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excretion was studied i n  30 chi ldren  with o- 
edemavyage of 2-10 yrs/. Plasma crea t in ine ,  urea ni- 
trogen, 1ia were normal, GFR was s l i g h t l y  decreased. 
Blood acid-base equiliprium was sh i f t ed  towards meta- 
bolic acidosis. Mean H excretion was s igni f icant -  
l y  decreased before andN#ter NH C 1  loading. Before 
loading i t  was 35,75 uE /min/1,79 d, a f t e r  loading i n  
3 and 5 hours 67,14 uEq?min/l,73 d,  78,17 uEq/min/l, 
73 d/respectively. Decrease i n  H+ e cretlon was mo- 
r e  s igni f fcant ly  expressed then excretion. 
Drop i n  H excretion was p o s i t E ; l t T A  corre la ted  
with diureg#, GFR, and tubular  reabsorption of Na. 
Negative co r re l a t ion  between plasma t CO and H + ~ ~  
excretion was not obsemed i n  contrast  t8 the 
healthy children. C h i l q e n  with nephrotic syndrom sho- 
wed lower a b i l i t y  f o r  H NAF excretion before and af- 
t e r  NH C 1  loading. 4 
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gary. 
71 twin pai rs ,  aged 8-12 yrs ,  have been investiga- 

ted. Zygosity has been determined by eight  blood gro- 
up systems. 25 pai rs / l4  female, 11 male/were monozy- 
gous, 19 pai rs /  l o  female, 9 male/were like-sexed di- 
zygous, 27 p a i r s  unlike-sexed. Bone age was measured 
by the Tanner-Whitehouse method. Twins a s  a group are 
not retarded i n  ske le t a l  maturation a t  t h i s  age, a l -  
though 34 % were born prematurely. Mean difference/  
i n t r apa i r /  i n  bone age was 0.096 2 0.073 /SD/, 0.918 
+ 0.616 andl. 149 + o.581yrs f o r  the 3 groups respec- - 
t ively.  P<o.ool f 5 r  MZ/DZ, P.uo.5 f o r  DZ like-sexed/ 
unlike-sexed. Within-pair corre la t ion  coeff ic iens  are 
0.996 /MZ/, 0.735 /DZLS/ and o.517/D~US/. Bone matur- 
a t ion  a t  t h i s  age i s  determined largely  by genetlc 
fac tors .  
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the clinical>roblem of drug absorption and  disposi- 
t i on  has t o  be considered, i f  a r a t iona l  therapeutic 
scheme has t o  be followed. I n  four infants  with a ve- 
ry  severe form of coel iac  disease a complete analysis  
of diazepam /DZ/ k ine t i c  was performed, both during 
the  ac t ive  stage of the disease and a f t e r  a prolonged 
period of gluten f r e e  d ie t .  With the informed cons- 

ent of the  parents, s e r i a l  blood samples were drawn 
during the f i r s t  24 hours a f t e r  s ingle  o r a l  adminis- 
t r a t i o n  of 0.3 mg/kg b.w. of DZ, t o  measure DZ and 
demethyl-DZ plasma concentration. Urine were collec- 

ted  f o r  72 hours, to  determine f r ee  and conjugated 
metabolites excretion. Much higher peak concentration 

values of DZ were observed during ac t ive  stage of 
the disease together with a smaller volume of d i s t r i -  
bution. No s igni f icant  var ia t ions  of drug absorption 
were noticed. The r e l a t i v e  importance of deep varia- 
t ions  of body composition i n  malnourished coel iac  in- 
f an t s  and of impaired r a t e  of drug metabolism w i l l  
be evalutated. 
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AFP, al-antitrypsin ac t iv i ty ,  and HBsAg were studi-  
ed i n  29 young infants ,  with prolonged d i rec t  react- 
ing  bilirubinemia; 4 had b i l i a r y  a t r e s i a ,  and 25 neo- 
na t a l  h e p a t i t i s  syndrome, due mainly t o  type 3 hepati- 
t is  /13 cases/. A high death r a t e  /5 out 25/ during 
the acute ~ h a s e .  was r e l a t ed  t o  t m e  B h e ~ a t i t i s .  AFP . ~ - ~  .~- 

was not deiecteh i n  pa t i en t s  wi th-bi l ia ry-a t res ia ,  but 
was increased i n  22 /88%/ of pa t i en t s  with neonatal 
hepat i t i s .  JJ.1 3 pa t i en t s  with negative AFP had a ful-  
minating type B neonatal hepa t i t i s  and died i n  hepat- 
i c  coma. One of them had a lso  a l -ant i t ryps in  deficien- 
cy. A l l  o thers  had normal al-anti trypsin.  These r e s u l t s  
suggest t ha t  the prognosis of neonatal h e p a t i t i s  i s  
grave i n  pa t i en t s  with type B hepa t i t i s  associated 
with AFP and a l -ant i t ryps in  deficiency. 
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A method w i l l  be described of measuring body volu- Hyperammonemia i s  observed regulary i n  pa t i en t s  
me which depends on placing a baby f o r  a few seconds with Reye's Syndrome /RS/, and may be a c ruc ia l  deter- 
i n  a closed perspex box and in j ec t ing  a known quanti- minant of the encephalopathy i n  t h i s  of ten  l e t h a l  con- 
t y  of a i r  i n t o  the box. The pressure change enables dit ion.  Since ammonia de toxi f ica t ion  depends on an in- 
one t o  ca lcula te  the volume change i n  the a i r  of the t a c t  urea cycle and since pa t i en t s  with inher i ted  de- 
box and thus the baby's volume. This pr inc ip le  is f e c t s  of a s ingle  urea cycle enzyme a l so  demonstrate 
well known but i s  too insens i t ive  f o r  accurate resul-  hyperammonemia, we sought t o  define the mechanism of 
ts. Accurate determination has been made possible by hyperammonemia i n  RS by examining a c t i v i t i e s  of the  
employing a second box of i den t i ca l  dimensions, a d i f -  f i r s t  two urea cycle enzymes, carbamyl phosphate syn- 
f e r e n t i a l  pressure transducer between the two, and the tase  I /CPS I/ and ornithine transcarbamylase /OTC/ 
cyc l i ca l  pressure changes t o  eliminate a r t e fac t  caused i n  l i v e r  homogenates from 4 RS patients.  OTC a c t i v i t y  
by the baby's breathing and moving. Total body f a t  was reduced t o  10-15 % of control  mean i n  2 autopsy 
measurements i n  m a l l  f o r  dates, and i n  preterm babi- specimens and t o  40-42 % of control  i n  2 biopsy samp- 
es  a re  given. les .  In  2 l i v e r s  S'S f o r  the substrates,  orn i th ine  

/ O r /  and carbamyl phosphate /Cp/, were normal and 
the Vmax'S were much reduced; i n  a th i rd ,  the  K m V s  
f o r  O m  and Cp were incr;ased l o  fo ld  and 5 fo ld ,  re- 
spectively,  but the Vm s were normal. S igni f icant ly  
CPS I a c t i v i t y  was norm% i n  a l l  4 l i v e r s  and a c t i v i t y  
of a t h i r d  urea cycle enzyme, arginase, was hormal i n  
the one RS l i v e r  assayed. These data suggest t ha t  spe- 
c i f i c  deficiency of OTC a c t i v i t y  may be responsible 
f o r  the hyperammonemia i n  RS and tha t  more then one 
kind of k ine t i c  disturbance may underl ie the  OTC impa- 

i h e n t  . 
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