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GLOMERULOCYSTIC KIDNEY 

A CASE REPORT
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T h i s  p a p e r  p r e s e n t s  a r a r e  t y p e  o f  r e n a l  c y s t i c  
d i s e a s e  i n v o l v i n g  t h e  Bowman 's  c a p s u l e :  t h e
g l o m e r u l o c y s t i c  d i s e a s e  a s s o c i a t e d  w i t h  m u l t i p l e  
m a l f o r m a t i o n .  E t i o l o g y  o r  p a t h o g e n e s i s  o f
g l o m e r u l o c y s t i c  k i d n e y  r e m a i n e d  u n c l e a r .

INTRODUCTION

G l o m e r u l o c y s t i c  k i d n e y  i s  c h a r a c t e r i s e d  by d i l a t a t i o n  o f  

Bowman's c a p s u l e  w i t h o u t  i n t r a -  o r  e x t r a r e n a l  o b s t r u c t i o n  / 4 ,  

5 ,  7 - 1 0 / .  I n  t h e  l i t e r a t u r e  a b o u t  20 c a s e s  c o u l d  be f o u n d .  The 

p a t h o g e n e s i s  i s  n o t  know n .

CASE REPORT

A 2950 g w e i g h t  m a le  i n f a n t  was b o r n  w i t h  Apgar  6 - 7  f r o m  t h e  
f o u r t h  p r e g n a n c y  o f  h i s  m o t h e r .  He was a p r o d u c t  o f  a 41 -  42 
w e e k s '  g e s t a t i o n .  H i s  m o t h e r  d i d  n o t  t a k e  m e d i c i n e  d u r i n g  h e r  
p r e g n a n c y  w h i c h  was s y m p t o m l e s s .  A f t e r  h i s  b i r t h  t h e  boy was 
c y a n o t i c .  H i s  b r e a t h i n g  was f e e b l e ,  s u p e r f i c i a l .  He was
r e s u s c i t a t e d  s e v e r a l  t i m e s .  The l u m b a l  l i q u o r  was m a s s i v e l y  
b l o o d y .  The i n f a n t  d i e d  i n  t h e  2 1 s t  h o u r .
A t  a u t o p s y  d i f f u s e  s u b a r a c h n o i d e a l  h e m o r r h a g e  was o b s e r v e d  w i t h  
m a s s i v e  c e r e b r a l  edema.  We f o u n d  m u l t i p l e  m a l f o r m a t i o n s ,  
p a l a t o s c h i s i s ,  c l u b f e e t ,  c o a r c t a t i o n  o f  t h e  a o r t a ,  a b d o m i n a l  
v i s c e r a l  t r a n s p o s i t i o n ,  e c t a s i a  o f  t h e  B o t a l l o ' s  d u c t  and 
a c c e s s o r y  s p l e e n .  Ren a r c u a t u s  was o b s e r v e d  w i t h  d o u b l e  p y e l o n  
and u r e t e r .  One o f  them was m e g a l o u r e t e r . The u r i n a r y  b l a d d e r  
and u r e t h r a  were  n o r m a l .  S e c t i o n i n g  o f  k i d n e y  d e m o n s t r a t e d  
m u l t i p l e  s m a l l  c y s t s ,  1 - 4  mm i n  d i a m e t e r ,  d i f f u s e l y  s c a t t e r e d  
t h r o u g h o u t  t h e  r e n a l  c o r t e x .  T h e r e  w ere  no c y s t s  i n  o t h e r  
o r g a n s .  C y s t i c  d i l a t a t i o n  o f  Bowman's c a p s u l e  was t h e  most  
s t r i k i n g  a b n o r m a l i t y  ( F i g .  1 ) .  The c y s t s  were  l i n e d  by f l a t t -
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F i g .  1 M u l t i p l e  g l o m e r u l a r  c y s t s  w i t h  com p r e s s e d  g l o m e r u l a r  
t u f t s  ( P e r i o d i c  a c i d - S c h i f f  s t a i n ,  x 150)

e n e d  o r  c u b o i d a l  p r i m i t i v e  e p i t h e l i u m .  The g l u m e r u l a r  t u f t s  
m a n i f e s t e d  r e g r e s s i v e  and a t r o p h i c  changes  ( F i g .  2 ) .  The 
B o w m a n 's  spaces  w ere  f i l l e d  by P A S - p o s i t i v e  p r o t e i n a c e o u s  
m a t e r i a l .  Among t h e  c y s t i c  g l o m e r u l i  a t r o p h i c ,  s c l e r o t i c  and 
p r i m i t i v e  g l o m e r u l i  c o u l d  be f o u n d .  The lumen o f  t h e  p r o x i m a l  
t u b u l i  was f o c a l  and m i l d .  The v e s s e l s  w ere  n o r m a l .
H i s t o l o g i c a l  d i a g n o s i s :  G l o m e r u l o c y s t i c  k i d n e y .

