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In s o m e  p a t i e n t s  w i t h  k e t o t i c  h y p o g l y c e m i a  a r e d u c e d  
urinary o u t p u t  o f  c a t e c h o l a m i n e s  has b e e n  r e p o r t e d .  
E m p l y l n g  a d o u b l e  i s o t o p e  d e r i v a t i v e  t e c h n i q u e  ( C l i n .  
s c i . 1 9 7 3 , 4 5 : 1 6 3 )  plasma adrenaline a n d  n o r a d r e n a l i n e  
w e r e  d e t e z i n e d  i n  s l x  c h i l d r e n  w i t h  k e t o t i c  h y p o g l y -  
c e m i a .  One  o f  t h e  p a t i e n t s  h a d  e x t e n s i v e  b i l a t e r a l  ad-  
renal c a l c i f i c a t i o n s .  A d r e n a l  c o r t i c a l  i n s u f f i c i e n c y  
was e x c l u d e d .  
T h e  l a s m a  a d r e n a l i n e  ' - - a lues  ( m e a n  v a l u e , n g / m l )  b e f o r e  
- d z i n g  h y p o g l y c e m i a  w e r e :  ( A )  i n  p a t i e n t s  w i t h o u t  
adrenal c a l c i f i c a t i o n s  0.05-0.10, ( B )  i n  one p a t i e n t  
w i t h  a d r e n a l  c a l c i f i c a t i o n  0.01-0.04, ( C )  i n  h e a l t h y  
c h i l d r e n  ( n = 3 )  0 .22 -1 .33 ,  (D) i n  h e a l t h y  a d u l t s  ( n = 5 )  
0 .09 -0 .69 .  T h e  p l a s m a  n o r a d r e n a l i n e  c h a n g e d  i n s i g n i f i -  
c a n t l y  i n  p a t i e n t s  and c o n t r o l s .  
E s t i m a t e d  f r o m  b l o o d  g l u c o s e  level d u r i n g  h y p o g l y c e m i a  
t h e  p l a s m a  a d r e n a l i n e  was o n l y  f o u r  p e r  cent o f  t h e  
e x p e c t e d  v a l u e s .  
T h e s e  p r e l i m i n a r y  r e s u l t s  s e e m  t o  i n d i c a t e  t h a t  i n  pa -  
tients w i t h  k e t o t i c  h y p o g l y c e m i a  t h e  i m m e d i a t e  p l a s m a  
adrenaline r e s p o n s e  d u r i n g  h y p o g l y c e m i a  i s  g r e a t l y  re- 
d u c e d  i n  p a t i e n t s  w i t h  as w e l l  as w i t h o u t  adrenal cal- 
c i f  i ca t  i o n s .  

SCREZNrNG FDR CONGENITAL HYFWTMOIDISM. M. Winkler, 30 M. Camus, F. Delange. Depart. o f  P e d i a t r i c s ,  Univ. o f  
Brusse l s ,  Belgium. 

The e a r l y  d i agnos i s  o f  congen i t a l  hypothyroidism relies es- 
s e n t i a l l y  on  the b i o l o g i c a l  evidence o f  the de fec t .  P r e l i n x m r y  
data o f  a s y s t e m t i c  s c reen ing  o f  neonates  a r e  presented.  The 
va lues  o f  serum thyroxine (T4) and TSH were determined in the 
cord  b l c c d  o f  271 i n f a n t s .  I n  152 o f  these c h i l d r e n  serumTSH 
was aga in  measured o n  a f i n g e r  puncture  sample a t  5 days  o f  age. 
Serum T4 was m s u r e d  by  the cap? t i t i ve  b i r d i n g  rrethod o f  Hur- 
phy and Pa t ty .  Serum TSH was determined by  Souble ant ibody ra-  
d io immmassay  w i t h  the TSHk o f  CEA-IRE-SORIN. Resu l t s  are a s  
fo l lows  : 

B i r t h  (cord blood) 5 t h  day 
Thyroxine 11.9 + 2.6a (249)b - 
u¶/lCO mJ. 6.7 - 2 4 . 6 ~  

TSH 7.6 + 5.1  (271) 3.5 2 1.9 (152) 
uU/d 1.5 - 31.5 1.5 - 12.1 

a : m a n  + SD b : n&r o f  cases c : range 

A t  b i r t h  the v a r i a b i l i t y  is irqx~rtant f o r  T4 and TSH. On thc 
5th day the s c a t t e r i n g  o f  TSH v a l u e s  is much srra1le.r and t h e  
n-ean is lower than at  birth (< 0.001). In agr-twith previ-  
ous ly  r e p r t e d  d a t a  we found serum TSH l e v e l s  o f  160 and 5CO 
U/d in  2 hypothyroid i n f a n t s  younger t han  1 m n t h .  The s t r ik in:  
d i f f e r e n c e  beedeen t h e s e  high TSH va lues  and t h e  c o n t r o l  va lues  
observed on  the 5 t h  day a l l m  to s u p p r t  the v i a  *at t h i s  
s c reen ing  procedure is r e l i a b l e  f o r  d e t e c t i n g  congen i t a l  kypthiTr. 

