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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 s  
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  ne rvous  system t r i g g e r i n g  t h e  o n s e t  of pu- 
b e r t y .  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  of  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 of  de layed  puberty,  serum SHBG and BT were 
de te rmined  i n  8 boys wi th  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) 9.90L4.43 
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, 
r=0.76, p<0.01. The n e g a t i v e  s l o p e  was not  s i g n i f i c a n t l y  d i f f e r e n t  
frorn normal (Con t ro l s ,  C, 0=31, CA 10.17+2.61 y e a r s ) .  Serum SHBG 
was s i g n i f i c a n t l y  h igher  (X+SO 1 2 ~ -  '+77.72 nmol / l )  and serum BT Lower 
(0.16+0.12 nmol/L) t h a n  i n  7 (66.22234.87 and 0.24+0.12,p<0.01 and 
~ ( 0 . 0 5  r e s p e c t i v e l y ) .  It 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  G H  d e f i c i e n c y ,  inc rement s  i n  SHBG and dec rement s  i n  BT 
could p l a y  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 TUM)RS I N  INFANCY AND AKILESCENCE. ~ . ~ e r g a d a ,  

M. C i a c c i o ,  S .  blagl io,  B. Diez y 11. Chemes. Divis16n 24 d e  F.ndocrinolog:a,~nidad d e  ~ n c o h e m a t o l o g E a ,  l i o s p l t a l  

d e  Nfios "Dr. R.  G u t i e r r e z " ,  Buenos A i r e s ,  A r g e n t m a .  

The s t u d y  ana lyzed  r e t r o s p e c t i v e 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  i n  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  H o s p i t a l .  Sevcn 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  

od  ,12  were f emales (7@) .  Seven c a s e s  p r e s e n t e d  a s  v i r i l i ~ l n g  w h i l c  
t h e  o t h e r  10 had Cush ing  Syndrome. The agc  of p r e s e n t a t i o n  ranged  
from 0 .4  t o  ll+ 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 year-old pa- 
t i e n t s ,  2  c a s c s  I n  5 t o  1 0  year-old p a t i e n t s ,  wh i l e  5 were 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 l z i n g  tumors  dcveloped 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  fol low-up.  Four tecn  c a s e s  wi th  tumors wei- 
g h i n g  1 0 0  g r  o r  l e s s  had a  c l i n i c a l  c o u r s e  b e f o r e  d i a g n o s i s  from 1 
t o  1'3 months,  one  c a s e  w i t h  a  185 g r  tumor had a  c l i n l c a l  c o u r s e  o f  

1 2  months whi l e  two c a s e s  w i t h  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 e  k f o r e  d i a g n o s i s  of  3 and 6 months. Of t h e s e  

two p a t l e n t s  one  with m e t a s t a s i s  a t  diagnosis d i e d  5 months a f t e r  
s u r g e r y  and t h e  o t h e r  dcve loped  a lung  m e t a s t a s i s  1 4  y e a r s  a f t e r  
s u r g e r y .  Twelve c a s c s  have been fo l lowed  f o r  1 t o  16 y e a r s  wi th  a  

ben lgn  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  c y t o l o g i c  plcomorphism, m i t o s c s ,  v a s c u l a r  and capsu-  

lar i n v a s i o n  d i d  n o t  c o r r e l a t e  wl th  t h e  c l m i c a l  c o u r s e . I n  summary, 
most o f  t h e  p a t ~ c n t s  p r c s e n t  a  benign c o u r s e  ~f  a s s o c ~ a t e 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 l e s ,  however t h o s e  
p a t i e n t s  wi th  tumors h e a v l 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 l o r e  d i a g n o s i s  a r e  more l l k e l y  t o  have t h e  worst  p r o g n o s i s .  

