: to describe the association between RI and histological find-
ings (HF).
Material and methods: retrospective, descriptive between 2012-
2018. All p. met ARA criteria and RB was performed when RI
manifestations were present as: microscopic hematuria (MH), sig-
nificant proteinuria (SP), massive proteinuria (MP), nephritic syn-
drome, nephrotic syndrome, and drop in glomerular filtration
rate(eGFR).
Sex, diagnosis’ age, RB’s age, blood complement levels, renal
function (creatinine mg/dl and eGFR by Schwartz formula), plas-
ma albumin, urinary sediment and 24h proteinuria at RB’s time
were examined. We analyzed association between clinical presen-
tation and HF.
Results: 55 RB were performed but 3 were ruled out due to be second
biopsy.
Forty one (78.85%) female, diagnosis age 12.18 years (SD ± 2.63), time
elapsed between it and RI onset was 2.88 months (SD ± 7.90). RI clinical
manifestations: Mild: 34 (66.66%) MH/SP, Severe: 5p (9.8%) nephrotic
syndrome, 10p (19.61%) MP, 1p (1.96%) nephritic syndrome, 2p (3.92)
drop eGFR, Median time between RI and RB was 1 month (0-36).
Laboratory findings RB time: red blood cells 10.5 (0-50), leukocyturia 4
(0-40), proteinuria 835mg/24h (0-7.39g), C3 11 (11- 148), C4 6 (1-49),
creatinine serum levels 0.6 (0.3-1.72), Schwartz 126ml/min/1.73m2 (44-
269).
Histology: 19p (36.54%) NF class III, 13p (25%) NF class IV, 4p (7.69%)
NF class IV plus class V, 9p (17.31%) NF class V, 6p (11.54%) NF class
II, 1p (1.92%) NF class III plus class V.
There was no statistical association between RI at presentation and HF
(p = 0.26)
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Conclusion: p characteristics are similar to available bibliographic
information.
As in adults, clinical and laboratory values of RI do not exactly reflect HF.

IPN12235-84 WHOLE EXOME SEQUENCING (WES) IN
STEROID AND CALCINEURIN INHIBITOR (CNI )
RESISTANT NEPHROTIC SYNDROME (SRNS)

A. Sinha , P. Khandelwal , M. Chandan , P. Tewari , J. George , P. Hari , A.
Bagga
All India Institute of Medical Sciences, New Delhi - India

Introduction: Across registries, next-generation sequencing yields a
monogenic cause in 12-36% patients with sporadic SRNS.
Methods: From 2014-19, WES focusing on 25-54 genes was performed
in patients, 0.3-18 yr-old with SRNS that was CNI-resistant (n=40), fa-
milial (n=7), syndromic (n=6) and/or atypical (minimal edema, persistent
microscopic hematuria and hearing loss; 3 each).
Results: Fifty patients (30 boys) with disease onset at 5.0±3.9 yr were
included. Onset in infancy and parental consanguinity were observed in 8
patients each. Forty-one (82%) had initial steroid resistance; histology
showed FSGS in 28. Five patients had homozygous pathogenic/likely
pathogenic NPHS2 variants; 9 showed homozygous/compound hetero-
zygous pathogenic/likely pathogenic variants in CRB2 (n=2), MAGI2,
WDR4, SMARCAL1, ANKFY1, RRM2B and NUP107 and heterozygous
variant in WT1. Three patients had Alport syndrome with pathogenic
homozygous variants in COL4A4 (n=2) and hemizygous variant of un-
known significance (VUS) in COL4A5 (n=1). Three patients had homo-
zygous VUS inNPHS1, NPHS2 andPODXL1.Twenty-one variants were
not considered disease-causing due to absence of a second allelic variant
(n=12) or mismatch with phenotype (n=9). Fifteen (68% of disease-caus-
ing) variants were novel, including 12 pathogenic/likely pathogenic var-
iations (frameshift 5, nonsense 3, canonical splice site 1). WES led to
diagnosis in 20 (40%) patients, including 48.7% of patients with initial
resistance and none with late steroid resistance. Genetic variations were
identified in 67%, 66% and 57% of patients with syndromic features,
infantile onset and familial disease, respectively. Risk of progression to
eGFR <15 ml/min/1.73 m2 was higher in genetic, compared to non-ge-
netic, initial steroid resistance (65% vs. 19%, OR=7.4; P=0.004).
Conclusions: Limiting testing to patients with initial steroid resistance
and CNI-refractory, familial, syndromic or atypical NS increases yield of
WES to almost 50%. Novel pathogenic variants comprised two-thirds of
detected variants. Patients with inherited disease show high risk of pro-
gression to end-stage renal disease.

IPN12236-85 HEMATOLOGICAL DISORDER IN CHILDREN
WITH NEPHROPATHIC CYSTINO

A. Amen 1, S. Anees 1, H. Saad 1, N. Elshakhs 1

(1) Cairo University - Egypt

Background:Cystinosis is an autosomal recessive lysosomal storage
disorder caused by defects in CTNS, the lysosomal membrane trans-
porter for cystine,leads to accumulates in various tissues. Kidney
involvement appears early, starting with Fanconi’s syndrome that
generally becomes apparent 6-12 months after birth. Treatment is
supportive for the tubular defects, and also by cysteamine .
Symptomatic bone marrow disease is an uncommon complication
of cystinosis that has only been reported previously in a handful of
case reports. Our study aimed to characterize the hematological
manifestations of nephropathic cystinosis and to correlate them with
different factor like growth, thyroid and renal function
Materials and methods: 20 patients with confirmed nephropathic
cystinosis, age range from 1-20.5 year, were included in the study.

