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The 17 hydruwlase deficiency remhs a rare e n t i t y  which 

The gel-electrophoretic pat tern of the proteoglycans 
of the t i b i a 1  epiphyseal p l a t e  was studied i n  7 foetuses, 5 pre- 
mature newborns, 4 term newborns, 4 in fan ts  and 4 chi ldren.  The 
proteoglycans obtained from small c a r t i l a g e  biopsies i n  cases 
with bone growth disturbances (achondroplasia ; pseudo-achondro- 
p l a s i a ,  3 cases ; Kniest 's disease, 2 cases ; diastrophic dwar- 
fism, 2 cases ; parastrematic dwarfism ; pycnodysostosis ; mu - 
co l ip idos i s  type I11 ; Blount's disease and multiple exostoses) 
were compared with the proteoglycans of the normal ca r t i l age .  

The t i s sues  were extracted with 4 M Guanidinium chloride 
After d ia lys i s  against 8 M urea a t  pH 7 ,  the proteoglycans were 
obtained by ion-chromatography in urea on D . E . A . E .  cel lulose 
and submitted t o  gel-electrophoresis on polyacrylamide-agarose 
gels .  

Gel-electrophoresis of proteoglycans showed a different  
pat tern i n  foetuses from tha t  found i n  children. I n  the groups 
studied, the change occurs i n  the f i r s t  months of extrauterine 
l i f e .  I n  the pathological subjects s tudied,  abnormal pat terns 
were found i n  pseudo-achondroplasia and i n  Kniest 's disease. 
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T e s t i c u l a r  t u b u l a r  f u n c t i o n  has  t r a d i t i o n a l l y  been judged by 
morphological c r i t e r i a .  Very r e c e n t l y ,  we have demonstrated 
a biochemical marker of S e r t o l i  c e l l  func t ion ;  the  t e s t i c u -  
lar androgen binding p r o t e i n  (ABP). ABP i s  synthesized i n  
S e r t o l i  c e l l s  a s  a r e q a n s e  t o  FSB s t imula t ion .  It d i s -  
appears  completely fo l lowing  hypophysectomy, but  reappears  
a f t e r  FSH adminis t ra t ion .  Bo o t h e r  p i t u i t a r y  hormones a r e  
a c t i v e  i n  s t i m u l a t i n g  ABP synthes i s .  ABP i s  t r a n s p o r t e d  with 
t h e  t e s t i c u l a r  f l u i d  i n t o  t h e  caput  epididymis, where i t  i s  
p a r t l y  taken up by t h e  l i n i n g  e p i t h e l i a l  c e l l s .  We have pro-  
posed t h a t  ABP serves  a s  an important  s t o r e  of androgenic 
hormones (mainly t e s t o s t e r o n e  and d ihydro tes tos te rone)  t h a t  
a r e  necessary  f o r  i n i t i a t i o n  and maintenance of spermato- 
genesis .  
ABP was found t o  be p r e s e n t  a t  low concent ra t ions  i n  t e s t e s  
o f  p r e p u b e r t a l  r a t s ,  bu t  increased  r a p i d l y  dur ing  sexual  
maturat ion.  Experimental cryptorchidism dramat ica l ly  decrea- 
sed  t h e  t e s t i c u l a r  and epididymal con ten t  of ABP demonstrat- 
i n g  an impaired S e r t o l i  c e l l  f u n c t i o n  under these  experimen- 
