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3-akivary .cdffe ine  c l ea rance  (SCC) can be considered a  measure of 
h e p a t i c  m i c r o s o m a l  enzyme a c t i v i t y .  ~ t  may t h u s  p r o v i d e  a  
q u a n t i t a t i v e  a s s e s s m e n t  of  h e p a t i c  f u n c t i o n  . T o  a s s e s s  t h i s  we 
have s tud i ed  20 c h i l d r e n  w i th  a  v a r i e t y  of l i v e r  d i s o r d e r s ;  8  had 
p i r r h o s i s  w i t h  s e rum a l b u m i n  (ALB) < 3 5 g l l  . C a f f e i n e  (3mgIkg)  
was  a d m i n i s t e r e d  o r a l l y  f o l l o w i n g  an o v e r n i g h t  f a s t .  S a l i v a r y  
\ c a f f e i n e  c o n c e n t r a t i o n  was measu red  by HPLC a t  0,1,4,6,12,24 hr. 
C a f f e i n e  s a l i v a  h a l f  l i f e  ( t  ) was c a l c u l a t e d  f rom SCC. t +  i n  
n o r m a l  c o n t r o l s  r a n g e d  f rom 4.2 t o  5.4 h r .  t t  i n  l i v e r  d i s e a s e  
from 4.4 t o  56 hr  ; a  s i g n i f i c a n t  c o r r e l a t i o n  was obta ined between 
t  and ALB (r=-0.65).  The re  were  a l s o  s i g n i f i c a n t  c o r r e l a t i o n s  f 
wlth  prothrombin t ime (PT) and t o t a l  serum b i l i r u b i n  ( r =  0.65 and 
0.84 r e s p e c t i v e l y )  ; t he re  was no r e l a t i o n s h i p  between t t  and any 
o t h e r  l i v e r  f u n c t i o n  t e s t .  However,  t h e  mean PT and t +  were  
s i g n i f i c a n t l y  h igher  in the  8  c i r r h o t i c  c h i l d r e n  when compared t o  
the  o the r  ch i l d r en .  I n  two c h i l d r e n ,  one w i th  b i l i a r y  c i r r h o s i s  
and the  o the r  wi th  a lpha -1 -an t i t r yps in ,  SCC improved d r a m a t i c a l l y  
fo l lowing o r t h o p t i c  l i v e r  t r a n s p l a n t a t i o n ,  tt before  / a f t e r ; 4 1  t o  
5.5 h r  ,9.6 t o  5.4 h r ,  r e s p e c t i v e l y .  I n  one  c h i l d  w i t h  Wi l son ' s  
d i s e a s e  t  changed f rom 56 t o  7.0 hr  f o l l o w i n g  t r e a t m e n t  . We 
conclude t k a t  the  SCC may permit  q u a n t i f i c a t i o n  of l i v e r  func t ion  
i n  a  fashion not pos s ib l e  w i th  s t anda rd  biochemical t e s t s  
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De fec t i ve  exp re s s ion  of DR-Ag on mononuclear c e l l s  has  been r e -  
c e n t l y  de sc r ibed  a s  a  new cause  of combined immuno-deficiency, 
wi th  ch ron ic  d i a r r h e a  and f a i l u r e  t o  t h r i v e  a s  main f e a t u r e s .  We 
were i n t e r e s t e d  i n  r e l a t i n g  t he se  symptoms wi th  an even tua l  de- 
f e c t  of DR-Ag exp re s s ion  on en t e rocy t e  membranes, i n  17 p a t i e n t s .  
15 had d i a r r h e a ,  s t a r t i n g  between 1  and 6  months i n  8 ,  l a t e r  on 
i n  7, becoming chronic  a f t e rwards  i n  a l l  c a se s .  Documented mal- 
sb so rp t ion  was demonstrated i n  only  4. Candidios is  was noted i n  
16 and c r y p t o s p o r i d i o s i s  i n  3. I n t e s t i n a l  b iops i e s  were pe r fo r -  
med i n  10 p a t i e n t s  : v i l l o u s  a t rophy was p a r t i a l  i n  8 ,  s u b t o t a l  
