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Growth dormone in Silver Syndrome 

Eight children with t ical features of Sil 
ver syndrome are describe86 girls and 2 boys,; 
girls were twins).Stature was from -11% to -1% 
retarded.0nly one of twin girls was at 3rd cen- 
tile.Delay in skeletal maturation was found in 
7 patients.Growth hormone(g.h.)levels were es- 
timated after insulin hypoglycaemia(o,l to 0,15 
units/kg)in all patients.Fasting g.h. values 
were from l,o to 9,6 ng/ml,mean 3,4 dm1.G.h. 
reached maximum of 24,o-30,o-50,o ng/ml at 30 
min in 3 patients.In other 5 cases there was 
less marked increase of g.h.:7,0;7,9;8,1;9,5; 
lo,o ng/ml,with peak values after 30 or 45 min, 
Mean peak serum g.h. concentration were 18 3 
+16,7 ng/ml(range 7-50) .In a control group?n=6) 
mean fasting g.h. values were 5.3 ng/ml(l,2-11 
and a mean pe& 25,8+8,7 ng/ml(range 15,l-40,5 
Analysis of results demonstrated smaller g.h. 
response to insulin hypoglycaemia and decreased 
fasting g.h. values in patients with Silver syn- 
drome. compared with control group. 
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Long-term treatment with high .lose gonadotrophin 

j I re leas ing hormone t o  induce puberty. 
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J.SACK 3. CH+IEIDA$,R. THEODOX* and I .BEN- 
~ ~ ~ ~ ~ 5 e d i a t r i . c  Endocrinology and The 
Institute of Hematolo,g, The Chaim Sheba 
edical Center, Tel Hashomer, Israel. t 

Gonadotrophin re leas ing hormone (LHRH, Hoechst) 500 pg 
has been administered subcutaneously twice da i ly  t o  fou r  
pa t i en t s  (two male, CEIO females) wit:? hypogonadotrophic 
hypogonadism due t o  LHRH deficiency f o r  a miniinum of one 
year. The i n i t i a l  r e s u l t s  were extremely encouraging i n  
terms of the biochemical responses and physical changes 
bu t  i n  sll fou r  a t i e n t s  gonadotrophin responsiveness 
waned, l eve l s  of sex s t e ro ids  xere not maintained and 
pubertal  development f a i l e d  t o  progress. 

W A  determined by colorimetric method in the 
nanlgement of juvenile diabetic children. 

HbAqm was determined by a modification of a 
colorl#letric method using thiobarbituric acid. 
The mean percent of W A  in a cqntrol non-dia- 
betic population (n=26)'$as 6.44-0.2 b mean'^^^). 
The mean HbAIC percent of the diabetic patients 
qroup (n=40) was 9.31-0.38 (mean-sEM) and was 
significantly different from the normal group 
(P<0.001). There was no correlation between 
fasting blood (37 patients) and urinary ( 3 6  
patients) sugar determination and HbA conc. 
obtained the same day (r=0.10 and r=-8-12, re- 
spectively). However, serial W A  determinatior 
over a 4-month period in 15 pati%ts revealed a 
good correlation with the individual status of 
diabetic control, as evaluated by clinical and 
laboratory criteria. W A  colorimetric deter- 
mination seems to be a .s?gPle, reproducible 
method which provides the clinician with an ob- 
jective,useful indicator of carbohydrate control 

- - .. - . 

The timinisbing responsiveness of the p i t u i t a r y  t o  
continual s t imuls t ion with LHRH agpears severely t o  l i m i t  
the use of LHRH a s  a therapeutic agent,  although it i s  
poss ible  t h a t  smaller doses given more in t e rmi t t en t ly  may 
be effective.  Theoretical  considerations and experimental 
data  obtained i n  dogs suggest t h a t  t h i s  may be the case. 
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Determination of ierum T4 and TSH in blood dot for 
newborn screening 

Nednate Section and University Department of Clinical Therapeutics 
"Alexandra" Hospital, Athens, Greece, and Cliniques Universitai- 
res Saint-Luc, Service de Medecine Nuclgaire, Bruxelles-Belgium. 

