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w i thou t  t e  t j c u f a r  nodules. c.R. B.A. HEIGHT PUBIC PENIS RIGHT LEFT TESTOS- 

years years cm s.d. HAIR cm TESTIS TESTIS TERON 
cm cm ns/d\ 

CASE 1 9,08 6.83 8:5 124.6t0.7 
146.2t2.1 1: I$:$:$ $:it!:g* $:?:!:$ g3 

CASE 2 6.83 9.08 6:5 122.0+0.2 11 9.5x2.2 2.4x1.3 2.3x1.2 
136.3t0.45 I 1  9.5x2.4 2.6x1.4 2.3x1.3 t: 

1.3 cm nodule 

DETECTION OF Y-SPECIFIC ONA SEQUENCES AN0 H-Y ANTIGEN EXPRESSION IN 
X Y  INDIVIDUALS WITH DISGENETIC GONADS DEVELOPMENT. 
Menconsa, 8.8. 1; Arnhold. I .J.P. 1; E lo ise ,  W .  1; Menezes, C.A.V. 

18 1; Dahia. P.L. 1; Russo, F.O. 2; Ferraz-Costa, T.E. 2; Moreira-Fi-  
Iho. C.A.2. I - l n t e r s e x  U n i t ,  D i v i s i o n  o f  Endocrinology, Hosp i ta l  
das C l i n i c a s  and 2 Departlnent o f  imnunology, Blomedlcal Sciences 
I n s t i t u t e ,  U n i v e r s i t y  o f  SSo Paulo, B r a z i l .  

We s tud ied  four p a t i e n t s  w i t h  46 XY karyotype and d isgene t i c  gonads. Two of them 
(M.F.. S.P.) are a f fec ted  by  X Y  ionadal  dysgenesis ( S w y ~ r ' s  syndrome) w i t h  eu- 
nuchoid hab i tus  female ex te rna l  g e n i t a l i a  and streak gonads. One (R.M.) had 
mlxed gonadal d isgenesis (rudlrnentary t e s t i s  on the R and a c o n t r a l a t e r a l  streak 
gonad) and one (M.R.) w i t h  per inea l  hypospadias, had d isgene t i c  onads (s t reak  on 
the R. and rudtmentary t e s t i s  i n t h e  L, both w i t h  gonadoblastoma?. A l l  p a t i e n t s  
had M u l l e r i a n  duc t  d e r i v a t i v e s .  C l i n i c a l  endocr ine and serologic data as we l l  
as DNA h y b r l d i z a t j o n  r e s u l t s  us lng  ZFY prAbe. Page e t  d l .  C e l l .  51: 109i .  1987) 
are shown I n  the Table. 

PATIENT C.A. HEIGHT GENOER LH FSH TESTOSTERONE ZFY ANTIGEN 
y r s  cm. mlU1ml mlUlml n g l d l  H-Y 

MF 20 157 F 
SP 18 171 F 

100 F2$8 
5 1 

nd t - 
RM 15 164 F 36 103 

15 t - 
MR 15 164 M 8 24 

12 + t 
110 t t 

The p a t i e n t s  w i t h  X Y  gonadal dysgenesis have the Y-speci f ic  DNA sequences detected 
by ZFY probe, which correspond t o  a reg ion  encompassing the, so c a l l e d ,  t e s t i s  
determining fac to r  gene(TDF). These cases probably represent the autosomal reces- 
s i v e  form of Swrer's svndrome (Two of them belonsina t o  the H-Y n e o a t i v ~  form). 
The p a t i e n t  w i t h  mixed-gonadal dysgenesis expres;eseti-Y an t igen  and has-the ZFY 
sequence). Therefore, h i s  c o n d i t i o n  1 s  probably due t o  a delay ~n t e s t i c u l a r  orga- 
nogenesis (as ind ica ted  by gonadal assymetry, w i t h  p a r t i a l  t e s t i c u l a r  d7 f fe ren t ia -  
t i o n  on the R ) .  The same situation could conceivably occur i n  the p a t i e n t  w ~ t h  
b l l a t e r a l  ganadoblastoma. Al together.  our data suggest the Involvement o f  o ther  
l o c l ,  besides TDF, i n  the p r imary  d e t e r m ~ n a t i o n  o f  sex i n  man. 

