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Serum somatomedin a c t i v i t y  (E:SA) i n  c h i l d r e n  wi th  
operated craniopharyngioma and paradoxical  growth. 

SSA was measured by bioassay i n  27 s e r a  from 15 
c h i l d r e n  aged 5 t o  15 operated f o r  craniopharyngioma 
(CP). A l l  had complete GH def ic iency ,  none received 
hGH. Plasma T4 was normalized by admin is t ra t ion  of 
thyro id  powder. 14 received hydrocort isone (HC) 8-25 
mg/m2/day, 13 d i d  no t .  Growth v e l o c i t y  (Gv) ranged 
0 t o  7.5 c d y e a r .  SSA ranged 0.18 t o  1.5 U/ml.  No 
c o r r e l a t i o n  was found between SSA and : d a i l y  dose of 
HC, i n s u l i n  peak a f t e r  a r g i n i n e ,  de lay  from surgery,  
% of weight excess .  A p o s i t i v e  c o r r e l a t i o n  was found 
between SSA and GV ( r  = 0.81, p < 0 . 0 0 1 ) .  Moreover, i n  
p a t i e n t s  rece iv ing  no HC therapy,  GV c o r r e l a t e d  nega- 
t i v e l y  t o  plasma HC ( r  = -0.656, p < 0 . 0 2 ) .  

These d a t a  demonstrate 1/ t h a t  t h e  genera t ion  of 
SSA a f t e r  removal of CP is  independant from GH secre -  
t i o n  and i s  not  r e l a t e d  t o  i n s u l i n  s e c r e t i o n  nor t o  
weight excess  o r  t o  t h e  t h e r a p e u t i c  dose of HC ; 
2/ t h a t  t h e  paradoxical  growth i n  t h e s e  p a t i e n t s  is  
c l o s e l y  p a r a l l e l  t o  SSA and nega t ive ly  c o r r e l a t e d  t o  
endogenous plasma HC. 
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Radioimmunological de te rmina t ion  of  somatomedin B 
i n  h e a l t h y  c h i l d r e n  and p a t i e n t s  w i t h  HGH def ic iency .  

I n  192 boys and g i r l s ,  ag ing  from 1 month t o  1 6  
y e a r s ,  serum somatomedin B l e v e l s  were performed by 
radioimmunoassay of  Kabi Inc.,  s l i g h t l y  modified. I n  
g i r l s  t h e  mean v a l u e  i n c r e a s e d  from t h e  1 st. month 
a t  t h e  end o f  t h e  second year  o f  l i v e  from 10.5k6.2 
t o  l9.2t9.2 mg/l, i n  boys a t  t h e  same t ime from 
iOt3.9 t o  20.3i6.2 mg/l. The v a l u e s  decreased i n  
g i r l s  i n  t h e  fo l lowing  y e a r s  up t o  t h e  age  o f  14-16 
y e a r s  t o  13.727.5 mg/l; i n  t h e  boys t o  11.5t4.2mg/l. 
The beginning of  t h e  decrease  was i n  g i r l s  two years  
e a r l i e r  than  i n  boys. To t h e s e  v a l u e s  o f  normal 
c h i l d r e n  were compared t h e  v a l u e s  o f  8 p a t i e n t s  wi th  
HGH def ic iency .  The mean o f  t h e s e  c i l d r e n  was 4.2 
mg/l, s i g n i f i c a n t l y  below t h e  v a l u e s  o f  t h e  normals. 
The de te rmina t ion  of  somatomedin B w i t h  t h e  t e s t e d  
radioimmunoassay may be u s e f u l  f o r  t h e  sc reen ing  of 
HGH d e f i c i e n c y  i n  s h o r t  ch i ld ren .  
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Combined v i r i l i z i n g  17-21 hydroxyl.lse de f i c i ency  i n  s i b l i n g s .  

Female pseudohermaphroditism wi th  s k e l e t a l  abnorma l i t i e s  
( c r a n i a l  and a n t e b r a c h i a l )  was observed i n  3 s i b l i n g s .  Marked 
h i r su t i sm was observed dur ing pregnancies  i n  t h e  mother. 
Ambiguous g e n i t a l i a  were p r e s e n t  a t  b i r t h  b u t  f u r t h e r  v i r i l i -  
z a t i o n  d i d  n o t  occur .  Sa l twas t ing ,  hypokalemia o r  hyper tension 
was n o t  p r e s e n t  dur ing long-term o l ~ s e r v a t i o n .  Adrenal func t ion  
s t u d i e s  were performed i n  2 of t he  p a t i e n t s .  Basal  v a l u e s  o f  
u r ina ry  c o r t i s o l - m e t a b o l i t e s  and 17 -ke tos t e ro ids  were normal 
b u t  t he  exc re t ion  of corticosteronar-metabolites and pregnane- 
t r i o l  was inc reased  ( r a t i o  cortisol-/corticostemne-metabolites 
1:l) . A f t e r  ACm s t imu la t ion  a d d i t i o n a l  e x c r e t i o n  of pregnane- 
t r i o l  and corticosterone-metabolites was found. Also u r i n a r y  
co r t i so l -me tabo l i t e s  were inc rease , i  a s  were 17 -ke tos t e ro ids ,  
a l l t hough  on ly  moderate. Basal  ACTIi and 17-OH progesterone 
va lues  were on ly  s l i g h t l y  increased.  These obse rva t ions  
suggest  t he  presence of a combined p a r t i a l  17-21 hydroxylase 
de f i c i ency  wi th  s k e l e t a l  d e f e c t s .  'Phis c l i n i c a l  e n t i t y  has  
no t  p rev ious ly  been descr ibed.  
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Cortiooataroidrwaptarr on h- lpphwytea ad platalbta. 
About 8000 rwaptora ma prbaent on h u r ~ n  lymphocytaa of 