Cases were subjected to history taking focusing on consanguinity of
parents as well as history of sibling(s) affection.the age at onset of symp-
toms and age at diagnosis of the disease were recorded.Weight and height
were assessed upon enrollement.
Complete blood count, blood gases, electrolytes, kidney function
tests, TSH and FT4, were done as well as serum iron, ferritin, total
iron binding capacity &reticulocytic count were assessed. Bone
marrow aspirate or biopsy was taken for cases having a decrease
in one or more parameters in blood count. (Anemia, leucopenia /and
or thrombocytopenia).
Results: Anemia was present in 80% of cases and it was normocytic
normochroic anemia in 68.8%of cases. There is asignificient relation
between anemia and CCCS, Serum Ferritin, creatinine, and also in TSH
.three cases of 20 patient (15%) experienced cytopenia affecting more
than 1 hematologic cell line and bone marrow biopsy and aspirate was
done cell line and bone marrow biopsy and aspirate was done showing
deposition of cystine crystals and normal cellularity.
Conclusions: There is a significant relation between anemia and CCCS,
Serum Ferritin, creatinine, and also in TSH.

IPN12237-86 ACUTE KIDNEY INJURY AND RESPIRATORY
FAILURE IN HOSPITALIZED PATIENTS: WHICH IS MORE
DANGEROUS?

W. Elrewihby
Damanhour Medical National Institute - Egypt

Background: Acute kidney injury (AKI) increases mortality and mor-
bidity of hospitalized patients. Mortality of patients treated with renal
replacement therapy (RRT) is high. We aimed to evaluate the prevalence
of AKI, etiology and associated risk factors among hospitalized patients
during the Hajj time.
Methods: The study was conducted between 29 September and 25
November 2011 inclusive (Islamic lunar dates first of Dul- Qeda to
29th of Dul-Hejja 1432) at KingAbdul-Aziz Hospital, a 250-bed hospital,
in Makkah, KSA.
Results: From 851 patients of 47 different countries were admit-
ted, 87(10.2%) patients developed AKI with mean age (±SD) of
60.26 (±9.28) years. The major cause for admission was infec-
tions accounted for 51.7% (45 patients) of all the admitting pa-
tients who developed AKI. Only 21 (24.1%) patients who devel-
oped AKI required renal replacement therapy. Fourteen patients
(16.1%) received conventional haemodialysis, 7 (8%) patients re-
ceived continuous renal replacement therapy and 66 (75.9%) pa-
tients did not need renal replacement therapy. There was no sig-
nificant difference on the outcome according to the use or even
the type of renal replacement therapy.
From our 87 AKI patients we found that 22 patients needed mechanical
ventilation (MV) due to respiratory failure as sequelae of sepsis and the
remaining 65 patients didn't need mechanical ventilation.
Six patients (27%) of the 22 patients who was on MV needed hemodialysis
(HD) and 15 patients (23%) of the 65 patients who didn't need MV needed
HD with no significant difference between both groups (P = 0.705).
One patient (17%) only [of the 6 patients group who underwent MVand
HD] improved and 5 patients (83%) died during admission. On the other
hand 14 patients (93.4%) [Of the 15 patients group who didn't undergo
MV but needed HD] improved and only one patient (6.6%) died.
Statistically we found a significant difference between the two groups
with P < 0.0005.
Conclusion: Infection was the main cause of admission for pa-
tients who developed acute kidney injury. The type of renal re-
placement therapy used had no different effect on the outcome at
time of discharge. Mechanical ventilation doesn't affect the need
for HD, But MV and HD increase the mortality rate in our
patients.
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IPN12241-81 CHRONIC PERITONEAL DIALYSIS IN CHILDREN
UNDER 2 YEARS OLD: ATERTIARY HOSPITAL EXPERIENCE

L. Sylvestre , I. Floriani , R. Venturini , V. Vitorino , V. Joaquim , A.P.
Silva, D. Siqueira , D. Ripka , J.E. Mercado , K. Olandoski , M. Cunha 1,
E. Vargas 1, E. Wladika 1, D. Giamberardino-Filho 1

Hospital Pequeno Principe Curitiba - Brazil

Introduction: Peritoneal Dialysis (PD) is the main method of Renal
Replacement Therapy (RRT) for small children. It preserves residual renal
function and vascular access to Transplantation (Tx). However, the manage-
ment of the very small and young children is still a challenge. Our objective
was to assess outcome of children beginning PD under 2 years of age.
Material and Methods: observational, cross-sectional, analytical and ret-
rospective study was conducted at a tertiary hospital, in order to draw a
demographic profile of patients below two years of age submitted to chronic
PD A p value <0.05 was considered statistically significant.
Results: 41 children went on PD under two years of age from 2000 to 2016
in our center. Mean age was 9.6 months-old. 85% were male, 80% had
CAKUT. Eighteen patients needed to change to HD, 83% due to peritoni-
tis;13 patients died while on PD. Seventeen patients underwent Tx.
Comparing group 1: those who underwent PD until 2008, and group 2: those
who underwent PD after 2008, there was a lower mortality rate and a higher
number of transplants in the most recent group, the age of transplant in group
2 was significantly lower than in group 1 and the time between dialysis and
transplantation was also significantly shorter in the second group (p<0.05).
Conclusion: PD is a safe and effective method for patients below 2 years of
age who need RRT. The main complication of PD continues to be peritonitis
and in this study was also the main cause of change from RRT to HD. The
greater number of transplants, lower mortality, the possibility of transplanting
younger patients, reducing the time between dialysis and transplantation
suggest a technological advance, an improvement in the care provided and
adherence over the years.