This work was sponsored p a r t i a l l y  by a g ran t  from FINEP-PADCT no 43.84.0804 

GONADOTROPIN FUNCTION IN PREPUBERTAL BOYS WITH MONORCHIA AND CONTRA- 
LATERAL TESTICULAR HYPERTROPHY. S i l v i a  G o t t l l e b ,  H.Dornen6 and C. 19 Bergadd. D i v i s i 6 n  de Endocr~no lag ia .  Hosp i ta l  de Nlfios R.Guti6rrez. 
Buenas A l res .  Argentina. 

Experimental s tud ies  have demonstrated tha t  u n i l a t e r a l  t e s t i c u l a r  c a s t r a t i o n  inc re -  
ases FSH b lood  l e v e l s  i n  l n f a n t l l e  anlmals w i t h  c o n t r a l a t e r a l  t e s t i c u l a r  hyper t ro -  
phy. Prepubertal  boys w i t h  monorchia show a l s o  t h i s  c o n t r a l a t e r a l  gonadal enlarge- 
ment being the FSH r o l  on t h i s  mechanism a matter o f  controversies.  I n  order to  
c l a r i f y  t h i s  mechanism. 12 prepubertal  boys w i t h  monorchia were studied. Ages were 
between 3 and 11 years,  a l l  were on Tanner Grade 1 o f  Puberty, r i g h t  t e s t i s  was ab- 
sent i n  8 and l e f t  i n  4. Sc ro ta l  t e s t i c u l a r  volume was 3 ml i n  6 and 4 ml ~n the 
o ther  6. i . v .  acute t e s t  w i t h  25 ug o f  Gn-RH was performed and blood was drawn a t  
Basal 20' .  30' and 60' pos t -  Gn-RH and serum LH and FSH were measured by RIA. Basal 
( b )  and Maximal increment (Mx) were compared w i t h  9 normal boys, 8 anorchid p a t l e n t s  
16 w i t h  b i l a t e r a l  cryptorchydlsm, 4 w l t h  u n i l a t e r a l  c r y p t ;  a l l  were prepubertal ,  and 
21 normal adultmen. Resul ts were as fo l l ows  ( ~ 2 0 ) :  

LH(b) LH(Mx)(UI/L) FSH(b) FSH(Mx)(UIIL) 

Prepub. c o n t r o l  (n=9) 3.4L1.5 15.8+10.3 2.5r1.0 5 . 9 ~ 2 . 6  

Monorchia (n=12) 2.2L2.8 10.2: 4.9 1.8t1.4 4.7L2.9 

U n i l a t .  c r y p t  (n.4) 7 .45 .4  2 3 . 6 ~  9.0 2 . 1 9 . 5  4 .25 .9  

B i l a t .  c r y p t .  (n=16) 5 .89 .6  20.2: 2.8 2 . 7 9 . 2  5 .39 .6  

Adul ts (n=21) 6.513.0 30.351.8 4.3r1.6 4.321.6 

Anorchia (n=8) 5.8t6.2 47.7:37.0 8.8:6.0 34.0+17.9 

I n  summary: On the bas is  o f  experimental data which repor ts  increased FSH values 
fo l lowed by t e s t i c u l a r  hypertrophy a f t e r  u n i l a t e r a l  c a s t r a t i o n  and t h a t  puber ta l  
p a t l e n t s  w i t h  monorchia have enlarged scrota1 test15 and they i o  not increase f u r -  
t h e r  u n t i l  the onset o f  puberty i t  could be assumed t h a t  the mechanism o f  t e s t l c u -  
l a r  hypertrophy could be induce; by p i t u i t a r y  FSH imnediately a f t e r  the atrophy o f  
the c r y p t .  t e s t l s  w i t h  subsequent reduc t ion  to  normal values. 

