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We have p r e v i o u s l y  shown t h a t  s e v e r e  growth r e t a r d a t i o n  in 

s i c k l e  c e l l  d i s e a s e  i s  f r e q u e n t l y  a s s o c i a t e d  w i t h  primary go- 
nadal hypofunct ion  and/or hGH d e f i c i e n c y .  The p r e s e n t  s t u d y  was 
under taken  t o  d e t e r n i n e  t h e  p r e v a l e n c e  o f  growth r e t a r d a t i o n ,  
r e t a r d e d  s k e l e t a l  m a t u r a t i o n  and de layed  puber ty  in an ambula- 
t o r y  c l i n i c  p o p u l a t i o n :  s i n g l e  d e t e r m i n a t i o n s  o f  weight  a g e ,  
h e i g h t  a g e ,  s k e l e t a l  age  and p u b e r t a l  development (when appro-  
p r i a t e )  were made in 105 boys and g i r l s  w i t h  homozygous s i c k l e  
c e l l  d i s e a s e  (age  range 5-17 y r ) .  Weight a g e  was r e t a r d e d  .2 SD 
i n  and h e i g h t  a g e  was r e t a r d e d  ~2 SD in 20% (compared t o  
s t a n d a r d s  f o r  North American Negro c h i l d r e n  of  s i m i l a r  s o c i o -  
economic g r o u p s ) ;  s k e l e t a l  age  was r e t a r d e d  ,2 SD in 30% (com- 
pared t o  s t a n d a r d s  of  G r u e l i c h  and P y l e ) .  S k e l e t a l  m a t u r a t i o n  
was r e t a r d e d  in 72.: o f  t h e  g i r l s  (p .  0.005) and 504 o f  t h e  boys 
( p , 0 . 0 1 )  w i t h  r e t a r d e d  h e i g h t  a g e ;  564 (9 /16)  o f  t h e  a d o l e s -  
c e n t s  had de layed  puber ty .which  was a s s o c i a t e d  w i t h  r e t a r d e d  
bone age  i n  9 l 9 , r e t a r d e d  h e i g h t  a g e  i n  7 / 9  and r e t a r d e d  weight 
age  in 7/9.  Of t h e  7/16 a d o l e s c e n t s  w i t h  normal p u b e r t a l  de- 
velopment,  5 /7  had normal h e i g h t  age  and 6/7  had normal weight 
age  and s k e l e t a l  m a t u r a t i o n .  

Ile conclude  t h a t  a  s i g n i f i c a n t  p r o p o r t i o n  of  c h i l d r e n  w i t h  
s i c k l e  c e l l  d i s e a s e  have r e t a r d e d  growth, s k e l e t a l  m a t u r a t i o n ,  

land p u b e r t a l  development.  
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S i x  boys w i t h  CD r a n g i n g  i n  a g e  from 1 4  5 /12  t o  1 6  2 /12  y r s .  
were e v a l u a t e d  w i t h  measurements o f  24 h r .  i n t e g r a t e d  concen- 
t r a t i o n s  (IC) o f  LH, T,  and a n d r o s t e n e d i o n e  (A),  t h e  LH and FSH 
r e s p o n s e  t o  H - R H ,  and growth hormone (GH) c o n c e n t r a t i o n  fo l low-  
i n g  a r g i n i n e - i n s u l i n  (AITT). Each boy was t r e a t e d  w i t h  3  
monthly i n j e c t i o n s  of  200 mg T  e n a n t h a t e  and t h e  same s t u d i e s  
were r e p e a t e d  2  months a f t e r  t h e  l a s t  i n j e c t i o n  o f  T. 

The mean growth  r a t e  was 3.75 cm15 mo. and t h e r e  was n o  
s i g n i f i c a n t  i n c r e a s e  i n  bone a g e .  A l l  boys had a  p r o g r e s s i o n  
i n  s e x u a l  development t o  Tanner  S t a g e  I1 o r  111 w i t h  appro-  
p r i a t e  i n c r e a s e  i n  t e s t i c u l a r  volume. Fo.llowing T  t h e r a p y ,  a l l  
boys had s i g n i f i c a n t  i n c r e a s e  (p  < .01) i n  t h e  IC o f  LH, t e s t o s -  
t e r o n e  and A, e s p e c i a l l y  t h e  n o c t u r n a l  IC LH. There  was n o  
s i g n i f i c a n t  d i f f e r e n c e  i n  t h e  IC GH. A f t e r  T t h e r a p y ,  a l l  boys 
had s i g n i f i c a n t l y  i n c r e a s e d  c o n c e n t r a t i o n s  o f  LH and FSH fo l low-  
i n g  LH-RH (p  < .Dl ) .  There  was no s i g n i f i c a n t  d i f f e r e n c e  i n  GH 
c o n c e n t r a t i o n s  d u r i n g  AI lT f o l l o w i n g  T  t h e r a p y .  