NEONATAL DETECTION OF HYPOTHYROIDISM BY R A D I O -  
IMMUNOASSAY OF THE THYROXI!i I N  ?HE ELUATE OF 31 DRIED ~ i , O ~ ~ . ~ . ~ o c h i c ; i o i i  , ~ . ~ u t a u ,  F .  9ayard and 

D.Augier. S e r v i c e  de  M6decine I n f a n t i l e  C ,  U.E.R.Toulouse- 
Rangue i l .  F rance .  

The a s s a y  o f  Thyrox in  (T4) h a s  been made by radio-immunoassly 
i n  t h e  e l u a t e  o f  a few d rops  o f  b lood  d e p o s i t e d  on a p i e c e  
o f  b l o t t i n g  pape r .  S i x  d i s k s  ( 4 O Y 1  o f  b lood)  a r e  e l u a t e d  
i n  750 /~1 of b a r b i t a l  b u f f e r  f o r  24  h o u r s  a t  4'. 
The compara t ive  a s s a y  o f  Tq i n  e l u a t e  and i n  f o u r t y  micro- 
l i t e r  o f  b lood  a l l o w s  t o  f l n d  a c l o s e  c o n n e c t i o n  w i t h  a 
r e g r e s s i v e  c o e f f i c i e n t  o f  0.80. The e f f e c t i v n e s s  o f  e l u t i o n  
is 48 %. 
The r e s u l t s  from 6 d i s k s  (40  r l  o f  b lood)  i n  150 normal 
newborns  a r e  600 pg 2 12. 
I n  5 conf i rmed  h y p o t h y r a i d i a n s  i n f a n t s  t h e  ave rage  is 160 ' 
6 0  pg. I n  2 c a s e s  of a t h y r e o s i s  t h e  a v e r a g e  is 80  pg. 
T h i s  method was used  f o r  d e t e c t i o n  o f  hypo thy ro id i sm i n  one 
thousand o f  newbornsby u s i n g  sampl ings  o b t a i n e d  from t h e  
p h e n y l c e t o n u r i c  d e t e c t i o n  c e n t e r .  We d e t e c t e d  by t h i s  way 
a c a s e  of hypo thy ro id i sm which w a s  conf i rmed by t r a d i t i o n a l  
t e s t s .  
T h i s  method seems t o  t o t a l l y  j u s t i f y i n g  a n e o n a t a l  d e t e c t i o n  
of hypo thy ro id i sm on a b i g  s c a l e .  

GOITER DUE TO CONGENITAL DYSHORMOGENESIS : 
32 FOLLOW UP STUDY IN 28 CHILDREN. Sonia lorcansky, 

Noe Altschuler, Cesar Bergada' and Mortin Cullen. Serv. Endocr., Hosp. 
de  Niiios, Buenos Aires, Argentina 

We hove studied 17 boys and 11 girls ( 7  pairs of siblings) with goiter 
over a period of 2-15 yrs. Methods : In all patients, 13'1-uptake, P B I ~ ~ ~ ,  
CR, SCNKdischarge, PBI, BE1 or Tq, column chromatogroms of radioiodina- 
ted aminoacids in serum have been performed ; in some, chromatograms 
have been done olso in thyroid tissue and urine. 

Based on laboratory data, 5 groups have been formed. Althoughsynthesis 
of thyroid hormones is blocked in all enzyme defects, the course of the di- 
sease is varioble but characteristic far each group : 1) in 7 of 8 children 
with complete peroxydase defect, brain damage and idiocy developed des- 
pite thyroid theropy beginning shortly after birth. 2)4  patients with Pendred 
s ndrome were euthyroid and had small goiters ; of 2 sisters with the same 
J in i ca l  picture,one showed the typical 1131 discharge whereas the other 
one hod a normal SCNK test.3) 9 patients with coupling defect had goiters 
around the age of 2 yrs and continuously increased in size inspite of 
thyroid therapy. 4) 3 children with dehalogenase defect were born with 
goiters ; hypothyroidism developed slowly. In 2 of them goiters had dis- 
appeared and laboratory and clinical findings become normal without 
therapy 2 yrs after compulsory iodination of salt in Argentina. 5 )  In 4 
children, the enzyme defect wos not established. Goiter and hypothyroi - 
dism appeored around 11 months. Thyroid therapy was very successful. 

