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above an area of narrowing should suggest a secondary 
pulsion diverticula above a foreign body. This is particu- 
larly true when the level of the neck of the diverticulum is 
above the thoracic inlet or the aortic arch, common 
foreign body sites. 
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struction, renal duplication, and megaureter and hydro- 
nephrosis, if US, VCUG and renal scintigraphy have 
produced corroborating findings. In this way, one exami- 
nation with radiation exposure can be eliminated. 
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tern,  m a r k e d  e d e m a  and p r o m i n e n t  
mass effect  and especial ly  t he  " r ing-  
l ike"  pe r i phe ra l  pa t t e rn  of  enhance -  
ment .  This  pe r iphe ra l  r im was r e p o r t e d  
in only  two p rev ious  cases of  bra in  lym- 
p h o m a  of  adul t  pat ients ,  one  of  t h e m  
with  A I D S  [4, 9]. 

In conclus ion ,  in ch i ldhood  pr imary  
bra in  l y m p h o m a  is e x t r e m e l y  rare  [11, 
12]. O u r  case p r e s e n t e d  atypical  C T  fea- 
tures,  mimick ing  gl iomas,  or  i n f l amma-  
tory disease,  especia l ly  bra in  abscess. 
Desp i t e  its rar i ty  b ra in  l y m p h o m a  
should  be  inc luded  in the  d i f ferent ia l  di- 
agnosis,  even  in the  p r e s e n c e  of  unusua l  
CT  features .  
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this high-risk group,  Copel  et al c laim the 
fou r -chamber  view has a posi t ive predic-  
tive va lue  of 95.8 % and  a nega t ive  pre-  
dictive va lue  of 99.4 % [2]. Diagnos is  of 
H L H S  with 100% accuracy at 18-24 
weeks  ges ta t ion  is accepted as the  rule  
[1-5], a l though  two atypical  cases of 
H L H S  have  been  descr ibed [4, 5] in 
which a left ventr ic le  of ini t ial ly n o r m a l  
size bu t  poo r  contract i l i ty  was n o t ed  dur-  
ing deta i led fetal  echocardiography.  

Desp i te  the  high yield of fetal  echo- 
card iography  in the  high-risk group,  
most  cases of major  congeni ta l  hear t  dis- 
ease will be  found  in the  low-risk popula -  
t ion  group (2-3 per  thousand) .  The  four- 
cham be r  cardiac view, a s t andard  par t  of 
the rou t ine  obste t r ic  u l t r a sound  examin-  
a t ion [2, 3], is said to exclude most  severe 
congeni ta l  hea r t  disease (HLHS,  atresia 
of the  mitral ,  p u l m o n a r y  or t r icuspid 
valves, doub le  inle t  ventr icle ,  a t r ioven-  
t r icular  canal  defect) [2, 3], f rom 
16 weeks  ges ta t ion  onwards .  It  has come  
to be  expected that  any  c o m p e t e n t  ob-  
stetric u l t r a sound  exami n a t i o n  will de- 
tect H L H S  and  mos t  (but  no t  all) o the r  
severe congeni ta l  hear t  anomal ies  f rom 
16 weeks gestat ion onwards ,  us ing  the 

four -chamber  view alone.  If c ine- loop 
technology  is no t  avai lable ,  it is difficult 
at t imes  to ob t a in  an ideal  four -chamber  
view on  hard  copy dur ing  a rou t ine  t ime-  
l imi ted obstetr ic  u l t r a sound  examin-  
a t ion,  and some  re l iance  is made  inevi t -  
ably on  the  rea l - t ime appea rance  seen by  
the  sonographer .  

The  et iology of H L H S  is u n k n o w n .  
T h e  d e v e l o p m e n t  of classical H L H S  fol- 
lowing less typical  appea rances  in the 
second  t r imes ter  in our  case and  the  two 
atypical  cases previous ly  repor ted  [4, 5] 
ma y  indicate  that  the  f inal  express ion  of 
H L H S  has a var iab le  age of onset .  

In  the  light of our  case, we bel ieve  the  
fol lowing poin ts  can be  made .  H L H S  
c a n n o t  be  conf ident ly  excluded by  a nor-  
ma l  four -chamber  view in the  second  tri- 
mester.  The  accuracy of the  four-cham- 
be r  view in " rou t ine"  an tena ta l  
u l t r a sound  is no t  well  es tabl ished,  al- 
t hough  the four -chamber  view is re l iable  
in d iagnos ing  maj or congeni ta l  hear t  dis- 
ease when  it forms par t  of  a deta i led  fetal  
echocard iographic  examina t ion .  It  is im- 
po r t an t  for the sonographe r  to no te  
func t ion  as well as s t ructure  when  ob- 
ta in ing  the four -chamber  view. 
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cu r r i ng  in t h e  a n t e r i o r  m e d i a s t i n u m  [2]. 
To o u r  k n o w l e d g e  o u r p a t i e n t  m a y  b e  t he  
f irst  r e p o r t e d  case  p r e s e n t i n g  w i th  pro-  
l o n g e d  f e v e r  d u e  to  i n f e c t i o n  a n d  sec- 
o n d a r y  abscess  f o r m a t i o n  in t he  t e r a t o -  
ma.  