I n  t h e  8  months f o l l o w i n g  T  t h e r a p y ,  5  o f  6 boys h a v e  con- 
t i n u e d  t h e i r  p u b e r t a l  m a t u r a t i o n  and i n c r e a s e d  s t a t u r a l  growth 
w i t h  a p p r o p r i a t e  s k e l e t a l  m a t u r a t i o n .  One boy h a s  n o t  had t h e  
expected  p u b e r t a l  p r o g r e s s i o n .  F u r t h e r  l o n g i t u d i n a l  s t u d i e s  a r e  
needed b u t  s m a l l  d o s e s  o f  T  may b e  s a f e  and b e n e f i c i a l  i n  t h e  
t r e a t m e n t  of  CD. 
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ADOLESCENTS WITH INFLAMMATORY BOWEL DISEASE (IBD) 
, F. Daum. G. D i n a r i ,  H. Aiges .  J.F. 

cium and v i t a m i n  D  homeostas i s .  53  p a t i e n t s  w i t h  IBD were e v a l -  
u a t e d  f o r  a b n o r m a l i t i e s  i n  m i n e r a l  metabol i sm.  D i a g n o s i s ,  e x t e n t  

w i t h  X chromosome mosaicism were g iven  0.3mg of conjugated  e s -  of involvement ,  and a c t i v i t y  of  d i s e a s e  were de termined  by 
rogens  d a i l y  s t a r t i n g  a t  a mean age  o f  13.4 v r s .  I n  comparison, c l i n i c a l ,  x r a y ,  e n d o s c o p i c ,  and b i o p s y  d a t a .  17  had u l c e r a t i v e  

p a t i e n t s  (Group 11) were t r e a t e d  w i t h  1.25mg of  conjugated  e s -  c o l i t i s  (UC); 36 had r e g i o n a l  e n t e r i t i s  (RE) w i t h  d i s e a s e  con- 
rogens  a t  a  mean age  of 15 .5  v r s .  I n  a d d i t i o n ,  growth was s tudie  f i n e d  t o  t h e  c o l o n  i n  o n l y  f o u r .  A l l  p a t i e n t s  had normal serum 
n  3  p a t i e n t s  (Group 111) wit11 k a r y o t y p i c  ev idence  o f  a  45,X c e l  l e v e l s  of t o t a l  ca lc ium,  i n o r g a n i c  phosphorus ,  a l k r l i n e  phoapha- 
i n e ,  s h o r t  s t a t u r e  and normal gonadal f u n c t i o n  a t  p u b e r t y .  c a s e ,  and t r a n s a m i n a s e s .  Serum 250HD l e v e l  i n  ng/ml (mean ? 

The, mean I ~ r i g l ~ t  v e l o c i t v  i n  Croup I p r i o r  t o  therapy was 2.7cm ISEM) f o r  a l l  p a t i e n t s  w i t h  UC was 24 .8  t 1.2  (normal 15-35). 
r  and p o s t - i n i t i a l  e s t r o g e n  therapy was 5.2 cm/yr (p=.0002) ;  t h e  The l e v e l s  of  250HD i n  UC p a t i e n t s  w i t h  more s e v e r e  d i s e a s e  a n d /  
o r r e s p o n d i n g  v c l o c i t i c s  f o r  (:roup I1 were 2.4 and 4.4 cm/yr,  r e -  o r  s t e r o i d  t r e a t m e n t  d i d  n o t  d i f f e r  from t h o s e  i n  r e m i s s i o n .  I n  
p e c t i v e l v  ( p > 0 . 5 ) .  The mean l a s t  measured h e i g h t  i n  Group I was c o n t r a s t ,  p a t i e n t s  w i t h  RE of  modera te  a c t i v i t y  had a  mean serum 
41.6 cm (135.4-145.8) .  Tht, f i n d l  h e i g h t  i n  Group I1 was 1 4 3 . 3  cm 250HD l e v e l  (14.4 + 2.6)  which was s i g n i f i c a n t l y  d i f f e r e n t  from 
136.9-150).  and i n  Croup 111 135.8  cm (133.5-139).  There was no RE p a t i e n t s  i n  r e m i s s i o n  (25.0 + 1 . 7 ,  p<0.01) o r  w i t h  m i l d  
i g n i f i c a n t  d i f f e r e n c e  h<,twcen tht ,se 3  groups  (p>O. 1 ) .  These d a t a  d i s e a s e  (23.9 t 3 . 0 ,  ~ ~ 0 . 0 1 ) .  RE p a t i e n t s  b e i n g  t r e a t e d  w i t h  
u g ~ e s t  t h a t  low dose  e a r l v  e s t r o g e n  t h e r a p y  promotes secondary  s t e r o i d s  had a  mean l e v e l  of 250HD (18.6 t 3.1) s i g n i f i c a n t l y  
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Shore Univ. Hosp.,Monhosset,N.Y., Cornell Univ.Medico1 Col.,NY, NY 
Previous epidemiologic da ta  suggest there ore  demographic chorocter- 

istics of fomilies which ploce certain individuals o t  higher risk for inflom- 
motory bowel disease (IBD). To def ine  these features in on adolescent 
population, parents of 79 patients with IBD (44 with ulcerative colitis(UC) 