i n  2  ; i n t e s t i n a l  IgA plasmocytes were absent  i n  4 ,  s t r o n g l y  de- 
crGased i n  3  ou t  of 7. I n  5 p a t i e n t s  c r y o s t a t  s e c t i o n s  were incu- 
bated  w i th  va r ious  monoclonal an t i bod ie s  d i r e c t e d  a g a i n s t  DR-Ag 
and lymphocyte subpopula t ions .  I n  c o n t r a s t  t o  c o n t r o l s  and c o e l i a c  
p a t i e n t s ,  no en t e rocy t e  s t a i n i n g  was v i s i b l e  e i t h e r  i n  t h e  c r y p t s  
o r  t h e  v i l l i .  I n  4  p a t i e n t s  a  s t rong  ep i the l i um and lamina proprial 
i n f i l t r a t i o n  of cy to tox i c / supp re s so r  lymphocytes was noted. I n  
conclus ion,  chronic  d i a r r h e a ,  n e a r l y  cons t an t  i n  t h i s  d i s e a s e ,  
might be r e l a t e d  more o f t e n  t o  t he  nea r  complete l a ck  of immuno- 
l o g i c a l  r e a c t i v i t y  towards exogenous an t igens  than t o  t he  in tes t i -s  
na l  l e s i o n s  observed. It i s  remarkable t h a t  t he  l a t t e r  occured 
even though en t e rocy t e s  d id  no t  express  DR-Ag. 
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TT'Z approp r i a t e  su rge ry  p r i o r  t o  8  wks of age ,  ove r  70% of 
p a t i e n t s  w i th  BA become jaundice-f ree  & 90% su rv ive  beyond l0y r s .o f  
Bge? To a s s e s s  t h e  frequency of s i g n i f i c a n t  congen i t a l  anomalies 
bu t s ide  t h e  h e p a t o b i l i a r y  system & t h e i r  e f f e c t  on management., we 
have r e t r o s p e c t i v e l y  analysed t h e  ca se  r eco rds  of  237 ca se s  seen 
between June '70 & J u n e  '85. Major anomalies occurred i n  47 (20%) 
I27 having more thim one, 16  had one o r  more c a r d i a c  anomalies 
(Pulmonary s t e n o s i s  7 ,  VSD 5 ,  ASD 3 ,  PDA3, o t h e r s  7 )  r e q u i r i n g  spe-  
c i f i c  i n v e s t i g a t i o n  which sometimes delayed b i l i a r y  su rge ry .0pe ra t -  
kve management was compl ica ted  i n  3 wi th  i n t e s t i n a l  a t r e s i a  r e -  
Fequ i r i ng  p r i o r  su rge ry  & a  f u r t h e r  16 had i n t e s t i n a l  mn l ro t a t i on .  
h7 (7%) had po lysp l en i a  & 2 a s p l e n i a .  I n  10  of  t h e s e  t h e  p o r t a l  
t e i n  was pre-duodenal. 9  had abdominal s i t u s  i nve r sus  making d i s -  
gec t i on  & i d e n t i f i c a t i o n  o f  s t r u c t u r e s  i n  t h e  p o r t a h e p a t i s  d i f f i c -  
u l t .  I n  t h e  171  ca se s  ope ra t ed  on by one surgeon,  age @ su rge ry  
r a t h e r  than t h e  presence  o r  absence of anomalies was c r u c i a l  i n  
o b t a i n i n g  a  jaundice-f ree  s t a t e .  This  was achieved i n  73% of  t hose  
ope ra t ed  on by Bweeks of age ,  a s  opposed t o  27% with l a t e r  su rge ry .  
8  of  31 (26%) wi th  anomaIies & 50 of 140 (33%) wi thout  a r e  jaundice  
f r e e .  With more than 70% having su rge ry  a f t e r  t h e  optimum age,  
e a r l i e r  r ecogn i t i on  & r e f e r r a l  of  su spec t ed  c a s e s  is e s s e n t i a l .  
1. Ohi R e t  a l .  World J .Surg .  9 ,  285-293 (1985) 

