
SERUM SEX HORMONE-BINDING GLOBULIN (SHBG) A N D  NON- ANTI-B!iTA CELL IMMUNE hDDULATI0N AND INSULIN SECRETION 
SHBG-BOUND TESTOSTERONE IN PREPUBERTAL BOYS WITH 23 CHRONIC RENAL INSUFICIANCY. Belgorosky A, F e r r a r i s  JR, 
~ a m f r c z  JA, R i v a r o l a  MA. Lab. I n v e s t .  Hosp. d e  Pedia-  

t r f a  "Prof. Juari P. Garrahan" and S e r v i c i o  d e  Nefrolog4a.Depto. 
P e d i a t r .  Hosp. I t a l i a n o ,  Buenos Ai res ,  Argentina.  

We have r e c e n t l y  shown i n  normal c h i l d r e n  o f  bo th  sexes ,  t h a t  
serum SHBG d e c r e a s e s  s i g n i f i c a n t l y  from i n f a n c y  t o  l a t e  pre-puber-  
ty ,  and t h a t  serum non-SHBG-bound ( b i o a v a i l a b l e ,  8 )  t e s t o s t e r o n e  
(T )  and e s t r a d i o l  (E2) i n c r e a s e  s i g n i f i c a n t l y  wi th  age. I t  was p o r  
t u l a t e d  t h a t  t h e  i n c r e a s e  i n  BT and E2 could produce ma tu ra t ion  
changes i n  t h e  c e n t r a l  nervous system t r i g g e r i n g  t h e  o n s e t  of pu- 
be r ty .  We have a l s o  shown an  a g e - r e l a t e d  d e l a y  i n  t h e  d e c r e a s e  of  
serum SHBG and i n  t h e  i n c r e a s e  o f  BT i n  p a t i e n t s  wi th  growth hor- 
mone (GH) d e f i c i e n c y .  I t  was proposed t h a t  t h i s  mechanism could 
p l a y  a  r o l e  i n  t h e  p r e p u b e r t a l  d e l a y  of p a t i e n t s  wi th  GH d e f i c i e n -  
cy. As a n o t h e r  model o f  de layed  puber ty ,  serum SHBG and BT were 
de te rmined  i n  8 boys w i t h  c h r o n i c  r e n a l  f a i l u r e  (CRF) i n  c h r o n i c  
d i a l y s i s  f o r  0.25 t o  3 y e a r s  mean c h r o n o l o g i c a l  age  (CA) 9.9024.43 
yea r s .  A s i g n i f i c a n t  d e c r e a s e  o f  serum SHBG wi th  age was found, 
~ 0 . 7 6 ,  p<0.01. The n e g a t i v e  s l o p e  was no t  s i g n i f i c a n t l y  d i f f e r e n t  
from normal (Con t ro l s ,  C, 0=31, CA 10.17+:.61 y e a r s ) .  Serum SHBG 
was s i g n i f i c a n t l y  h igher  (XSD 125577.72 n m o l l l )  and serum BT lower 
(0 .169 .12  nmol/L) t h a n  i n  c  (66 .2254 .87  and 0.24+0.12,p<0.01 and 
pc0.05 r e s p e c t i v e l y ) .  I t  i s  concluded t h a t ,  s i m i l a r l y  t o  t h e  f i n -  
d i n g s  i n  GH d e f i c i e n c y ,  inc rement s  i n  SHBG and decrements  i n  BT 
could p lay  a  r o l e  i n  t h e  p u b e r t a l  d e l a y  of boys wi th  CRI. 

ADRENAL TUMIRS I N  INFANCY AND ADOLESCENCE. I . ~ e r g a d ; ,  

M. C i a c c i o ,  S .  hlagl io,  B .  Dicz y  11. Chemcs. ~ i v l s i 6 n  24 d c  h d o c r i n o l o g i a , ~ n i d d  d c  ~ n c o h c m a t o l o g i a ,  I l o s p i t a l  
d e  NiXos "Dr. R. G u t i e r r e z " ,  Buenos A i r e s ,  Argen t ina .  