IPN12242-82 USE OF ECULIZUMAB TO PREVENT
RECURRENCE OF DENSE-DEPOSIT DISEASE IN KIDNEY
TRANSPLANTATION: CASE REPORT.

L.C. Lopez 1, D. Di Pinto 1, M. Monteverde 1, V. Solernou 2, M. Adragna 1

1 Servicio De Nefrologia. Hospital De Pediatria Juan P. Garrahan.
Buenos Aires. - Argentina, 2 Servicio De Anatomia Patologica.
Hospital De Pediatria Juan P. Garrahan. Buenos Aires. - Argentina

Introduction: The better understanding of the role of complement sys-
tem in glomerular disease and the development of targeted treatment
strategies have expand the horizons to overcome the recurrence of glo-
merular disease in kidney transplant.
Material & methods: A 7-year-old girl who was referred to our institu-
tion with nephrotic syndrome, hypertension and gross hematuria. LowC3
was detected. A kidney biopsy confirmed the diagnosis of dense-deposit
disease (DDD). Despite the treatment with steroids and cyclophospha-
mide, she required hemodialysis 3 month after diagnosis.
She was tested positive for C3Nef by C3 convertase stabilizing assay, C3
convertase stabilizing assay with properdin and immunofixation electro-
phoresis. She was negative for genetic variants of CFH, CFI, MCP
(CD46), CFB, CFHR5, C3, THBD, DGKE, PLG and ADAMTS13.
Four years before her diagnosis, she received a cadaveric donor kidney
transplant. Before transplant surgery she received one plasmapheresis
session and eculizumab as prophylaxis of DDD recurrence.
Induction treatment: thymoglobulin. Maintenance: mycophenolate mofe-
til, steroid and tacrolimus for. Eculizumab was continued after surgery.
Serum creatinine (SCr) 0.7 mg/dl at discharged: estimated glomerular
filtration rate (eGFR) 87 ml/min/1.73m2.
Six months before transplant she was positive for dysmorphic red blood
cells in urine. Renal biopsy showed mild mesangial hypercellularity and

segmental thickening of the glomerular basement membrane, with immune
deposition of C3, IgM and IgG. Findings were compatible with relapse
DDD in an early stage without histological parameters of graft rejection.
Two years after receiving her kidney transplant, she is under tacrolimus,
mycophenolate mofetil, prednisone and eculizumab. She continues with
normal eGFR and intermittent microhematuria.
Conclusions: Eculizumab has been used off label to treat a number of
patients with native C3G. Given the limited number of patients who
received the drug, it is difficult to draw conclusions about the efficacy,
optimal timing, and ideal treatment duration of eculizumab.

IPN12243-83 SCREENINGOFCKDRISKFACTORS INCHILDREN
OF THE VILLAGE OFAKASSATO IN SOUTHERN BENIN

F. Lalya, Y. Tohodjede , R. AboudouWabi , R. Bio Nigan, F. Alihonou, L.
Bagnan Tossa
University Hospital CNHU-HKM of Cotonou - Benin

Introduction:Risk factors for CKDwhich are well known in adults, may
already be present in children and often go unnoticed. As part of the
activities of the 2019’s world kidney day a screening in a rural setting
was implemented. The objectives of this study were to identify risk fac-
tors for CKD in children in a rural setting and raise awareness of these
children and their parents.
Methods: This was a cross-sectional, prospective and descriptive study con-
ducted from 1st May to 30th June 2018, included children aged 5-15 years,
living for at least 12 months in Akassato, a rural community in southern
Benin. In all children urine dipstick was performed for proteinuria and hema-
turia. Eating behaviors and physical activities were explored through a ques-
tionnaire. Weight, height and blood pressure were measured to search for
overweight and hypertension. A finger prick test was done for blood glucose
level. Data analysis was computer-based. Awareness and prevention mea-
sures were addressed to parents at the end of the screening.
Results: A total of 260 children (124 males and 134 females) were screened
during the study period. The main risk factors found were: regular consump-
tion of herbal beverage (79.6%), overweight (9.2%), hematuria (5.8%), hy-
pertension (8.1 %), proteinuria (15.8%) and leucocyturia (29.6%). These risk
factors were most prevalent among children in the 5 to 10 years age group
(59.2%). female (sex ratio: 0.92), mostly in the Goun or Fon ethnic groups.
The messages addressed to parents and children at the end of this screen-
ing were summarized in the following: regular sports practice, consump-
tion of clean water, avoiding traditional herbal beverage consumption,
avoiding excessive salt and sugar consumption.
Conclusion: Early detection of risk factors and awareness of populations
for safe behavior are the best means of prevention.
Keywords: chronic kidney disease, risk factors, children, Benin

IPN12244-84 PAEDIATRICACUTEKIDNEY INJURY INLAGOS
STATE UNIVERSITY TEACHING HOSPITAL, IKEJA

A. Solarin 1, H. Gbelee 1, O. Akinyosoye 2, F. Njokanma 3

1 Lagos State University College of Medicine,ikeja - Nigeria, 2 Lagos
State University Teaching Hospital,ikeja - Nigeria, 3 Lagos University
College of Medicine - Nigeria