t a l  condi t ions .  The f i n d i n g  i n d i c a t e s  t h a t  S e r t o l i  c e l l  
damage may be an  important  f a c t o r  i n  t h e  o v e r a l l  impairment 
of spermatogenesis found i n  t h i s  condit ion.  
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i c h  D Gup ,a. Univ. C h i l d r e n ' s  : r o s p i t a l  , Ti ib ingen ,  
R& " L ~ ~ o  s t u ~ i t s  h a v e  s h o n n  t h a t  :A-an2rootan- 
3a,l70-aiol(UIOL) i s  a m a j o r  c o n v e r s i o n  p r o a u c t  i!$an 
f r o m  l a b e l l e d  p r e c u r s o r s . l h i c  r e p o r t  d e s c r i b e s  a spe-  
c i f i c  a n d  h i g h l y  s e n s i t i v e  R I A  f o r  t h e  e s t i m a t i o n  o f  
p l a s m a  DIOL i n  c h i l d r e n  d u r i n g  t h e i r  adolescent&rovrth.  
P l a s m  DIOL values a p p e a r  t o  be q u i t e  low(0.5ng/l  G O m l  ) 
a t  ~ u b e r t y  s t a g e  1. A marked  increase vias note3. f r o m  
s t a g e  2(1 .8ng/ lO&l)  t o  stare 3 ( 3 . 5 n ~ / 1 0 0 m l ) ,  b u t  
w i t h o u t  shovrinz a n y  o i ( : n i l i c a n t  d i f f e r e n c e  Le tween  
stace 3 t o  4 ( 3 . 8 n ~ / l i i d m l ) .  S t a g e  5 boys(7.jn:/100ml) 
d e m o n s t r a t e  a s t e ~ p  r i s e  i n  t h e  p l a s m  l e v c l ,  -;;hich 
i n c r e a s e d  f u r t h e r  i n  ~dulthood(11.5n~/100nl). The 
p a t t e r n  o f  t k e  Izehn t r e n d  i n  t h e  increment  o f  DIOL 
p a r a l l e l e d  more w i t h  t h a t  o f  UHT t h a n  w i t h  T:,hen t h e  
r a t i o  o f  DIOL/T i s  c o c s i d s r e d , t t i e r e  i s  a s h a r p  r i s e  
f r o m  s t a g e  1 t o  s t z ~ e  2 f o l l o w e d  b y  a d e c r e a r e n t  t o  
s t , lge 3. In b i l a t e r a l  c r y p t o r c h i d i s m  t h e  l e v e l s  of 
D I O L  were s i e n i f i c a n t l y  l o w e r  mhcn r e l a t e d  t o  values 
seen i n  c o m p a r ~ l b l s  age-groups .  
A l t h o u g h  t h e  d i s t r i b u t i o n  a d  m e t ~ b o l i s m  o f  DIOL h a s  
b e e n  f o u n d  t o  be d i f f e r e n t  f r o m  t h a t  o f  T a n d  DHT, i t  
is p o s s i b l e  t h a t  l i k e  iiHT, t h i s  s u b s t : : n c e , a s  a n o t h e r  
s t e r o i d  messenzer, h a s  ce r t a in  a c t i o n s  o n  t h e  male 
r e p r o d u c t i v e  o r g a n s  d u r i n g  sexual m a t u r a t i o n .  

has never be& diagnosed before a k t h c u d .  We present  a-new case  
observed i n  a young teenage girl. This 13, 1/2 years o l d  girl 
presented w i t h  hypertension (1% mn Hg) , absence of  puberty, de- 
layed boneage (= 9 years ) ,  gmwth re ta rda t ion  (s taturn1 aqe : 
11 years) hy~okalaemic a lka los i s  (K : 2,7 mEq/l). There was no 
r-kable family history.  Infancy and c h i l d h d  had been unevent- 
f u l l  except f o r  frequent t o n s i l l i t i s  an2 bronchit is .  