F i g .  2 Two g l o m e r u l i  w i t h  d i l a t e d  u r i n a r y  spa c e s  and c o l l a p s e d  
g l o m e r u l a r  t u f t s  ( P e r i o d i c  a c i d - S c h i f f  s t a i n ,  x 2 0 0 )
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DISCUSSION

G l o m e r u l o c y s t i c  k i d n e y  i s  a r a r e ,  d i s t i n c t i v e  e n t i t y .  Roos 

/ 7 /  d e s c r i b e d  t h i s  l e s i o n  i n  1 9 4 1 ,  b u t  Taxy and F i l m e r  / 9 /  

a n a l y s e d  i t  m o r p h o l o g i c a l l y .  Th ey  p r o p o s e d  t h e  t e r m  

" g l o m e r u l o c y s t i c  k i d n e y "  f o r  t h i s  d i s e a s e .  T h i s  b i l a t e r a l  r e n a l  

l e s i o n  i s  c h a r a c t e r i s e d  by d i l a t a t i o n  o f  t h e  g l o m e r u l a r  

Bowman's c a p s u l e ,  d i f f u s e l y  i n  t h e  r e n a l  c o r t e x .  T u b u l a r  c y s t s  

a r e  n e v e r  a s s o c i a t e d  w i t h  c y s t i c  g l o m e r u l i .  The g l o m e r u l a r  

t u f t s  a re  a l w a y s  a t r o p h i c .  The Bo wm an 's  c a p s u l e  i s  l i n e d  by 

f l a t t e n e d  e p i t h e l i u m  o r  p o d o c y t e s  / 7 / .  S c a t t e r e d  s c l e r o t i c  and 

a t r o p h i c  g l o m e r u l i  c o u l d  a l s o  be seen  / 5 /  as i t  was i n  o u r  case  

t o o .  A u t h o r s  d e m o n s t r a t e d  i n t e r s t i t i a l  f i b r o s i s ,  c a l c i f i c a t i o n  

and i n f l a m m a t i o n  / 3 ,  5 / .  G l o m e r u l o c y s t i c  k i d n e y  o c c u r s  m o s t l y  

i n  i n f a n t s ,  b u t  was o b s e r v e d  i n  c h i l d h o o d ,  t o o  / 1 0 / .  The 

c l i n i c a l  symptoms a r e  h e m a t u r i a ,  c y l i n d r u r i a ,  a z o t e m i a  and 

a l b u m i n u r i a .  S y m p t o m l e s s  cases  were  a l s o  d e s c r i b e d .  I n  o u r  case  

u r i n a l y s i s  was n o t  p e r f o r m e d ,  b u t  we c o u l d  n o t  o b s e r v e  r e n a l  

f u n c t i o n a l  d e t e r i o r a t i o n .  E t i o l o g y  and  p a t h o g e n e s i s  o f  t h i s  

d i s e a s e  a re  u n k n o w n .  T h e o r e t i c a l l y  t h e  é t i o l o g i e  r o l e  o f  

ch ro m osoma l  a l t e r a t i o n s  / 1 / ,  r e n a l  m e d u l l a r y  i n f l a m m a t i o n  w i t h  

t u b u l a r  o b s t r u c t i o n  / 4 / ,  d r u g s  ( p h e n a c e t i n e , c o r t i c o s t e r o i d ) ,  

t o x i n s ,  v i r a l  i n f e c t i o n  / 5 /  may come up .  O t h e r  o r g a n  

m a l f o r m a t i o n s  w e re  o b s e r v e d  i n  p a t i e n t s  w i t h  g l o m e r u l o c y s t i c  

k i d n e y ,  and so was i n  o u r  c a s e ,  t o o  / 1 / .

The g l o m e r u l o c y s t i c  k i d n e y  ca n  r e l a t i v e l y  e a s i l y  be 

d i s t i n g u i s h e d  f r o m  t h e  i n f a n t i l e  t y p e  p o l y c y s t i c  k i d n e y ,  w h i c h  

i s  an a u t o s o m a l  r e c e s s i v e  h e r e d i t a r y  d i s e a s e .  I n  t h e  f a m i l i a l  

d y s p l a s t i c  c y s t i c  k i d n e y  / 1 ,  3 /  d y s p l a s t i c  t i s s u e  / c a r t i l a g e  

e t c . /  can be f o u n d .  The m u l t i c y s t i c  k i d n e y  i s  u s u a l l y  

u n i l a t e r a l  and a s s o c i a t e d  w i t h  u r e t e r  o b s t r u c t i o n  a n d / o r  

a t r e s i a .

T h i s  a r t i c l e  i s  t h e  f i r s t  i n  H u n g a r y  t o  d e s c r i b e  a c a s e  o f  

g l u m e r u l o c y s t i c  k i d n e y .
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