Abstract Acute Kidney Injury (AKI) is common and very often under-
recognised condition with significant morbidity and mortality especially
in the developing nations. On the heels of the human right statement put
forward by International Society of Nephrology to eliminate (at least
reduce) preventable cases of AKI by 2025, we carried out this study
Aims/Objectives: To determine the incidence of AKI, aetiological pat-
tern and the outcome of AKI in our institution.
Methods: Prospective study carried out between August 2016 and
September 2018.Subjects were defined as AKI using the KDIGO criteria
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and severity of AKI was determined using the most severe of serum
creatinine or urine output criterion of the KDIGO.
Result: AKI was documented in one hundred and two subjects with an
incidence of 29/1000. The median age was 36.0months (IQR 3.75-84.0).
Majority of the subjects 80(78.4%) were more than 60 months old.
56(54.9%) were males. Majority of the AKI was from the community
and accounted for 84(82.4%) of children with AKI. Infection is the lead-
ing cause of AKI (79.4%) followed by nephrotoxic agent (30.4%), dehy-
dration (24.5%), primary kidney disease (22.5%). Most of the subjects
presented in KDIGO stage 3. Majority were managed conservatively
63(61.8%). Peritoneal dialysis was done on 11(10.8%), haemodialysis
on 25(24.5%) and 3(2.9%) had initial PD but subsequently changed to
HD. Majority of the children survived 75(74.3%) and 18(17.8%) died
while 8(7.9%) discharged against medical advice (DAMA). Mortality
was seen only in those in KDIGO stage 3.Major determinants of outcome
include level of consciousness, KDIGO stage 3, platelet level less than
100,000/mm3, acidosis and sodium level. 5(4.9%) progressed to chronic
kidney disease and (1.9%) have progressed to End stage renal disease.
Conclusion: Sepsis is the leading cause of AKI in our setting. The major
factors associated with mortality are acidosis, thrombocytopenia, uncon-
scious state and abnormal sodium level.

IPN12245-85 MAIN ALTERATIONS IN AMBULATORY
PRESSURE IN ADOLESCENTS WITH OBESITY IN MEXICO

Díaz Escobar LA2, López González D2, Hernández AM1, Medeiros
Domingo M1.
1 Unidad de Investigación en Nefrología y Metabolismo Mineral y Óseo
HIMFG, 2 Unidad de Investigación en Epidemiologia Clínica HIMFG

Introduction: Patients with obesity, in addition to having a higher risk of
developing hypertension (HT), experience other alterations in blood pres-
sure (BP) such as: masked hypertension and alterations in the Circadian
cycle variability that can only be detected through monitoring ambulatory
blood pressure (ABPM). Since child obesity is a health problem in
Mexico, the aim of the study was to describe the ABPM alterations found
in Mexican obese children.
Material and methods: Patients from obesity clinic were invited to par-
ticipate. ABPM was measure using a spacelabs 90207 monitor.
Results: 30 patients were included, median age 15 years. Regarding am-
bulatory BP parameters were the following: 23% had systolic diurnal
hypertension of 24 hrs and 16.6% diastolic HTA. For nocturnal blood
pressure 30% had systolic and 50% diastolic hypertension. The non-
decrease in BP was present in 50%. Considering all possible items 70%
of patients had HTA. In addition, loads greater than 50%were observed in
13 patients (43%).
Conclusions: In Mexican obese patients, the global prevalence for am-
bulatory hypertension was of 70% and 50% were non-dippers. Further
evaluations for end organ damage are needed.

IPN12246-86 VITAMIN D STATUS IN CHILDREN WITH
NEPHROTICSYNDROMEINATERTIARYHOSPITALINNIGERIA

A. Solarin 1, M. Adekunle 2, B. Animasahun 3, O. Olutekunbi 4, L.
Moriam 2, O. Aremu 5, F. Njokanma 3

1 Lagos State University College of Medicine,ikeja - Nigeria, 2 Lagos State
University Teaching Hospital, Ikeja - Nigeria, 3 Lagos State University
College Of Medicine, Ikeja - Nigeria, 4 Massey Street Children's
Hospital, Lagos Island - Nigeria, 5 Holy Cross Hospital, Ikoyi - Nigeria

Abstract
Nephrotic syndrome is a chronic relapsing condition associated with uri-
nary loss of albumin and other proteins such as vitaminD binding protein.

Objectives: This study aimed to determine the prevalence of 25 hydroxy
vitamin D(25OHD) in children with NS and apparently healthy controls.
Determine the relationship of 25OHD with VDBP and identify disease
determinants of hypovitaminosis D in the cases.
Method: A cross sectional study was performed to investigate
25hydroxy vitamin D status in children with Nephrotic syndrome
and apparently healthy controls. The mean difference of the vita-
min D level between the children with nephrotic syndrome and
the controls was determined. The children with nephrotic syn-
drome were categorized into remission, relapse, newly diagnosed.
Serum vitamin D binding protein of all children studied was de-
termined. Serum creatinine, estimated GFR, serum albumin, calci-
um was assayed.
Results: Fifty-five children with nephrotic syndrome and twenty-
four controls were assessed for their vitamin D levels and VDBP.
There was no mean difference between the ages of the cases (81.65
±43.61) and the control (85.67±46.32) p =0.713. Severe deficiency,
deficiency and insufficient levels were documented in 30 (54.5%),
23(41.8%) and 2(3.6%) of cases and when compared to the control,
there was significant difference (p =0.007). Significant difference
was noted between cases and control in waist to hip ratio, serum
calcium, albumin, and vitamin D status. There was no significant
difference in the VDBP in cases and control. Vitamin D level was
significantly different between those in remission (30.31±15.19) and
those who were not in remission (19.63±10.98) p =0.004.
Comparing the state at recruitment (remission, newly diagnosed,
relapse and resistant), there was significant difference in vitamin D
level (p=0.031). The area under the curve of the VDBP was 0.7,
with a specificity of 100% and sensitivity of 47%.
Conclusion: Hypovitaminosis D occur more frequently in children with
Nephrotic Syndrome.