haalthy p e r a p  a t  a danuth .ona  oonomtration of approxl- 
mately 2x10- &We studied the b h v i o u r  of the oclrfiooataroid- 
moeptora prasmt on lymphocytes a d  on plataleta in dap&oe 
on s t w t u r a  and oomentration.It w found that tha oortio* 
ataroidreoaptora prasont on platalata have a high- affinity 
than those 0x1 lpphooytar.Thir in  doomanted by 8 hi* moo- 
t i r i t y  and a 1- aataration oonoantration.At 37' tha net- 
ration of the moaptan oooura on platalats within 15 rin. ad 

maturation cancantration d.p& on tho atmotura of the 
oortiooataroid im.atig.t.d.Wa found that 6-a flnorinrtian 
i n o n u e s  the affinity of a oortiooataroid a & n a t  1-0 
raoaptorn.Tha number of moaptora h o m a  in iadbpmdrat fmm 
the oortiooataroid uaed,but rsriaa hom parson t o  paraon. 
For healthy parsons m found about 25 raoaptorr par platelet, 
a d  about 6000 to 8000 rwaptora par -..At ~hyaiol@o 
oortiooataroidoancantratians 1 or 2 oortiooataroid m l a ~ u l a a  
arm bound on I platelet and about 50 nolaailma oan bb 
an 1 ly@wqta. 
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Age at  f i r s t  conscious ejaculation: A milestone in male puberty. 

Complete physical examinations and bone age determinations 
are performed regularly in a l l  children being followed longitu- 
dinally in our clinic. Boys approaching puberty are asked at  
each vis i t  whether there has been a f i r s t  ejaculation. A survey 
was made of 158 boys (97 normals (N) ,  36 with delayed puberty 
(DP) and 25 with cryptorchidism (Cr)) in whom it was possible 
to  carry out an evaluation within an approximate 3 months of 
the f i r s t  conscious ejaculation. Sixty four healthy school boys 
served as additional controls. The main findings were: 

Age BA - yrs CA - yrs Test.vo1. 
Group m + SD range m + SD range la1 

N 13'+06 1 2  -1s6 14~51' 12 - 1 6 ~  10 + 4 

C r  1X6G6 1 2 ~ - 1 5 ~  144+~7 12~-16 11 + 4 

DP 133i06 116-159 16101 149-19 11 2 4 

I t  i s  evident that the f i r s t  ejaculation occurs within a narrow 
range of bone age although chronological age shows a much wider 
variance, as do testicular volume and secondary sexual signs. 
I t  i s  concluded that registration of the f i r s t  conscious ejacu- 
lation may constitute an useful index of maturation in the male. 
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Does good d i a b e t i c  c o n t r o l  in f luence  serum l i p i d s  o r  
p l a t e l e t  func t ion  i n  d i a b e t i c  ch i ld ren?  
Disturbances i n  carbohydrate metabolism, l i p i d  p a t t e r n  
and p l a t e l e t  func t ion  a r e  p o t e n t i a l  r i s k  f a c t o r s  i n  
t h e  development of vascu la r  complicat ions i n  juveni le  
d i a b e t i c s .  I n  a p rospec t ive  s tudy inc lud ing  29 diabe- 
t i c  ch i ld ren  t h e  r e l a t i o n s h i p  between these  f a c t o r s  
has been s tud ied .  Carbohydrate c o n t r o l  was measured by 
HbA1, by C l i n i t e s t  a n a l y s i s  of  t h r e e  u r i n e  por t ions  a 
day, t h r e e  days a week f o r  two months, and by c l i n i c a l  
judgement. P l a t e l e t  func t ion  was s tud ied  by Born agg- 
regometry. 
Resul ts :  The r e l a t i v e  number of p o s i t i v e  C l i n i t e s t  re-  
s u l t s  was highly c o r r e l a t e d  t o  HbAl ( r=0 .83) .  There 
was a complete accordance between c l i n i c a l  judgement 
and HbA1. A p o s i t i v e  c o r r e l a t i o n  was a l s o  found bet-  
ween HbAl and serum t r i g l y c e r i d e s  ( r=0 .61) .  The p la te -  
l e t s  from poorly c o n t r o l l e d  ch i ld ren  o f t e n  lacked 
shape change and showed slower aggregat ion v e l o c i t y  
and l e s s  pronounced maximal aggregat ion.  
Summary: HbAl is  a very good i n d i c a t o r  of carbohydrate 
con t ro l .  Serum t r i g l y c e r i d e s  and p l a t e l e t  aggregat ion 
a r e  a f f e c t e d  by t h e  degree of d i a b e t i c  c o n t r o l .  
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