CXYPTORCHlSM I N  BOYS UNDER 4 YEARS: TREATMENT WITH hCG 

+ hm. L o n g u i  CA, A r n h o l d  I J P ,  M c n d o n c a  IIU, D ' O s w a l d o  20 I\r;, B i s i  11, S c s s o  A, u l o i s c  W. G o n a d a l  a n d  I n t c r s e x  

U n i t , l l o s p i t a l  d a s  C l i n i c a s , H C F M U S P - S a o  P a u l o , D r a s i l .  

We a n a l i z e d  p r o s p e c t i v e l y  15 b o y s  w i t h  c r y p t o r c h i s m :  6 a t  r ight  

s i d c ,  6 a t  l e f t  a n d  3 b i l a t e r a l ,  t r e a t e d  w i t h  hCG(750  ~ / m Z / d o s e ;  

2x/wk)+hNG (100 u/m2/dosc; 2 x / w k )  d u r i n g  6 weeks .  h lcan  f o l l o w - u p  

w a s  8,8 m o n t h s .  Wc s t r i c t l y  e x c l u d e d  t h c  r e t r a c t i l e  a n d  t h e  n o n -  

p a l p a b l e  t c s t c s .  I n  a l l  c a s c s ,  s e x u a l  c r o m a t i n  was  n e g a t i v e  and 

t h e  p l a s m a  t e s t o s t e r o n c  p e a k  was n o r m a l .  U l t r a s o n o g r a p h i c  s t u d i m  

h a d  d i f f i c u l t i e s  t o  d c t c r n ~ i n e  t h e  e x a c t  t e s t i c u l a r  p o s i t i o n .  S i d e  

e f f e c t s :  Androgenic s i g n s  (15 c a s e s )  d a r k e r  u r l n e  ( 9 )  l n c r c a s e d  

a p p c t i t c  (8) d i u r e s i s  i n c r c a s c  (6) f a c l a l  s w e l l l n g  and r e s t l e s s  

s l c e p  (5). T h e  o n l y  s i d c  e f f e c t  t h a t  persisted was p e n i l e  e n l a r -  

g e m e n t  ( m e a n O l . Z c m ;  r a n g e  0 .4 -2 .2  cm). T e s t i c u l a r  d e s c e n t :  uni- 

l a t e r a l  c a s c s  ( 1 2 ) :  p a r t i a l  d e s c e n t  i n  2; b i l a t e r a l  c a s e s  (3): 
d c s c e n t  i n  2 c a s c s .  T e s t i c u l a r  r e t r a c t i o n :  O c c u r e d  i n  a l l  b u t  o n e  

t e s t i s .  L i g h t  m i c r o s c o p y :  d c c r c a s c  o f  t u b u l a r  v o l u m e  and s p e r m a t o -  

g o n i a  n u m h r .  

CONCLUSION: T h i s  d o s a g e  o f  hCG+hNG was  s u f f i c i e n t  t o  e l i c i t  

a n d r o g e n i c  e f f e c t s  i n  a l l  b o y s ,  a n d  t h e  t e s t o s t e r o n e  p e a k  was  in 
t h c  n o r m a l  r a n g e .  W i t h  c a r e f u l  e x c l u s i o n  o f  r c t r a c t i l c  t e s t e s , t e s -  

t i c u l a r  d c s c e n t  was  o b t a i n e d  i n  4 b o y s  (26%), h o w e v e r  i n  a l l  b u t  

o n c ,  r e t r a c t i o n  o c c u r e d  o n  t h e  a v e r a g c  8 w c c k s  f o l l o w - u p .  P r e l l m i -  

nary d a t a  o n  t c s t i c u l a r  l n s t o l o g y ,  s u g g e s t  t h a t  t c s t i c u l a r  anoma- 

l i e s  a r c  p r c s e n t  a l r c a d y  I n  t h e  s e c o n d  y e a r  o f  l i f e .  