EFFICIENCY A N D  MODE OF ACTION OF CONJUGATED 33 OESTROGENS I N  THE TREATMEIIT OF TALL GIRLS.= 
Futtkamer,J.R.Bierich,D.Schlinberp,f4.Suchowerskyi. 

Jn iv .Kinderk l in ik .Ti ib ingen ,P . I? .G.  
I n  1972, we have r e p o r t e d  on t h e  s u c c e s s f u l 1  the rapy  o f  t a l l  
z i r l s  by c o n t i n o u s  a d m i n i s t r a t i o n  o f  h i g h  doses  o f  c o n j u g a t e d  
o e s t r o g e n s ,  combined wi th  an o r a l  p r o g e s t i n  f o r  5 days  p e r  
$month. T h i s  is a r epo  t on 23 s u c h  t r e a t m e n t s , - i n  1 4  c a s e s  
w i t h  7.5 mg Presomen S R ) d a i l y , i n  9 c a s e s  w i th  4.5 mg Presomen 
Tn 9 c a s e s  t h e  t h e r a p y  h a s  meanwhile been t e rmina ted .  A t  t h e  
s t a r t  t h e s e  g i r l s  showed bone a g e s  o f  11 t o  14 cm ( 2  = 8 . 9 1 ~ ~ ~ )  
T h i s  growth r a t e  was reduced t o  1.9 cm on t h e  ave rage  f o r  
t h e  f i r s t  year.The growth r e d u c t i o n  was 7.22 cm i n  t h e  mean. 
I n  t h e  second group,which we t r e a t e d  wi th  4 ,5  mg, we saw f u r -  
t h e r  growth between 2,5 and 442 cm w i t h i n  t h e  f i r s t  s i x  

months under  therapy.Hence we recommended t r e a t a e n t  w i th  a 
d a i l y  dose  of 7.5 mg Presomen. S e r i o u s  s i d e  e f f e c t s  were no t  
encoun te red  unde r  t h i s  dosage.  The a lmos t  a b r u p t  g r o w t h . s t o p  
unde r  Presomen i n  s p i t e  o f  open e p i p h y s e a i  l i n e s  caused u s  
t o  i n v e s t i g a t e  plasma somatomedin l e v e l s  and growth hornone.  
A f t e r  4 t o  6 months o f  t r e a t m e n t  t h e  somatomedin l e v e l s ,  c a l -  
c u l a t e d  a s  r a t i o s  o f  SM b e f o r e  and unde r  t h e r a p y ,  were d e c r e a  
s e d  t o  r a t i o s  between 0.65-0.8 w h i l e  GH s e c r e t i o n  i n c r e a s e d  
unde r  t he rapy  wi th  Presomen. 

EXCESSIVELY TALL STATURE IN GIRLS, FURTHER EXPE- 
-24 RIENCE WITH SEX HORMONE TREATMENT IN HIGH 
v m  

DOSES. Milo Zochmonn, Gertrud Murset, Angel Ferrandez, 
Sylvain Pluznik ond Andrea Prader. Univ. Zurich, Sch.Med., Dept. Ped., 
Kinderspital, Ziirich, Switzerland 

We have previously reported our experience in treating children 
with sex hormones. A difficulty of that preliminary study was the in- 
accuracy of bone age (BA) estimation (Greulich ond Pyle) ond of adult 
height prediction (Bayley and Pinneou). BA was reassessed in an exten- 
ded series of 40 girls using the Tanner-Whitehouse I I  RUS technique and 
the new regression equations of Tanner for prediction of adult height. 
All girls were in puberty a t  start of treotment (BA 212) .  They were 
divided into 3 BA-groups (12.1-13, 13.1-14, 14.1- 15) and received 
ethinylestradiol 0.3 mg daily and norethisterone for 5-7  days every 4th 
week. The mean reduction of adult height was 4.6 i 2.4 cm, slightly 
more (5.8) in the youngest and somewhat less (4.5) in the oldest BA- 
group. BA-velocity during the whole treatment period was 1.5 i 0.5yrs 
per yr in the youngest and 1.1 2 0.4 yrs/yr in the oldest BA-group. 
The individuol variation, however, wos large in all groups. Postthera- 
peutic amenorrhea of 0.2-0.5 yrs occurred in only 7 patients. 

This improved method of analysis confirms the effectiveness of sex 
hormone treatment in tall girls. 
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