26 I N  A MODEL 01; EXP~IMENTAL DIABETES OBTAINED n~ PAS- 
SIVE ll?ANSFEl? 01: "UIABETIC SPLENOCYTES" . I:abiano do  

Bruno L,  Os indc  E,  Ven tu r ino  C, Rosso D, Ilasabe 3 .  Fundacion La- 
b o r a t o r i o  d e  I n v c s t ~ g a c i o n e s  ~ o d i ; t r i c a s ( ~ ~ l ~ ) ,  l l o s p i t a l  G r a l .  d e  

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

I n  p r e v i o u s  s t u d i e s , w e  obse rved  t h a t  normal  mice t r a n s f e r r e d  wi th  

~ ~ 1 0 6  sp lcnoc , t c s  from d i a b c t r c  mlcc by m u l t i p l e  low d o s e  o f  s t r e p  
t o z o t o c i n - ( k d e l  1,Ml)-showed a n t i - b e t a  c e l l  immune aggress lon(1m.  
~ ~ g r . ) a t  7 and 15 d a y s  a f t e r  c e l l  injection and i n h i b i l l o n  o f  b o t h  
p h a s e s  o f  g lucose - s t  i s u l a t e d  ~ n s u l i n  s c c r e t l o n ( 1 . ~ .  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 e n o c y l o s  c v c r y  48hs-Mod01 2(M2)-showed 1m.Aggr a t  7 and 
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 .  even  4 0  
d a y s  a f t e r  c e l l  m j e c t i o n .  I n  t h e  p r e s e n t  r e p o r t  we s t u d i e d  i f  I m .  
A g g .  nlodulat i o n  i n  M2 c o u l d  lnduce  alterations m t h e  l . S  x g l .  
An t i -be ta  c c l l  Im.Aggr . was e v a l u a t e d  by t h e  g l u c o s e  t h c o p h y l l i n e  
stimulated I . S .  f rom d i s p c r s e d  r a t  I s l e t  c e l l s .  A s i n g l e  d o s e  o f  

40mg s t r e p t o z o t o c l n  i n j e c t e d  15 d a y s  before(M3) o r  a f t e r  ( ~ 4 )  t h e  

s p l e n o c y i e s  t r a n s f e r  , i n c r e a s e d , i n  t h e  r e c e p t o r  mlce , t h e  an t=-be ta  
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  of  t h e  f l r s t  phase  1 .S .x  l g  (p 0 . 0  ),  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  
sp lenocy tes (M1) ,  15 d a y s  a r t c r  M 3  t r a n s f e r ,  i nc rcase r l  t h e  Inl.Aggr. 

(p  0 .01)  but n o t  t h e  ~ n l i i b i t l o n  o f  1 .S .x  g l .  The modula t ion  o f  

1m.Aggr. intensity and f roqucncy  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 l o n  obse rved  i n  t h e  r e c e p t o r  mice.  

USE OF SOMATOSTATlN I N  NESIDIOB$ASTOSIS. I. ~ e r ~ a t a ,  

27 E. Acber t ,  J .C.  C r e s t o .  D i v i s i o n  d e  E h d o c r i n o l o g i a ,  
H o s p i t a l  d e  Niiios "R .Gut i e r rez" ,Bucnos  A i r e s , A r g e n t i n a .  

D e s c r i p t i o n  o f  two c a s e s  wl th  s e v e r e  n e o n a t a l  h y p e r i n s u l i n i s m  
due  t o  n e s i d l o b l a s t o s l 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 e i r  m e t a b o l i c  c o n t r o l .  The f i r s t  c a s e  1s a 
newborn wi th  p c r s i s t c n t  hypoglyccmla d e s p i t e  t h e  u s e  o f  1 .v .  
d e x t r o s e  (20  m g / ~ ~ / m i n ) ,  d i a z o x i d o  (22 mg/~g /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  o f  8-10 ug/Kg/hour p roduced  a 

marked l n c r e a s c  i n  blood g l u o o s c  c o n c e n t r a t i o n ,  a l lowed t o  wrth- 

d r a w  t h e  i . v .  d e x t r o s e  and t o  t a p e r  t h e  d o s e  o f  c o r t i c o s t e r o i d s .  
Concomi tan t ly  t h c  i n c r e a s i n g  volumes o f  o r a l  f e e d i n g s  a l lowed  a 
b e t t e r  nutritional s t a t e  b e f o r e  s u b t o t a l  pancrea tec tomy.  The second 
c a s e  is a t h r e e  months o l d  g i r l  w i th  s e v e r e  h y p e r l n s u l i n i s m  were 