T h e  m o s t  f r e q u e n t  t u m o r s  of  th is  a r ea  
in c h i l d h o o d  are  n e u r o b l a s t o m a  a n d  
o t h e r  n e u r o g e n i c  t u m o r s ,  m o r e  r a r e ly  
d u p l i c a t i o n  of  t he  g a s t r o i n t e s t i n a l  t r ac t  
[21. 

D i a g n o s i s  of  p o s t e r o - i n f e r i o r  m e d i a s -  
t ina l  mass  w h i c h  was  s u s p e c t e d  o n  u l t ra -  
s o n o g r a p h y  was c o n f i r m e d  b y  CT. Ac-  
c u r a t e  l oca l i za t ion  a n d  r e l a t i o n s  to  

a d j a c e n t  o rgans ,  t o g e t h e r  wi th  conf i r -  
m a t i o n  of  ca lc i f ica t ion  a n d  fa t  w i t h i n  t h e  
mass  gave  a l ike ly  d iagnos is .  R e c o g n i -  
t i on  of  a p r o b a b l e  abscess  f o r m a t i o n  en-  
a b l e d  t h e  co r r ec t  t r e a t m e n t  to  b e  e s t ab -  
l i shed  p r i o r  to  o p e r a t i o n .  
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of mesen te r i c  f ibromatos is  occurr ing  in 
the  absence  of  p rev ious  surgery  [3]. 

A rev iew of  the  Polyposis  Reg is t ry  at 
St Mark ' s  Hospi ta l ,  L o n d o n  r evea l ed  an 
associat ion with thyro id  ca rc inoma  (par- 
t icular ly papi l la ry  ca rc inoma  in w o m e n  
under  3 5 y e a r s )  and r e c o m m e n d e d  
regular  thyro id  e x a m i n a t i o n  in all pa-  
t ients  wi th  a d e n o m a t o u s  polyps [4]. Tur- 
cot 's  s y n d r o m e  was or iginal ly  descr ibed  
in 1959 with a r epor t  of  two  siblings with 
famil ia l  a d e n o m a t o u s  polyposis  one  of  
w h o m  had  an associa ted  medul lob las to -  
m a  of  t he  spinal  cord,  the  o the r  a glio- 
b las toma of  the  f ronta l  lobe.  It has been  
sugges ted  that  the  n a m e  Turcot ' s  syn- 
d r o m e  should  be  r e se rved  for  the  associ- 
at ion of  F A P  with m e d u l l o b l a s t o m a  and 

S. J. Armstrong et al.: Rhabdomyosarcoma 

g l iob las toma  only, and that o the r  cases 
of  associat ion wi th  as t rocytoma,  neuro -  
f ib roma,  c r a n i o p h a r y n g i o m a  etc. are  not  
t rue  examples  of  Turcot 's  s y n d r o m e  [5]. 
O u r  case is the  first r epo r t  of  famil ia l  
a d e n o m a t o u s  polyposis  in associa t ion 
with  r h a b d o m y o s a r c o m a .  
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Blood cultures for bacteria, fungi and viruses 
were all negative. Serology for viruses was ne- 
gative. Several bone biopsies revealed only 
non-specific inflammatory changes. Immu- 
nological studies were normal. X-rays re- 
vealed metaphyseal lucencies with adjacent 
periosteal elevations. Pathological fractures 
were noted at the distal ulna of the left arm 
(Figs. 1, 2). The axial skeleton, spine, pelvis 
and skull, were never affected. During a pe- 
riod of ten months, although she received 
several antibiotics, aspirin and steroids, swel- 
ling of the limbs remained unchanged. 

X-rays of her limbs at the age of 1 year dem- 
onstrated tremendous bone changes. There 
wasloss of normal bone modelingwith exten- 
sive periosteal overgrowth (Figs. 3, 4). Repeat 
bone biopsy with electromicroscopy study 
showed distinct particles in the mitochondria, 
compatible with viral inclusions. Bone-tissue 
cultures for viruses were negative. 

Anti-viral therapy with Acyclovir, and later 
Interferon did not have any beneficial result. 

During four years of follow-up, no re- 
mission has occurred. The child remains crip- 
pled and bed-ridden, although her mental de- 
velopment is normal. 

Discussion 

The clinical, radiological and histologi- 
cal findings in the above case are com- 
patible with a diagnosis of chronic recur- 
rent multifocal osteomyelitis. However, 

R. Starinsky: Multifocal chronic osteomyelitis with exuberant periosteal formation 

the excessive severe periosteal over- 
growth is similar to the tumorous osteo- 
myelitis published by Kozlowski [4]. 
Differential diagnosis includes those 
diseases with periosteal hypertrophy 
like Caffey's disease, Goldbloom's syn- 
drome, diffuse sclerosing osteomyelitis 
(Garre's disease) and hyperostosis 
hyperphosphatemia syndrome. 

The patient's disease started with 
metaphyseal destructive lesions, which 
are not a manifestation of Caffey's dis- 
ease or Garre's osteomyelitis. She did 
not have any dysproteinemia or hyper- 
phosphatemia to support the other en- 
tities [5,6]. 

In the reported cases, no causative in- 
fective agent was ever found, yet Koz- 
lowski et al. [3] and Speer [7] consider 
CRMO to be an infectious disease. We 
believe that the electromicroscopic find- 
ings suggest a viral etiology. The severe 
limb deformity, including overgrowth of 
the metacarpals and fingers, resulted in a 
crippled, bed ridden child, which is un- 
usualin CRMO. 
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