ADRENOCORTICAL FUNCTION IN ADEQUATE AND SMALL FOR GESTATIONAL AGE 
PREMATURE NEONATES DURING THE FIRST TWO WEEKS OF LIFE. Eel orosk 

2 1 A., Warrnan M., Nizzo 0. .  Chaler E., Maceiras M.. Sola A,. R ? v a r o l i  - -  - 

M.. Serv.de Endocr ino~og ia  y Neonatologia. Hosp i ta l  de P e d i a t r i a  
"Prof.Or.J.P.Garrahan . Buenos A?res, Argent ina.  

The func t ion  o f  the d e f i n l t i v e  and f e t a l  zones o f  the adrenal  co r tex  were s t u -  

d ied  i n  8 pre-term(PT) neonates w i t h  adequate weight fo r  ges ta t iona l  age (AGA) and 
i n  10 small f o r  ges ta t iona l  age (SGA) PTs dur ing  the f l r s t  14 days o f  pos t -na ta l  
l i f e ,  as w e l l  as i n  9 f u l l - t e r m  (FT)AGA newborns dur ing  the  f i r s t  7 days o f  post-  
na ta l  I l f e .  Penphera l  ve in  serum c o r t i s o l  and 1%-hydroxyprogesterone (17-OH-P) 
were used as parameters of the function of the d e f i n l t i v e  zone, whi le  serum dehy- 
droeplandrosterone sulphate (08)  was taken as  i n d i c a t o r  o f  the  func t ion  o f  the f e -  
t a l  zone o f  the adrenal  co r tex .  Cord v e i n  blood (CYB) serum 17-OH-P was used as a 
marker of the func t ion  o f  the fe top lacen ta l  u n i t .  There was a significant negat ive 
c o r r e l a t i o n  between I -day-o ld  and 5-day-old serum 17-OH-P. c o r t i s o l  o r  DS and ges- 
t a t i o n a l  age I n  the 27 subjects studled. On the o ther  hand, the re  was a s i g m f l c a -  
t l v e  negat ive c o r r e l a t i o n  between serum 17-OH-P and days of pos tna ta l  I l f e  i n  the  
3 groups of neonates, and between serum C o r t l s o l  and days o f  pos tna ta l  l i f e  i n  PT 
AGA neonates bu t  no t  i n  P I  SGA newborns. Dur ing the f l r s t  week o f  l i f e ,  mean SO 
serum c o r t i s o l  was 267543 and 273+136 mo l l1  i n  P I  AGA and PT SGA neonates respec- 
t i v e l y ,  s i g n i f i c a n t l y  higher (p<0 .05  and p<0.02) than i n  FT newborns ( 1 1 . 9 ~ 1 ) .  
wh i le  serum 17-OH-P was h ~ g h e r  ( P  ~ 0 . 0 5 )  i n  PT AGA neonates on ly  (8.77L6.6 vs 3.60 
t2 .81  n m o l l l  I n  FT). Serum 17-OH-P was lower ~n cord ve in  blood o f  PT, as w e l l  as 
i n  mother 's blood dur ing  de l i ve ry ,  compared t o  t h a t  o f  FT ( 6 7 9 6  vs 341r182 n m o l l l ,  
~ ( 0 . 0 1 ) .  Our data showing higher l e v e l s  of c o r t i s o l  and 17-OH-P i n  PT newborns sug- 
gests t h a t  the s t ress  of the  e x t r a  u t e r i n e  adap ta t ion  i n  p rematu r i t y  r e s u t l s  I n  an 
adequate response o f  the d e f l m t 7 v e  zone o f  the adrenal co r tex .  On the  o t h e r  hand. 
h igher  serum 17-OH-P l e v e l s  present i n  PT neonates should be taken i n t o  account f o r  

the d i f f e r e n t i a l  d iagnosis of 21-hydroxylase de f i c iency .  