The s t u d y  ana lyzcd  r e t r o s p e c t i v c l y  t h e  c a s e s  o f  f u n c t i o n a l  co r -  

t i c a l  a d r e n a l  tumors  in a  p e d i a t r i c  p o p u l a t i o n  t r e a t e d  between 1970 
and 1988 i n  o u r  I l o s p i t a l .  Scvcn tecn  c a s e s  o c c u r r e d  d u r i n g  t h i s  p e r i  - 
o d , 1 2  were females(700/o). Seven c a s e s  p r e s e n t e d  a s  v l r l l i z i n g  whi l c  

t h c  o t h e r  1 0  had Cush ing  Syndrome. The agc  o f  p r e s e n t a t i o n  ranged  
from 0 .4  t o  U+ y e a r s ,  1 0  c a s e s  o c c u r r e d  i n  l e s s  t h a n  5 yew-o ld  pa- 
t i e n t s ,  2  c a s c s  i n  5 t o  1 0  yea r -o ld  p a t i e n t s ,  wh i l e  5 wcre o l d e r  
t h a n  1 0  y e a r s .  I'our g i r l s  wi th  v i r i l i z i n g  tumors  dcvcloped c e n t r a l  
p r e c o c i o u s  p u b e r t y  o n  follow-up. Four tccn  c a s e s  wi th  tumors wei- 
g h i n g  100  g r  o r  l e s s  had a  c l i n i c a l  c o u r s c  b c f o r c  d i a g n o s i s  from 1 
t o  19 months,  one  c a s e  u l t h  a  185 g r  tumor had a  c l i n i c a l  c o u r s e  of  

1 2  months whi l e  t w  c a s e s  wi th  tumors weighing more t h a n  500 g r s .  
had a  c l i n i c a l  c o u r s c  k f o r c  d i a g n o s i s  o f  3 m d  6 months. Of t h c s c  

two p a t i c n t s  one  with m e t a s t a s i s  a t  diagnosis d i c d  5 months a f t c r  
s u r g e r y  and t h e  o t h e r  dcvc loped  a  l u n g  m e t a s t a s i s  1 y e w s  a i t c r  

s u r g e r y .  Twclvc c n s c s  have been fo l lowcd  f o r  1 t o  16 y e a r s  wi th  a  

benign c l i n i c a l  c o u r s e .  The h i s t o l o g y  had shown t h a t  c r i t e r i a  f o r  
malignancy a s  cytologic pleomorphism, m i t o s e s ,  v a s c u l a r  m d  capsu-  

l a r  i n v a s i o n  d i d  n o t  c o r r c l a t c  wi th  t h c  c l i n i c a l  c o u r s c . I n  summary, 
most o f  t h e  p a t l c n t s  p r c s c n t  a  benign c o u r s c  i f  a s s o c l a t c d  t o  s m a l l  

s i z e  tumors  ( 100  g r )  t h a t  c o n f i r m s  o t h c r  s t u d i e s ,  howevcr t h o s e  
p a t i e n t s  wi th  tumors  h c a v i c r  t h a n  500  g r s  and a  f a s t  c l i n i c a l  
c o u r s e  b e f o r e  d i a b m o s i s  a r e  more l i k e l y  t o  have t h e  wrst p r o g n o s i s .  

26 I N  A  h0DEL OF EXPmIMENTAL LlIAIIETES 011TAINEU I1Y PAS- 

SIVE 1R ANSFEII 01: "DIABETIC SPLENOCYTE" . Fabinno d c  

Bruno L,  Os indc  E, Vcn tu r ino  C,  Rosso D ,  Ilasabe J .  Fundaclon La- 

b o r a t o r i o  d e  I n v c s t i g a c i o n c s  ~ c d i ; t r L c a s ( l ; ~ l P ) ,  l l o s p i t a l  C r a l .  d e  

Niiios "Dr. P.  d e  E l i z a l d c " ,  Bucnos A i r e s ,  Argen t ina .  

I n  p r e v l o u s  s t u d i e s , w c  obsc rvcd  t h a t  no r s ; t l  micc t r a n s f e r r e d  w i t h  

sx1U6 s p l c n o c y t c s  Iron) d i n b c t i c  micc by m u l t i p l e  low d o s e  o f  s t r c p  

i o z o t o c i n -  ( b d c l  1 , l l ) - showed  a n t  l-ktil c c  11 immune aggression (lm. 
Aggr. ) a t  7 and 15 d a y s  a f t c r  c c l l  ~ n ~ e c t i o n  and i n h i b i t i o n  o f  b o t h  

p h a s e s  o f  g lucose - s t  imula ted  insulin s c c r e t  i o n ( 1  .s. x  g l .  ) o n l y  a t  
d a y  15. On t h c  o t h c r  hand,  mice t r a n s f c r r c d  with 2x106, 2 x 1 0 ~  and 
l x l d  s p l c n o c y t c s  c v c r y  Ir8hs-hbdcl 2 ( ~ 2 ) - s l ~ o w e d  1m.Aggr. a t  7 ru~d 
15 d a y s  a f t e r  t r a n s f e r ,  bu t  no a l t e r a t i o n  o f  t h e  1.S.x g l .  evcn  4 0  

d a y s  a f t c r  c e l l  m j c c t l o n .  I n  t h e  p r c s e n t  r e p o r t  we s t u d i e d  IT Im. 
Aggr. modulalron i n  hl2 cou ld  inducc  a l t e r a t i o n s  i n  t h c  1 . S  x  $1. 

