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Institute of Child Health, h ivars i ty  of Bari, mrl  OCNR,  Italy. 
OCTT in t h a l a a m i c  major children. 
In ordw t o  mae~$s early signs of dysfunction of the p-cells in 
15 pol itramfused (mean Hgb19.122.2 d d l )  p'grbsrtal thalassunic 
major chi l b e n  (Th.),3-14 ysars old,an OGTT uaa c s r i e d  out, after 
the consent of the psents .  I t  was consichad aa normal *hen all  
glicemic (BS) and insulinanic (IRI) (Biodata) values urre within 
2 SO in confront t o  controls. An abnoma I BS cur- in tm, (6 and 
12 y e s s  old) and an abmrmally elevated I R I  basal value in 
mother two (10 yaws old) ham k n  abed. The ulidirectional 
-itmy test was calculated (nu1 l hypothesis rejected at  P2 
0.05). No stat is t ical ly  significant differences m e  found in BS 
nr in I R I  valuea a t  any time of the test.bBS andAlRl values and 
theABS/AIRI rat io  a h d  significant diffsences only a t  30 min. 
HS and I R I  pedu ware a t  60 min. in 9/14 ad in 8/15 Th. 
+-e+ively (3/9 ad 3/10 in controls respectively). Ow data 
mhar a &layed insulin wcretion in Th. with abnormal BS a I R I  
curves in 3/5 Th. older than 10 yews and in 1/10 Th. ywngar tho0 
10 ysss. The +I Is function wsllg to be a l t e r a t d  precociously, 
but after the 10th of l i fe  the impeirenient is more evident. 
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P r o l a c t i n  s e c r e t i o n  d i s o r d e r  i n  t h e  obese prepuber ta l  
and p u b e r t a l  boy. 

A d i s o r d e r  i n  t h e  p r o l a c t i n  s e c r e t i o n  h a s  been demo; 
s t r a t e d  i n  t h e  obese adu l t .  No d a t a  of  t h i s  kind e x i s t  
concerning ch i ld ren .  
38 obese boys (13 prepuber ta l ,  25 p u b e r t a l )  under 

went a TRH t e s t  with assay  o f  p r o l a c t i n .  Obese prep2 
b e r t a l  boys show p r o l a c t i n  l e v e l s  s i g n i f i c a n t l y  lower 
than  those  of  t h e  c o n t r o l  group under b a s a l  condi t ions  
(P* 0.05) and a f t e r  s t imulus  (p* 0.01 ). I n  t h e  obese 
p u b e r t a l  boys t h e  d i f f e r e n c e  i s  s i g n i f i c a n t l y  (p*0.05) 
on ly  a f t e r  s t imulus.  

We can conclude t h a t  i n  t h e  c h i l d  and adolescen t  boy 
o b e s i t y  induce a hypothalamo-pituitary d i s o r d e r  t h a t  
a l s o  involves  p r o l a c t i n  secre t ion .  
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Precoclous sexual developnent In a boy with Addison's disease. 
After a short episode of fever and dehydration an 11 year old 

boy was dlagnosed to have Idiopathic Addison's disease with an 
ACTH level of over 4500 pg/ml. Slnce the age of 6 years he had 
manlfested hyperpignentatlon of the s k i n  and buccal mucosa. A t  
adnlsslon he showed advanced pubertal slgns (P4 - Tanner) for 
genltalla and pubic halr, and hls bone age was 13 years. The 
plasma levels of testosterone were 632ng/dl and the LH and FSH 
response to  LRH stlmulatlon (50 uglm , i.v.) - 2.2 to 25.0 and 
2.6 to 3.5 mIU/ml, respectively - confirmed the diagnosis of 
central precoclous pubert . Basal plasma DHEA (51 ng/dl) and 
androstenedlom (17 ng/dlf levels were very low for age (normal 
180 and 40 ng/dl, respectlvely). I t  i s  proposed that the asso- 
clation of precoclous puberty In this boy wlth latent untreated 
Addlson's disease is due t o  a "drift  phenomenon" of LRH and/or 
gonadotrophins. following the prolonged elevation of ACTH secre- 
tlon. I t  I s  also posslble that earller activation of adrenal 
androgens by the ACTH contributed to  the lnductlon of the 
precocious pubertal process. 
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Characterlzatlon of hGH from patients with LTD by a hunan llver 
radio-receptor assay (RRA) . 