S o m a t o s t a t i n  was used ,  f i r s t  be fo re  pancrea tec tomy a t  a  dosage  o f  
5 ug/l(g/hour wi th  r e d u c t i o n  o f  i .v.  d e x t r o s e  from 20  t o  1 0  mg/Kg/ 

min. M t c r  s u r g e r y  t h e  p a t i e n t  persisted wi th  hypoglycemia and 
a g a i n  S o m a t o s t a t i n  a l lowed  t o  man ta in  euglycemia when p a r e n t e r a l  
n u t r i t z o n  wl th  l n c r o a s i n g  c o n c e n t r a t i o n  of  aminoac ids  was i n t r o -  

duced .  F i n a l l y  a f t e r  a  sccond p a n c r e a t  ectomy and w i t h  p e r s i s t e n t  
hypoglycemia S o m a t o s t a t i n  i n  a  dosage  of 4 t o  8 ug/Kg/hour p roduced  

a marked r e d u c t i o n  o f  1.v.  d e x t r o s e  Erom 15 t o  4 rng/~g/min. I n  

summary i n  accordance  wi th  p r e v i o u s  r e p o r t s ,  1 .v .  S o m a t o s t a t i n  h a s  
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 .  dextrose, and i n  
t h e  management o f  hypoglycemia 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 OEPENOENT RICKETS TYPE I 1  (VDR-11). RESPONSE T O  PRO- 
L O N G E D  T H E R A P Y  W I T H  NOCTURNAL C A L C I U M  I N F U S I O N S .  Cattani A.  28 Gonzilez G, Gonzllez A, Yergara R. Oeptos. de Pedlatria y Endocn- 
nologia, Metabolism" y Nvtrici6n. Esc. de Medicina, Pontif ic~a Univ. 

COMPARISON F A D R E N A L  TUMORS I N  C H I L D R E N  A N D  A D U L T S .  
Cat6lica dr Ch~le,  Santiago, Chile. 

Mr?py;esh,$:g.V.. C mar 0 M H A . Sarno F.. Mendonqa B.?.; Alber- 

25 2o b r , b  h o , R , 8 , ~ y ~ h t ) ~ I i J n ~ Q P :  iiilibise, w:; ~ i l p e r n  A,; Sa danha, L.8; 
Congenital resistance to 1.25(0H)2 03 i s  an infrequent cause of rickets. Res~s-  

D l v l S I O n  ndocr ,nology apsb,jal da s  C l i m c a s ,  U n i v e r s i t y  o f  SBo 
tance to high dose of calcitriol 05pg/d) i s  rare. This report communicates a  

Paulo, Schoof of ~ed lc?ne :  Sno Pau o, Brasll. severe case of V D R - I 1  treated with I V  infusions of calclurn. Case reoort: Three- 
4drenal tumors a? considered m l~gnant  neoplasia and few studle distin ul h bet 
#een affected chlPdrerl from adufts. W compared cjinica! hormonaf and pa?ho?ogicai 

year old boy. Seizures and brochopneumonia at  14 and 16 months of age. with 
3 pects a?d outcome ln a  roup of chi?dren,and adrvlts w l [ l ~  adrenal tumors secreting following findings: Weight and height(p3 (NCHS), normal hair, clinical and radio- 
;l:6g:oit;kzldi-$;t(;; a$;;gen'"ii ~ t ; ~ ; ~ g ~ ~ ~ ~ ; ; ~ ~ i ; c a ; ; ~ n B ~ ; e a ~ ; ~ ; ~ ~ ~ g n ; ; t ~ ~ i ~ g :  
.aucas an children ~ 7 t h  $hronologjca? a  e  0 6 to 14.58 years X +3 22 w l  h v7n l1 -  logical signs of rickets. Blood tests :  Ca=6,BmgX, Alb=4.89%, Alk.P=3500 u/L (NU< 