Ant i -be ta  c e l l  1m.Aggr. was c v a l u a t c d  by t h c  g l u c o s e  t h c o p h y l l i n e  
s t i m u l a t e d  I . S .  from d i s p e r s e d  r a t  l s l c t  c e l l s .  A  s i n g l e  (lose o f  
40mg s t r c p t o z o t o c i n  i n j e c t e d  15 clays beforc(M3) o r  a i t c r  (M!,) t h e  

s p l e n o c y t c s  t r i r n s i c r  , i n c r c a s e d , i n  t h e  r e c e p t o r  mice , t h e  a n t i - b e t a  
c e l l  1m.Aggr. ( p  0 .01)  o n l y  whcn i n j e c t e d  15 d a y s  b e f o r e ,  bu t  
induced i n h i b i t i o n  o f  t h c  f i r s t  phase  1 .S .x  l g  (p O . O ~ ) ,  i n  b o t h  

c a s e s ,  a t  day  15 p o s t - t r a n s f e r .  The i n j e c t i o n  o f  5x10 d i a b e t i c  
s p l e n o c y t c s ( ~ l ) ,  1 5  (lays a f t c r  M3 t r a n s f e r ,  i n c r c a s c d  t h c  1m.Aggr. 

(p  0 .01)  but n o t  t l lc  inhibition o f  1 .S .x  g l .  The modula t ion  o f  

1m.Aggr. i n t c n s l t y  and frequency seems t o  be a  main f a c t o r  i n  t h e  
b e t a  c e l l  f u n c t i o n  obsc rvcd  i n  t h c  r e c e p t o r  mice.  

USE OF SOMATOSTATlN I N  NESIDIOBLASTOSIS. I. ~ e r ~ a d a ,  

27 E. Aebcrt , J .C.  C r e s t o .  D i v i s i 6 n  d e  h d o c r i n o l o g i a ,  
I l o s p i t a l  d e  N z o s  "R .Gu t i e r rez" ,Bucnos  A i r e ~ , ~ g e n t  i n a .  

D e s c r i p t i o n  of  t u o  c a s e s  u i t h  s e v c r c  n e o n a t a l  h y p e r i n s u l i n i s m  

d u e  t o  n e s i d i o b l a s t o s i s  i n  whom i n t r a v e n o u s  (1 .v . ) .  S o m a t o s t a t i n  
was used t o  improve t h c i r  m e t a b o l i c  c o n t r o l .  Thc f i r s t  c a s c  1s a  
newborn with p c r s i s t c n t  hypoglycemia d c s p i t c  t h e  u s c  o f  1 .v .  
d e x t r o s e  (20  mg/tig/min), d i a z o x i d e ( 2 2  mg/tig/day) and p redn i sone  ( 1 . 5  

mg/Kg/day). S o m a t o s t a t i n  i n  a  dosage  of  8-10 u g / ~ g / h o u r  produced a  

marked i n c r e a s c  i n  blood g l u c o s c  c o n c e n t r a t i o n ,  a l lowed t o  with- 
draw t h e  i . v .  d e x t r o s e  and t o  t a p e r  t h e  dose  o f  c o r t i c o s t e r o i d s .  
Concomi tan t ly  t h e  i n c r c a s i n g  volumcs o f  o r a l  f e e d i n g s  a l lowed  a  

b e t t e r  n u t r i t i o n a l  s t a t e  b c f o r c  s u b t o t a l  pancrea tec tomy.  The second 
c a s c  is  a  t h r e c  months o l d  g i r l  u i t h  s e v e r e  h y p e r l n s u l l n i s m  were 

S o m a t o s t a t i n  was u s e d ,  f i r s t  b e f o r e  pancrea tec tomy a t  a  dosage  o f  