A RRA for hGH has been developed using the 100,000 g pellet 
from hunan liver tissue homogenate obtained from a donor of kid- 
ney transplantation. This assay is sensitive i n  the physiologi- 
cal range of hGH (1.9 - 30.0 ng/ml). Hunan prolactin and human 
placental lactogen dld not compete w i t h  hGH on I t s  receptor. 
Dllutlon curves parallel to the standard curve were obtalned by 
receptor-active hGH found In the plasm of 7 LTD patlents, four 
stimulated hGH healthy children and 2 acromgallcs. Examples of 
results as hGH ng/ml are: 
Serun Dllutlon Nonnal Patlents Acromegaly LTD 

1/4 5.6 7.6 4.4 

: :& 2.8 4.4 2.8 
1.4 3.0 1.4 

1/32 2.1 1 .O 
Our findlngs uslng thls highly speciflc RRA for hGH suggest 

that circulating hGH in LTD I s  biologically active and that the 
primary defect l i es  elther In the receptors or i n  the Intra- 
cell ular mechanism generating somatomedins. 
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Plasma glucose and a l a n i n e  r e l a t i o n s h i p  a f t e r  f a s t  i n  
normal c h i l d r e n  and c h i l d r e n  w i t h  k e t o t i c  hypoglycemia. 

Plasma g lucose  and a l a n i n e  concent ra t ions  were mea- 
sured  a f t e r  a 24 hour f a s t  i n  46 normal c h i l d r e n  aged 
1 t o  8 years ,  and i n  15 c h i l d r e n  aged 1 t o  6 years  
w i t h  documented k e t o t i c  hypoglycemia (KH) .  Mean va lues  
(2  SD) were s i g n i f i c a n t l y  lower i n  KH than  i n  con t ro l s :  
334 f 149 v s  509 f 163 mg/dl ( ~ ( 0 . 0 0 1 )  f o r  glucose and 
16.9 + 4.9 v s  12.6 f 3.6 pn/dl ( ~ ~ 0 . 0 0 5 )  f o r  a lan ine .  
I n  each group, p r o b i t  t rans format ion  demonstrated a 
gauss ian  d i s t r i b u t i o n  of both parameters. Addi t iona l ly  
plasma a l a n i n e  va lues  were h i g h l y  significantly poai- 
t i v e l y  c o r r e l a t e d  w i t h  glucose l e v e l s  i n  c o n t r o l s  
( y  = 6.41 + 20.70 x, r = 0.690, p(0.001) and i n  KH 
(y = 6.44 + 18.43 X, r = 0.753, ~ ( 0 . 0 0 5 ) ~  t h e  regres -  
s i o n  l i n e s  i n  t h e  two groups being not  s i g n i f i c a n t l y  
d i f f e r e n t  i n  s l o p e  o r  p o s i t i o n .  These d a t a  demonstrate 
f u r t h e r  t h a t  f a a t i n g  va lues  of plasma a l a n i n e  and 
g lucose  a r e  s i g n i f i c a n t l y  lower i n  KH c h i l d r e n  than  i n  
normals, and a r e  mtrongly c o r r e l a t e d  i n s i d e  t h e  two 
groups. The lack  of any c l e a r c u t  d i f f e r e n c e  between 
t h e  two groups demonstrates t h a t  KH appear8 a s  a bor- 
d e r l i n e  s t a t e  of  glycemic r e g u l a t i o n  and neoglucogene- 
sis dur ing  f a s t  i n  young ch i ld ren .  
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HLA - haplotypes inves t iga t ions  i n  the cases of /A=/ adreno-ge- 
n i t a l e  syndrome/ ch i ld ren  and t h e i r  parents. 
10  affected ch i ld ren  /A=/ and 3 heal thy s ibs from 11 fami l i es  
were typed f o r  HLA-A and B antigens by the standard NIH lympho- 
c y t o t o x i c i t y  t e s t .  
I n  one fami ly  two affected s ibs shared both HLA haplotypes. 
Ne i the r  o f  the  heal thy s ibs had HLA-haplotypes i d e n t i c a l  t o  t h  1 
a f f e c t e d  pa t i en ts .  As regards $he i n d i v i d u a l  HLA-types, BS/chi = 
l , 661 /97 /ch i  =0,062/, 840/ c h i  =1,272/ seem t o  emerge as more 
frequent than the  average, but w i th  the  populat ion frequency 
based on 222 heal thy blood donors' HLA-A-B ant igen frequencies 
the re  was no s ign i f i can t  d i f ference.  