~ l ~ i ~ l ~ ~ ~ c ~ ~ l i ~ ; ~ s ~ i ~ ~ ~ l I : a ~ s O ; r ; e ' ~ o ~ ~ ~ ~ ~  :;s;rar:iv;ai,-[e~2a~2ih~{:: .;era 4501, 25 OHD3=50nglml (NR 14-45). 1.25 (OH)203=1000 pg/ml (NR 20-76). cAMPur.=62 
tion of diseas was from 0.25 to 5.51 Y.!x= 1  4fy.P. A?I  chiTdren had uniPatiraY 

- 
nmoI/mg creat. In spite of therapy with 2g p.0. of Ca and P,vit 03 100.000 U/d 

e ~ ~ j a ~ c ~  4m;;::nsli-yy p~tc~::y:;d;.5 
r b ( 8  clses/ :;:aa;:nnre c l ~ n i c a  ly and biochemicafly c:Rd:. and later calcitriol 6pg/d, he was admitted at  2  8/12 years of age with multiple 

(P4Uc::esS and V+C'(?'E;P:)! ~OAP:~A~~~Z~\B iEt5AfY6 $ ; 6 ~ . ~ n ~ r C 1 c ? s ~ ? 1 i o  - pathological fractures. Vit 0  adm~nistration was discontinued and nocturnal I V  

! y ~ ~ g ~ ~ ! ; ; n h ; p ; ~ ~ ~ ; ~ ; ~ f h ~ ~ ; ; ~ a 1 ~ ; ; ; ~ 1 o p a ~ ~ o , " ; ; ~ t p  "0. arp:,i~;ipJ calcium infusions plus oral phosphate was given for I0 hours every night. 
with hepatlc, pufrnanary or rymph node metastasis!. ' 

n SEX w;ygOS( , PATHOL Y FOLLOW-UP P R E S E N T  Oays of infusion 0 7 15 27 34 5 1 
9 ( W E I S ? ?  years CONDITIONS Ca (mg/lOh/lV) 630 720 990 990 990 

12 F 
C H I L D R E N  15 3 M (!~@5) ! :%:: ! l f n d  8:34:98.0 15 cured P (mgI24h p.0.)  140 510 860 860 860 

3 cases I V  1.0 -3.3 Ca(mg/dl)preIV 5.2 6.3 5.6 5.2 6.0 7.9 

liDULTS 20 
19 F 7.5-1500 

(X=299.1) ? :da% I1 
0.9 -2 3 cured 

2 -4 3 died cas(mg/dl) post I V  7.8 8.9 8.5 8.4 8.2 
1 M 8 E::; !il 8:5  ;3:8 2 cured + . I  me- 

tastal is  
P S(mg/dl) pre I V  3.1 2.6 4.2 2.1 

3 cured 2 dled 
We conc luded  t h a t :  The  f emale  sex i s  more a f fec ted  i n  both  a g  g r o u  s .  V i r i -  

Clinical, radiological and biochenlical improvement has been noted, with fracture 
l i za t~on  i s  more common I "  chlldren ind Cushlng's s  ndrome I "  aduets; 39 lackof 
cortlsal suppres5lon a f t e r  dexarnetha? ne administr Ion u gest glyco$ortico?d , 

healing. Conclusions: 1. I V  Calcium infusions have been effective and harmless. 
secwtvan by v ~ r ~ l ~ z ~ o g  tumors In ch '?.re. and a,u~!s; 41 Beiss' 
not pr dlct outcome accurately and 5) The outcome I n  chl dren ~ a s ~ $ % ' i ~ ~ ? & ~ ? h % ~  2. Bone mineralization has occurred in absence of biological activity of 1.25 (010 
In adu'its. 203. 3. In spite of severe VOR-11, no alopecia has developed. 
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