SERUM 17-OH PROGESTERONE LEVELS I N  PRENATURES BY PIRECT 

22 ANP POST EXTRACTION ASSAYS PURING THE F I R S T  SEVEN DAYS 
OF L I F E .  Warman 14, N i z z o  P, C h a l e r  E, M a c e i r a s  M, S o l a  
n o  A, R i v a r o l a  MA, B e l g o r o s k y  A. S e r v i c i o  d e  Endocrine 

l o g f a  Y N e o n a t o l o g f a .  H o s p i t a l  d e  P e d i a t r f a  " G a r r a h a n " .  B u e n o s  A i -  
r e s .  A r g e n t i n a .  

E l e v a t e d  l e v e l s  o f  s e r u m  1 7 - h y d r o x y p r o g e s t e r o n e  (17-OH-P), e i t h e r  
b y  d i r e c t  a s s a y  (DRIA), w h i c h  i n c l u d e s  a n  i n t e r f e r e n c e  s u b s t a n c e ,  o r  
a f t e r  d i e t h y l  e i t h e r  e x t r a c t i o n  (E l ,  h a v e  b e e n  d e s c r i b e d  i n  p re rna-  
t u r e  b a b i e s  (PT). H o w e v e r  t h e  n a t u r e  o f  t h e  i n t e r f e r e n c e  s u b s t a n c e  
r e m a i n s  unknown.  S e r u m  17-OH-P b y  DRIA w e r e  d e t e r m i n e d  i n  8 f u l l  
t e r m  n e w b o r n s  w i t h  a d e q u a t e  w e i g h t  f o r  g e s t a t i o n a l  age .  Mean v a l u e s  
d u r i n g  t h e  f i r s t  7 d a y s  o f  l i f e  w e r e  24.75t15.19, 62 .85 t25 .25  a n d  
74 .78z37 .09  n m o l l l  r e s p e c t i v e l y .  T h e s e  v a l u e s  w e r e  s i g n T f i c a n t l y  
h i g h e r  t h a n  t h o s e  d e t e r m i n e d  a f t e r  E (3.60t2.81, 8 .77 t6 .6  a n d  6 .14  
+4.34 n m o l I L ,  p<0.01).  A s i g n i f i c a n t  n e g a t T v e  c o r r e l a t i o n  was f o u n d  - 
b e t w e e n  17-OH-P DRIA a n d  g e s t a t i o n a l  age, r=O.53, p<0.01 a n d  r=0.61 
p<0.01, o n  d a y s  1 a n d  5 o f  L i f e  r e s p e c t i v e l y .  T h e  n e g a t i v e  s l o p e  
was f o u n d  b e t w e e n  17-OH-P DRIA a n d  c o r t i s o l  (r=0.81, p<0.01) o r  
d e h y d r o e p i a n d r o s t e r o n e  s u l f a t e  (DS) (r=0.56, ~ ( 0 . 0 1 )  o n  d a y  1 b u t  
n o t  o n  d a y  5. I t  i s  c o n c l u d e d  t h a t  17-OH-P DRIA i s  h i g h e r  t h a n  1 7 -  
PH-P DRIA a n d  t h a t  l a c k  o f  c o r r e l a t i o n  o n  d a y  5 b e t w e e n  17-OH-P DRIA 
i s  h i g h e r  t h a n  17-OH-P DRIA a n d  c o r t i s o l  o r  DS s u g g e s t s  t h a t  t h e  
i n t e r f e r e n c e  h a s  a n  e x t r a a d r e n a l  o r i g i n .  I t  c o u l d  b e  a p r o d u c t  o f  
t h e  h e p a t i c  m e t a b o l i s m  o f  a d r e n a l  s t e r o i d s .  
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