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Diagnostic Value of Releasing Hormone T e s t s  

i n  Endocrine Disorders i n  Children 
TRH t e s t  was performed i n  10 normal, 8 hypothyroid 

and 1 hyperthyroid child. On hand of t h e  r e s u l t s  o b t a i -  
ned i n  t h e  hypothyroid ch i ld ren  t h e  w t h o r s  f e e l  t h a t  
t h e  unresponsiveness of TSH t o  TRH does not necessari- 
l y  i n d i c a t e  a p i t u i t a r y  defect .  The au thors  have a l s o  
analyzed t h e  values of LH and FSH during s t imula t ion  
with LH-RH i n  32 p a t i e n t s  with delayed puberty, i n  4 
ch i ld ren  with primary and i n  8 ch i ld ren  with seconda- 
r y  hypogonadism, a s  wel l  a s  i n  7 p a t i e n t s  with preco- 
c ious  puberty, In 7 p a t i e n t s  with p r e c o c i w s  pvberty 
maximal LH values were r i s i n g  over 150 mIU/ml. In the- 
s e  p a t i e n t s  blocking t h e  hypothalamic s t imula tors  with 
neuro lep t ic  drugs, t h e  authors  t r i e d  t o  es t imate  t h e i r  
poss ib le  therapeut ic  value and a t  t h e  same time t o  di- 
f f e r e n t i a t e  t h e  id iopa th ic  precocious puberty from 
t h a t  caused by an organic hypothalamic lesion.  
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presence  of a l a rge  molecular form of vasopressin 1 
, i n  t he  f e t a l  r a t .  

Vasopressin (VP) and oxytocin (OT) may be synthesized 
common precursor with neurophysins (NP). We postulated 
precursors may be more abundant i n  t he  neurohypophysis 

f t he  immature r a t .  By RIA, we found : 

1 -9 -5 -1 +8 d a y s o f l i f e  
1 NP 6310 1500 1060 13600 f moles 

OT 6.4 17 352 10880 1 VP 20.4 

, I  

237 10266 54804 11 

here was a molar excess of NP ea r ly  i n  ges t a t i on ,  and 
a t e r  a molar excess of VP. Bioassay of VP from the  f e t u s  

co r r e l a t ed  with RIA values.  By g e l  f i l t r a t i o n  a b ig  form 
pf VP was found which var ied  wi th  the  method of ex t r ac t ion ,  
With one system > 85 % of VP from the  f e t u s  was i n  the  big 
Form while <15 % of VP from the  adu l t  was b ig .  The r e l a t i 01  
$hip of big VP t o  NP i s  not c l ea r .  The developing r a t  i s  

good model f o r  t he  study of precursor hormones. 
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Fami l ia l  glucocort icoid def ic iency  and 

Achalasia of t h e  Cardia. 
An assoc ia t ion  between acha las ia  of  t h e  ca rd ia  and 

adrenal  insuf f ic iency  has been found i n  p a i r s  of 
s i b l i n g s  i n  two d i f f e r e n t  fami l ies  .Endocrine and 
post mortem s t u d i e s  i n d i c a t e  t h a t  mineralocort icoid 
funct ion was normal i n  these  four  ch i ld ren  who appear 
t o  have s e l e c t i v e  c o r t i s o l  def ic iency  secondary t o  
degeneration of t h e  z . fasciculata  and z.reticu1ari.s. 
Two f u r t h e r  fami l ies  with acha las ia  and adrenal  in- 
suf f ic iency  have been found i n  t h e  1iterature.The 
condit ion appears t o  be inher i t ed  a s  a recessive 
d i sorder  but t h e  r e l a t i o n s h i p  between t h e  adrena l  
and oesophageal abnormali t ies  i s  unknown. 
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H y d r o x y l a t e d  s t e r o l s  a n d  t h e  human f e t a l  a d r e n a l .  1 The c o n v e r s i o n  b y  i s o l a t e d  human f e t a l  a d r e n a l  
c e l l s  ( 2 4  wks g e s t a t i o n )  o f  2 5 - O H - c h o l e s t e r o l  
(25-OH),  2 2 s - O f + - c h o l e s t e r o l ( 2 2 S ) ,  17,20-diOH- 
c h o l e s t e r o l ( l 7 , 2 0 )  a n d  17-OH-pregnenolone(l7-OH) 
i n t o  C n l  a n d  C l  g s t e r o i d s  was s t u d i e d - I n  a d d i t i o n  
t h e  e f f e c t s  on  t h e  l e v e l s  o f  f r e e  c h o l e s t e r o l  
( ~ h o l )  were  d e t e r m i n e d .  S u b s t r a t e s  a n d  p r o d u c t s  

w e r e  e s t i m a t e d  b y  c a p i l l a r y  G C .  I n t r a c e l l u l a r  A T E  
was u s e d  a s  a v i a b i l i t y  c r i t e r i o n .  R e s u l t s :  