35 with Crohn's disease (CD)) answered questionnaires about the  family 
constellation, ond socioeconomic ond medical stotus. These patients of 
whom 6656 were mole and 5 %  were non-white, were compared with 64 o g e  
and sex matched controls. No positive correlation was opparent with the 
parents' educational level or socioeconomic stah~s,residentiol  location 
(urbon vs. suburban),or with the oge  ronk of the patient among his or her 
siblings. Family history of gastrointestinal diseose other thon IBD was simi- 
lor in the two groups,os was the incidence of intestinol corc inomo.Howev~ 
2 0 %  of patients with IBD hod o  relotive(s) with either UC or CD,compared 
to only 3 % o f  controls (pc.05).  O f  the 79 potients with IBD, 62% were 
Jewish, compared to a  Jewish population of only 33% in the  control group 
(p <. 001 ).These doto suggest that Jewish adolescents, and in particular 
those with relatives with IBD, ore a t  higher risk for developing either UC 
or CD.There is no evidence h o t  ploce of residence, parental education,  
socioeconomic stotus, family ronk or fomiliol occurrence of other forms of 
GI disease contribute to  on increased risk of IBD. 

YPERTENSIVE ADOLESCENTS. 
~ v i d  E .  F i x l e r ,  W .  Pennock L a i r d ,  V i c t o r i a  F i t z g e r -  

a l d ,  Susan L. Wilson ,  Ruth Vance. U n i v e r s i t y  o f  Texas H e a l t h  
- S c i e n c e  C e n t e r ,  Department o f  P e d i a t r i c s ,  D a l l a s ,  Texas.  

I s o m e t r i c  (ISO) and dynamic (DYN) e x e r c i s e  s t r e s s  t e s t s  were 
performed on 91 h y p e r t e n s i v e  and 4 2  normotens ive  c o n t r o l  sub- 
j e c t s  14-17 y e a r s  o l d .  The h y p e r t e n s i v e s  had r e s t i n g  s y s t o l i c  
o r  diastolic p r e s s u r e s  p e r s i s t e n t l y  2 9 5 t h  p e r c e n t i l e .  Blood 
p r e s s u r e  and Frank VCG were r e c o r d e d  d u r i n g  IS0  h a n d g r i p  (25% o f  
maximum e f f o r t  f o r  4 minutes)  and  b i c y c l e  e rgometry  u n t i l  t h e  
s u b j e c t  was e x h a u s t e d .  At peak DYN e x e r c i s e ,  h e a r t  r a t e s  a v e r -  
aged 191*12 (SD) bpm, and oxygen consumption 34'10 cc/min/kg, 
i n d i c n t l n g  near-maxim;~l performance was achieved  i n  most sub-  
j e c t s .  In  t h e  h y p e r t e n s i v e s ,  b lood p r e s s u r e s  (mm Ilg) averaged  
13"11/77'9 a t  r e s t ,  148?13/92?12 d u r i n g  IS0 s t r e s s ,  and 186'21/ 
68'21 d u r i n g  peak DYK s t r e s s .  In  c o n t r o l s ,  p r e s s u r e s  averaged  
110-t7/62+1? a t  r e s t ,  129C11/81+8 d u r i n g  IS0 s t r e s s ,  and 166+18/ 
63'14 d u r i n g  peak DYN s t r e s s .  During DYN s t r e s s ,  34% o f  t h e  hy- 
p e r t e n s i v e s  and 5% o f  t h e  c o n t r o l s  had s y s t o l i c  p r e s s u r e s  2200,  
5owever, o n l y  1  h y p e r t e n s i v e  exceeded 220. During IS0 s t r e s s ,  
8: o f  t h e  h y p e r t e n s i v e s  and none o f  t h e  c o n t r o l s  had d i a s t o l i c  
p r e s s u r e s  ,110; o n l y  1  h y p e r t e n s i v e  e x c e e d d  120. No a d o l e s c e n t  
developed c a r d i o v a s c u l a r  symptoms, a r r h y t h m i a s ,  o r  ST segment 
d isp lacement  g r e a t e r  t h a n  1  mm. In  view o f  t h e s e  f i n d i n g s ,  we 
f e e l  h y p e r t e n s i v e  a d o l e s c e n t s  s h o u l d  not  b e  r e s t r i c t e d  i n  t h e i r  
~ h y s i c a l  a c t i v i t i e s  u n l e s s  abnormal c a r d i o v a s c u l a r  changes have  
Ieen demonst ra ted  d u r i n g  e x e r c i s e  s t r e s s  t e s t i n g .  
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