5 ug/Kg/hour v l l h  r c d u c t i o n  of i . v .  d e x t r o s e  from 20  t o  1 0  mg/tig/ 

min. A f t c r  s u r g e r y  t h e  p a t i e n t  p e r s i s t e d  wi th  hypoglycemia and 
agaxn S o m a t o s t a t i n  a l lowed  t o  man ta in  cuglycemia when p a r e n t e r a l  

n u t r i t i o n  wi th  i n c r e a s i n g  concentration o f  aminoac ids  was i n t r o -  

duced.  F i n a l l y  a f t e r  a  sccond pancrea tec tomy and w i t h  persistent 

hypoglycemia S o m a t o s t a t i n  m a  dosagc  of  4  t o  8 ug/Kg/hour p roduced  
a  marked r e d u c t i o n  o f  i . v .  d e x t r o s e  from 15 t o  4  mg/Kg/rnin. I n  

summary i n  accordancc  wl th  p r e v i o u s  r e p o r t s ,  i . v .  S o m a t o s t a t i n  h a e  

proved t o  be u s e f u l  i n  r c d u c i n g  t h e  amount o f  i . v .  d c x t r o s c ,  and i n  
t h c  management o f  hypog lycen~ia  i n  p a t l e n t s  wi th  s e v e r e  hyper insu-  

l i n i s m .  

V I T A M I N  D D E P E N D E N T  RICKETS TYPE I1 (VOR-11). RESPONSE TO PRO- 
L O N G E D  T H E R A P Y  W I T H  N O C T U R N A L  C A L C I U M  INFUSIONS. Cattani A, 28 Gonzilez G, Gonzdler A .  Vergara R .  Orptos. dc Pedratria y  Endocri- 
nologia. Metabollsmo y Nutric16n. Esc. de Medlcina, Pontlflcla Univ. 

COMPARISON F A D R E N A L  TUMORS I N  C H  L O R E N  AND ADULTS. 
Catblica d ~ .  Ch~le. Santiago, Chile. 

25 ~ E F ~ e s ~ , ~ : ? ~ ~ ; i h ~ s ~ r 9 ~ 3 3 ~ : ~ ~ l b , ~ ~ ~ n ~ ~ ; F i , ~ l ~ ~ ~ ~ 0 ~ ~ ~  &yiin$::e[;B; Congenital resistance to 1.25(01()2 03 is an )"frequent cause of rlckets. Res>s- 
o b r l h h o . ~ . b . ~ . ;  wqifhenber :8 U 

~;;;s;o;,gf \n~~c&r-;?~??;: ~ P ; $ ~ ; l o o a i r a C : r ~ l c a ~  Universl ty of 510 
tance to high dose of c a l c ~ l r l o l  (>51rg/d) i s  rare. This report comnunicates a  
severe Case of V D R - I 1  treated with I V  lnfus1ons of calcium. Case reDort: Three- 

~ - 

year old boy. Seizures and brochopneumooia at  14 and 16 months of age, with 

following findings: Weight and height@ (NCHS), normal halr, clinical and radio- 

logical signs of rickets. Blood tests :  Ca=6,8mgX. Alb=4,8g%, Alk.P=3500 u/L ( N R <  

450). 25 OHD3=50ng/ml (NR 14-45). 1.25 (OH)203=1000 pglrnl (NR 20-76). cAMPur.=62 
nmol/mg treat .  In spits of therapy with 29 p.0. of Ca and P,vlt 03 100.000 U/d 

and later calcitriol 6pg/d, he was admitted at  2  8/12 years of age with multiple 

pathological fractures. Vit D administration was discontinued and nocturnal 1V 

calcium infusions plus oral phosphate was given for 10 hours every night. 
. - 

n SE\$Y;T( ) PATHOL Y FOLLOW-UP PRESfNT Days of lnfusion 0  7  15 27 34 5  1  
9  (W~lsk'F years CONDITIONS Ca (mg/lDh/lV) 630 720 990 990 990 

9  cases I and I 1  
3  cases I l l  
3  cases I V  

15 cured P (mg/24h p.0.) 140 510 860 860 860 

Ca (rnq/dl) ore I V  5.2 6.3 5.6 5.2 6.0 7.9 . . 
Cas(rng/dl) post I V  7.8 8.9 8.5 8.4 8.2 
P '(mg/dl) pre I V  3.1 2.6 4.2 2.1 

Clinical, radiological and biochentical improvement has been noted, with fracture 
healing. Conclusions: 1. I V  Calc~um infusions have been effective and harmless. 

2. Bone mineralization has occurred in absence of b?ological activity of 1.25 (011) 
203. 3. In spite of severe V D R - 1 1 .  no alopecia has developed. 
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