IPN12247-87 FKBP5 GENE POLYMORPHISMS WAS
CORRELATED WITH SERUM LDL-C IN CHILDREN WITH
NEPHROTIC SYNDROME

F. Yang 1, S. Peng 1, Z. Guo 1, C. Zhang 2

1 Department of Pediatrics, First Affiliated Hospital of Jinan University,
Guangzhou . - China, 2 Department of Pediatrics, the Third Affiliated
Hospital of Jinan University, Zhuhai . - China

Abstract
Objective:To investigate the relationship between FKBP5 gene poly-
morphisms in loci rs1334894, rs9394309, rs6912833 and the devel-
opment of hyperlipidemia in children with nephrotic syndrome.
Methods: 74 patients with (PNS) were involved in the case group,
The control group incorporated 76 healthy children who
underwent genetic polymorphism analysis, Polymerase chain reac-
tion and gene sequencing were used to detect FKBP5 gene poly-
morphisms in loci rs1334894, rs9394309 and rs6912833 in chil-
dren. Furthermore, the clinical data of 74 cases were collected,
including total cholesterol, triglyceride, high density lipoprotein
cholesterol, low density lipoprotein cholesterol , serum albumin.
Results: There was significant difference in LDL-c levels between AA
and TA genotypes in locus rs6912833 of FKBP5 gene in the case group
(P<0.05), but there was no statistical difference of CHOL, TG and HDL-
c levels between them (P>0.05). In addition, no significant statistical
differences were also observed concerning LDL-c levels between AA
and TA genotype in the steroid-sensitive group, steroid-dependent group
and steroid-resistant group (P>0.05). there was no statistical differences
in the levels of CHOL, TG, HDL-c and LDL-c between the GG and AG
genotypes in locus rs1334894 (P>0.05). there was also no statistical
differences in the levels of CHOL, TG, HDL-c and LDL-c between the
TT and TC genotypes in the locus rs939409 (P>0.05).
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Conclusion: AA genotype in the locus rs6912833 of FKBP5 gene was
suggested to be correlated with the levels of serum low density lipoprotein
cholesterol in PNS patients. Whereas there was none correlation in locus
rs1334894 and locus rs939409 with dyslipidemia in children with prima-
ry nephrotic syndrome

IPN12248-88 PROMINENT RENAL COMPLICATION OF
THROMBOTIC MICROANGIOPATHY IN COBALAMIN C
DEFICIENCY

X. Liu , F. Wang , H. Xiao , Y. Yang , Y. Yao , J. Ding , Y. Zhang
Peking University First Hospital - China

Objective: To better characterize methylmalonic academia with or with-
out homocysteinemia in children.
Methods: Detailed clinical data were collected and analyzed. Both
of the two children accepted renal biopsy. For gene analysis of
MMACHC and MUT, genomic DNA was analyzed by using PCR
and direct sequencing.
Results: Case one is the second child of nonconsanguineous,
healthy parents. Her older sister died of renal failure at age 3.
The patient presented with microscopic hematuria and moderate
proteinuria, without hypoalbuminemia or renal dysfunction, at age
4. Physical examination showed mild development retardation.
Lab examination showed macrocytic anemia, remarkable elevated
urinary methylmalonic acid and plasma homocysteine. Renal bi-
opsy showed thromboticmicroangiopathy. The compound heterozy-
gous mutations in MMACHC gene were found. After vitamin B12, folic
acid and L-carnitine betaine supplementation, significant improvement
was observed. Hemoglobin increased to normal, urine protein became
negative and Plasma homocysteine decreased gradually. Case 2 is the
only child of nonconsanguineous, healthy parents. He presented with
repeatedly vomiting at age 0.5, and renal dysfunction at age 13. Lab
examination showed anemia, myocardial hypertrophy and pulmonary
hypertension, without proteinuria or hematuria. Remarkable elevated uri-
nary methylmalonic acid was found, while plasma homocysteine was
normal. Renal biopsy showed glomerular proliferation and sclerosis.
Compound heterozygous mutations in MUT gene were found. In contrast
to case 1, this patient was not reactive to vitamin B12. Calcium channel
blockers were given to control blood pressure.
Conclusions: Prominent renal complications can be found in
Methylmalonic Academia patients with or without Homocysteinemia,
but their renal manifestations and pathological features are different.
Gene analysis showed they had mutations in different genes.

IPN12249-89 HEALTH RELATED QUALITY OF LIFE OF
CHILDREN WITH NEPHROTIC SYNDROME IN LAGOS
NIGERIA

A. Solarin 1, M. Adekunle 2, H. Gbelee 3, B. Animasahaun 1, F.
Njokanma 1

1 Lagos State University College of Medicine,ikeja - Nigeria, 2 Lagos
State University Teaching Hospital, Ikeja - Nigeria, 3 Lagos State
University College Of Medicine, Ikeja - Nigeria

Abstract
Introduction: The characteristic chronic relapsing nature of Nephrotic
syndrome and the response to steroid have significant implications on
outcome. The quality of life of children with this disorder in Africa have
not been extensively studied.
Aim: To assess the quality of health of children with nephrotic syndrome
and factors affecting them.
Method:A cross sectional study of children to assess the quality of life in
children aged 2 years to 18 years with idiopathic nephrotic syndrome