Laboratory data included : low urinary 17 ke tos temids  
(2,68 mg/24 h and 17 hydroxycorticoids increasing very l i t t l e  fol-  
l w h g  A m  (respect ively 3,66 and 1,61 mg/24 h ) .  Plasma gonado- 
troflins were markedly increased (FSH 53 an LH 116 d/d) as 
w e l l  as pl- ACYH leve l s  (207 pg /d)  . Lay p l a s m  aldosterone 
levels (15 pg/ml) increased sharpedly 12 h a f t e r  Synacthen 1 mg 
I M  (1500 w/d) while plasna renin a c t i v i t y  r-ed low (1,l ng/ 
l/mn). Determinations o f  urinary s te ro ids  derivat ives were a s  
follow : 

basa l  ACTH basa l  ACTH 
THF M) ND TWB 774 636pg/24h 
THE 125 348pg/24h Preqnandiol 3700 6700 " 
TIE02 128 184 " Pregnandiol 240 860 " 

'Ib our knowledge t h i s  is the f i r s t  case of  17 hydmxylase 
deficiency diagnosed before adultwhcd. 
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The existence of three genetically distinct types of idiopathic Addison's d i -  
sease has been proven by family omrlysis (Spinner e t  al,  1968). Antiadren- 
a l  antibodies'are demonstrable in the maiority of patients with the different 
types of disease using complement fixation and immunofluorescence (IF) 
techniques. - Using IF and gel filtration (GF) techniques we have demon- 
stroted distinction of the endocrinopathy - moniliasis syndrome (EMS) by 
presence of precipitating ontiadrenal antibodies. These GF-detectable an- 
tibodies ore not the some as those demonstrable by I F ,  but the occurrence 
is mostly parallel. - Of 21 Faiients, 3-23 yeors of age, with EMS, antiad- 
renal antibodies were demonstrable by IF in 16, and also by GF in 1 1  of 
these.10 of the 16 had Addison's disease, of these 9 were positive by I F  and 
6 by GF. In 5 of them the antibodies were detected before a distinct clini- 
cal manifestation of this disease. One, who had the disease already for ten 
years prior to the study, was negative by both I F  and GF. 1 1  had so far only 
other components of the syndrome, 7 of them were positive by IF ond 5 by 
GF. - Of 15 potients, 8-48 yeors of age, with Addison's disease alane,on- 
tiadrenal antibodies were demonstrable by IF  in 14, but in none by GF. 
- Of 5 potients with diabetes mellitus, thyroiditis, or both (Schmidt's synd- 

rome), 22-60 yeors of age, antiadrenal antibodies were demonstrable by 
I F  in 4, but in none by GF. 
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Two insulin regimens (A and B )  were compared i n  the treatment of 
diabet ic  ketoacidosis i n  chi idre?:  Regimen A, the i n i t i a l  dose of 
insulin being 2 - 3  U/kg (1 i . v . ,  7 7.c.  , followed by 0.5Ll/kg s . c .  
a t  intervals of 1-4 hour:, and reg~men' l ,  the i n i t i a l  dose being 
0.5 U/kg i .m., followed by 0 . 2 5 U / k g i  a t  intervals of -2 
hours. F l u i d  and electrolyte therapy were similar in both-regi- 
mens. - Eight diabetics admitted i n  severe ketoacidosis have so 
far  been studied during regimen B .  Recovery from severe ketoacid- 
osis  (~ussmaul breathing +-) -, r i se  of the pH above 7.2) took 
place as rapidly with both regimens, within approxkmately four 
hours. The mean dose of ~ e g u l a r  insulin ( ~ c t r a p i d + )  to achieve 
th i s  was i n  regimen A 2.4-0.2 and i n .  regimen B 1 .3-0.1 U/kg ( P <  
0.001). Also complete recovery from acidosis took place with less 
insulin in regimen B than i n  A. During regimen A a too rapid 
change i n  plasma osmolality and hypokalemia occurred i n  some cases 
despite an early s t a r t  of the administration of glucose and potas- 
sium containing solut ions.  - Our resul ts  suggest that the in i t i a l  
treatment of diabet ic  ketoacidosis i n  children with smaller doses 
of insulin than previously used is, as effect ive as with larger 
doses. I n  addit ion,  the risks of hypoglycemia, hypokalemia and 
cerebral oedema are smaller when insulin i s  administered i n  
re lat ively small doses. 
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