In order to assess the efficacy of newborn screening for 
congenital hypothyroidism serum T4 and TSH have been onalysed 
by taking a dot of blood in filter paper from 71 newborns from 
Athens and 68 from the country. In selected cases the results of 
the dot paper have been compared with those obtained by 
conventional methods. Of the newborns from Athens, 9 out of 71 
(12,6 %) had a.serum Tq below 7.0 yg/dl, 25 (35,2 %) above 
12 yg/dl, but none a serum TSH above 50 mU/I. Of the newborns 
from the country, 11 out of 68 (16,l %) had- a serum T4 below 
7 .0  pg/dl and 21 (30,9 %) above 12.0 pg, but again none a serum 
TSH above 50 mU/I . The cases with abnormal results are being 
sought for a more complete evaluation. The results until now sugge! 
that serum determinationfof T but not of TSH overestimate the 
frequency of congenital hypohyroidism in areas with iodine 
deficiency. 

* -- 
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I 
Glycosylated Hemoglobin (GHb) a s  an index of  diabetes con- 
t r o l  i n  d i abe t i c  chi ldren and adolescents.  

Increased l eve l s  of  GHb (HbAla-c) serve as an indicator  
of t h e  degree of  hyperglycemia over t h e  l i f e  span o f  the  
erythrocyte.  Blood GHb was measured i n  29 normal (N) and 
50 d iabe t i c  chi ldren and adolescents (D) i n  the  postpran- 
d i a l  s t a t e .  GHb was determined by ca t ion  exchange chroma- 
tography with " I ~ o l a b ' ~  columns. In the  N subjects  mean GHb 
was 7.7+1.1% of  t o t a l  HbA (Range: 6.0-9.5%). In the  D pa- 
t i e n t s  the  range was 7.7-20.1%. A s ign i f i can t  negative li- 
near co r re l a t ion  (r=0.68 p < .001) was found between GHb 
and ur ine  glucose excretion measured 3 times d a i l y  f o r  3 
months. Signif icant  d i f ferences  i n  GHb were a l so  found 
when the  pa t i en t s  were grouped according t o  the  frequency 
d i s t r ibu t ion  o f  the  da i ly  u r ine  glucose excretion; GR 1: 
0-% - GHb=9.9+1.8%; GR 2: 1-2% - GHb=12.2+0.9%; GR 3: 2- 
4% - ~~b=14 .o+ i .g%;  GR 4: 5% - m = i 6 . 7 + i . 8 %  (p < 0.01 - 
0.001). A s i f i i f i c a n t  cu rv i l inea r  r e l a t ionsh ip  was found 
between GHb and postprandial  blood glucose l eve l s  (y=a+b 
ln(x) ~ 0 . 6  p < .001) suggesting t h a t  GHb r e f l e c t s  a satu- 
r ab le  system of  glycosylation. Concentration of GHb serves 

P i t u i t a r y  adenoma: h i p e r s e c r e t i o n  o f  G H  p r e  and 
p o s t - s u r g i c a l  o p e r a t i o n .  
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Male 1 3 , 2 / 1 2  y e a r s  0 1 d . H e i g h t :  187,O cm 
( P  97  T a n n e r ) .  Abnormal g rowth  s i n c e  s e v e n  y e a r s  
o f  a g e .  Emergency a d m i s i o n  by i n t r a c r a n e a l  h y p e r -  
t e n s i o n .  A f t e r  n e u r o r a d i o l o g i c a l  (neumo and 
a r t e r i a l )  and gammagraphic  s t u d i e s ,  a d i a g n o s i s  
o f  s u p r a s e l a r  tumor  was done.  

Hormonal s t u d i e s  showed h y p e r p r o d u c t  ion o f  
G H  ( b a s a l  : 220-max: 2 7 7 , s  ngr/ml ; i n s u l  i n  t e s t ) .  
A f t e r  o r a l  a d m i n i s t r a t i o n  o f  g l u c o s e  t h e r e  was 
n o t  s u p r e s s i o n  o f  serum G H  l e v e l s  ( b a s a l  : 220-  
minimal  : 150  n g r / m l ) .  

A f t e r  s u r g i c a l  i n t e r v e n t i o n  t h e  c o n v e n t i o n a l  
and ul t r a e s t r u c t u r a l  s t u d i e s  o f  t h e  tumor  demons- 
t r a t e d  t h e  p r e s e n c e  o f  a G H - h y p e r s e c r e t o r  adenoma 
Seven months  l a t t e r ,  t h e  G H  l e v e l s  were  h i g h  
and o t h e r  p i t u i t a r y  hormones were  low.  
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