using the Pediatric Quality of Life Inventory (PedsQL TM 4.0 Generic
Core Scales) was conducted.
Results: Sixty-one children were recruited, males 37(60.7%) and
females 24(39.3%). 49(84.5%) were steroid sensitive and
9(15.5%) steroid resistant. 24(48%) had one or more relapses in
six months or a year, 26(52%) had no relapse. Majority of the
children were on steroid alone (73.1%). The mean comparison of
QoL of parents and children in the physical functioning, school
functioning domains were significant (p= 0.012 and 0.010 respec-
tively) and the total mean difference was significant with p= 0.012.
There was no significant difference in the mean PedsQL score
scale based on duration of illness except in the parent assessment
with respect to school functioning (p=0.016). Based on their ste-
roid sensitivity, mean comparison of scores for parent and child
showed significance in the physical, emotional and social function-
ing and overall for parent’s assessment (p < 0.05) and physical
functioning domain in child assessment (p <0.05). The mean
PedsQL score difference based on chronic kidney disease (CKD)
and estimated GFR showed in the child assessment, significant
impart in emotional funct ioning (p= 0.026 and 0.0009
respectively).
Conclusion: The overall health quality of life of children with Nephrotic
syndrome in our setting is good. However, those who were not steroid sen-
sitive NS, with CKD and longer duration of illness had poorer quality of life

IPN12250-81 30 YEARS EXPERIENCE IN AHUS IN A THIRD
LEVEL PEDIATRIC HOSPITAL

M. Adragna , L. Garcia Chervo , M. Monteverde , A. Chaparro , D. Di
Pinto , R. Diaz Moreno , J. Ibanez , S. Steinbrun , L.C. Lopez
Hospital de Pediatría Prof. Dr. Juan P. Garrahan. Ciudad Autónoma de
Buenos Aires - Argentina

Introduction: due to particularly epidemiology of Stec HUS in
Argentina, the atypical (aHUS) form is approximately less than 1% of
all cases. At our Hospital, the average number of the patients (p.) with
tipical form is about 30 per year. Atypical ones were 14 in 30 years. As
worldwile, early diagnosis and use of novel therapies changed the severe
outcome of this illness.
Objective: to show the experience in aHUS in a third complex Pediatric
Hospital in Argentina
Material and methods: retrospective descriptive cases series. Since
1988 to 2018, 14 patients (p.) within 3 months and 7 years old were
diagnosed as aHUS due to clinical and laboratory findings: anemia
thombocytopenia, hematuria, proteinuria and acute kidney injury.
Results: 9/14 p. were less than 1 year of age and the other 5 within
4 and 7. All p. had microangiopathic anemia, thombocitopenia and
renal involvement as abnormal creatinine, hematuria and proteinuria
(without nephrotic sindrome), 1/14 had a mild non STEC diarrhea.
6/14 had low C3, 8/14 needed dialysis at first episode, 8/14 had
recurreces (1-5 episodes). Treatment: 10/14 had plasma infusion
therapy and 5/14 recieved Eculizumab at the first episode and 3
more for transplant recurrece prophylaxis. Mean time follow up:
11.02 years (1-19.2 y). In 13/14 p. molecular diagnosis could be
performed (abroad).
Outcome: 8/14 developed chronic kidney disease, 3 Stage III and 5
nedded 1 or 2 (3 p.) kidney transplants, 6 had normal renal function
(5/6 under Eculizumab treatment). Prophylaxis for recurrence in kidney
transplant was successfull in all cases.
Conclusion: Our experience in aHUS, as in the literature, showed
the different age of presentation, natural history and outcome
(worse and recurrent) from Stec HUS. As Stec HUS is endemic
in our country, the incidence of aHUS is much lower than the rest
of the world. Early use of Eculizumab really improves this dark
prognosis.
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IPN12252-83 REASSESSING THE PATHOGENICITY OF
C.2858G>T(P.(G953V)) IN COL4A5 GENE

Y. Zhang , J. Ding , S. Wang , F. Wang
Department of Pediatrics, Peking University First Hospital,Beijing -
China

Abstract
X-linked Alport syndrome (XLAS) is an inherited renal disease caused by
mutations in COL4A5 gene. The c.2858G>T(p.(G953V)) in COL4A5 gene
(rs78972735) is considered pathogenic previously. However, there is conflict-
ing of its pathogenicity recently. Here we present 19 Chinese families, out of
which 36 individuals (18 probands and 18 family members) carried the
c.2858G>T(p.(G953V)) in COL4A5 gene. The clinical manifestations and
genetic findings of them were analyzed. We found there were no clinical
features of Alport syndrome not only in 6 probands with
c.2858G>T(p.(G953V)) in COL4A5 plus pathogenic variants in other genes
(e.g.WT1,ADCK4,NPHP1,TRPC6,COL4A4 andPAX2) but also in another
6 probands with only the c.2858G>T(p.(G953V)) variant. The other 6 pro-
bands with a combination of c.2858G>T(p.(G953V)) and another pathogenic
variant inCOL4A5 hadXLAS. Eleven familymembers (11/18, 9 females and
2 males) who had only the c.2858G>T(p.(G953V)) variant were asymptom-
atic. These two males (at age of 42 and 35 years) had normal result of urine
analysis and no more clinical traits of Alport syndrome. We conclude
c.2858G>T(p.(G953V)) in COL4A5 gene is not a pathogenic variant for
XLAS. Individuals should not be diagnosed as XLAS only based on the
detection of c.2858G>T(p.(G953V)) in COL4A5 gene.
Keywords: Alport syndrome; COL4A5 gene; nephrotic syndrome; pro-
teinuria; FSGS