No ad -  40pg 40pg 80pg  80pg  ACTH 20 mU 
d i t i o n s  17.20 17-OH 22s  25-OH HCG 200 I U  

D H E A  6 , 9 1  0 , 1 2  3 , 4 2 0 , 6 3  0 , 9 3  1 , 0 2  
P r e g  O,11 0 , 8 3  0 , 4 3  1 , 7 6  3 , 3 1  < 0 , 0 1  
17-OH < 0 , 0 1  1 , 1 6  1 , 7 4  1 , 6 5  1 , 3 9  
C h o l  10 .40  1 5 , 6 9  11.29 4 , 9 2  0 , 3 2  5 , 6 9  

P r o d u c t i o n  i n  pg/7x1OS c e l l s / Z h r s  
DHEA=dehydroepiandrosterone; p r e g = p r e g n e n o l o n e  

T h e . r e s u l t s  s u g g e s t  t h a t  t 3 e s e  s t e r o l s  n o t  o n l y  
a c t  a s  p r e c u r s o r s ,  b u t  a r e  a b l e  t o  s t i m u l a t e  s t e -  
r o i d  p r o d u c t i o n  bv a l t e r i n q  c e l l u l a r  m e t a b o l i s m .  
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Denmark 1 ong term endocrine s t u d i e s  i n  McCune-Albright's 
syndrome 

A 3 year  o l d  g i r l  with McCune-Albright's syndrome has been 
s tudied  s ince  t h e  first vaginal  bleeding appeared a t  3 
months of age. Since no longi tudinal  endocrine da t a  from 
such a young pa t i en t  has been repor ted ,  s e r i a l  determina- 
t i o n s  of serum FSH ( f o l l i c l e  s t imula t ing  hormone), LH (lu- 
t e i n i z i n g  hormone), o s t r a d i o l  and progesterone were done 
while o f f  and on treatment with medroxyprogesterone. Serum 
LH va r i ed  (3-21 m ~ ~ / m l )  with no co r r e l a t i on  t o  therapy. 
Serum FSI was unmeasurable a t  a l l  occasions. Serum os t ra-  
d i o l  showed g rea t  v a r i a t i o n s  (20-400 p$ml) with no corre- 
l a t i o n  t o  LH o r  t o  therapy. Serum progesterone was unmeasu 
able .  LHRH (gonadotrophin r e l ea s ing  hormone) 50 ug i .v. r e  
vealed only s l i g h t  increase  o f  LH and FSH i n  s p i t e  o f  ele- 
vated base l ine  value of LH. Unstimulated serum p ro l ac t in  
was e levated  with no influence of therapy. 

These s tud ie s  h r t h e r  suggest an autonomous dysfunction 
of t he  ovar ies  and of t h e  pituitary-hypothalamus whereas 
they were of no help  i n  guiding the  treatment.  Even a t  
t h i s  e a r l y  age medroxyprogesterone seems bene f i c i a l  i n  
con t ro l l i ng  the  vaginal  bleedings i n  t h i s  syndrome. 
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rocortisol(THF) and f r e e  co r t i so l (FF)exc re t ion  by RIAs i n  

i n  p a t i e n t s  with Cushing's syndrome o r  d isease  (CSD) a re :  
I THE/THF 60HF/170H 6OHF'/FF 

I normals fn 301 1 1.4+.06 1 0.09f.01 1 1121.4 I 

I ACTH (n 15) 1 0.4f.02 1 0.43f.06 ' 1  1.1+.01 1 
CSD (n 8) 1 0.5k.05 1 0.56f.14 1 23f9.8 

reatment with spironolactone caused a 6-fold mean increase  
60HF excre t ion ,  phenobarbital  changedthe 60HF/170H r a t i  
0.22f0.03, and Dilantin+phenobarbital  a l t e r e d  t h e  r a t i o  
0.45f0.1. Conclusions: 60HF 

nd FF is  age dependent. 60HF 
f t e r  ACTH. THE/THF r a t i o  decreased a f t e r  ACTH and i n  CSD. 
F increased more a f t e r  short-term ACTH than i n  CSD. There- 

f o r e  ACTH = hypercortisolemia a l t e r  c o r t i s o l  metabolism 
easurable by ur inary  metabolites.  Drugs (spironolactone,  
henobarbita1,Dilantin) cause an increase  i n  6B-hydroxy- 

l a t i o n ,  a microsomal enzyme system. F 
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