The purpose of t h e  p re sen t  s t udy  was t o  e v a l u a t e  PGE2 l e v e l s  i n  
:hronic enteropathy.  98 c h i l d r e n  (3 months-19 years)  were s tud i ed :  
~ n t r e a t e d  coe l i ac  d i s e a s e  CUCD) wi th  t o t a l  v i l l o u s  a t rophy (TVA) 
(11=12), t r e a t e d  c o e l i a c  d i s e a s e  (TCD) w i t h  normal mucosae (n=3) ; 
~ n t r e a t e d  cow's mi lk  p r o t e i n  i n t o l e r a n c e  CCMPI) w i th  p a r t i a l  v i l -  
lous  a t rophy (PVA)(n=IO) ; g i a r d i a s i s  Cn=l9) ; i d i o p a t h i c  ch ron ic  
nnteropathy (ICE) w i t h  PVA (n=22). 32 normal b i o p s i e s  were used 
a s  c o n t r o l s .  PGEZ concen t r a t i ons  (nglg t i s s u e )  i n  j e j u n a l  samples 
(per-ora l  suc t i on  b iops i e s )  were measured by r a d i o  immunological 
assay.  

RESULTS 
UCD TCD CMPI ICE GIARDIASIS CONTROLS 

x 161 7  1  5 6  85 68 5  4  
;EM 26 49 15 9 ,5  7 ,3  6 ,5  
n  12 3  10 2  2  19 32 

A s i g n i f i c a n t  d i f f e r e n c e  was observed between UCD and a l l  t h e  
~ t h e r  groups p < 0 , 0 1  bu t  no t  between t h e  l a t t e r .  PGE2 concentra-  

I i on  was s i g n i f i c a n t l y  d i f f e r e n t  i n  TVA v e r s u s  PVA (p<0,001) or 
o n t r o l s  (p<0,001) and s i g n i f i c a n t l y  c o r r e l a t e d  t o  t he  number of 

IEL (pC0,OOl). These d a t a  showed t h a t  t h e  i n c r e a s e  of i n t e s t i n a l  
,'CC2 seems t o  be r e l a t e d  t o  VA and t o  t h e  number of i n t r a  
1 , i t h e l i a l  lymphocytes (IEL). 
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The aim of t h i s  s tudy was t o  t e s t  t he  p o s s i b i l i t y  t h a t  T supple- Marseille d Lab 81och. Hip. Purpan, 3 1059, T O U ~ O U ~ ~  
mentat ion could i nc rea se  the  abso rp t ion  of a  FMT i n  CF. I n  a  
cross-over de s ign  s tudy fou r  CF p a t i e n t s  (12.1f2.6 y r s )  and 3  
c o n t r o l s  received placebo (P) o r  T (30 mglkgl j )  f o r  two 1-week 
pe r iods  a  month a p a r t ,  followed by a  FMT (51 gl1.73 m2 of t r i g l y -  
c e r i d e s  (TG) con ta in ing  60% of 18:2). Blood samples were drawn 
a t  0 ,1 ,2 ,3 ,5 ,8  h r s .  Tabulated r e s u l t s  a r e  expressed a s  t h e  
change i n  t o t a l  TG ( A  % = peak i n c r e a s e ) ,  a s  TG a rea  under the  
curve  (AUC = mg-hldl) and as  the  t o t a l  amount of C 18:2 (mg X ) .  

P T P T 
TG peak 23.2'6.5 pc.05 62.6'11.9 74.7'27.1 95.2248.4 
TG (AUC) 130'86 p<.05 310'50 296'84 332'115 
18:2 OH 38.9'3.0 NS 41.4' 2.9 93.2' 1.4 91.9' 4.9 

peak 51.0'6.6 p<.05 70.0' 7.5 137.3' 5.7 147.3' 9.4 
The d i f f e r e n c e  of TG-AUC on and off  T i n  CF was s i g n i f i c a n t l y  
(p<.05) c o r r e l a t e d  with t he  degree of s t e a t o r r h e a ,  t he  Shwachman 
sco re  and the  weight p e r c e n t i l e s .  Two f a c t s  ru l ed  ou t  an 
endogenous o r i g i n  of t he  above mentioned da t a :  chylomicrons had a  
f a t t y  ac id  p a t t e r n  s i m i l a r  t o  t h a t  of FMT and t h e i r  peak occurred 
s imul taneously  wi th  TG and 18:2 peaks. These r e s u l t s  suggest  t h a t  
T supplementation could be used a s  an  adjuvant  form of therapy i n  
CF, p a r t i c u l a r l y  i n  p a t i e n t s  wi th  a  s eve re  s t e a t o r r h e a .  

Serum immunoreactive pancreatic lipase ( LIP), trypsin(ogen) l (Tg) and 
chymotrypsinogen (ChTg) concentrations were determined in  newborns (NB) and 
adults (Ad) sera, using specific and sensitive non-competitive enzyme 
Irnmunwssays. The levels of proteolytic enzymes are either higher (Tg) or similar 
(Chtg) at b i r th than in  adulthoed whereas the levels of lipase are lower.(Mean 
(ug l l  t s d )  = T g N B : 3 6 t 1 5  ,TgAd:21+8 ;ChTgNB.21+9 ,ChTgAd:25 i8 ;L iP  
NB . 4 2 3 ,  Lip Ad: 12 27). The measurement of the 3 immunoreactive pancreatic 
enzymes In amnlotic fluids ( 17- 18 weeks of pregnancy) confirm the values 
observed i n  newborn sera. Tg and ChTg are present but with scattered values (from 
5 to 100 ug/l), and lipase IS nearly undetectable. The d~fference observed between 
proteolytic and Ilpase serum levels at b i r th wuld reflect an adaptatwe I ~ k e  process, 
due to the late appearance of enterokinase in  the intra-uterine l i fe (from the 26th 
week of pregnancy) A defect in the fu l l  conversion of proteolytic z y m q n s  into 
active enzymes could lead to an ~ncreased Synthesis of proteolylic enzymes as 
observed in  adaptative studies when proteases inhibitors are added to the diet 
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