IPN12253 - 84 OPTIMIZING THE HEMODIALYSIS
TREATMENT OF HYPERAMMONEMIA CAUSED BY
ORNITHINE TRANSCARBAMYLASE DEFICIENCY

A. Wade , C. Chong , A. Nettel Aguirre , A. Khan
University of Calgary - Canada

Introduction:An early liver transplant is the key to the survival of infants
born with ornithine transcarbamylase deficiency (OTCD), a rare urea
cycle disorder. Hyperammonemia may cause permanent neurological
damage or death. In Southern Alberta, there is a founder mutation asso-
ciated with severe (OTCD) due to a complete gene deletion (ornithine
carbamoyltransferase OMIM 300461). Traditional treatment using intra-
venous urea scavengers has been unsuccessful. Hemodialysis (HD) has
been shown to reduce ammonia levels until a transplant is available. The
optimal dialysis settings that efficiently decrease ammonia levels have not
been previously identified.
Methods: This is a retrospective study of 7 male children with
OTCD who received HD from 2010-2018. Ammonia levels and
dialysis session sheets were collected along with the results of mag-
netic resonance imaging (MRI) scans. We determined blood flow
rate (Qb) in mL/kg/min, dialysate flow rate (Qd), dialyzer size
(m²) as a percentage of body surface area (BSA), central venous
access size and location, and session duration. Data from 172 dial-
ysis sessions involving all 7 patients were collected but analysis was
then limited to pre-dialysis ammonia > 100μmol/L (< 30 min before
HD) and where HD parameters remained constant. Ammonia reduc-
tion t½ was calculated for each session & a regression tree by re-
cursive partitioning was implemented to determine variables that
influence the ammonia t½.
Results: Ammonia levels tended to rise rapidly after 1-2 days of life to
levels > 1000μmol/L. Despite a rapid reduction in ammonia levels, MRI
changes in the brain were noted if levels were > 400μmol/L. Using HD
with a Qb of 7-9 mL/kg/min and a dialyzer size > 1.2x BSA, an ammonia
t½ of < 60 min could be achieved.

Discussion: Early HD with a Qb of 7-9 ml/kg/min and a large dialyzer
can prevent the CNS changes associated with OTC deficiency.

IPN12254-85 ORIGIN AND PHENOTYPE OF A FACTOR B
MUTATION IN FAMILIAL ATYPICAL HEMOLYTIC UREMIC
SYNDROME

S. Aradottir 1, A. Kristofferson 1, P. Sulem 2, A. Olin 1, H. Gong 1, L.T.
Roumenina 3, R. Palsson 4, D. Karpman 1

1 Department of Pediatrics, Clinical Sciences Lund, Lund University,
Lund - Sweden, 2 deCODE Genetics, Reykjavik - Iceland, 3 Cordeliers
Research Center; INSERM UMRS 1138; Sorbonne University; Paris
Descartes University; Paris Diderot University, Paris - France,
4 Landspitali - The National University Hospital of Iceland and
University of Iceland, Reykjavík - Iceland

Factor B mutations have been reported in a limited number of patients with
atypical hemolytic uremic syndrome (aHUS). The mutants may lead to a
hyperfunctional C3 convertase. This study describes a factor B mutation in
a large Icelandic kindred and its phenotypic consequences. A heterozygous
factor B mutation (D371G) was identified in a family, in which three mem-
bers developed aHUS. Four mutation carriers were unaffected and an ad-
ditional 203 family members were found to be non-carriers. The mutation
origin could thereby be traced to an ancestor in the late 1800s. No other
mutations in complement genes were found. All individuals with the mu-
tation had normal levels of factor B, but low levels of C3. Renal biopsies
exhibited C3 deposition. The factor B exhibited normal protein size. Sera
from 3/5 individuals bearing the mutation induced increased hemolysis of
sheep erythrocytes and, of these, two samples induced C3 deposition on
human glomerular endothelial cells. The factor B mutation was expressed
and its size corresponded to wild-type factor B. The mutant variant of factor
B exhibited increased binding to C3b and thus enhanced formation of the
C3 convertase, assayed by surface plasmon resonance. Incubation of the
mutant factor B, in factor B-depleted serum, induced hemolysis of rabbit
erythrocytes. In conclusion, the founder effect of this mutation was traced.
The mutant factor B induced enhanced C3 convertase formation and he-
molysis, and could thereby explain complement consumption, and contrib-
ute to the development of aHUS.

IPN12255-86 PROGNOSTIC FACTORS AND EFFICACY OF
CONTINUOUS RENAL REPLACEMENT THERAPY IN
CRITICAL CHILDREN

J. Ding 1, J. Lin 2, S. Hsia 2, T. Jaing 3, S. Chen 3, M. Tseng 4

1 Department of Pediatrics, Tri-Service General Hospital, National
Defense Medical Center, Taipei - Taiwan, Province Of China,
2 Division of Pediatric Critical Care Medicine, Department of
Pediatrics, Chang Gung Memorial Hospital and Chang Gung
University, Taoyuan - Taiwan, Province Of China, 3 Division of
Hematology/Oncology, Department of Pediatrics, Chang Gung
Memorial Hospital and Chang Gung University, Taoyuan - Taiwan,
Province Of China, 4 Division of Nephrology, Department of
Pediatrics, Chang Gung Memorial Hospital and Chang Gung
University, Taoyuan - Taiwan, Province Of China

