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Agenesis of pancreas and gall-bladder in an 
infant of incest

|By

K. M é h e s ,  Klára V á m o s  a n d  Maria G o d a  

Co u n ty  H o sp ita l, G yőr 

(R eceived 23rd  D ecem ber, 1975)

F a ta l  d iab e tic  com a w as observed  in  a  sm all-fo r-gesta tional-age  
new born o f  b ro th e r-s is te r  incest. P o s t m o rtem  ex am in a tio n s  revealed  con
gen ita l absence o f  th e  pan creas an d  gall-b ladder.

A variety of congenital abnormali
ties has been described in children of 
incest [1, 2]; the present report deals 
with agenesis of pancreas and gall
bladder in an infant born to siblings.

R e p o r t  o f  a  C a s e

A new born  g irl w as a d m itte d  w ith  
severe in tra u te r in e  d y s tro p h y . D elivery  
w as n e a r  te rm  b u t th e  b a b y ’s b ir th  w eigh t 
w as o n ly  1750 g. She ap p ea red  n o rm al 
p h ysica lly  and  th e  f irs t  th re e  d ay s  o f  h e r  
life w ere u n ev en tfu l. O n th e  fo u r th  d a y  
th e  blood glucose level w as 270 m g/100 m l, 
an d  g lucosuria  w as found . B e tw een  five 
a n d  e ig h t days o f  age, th e  in fa n t w as 
sym ptom less , h e r blood su g a r v aried  from  
90 to  288 m g/100 m l. On th e  sev en th  d a y  
th e  in trav en o u s  glucose to le ran ce  te s t  
resu lted  in  a  d iab e tic  cu rve , th e  u ti liz a 
tio n  c o n s ta n t w as K g  =  0.003. T he ce re 
b ro sp in a l flu id  w as n o rm al ex c e p t fo r a  
glucose c o n te n t o f  153 m g/100 m l. S erum  
am y lase  a c tiv ity  w as low, 30 Som ogyi 
u n its . F ro m  th e  n in th  d a y , because  o f  
in creasing  hyperg lycaem ia  an d  g lucosu ria  
w ith o u t ke tosis, in su lin  w as p rescrib ed . 
I n  sp ite  o f  th a t ,  d iab e tic  com a developed

w ith  a  blood glucose p eak  o f  765 m g/100 ml, 
an d  th e  b a b y  died  a t  th e  age  o f  11 days 
w ith  signs o f  b ronchopneum on ia .

A t necropsy , absence  o f  th e  gall
b lad d e r a n d  p an c rea s  w as n o ted . L iv e r 
s tru c tu re  a n d  bile d u c ts  w ere n o rm al. The 
com m on sites  o f  h e te ro to p ic  p an c rea s  [5] 
w ere th o ro u g h ly  in v es tig a ted  h is to log ica lly , 
b u t  no p an c re a tic  tissu e  w as d e te c te d  in  
th e  g a s tro in te s tin a l t r a c t  inc lud ing  
M eckel’s d iv e rticu lu m , in  th e  m esen te ry  
an d  in  th e  m ed ia s tin u m . E x c e p t for 
b ila te ra l b ronchopneum on ia , th e  o th e r  o r
gans p ro v ed  to  be n o rm al.

T he m o th e r  o f  th e  child  w as a  16-year- 
old u n m arried  g irl. T h is w as h e r  f irs t 
p reg n an cy . T he course w as n o rm al, no 
te ra to lo g ic  effects could  be d e te c te d . She 
confessed th a t  th e  b a b y ’s fa th e r  w as h e r 
ow n 19-year-old b ro th e r. B o th  p a re n ts  and  
all th e ir  re la tiv e s  w ere h e a lth y ; n e ith e r  
d iab e tes  n o r  in fan tile  d e a th  h a d  occurred  
in  th e  fam ily .

D i s c u s s i o n

When admitted, the baby was 
thought to have transient neonatal 
hyperglycaemia. Unfortunately, the
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blood  insulin level has n o t been 
determ ined .

T he presence of hetero top ic  p a n 
creatic  tissue is d ifficult to  exclude, 
b u t  in  th is in fan t no a b e rra n t p a n 
creas could be found by  m eticulous 
h isto logical exam ination. Besides, h e t
e ro to p ic  pancreas is o ften  associated 
w ith  elevated  serum am ylase levels 
[3] a n d  hypoglycaem ia [4], and  in 
o u r p a tie n t the co n tra ry  was observed. 
T hus, in this case a  tru e  agenesis 
o f th e  pancreas had  to  be assum ed, 
a  condition  of ex trem e ra r ity .

A bsence of the gall-b ladder is of 
l i tt le  pathological significance [7]; 
its  frequency  has been estim ated  a t
0.65 p e r 1000 [6].
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