Background: Continuous renal replacement therapy (CRRT) had
become the preferred device for hemodynamically unstable adults
and pediatric patients. However, the study focused on the impact
of CRRT on clinical outcomes in critical pediatric remains
limited.
Materials and Methods: Pediatric patients underwent CRRT between
2011 and 2018 were retrospectively enrolled. Patient with non-renal in-
dications of CRRT, including inborn error of metabolism, hepatic failure,
drug overdose, were excluded. The demographic and clinical
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characteristics, laboratory data, dose, duration, and efficacy of CRRT
dosing, and outcomes were analyzed.
Results: Seventy-f ive pat ients with male predominance
(M:F=39:36) were enrolled. The mean age was 8.8±7.15 years
old, of which, the youngest patient was 3 days old. Indications
for CRRT were acute kidney injury with complicated acid-base imbal-
ance, electrolytes imbalance, and/or fluid overload. The mean duration and
replacement dosing of CVVH were 9.96±12.5 days and 39.89±10.99 ml/
kg/hr, respectively. The overall survival rate and renal survival rate
were 46.67% and 71.42%, respectively. High PRISM IV score, status post
bone marrow transplantation, and respiratory failure were significantly cor-
related with 90-day mortality. Logistic regression analysis demonstrated
that patients who had received bone marrow transplantation independently
associated with higher mortality. Among survivors, 10 of 35 had advanced
chronic renal disease. Hypofibrinogenemia prior to CRRT had a favorable
renal outcome. No benefit evidence of high replacement rate was found in
this study.
Conclusion: Patients who had received bone marrow transplantation was
an independent risk factor of mortality in pediatric CRRT patients.
Hypofibrinogenemia was a favorable factor of renal outcome among
survivals.

IPN12256-87 ADRENAL INSUFFICIENCY IN NEPHROTIC
SYNDROME CHILDREN ON CORTICOSTEROID
TREATMENT

K. Abu Bakar 1, K. Khalil 2, J.J. Kim 3, N.A. Muhammad 4, Y.C. Yap 5,
Y.N. Lim 5, M. Appadurai 5, C.S. Lai 6, S. Sidhu 7, A. Anuar Zaini 1, N.
Samingan 8, M.Y. Jalaludin 1

1 University Malaya - Malaysia, 2 Hospital Serdang - Malaysia,
3 Nottingham University Hospital - United Kingdom, 4 Institute for
Public Health - Malaysia, 5 Hospital Kuala Lumpur - Malaysia,
6 Hospital Wanita dan Kanak-Kanak Likas - Malaysia, 7 Hospital
Pulau Pinang - Malaysia, 8 University Malaya - Malaysia

Background: Adrenal insufficiency can result from an impaired function at
each level of the hypothalamic-pituitary-adrenal (HPA) axis. This study fo-
cuses on the prevalence and risk factors associated with adrenal insufficiency
in children receiving prolonged exogenous steroid treatment for nephrotic
syndrome.
Method: Low-dose Synacthen test (LDST, 0.5 μg/m2) was performed in
children with steroid-sensitive nephrotic syndrome at least 4-6 weeks
after discontinuation of corticosteroid therapy. Early morning serum cor-
tisol was taken at baseline and at an interval of 10-, 20-, 30- and 60
minutes post- stimulation test. A normal HPA axis stimulation response
was defined as having a peak cortisol cut-off value of more than 550
nmol/L.
Result: Thirty- seven children were enrolled. All of them had normal
early morning cortisol levels. However, 13 (35.1%) children demon-
strated HPA axis suppression (by LDST) at 4 – 6 weeks after discon-
tinuation of oral prednisolone. Nephrotic syndrome diagnosed before
age 5 years (OR 0.75, 95% CI 0.57-0.99; p=0.043), and steroid-
dependance (OR 5.58, 95% CI 1.06-29.34; p=0.042) were associated
with increased risks of developing adrenal suppression after steroid
discontinuation.
Conclusion: HPA axis suppression, which can be life-threatening, may
go unnoticed without proper screening. A normal early morning cortisol
level (275 – 555 nmol/L) does not exclude adrenal insufficiency in chil-
dren with steroid- sensitive nephrotic syndrome. A low threshold for
further screening with low-dose Synacthen test particularly in children
who were below five years of age at diagnosis is warranted.
Keyword: Adrenal insufficiency, steroid withdrawal, nephrotic syn-
drome, HPA axis, cortisol.
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Background: Homozygous familial hypercholesterolemia (HoFH) is
characterized by severely elevated low-density lipoprotein cholesterol
(LDL-C) levels. Untreated, HoFH may cause severe atherosclerotic car-
diovascular disease in childhood. Lipoprotein Apheresis (LA) is consid-
ered the most important treatment option. However, the efficacy, safety
and optimal way to perform LA are only evaluated in small case series.
We therefore established an international registry in order to obtain infor-
mation on execution and outcomes of LA in HoFH children. This study
aims to investigate LA policies and short-term outcome of LA.
Methods: We approached centers wordwide, involved in LA in HoFH
children for participation. We collected information on demographics,
diagnosis, lipid profile, treatment characteristics and medical history at
time of diagnosis and entry into the registry for each patient.
Results: We obtained data from 50 children, treated in 15 sites. Median
(IQR) LDL-C at diagnosis was 19.2 (16.2 – 22.1) mmol/L, after medica-
tion 14.4 (10.8 – 16.7) mmol/L and on LA, 4.6 mmol/L. Median (IQR)
time between diagnosis and starting LA was 2.8 (1.0 – 4.7) years. Six
(12%) patients developed cardiovascular disease during that period. Most
children received LA either weekly (43%) or biweekly (37%). Treating
weekly was significantly more effective. Seven (17%) patients reached
mean LDL-C levels <3.5 mmol/L. Xanthomas were present in 42 (84%)
patients at diagnosis, in 19 (45%) patients they completely dissapeard on
LA. Side effects of LAwere minor and occurred in 16 (33%) children. LA
was carried out by different medical specialities and treatment policies
varied significantly.
Conclusions: LA is a safe treatment with few side effects, leads to an
important reduction of LDL-C in HoFH children and disappearance of
xanthomas. However, only a small number of our patients reached the
recommended mean LDL-C over time and LA onset was delayed in most
patients, indicating that there is room for optimizing treatment.
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