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"EXAflINATI(lN- OF TI!E SEVERITY OF LIVER DISEASE, IN 
CHILDREN WITH THE NON-INVASIVE SALIVARY CAFFEINE 
CLEARANCE TEST 
?.Cheeseman ,A.E 1 Shazli ,M.Shabrawy & A.P.Mowat 
Dept.of Chi ld Health, King's College Hospital 

!hrliva:.ry·· c3ffe ine clearance (SCC) can be considered a measure of 
hepatic microsomal enzyme activity. It may th us provide a 
quantitative asses sme nt of hepatic function. To assess this we 
have studied 20 childr en with a variety of liver dis orders; 8 had 
y:irrho s is with serum albumin (ALB) < 35g/l • Caffei ne (3mg/kg) 
~as a dministered orall y followin g an overnight fast. Salivary 
!caf fein e concentration was measur e d by HPLC at 0,1,4,6,12,24 hr. 
K:affe in e sa liva half life ( t1) wa s calculated from SCC . t¼ in 
normal co ntrols ranged from 1.2 to 5.4 hr. t½ in liver disease 
from 4.4 to 56 hr; a significant correlation was obtained between 
t½ and ALB (r=-0.65). There were also signi ficant correlations 
;11th prothrombin time (PT) and total serum bilirubin (r= 0.65 and 
0.84 respectively) ; there was no relationship between t½ and any 
other liver function test. How e ver , the mean PT an<l t½ were 
s i gni ficant ly high er in the 8 cirrhotic children when compared t o 
the other chi ldren. In two children, one with biliary cirrhosis 
and the other with al pha-1-antitrypsin, SCC improve d drama t i call y 
followi ng orthoptic liver transpl antation, t½ before /after;Ld t o 
5.5 hr ,9.6 to 5. 4 hr, r es pectivel y . In one child with Wilson's 
di sease t½ changed fr om 56 to 7.0 hr following tr ea tment. We 
conclude tnat the sec may permit qu antification of live r function 
in a fas hion not possible with standard biochemical t ests 

CONGENITAL ANOMALIES IN EXTRAHEPATIC BILIARY ATRESIA 
{BA):AN ADDITIONAL REASON FOR EARLY RECOGNITION AND 
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7rrTii appropriate surgery prior to 8 wks of age , over 70% of 
patients with BA become jaundice-free & 90% survive beyond lOyrs.of 
~ge; To assess the frequency of significant congenital anomaiies 
butside the hepatobiliary system & their effect on management, we 
~ave retrospectively analysed the case records of 237 cases seen 
petween June '70 & June '85. Major anomalies occurred in 47 (20%) 
27 having more thmi. · one, 16 had one or more cardiac anomalies 
(Pulmonary stenosis 7, VSD 5, ASD 3, PDA3, others 7) requiring spe
cific investigation which sometimes delayed biliary surgery . Operat
~ve management was complicated in 3 with intestinal atresia re
requiring prior surgery & a further 16 had intestinal mnlrotation . 
~7 (7%) had polysplenia & 2 asplenia. In 10 of these the portal 
Vein was pre-duodenal. 9 had abdominal situs inversus making dis
~ection & identification of structures in the portahepatis diffic
ult. In the 171 cases operated on by one surgeon, age@ surgery 
~ather than the presence or absence of anomalies was crucial in 
obtaining a jaundice-free state. This was achieved in 73% of those 
operated on by 8weeks of age, as opposed to 27% with later surgery. 
8 of 31 (26%) with anomalies & 50 of 140 (33%) without are jaundice 
free . With more than 70% having surgery after the optimum age, 
earlier recognition & referral of suspected cases is essential. 
·l. Obi R et al. World J.Surg. 9, 285-293 (1985) 

INCREASED ABSORPTION OF A FATTY MEAL TEST (FMT) IN 
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CYSTIC FIBROSIS (CF) PATIENTS ON TAURINE (T). 
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and 

The aim of this study was to tes t the possibility that T s upple
mentation could increase the absorption of a FMT in CF. In a 
cross-over design study four CF patients ( 12. !±2.6 yrs) and 3 
controls received placebo (P) or T (30 mg/kg/j) for two 1-week 
periods a month apart, followed by a FMT (51 g/l.73 m2 of trigly
cerides (TG) containing 60% of 18:2). Blood samples were drawn 
at 0,1,2,3,5,8 hrs . Tabulated resul t s are expressed as the 
change .ln total TG (A % peak increase), as TG area under the 
curve (AUG= mg •h/dl ) and as the total amount of C 18:2 (mg%). 

P T P T 
TG peak 23.2±6.5 p<. 05 62. 6±11 .9 74.7±27.1 95.2±48.4 
TG (AUC) 130±86 p<.05 310±50 296±84 332±115 
IB: 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 difference of TG-AUC on and off T in CF was significantly 
(p< .05) correlated with the degree of steat orrhea, the Shwachman 
score and the weigh t percentiles. Two facts ruled out an 
endogenous origin of the above mentioned da ta : chyl omic r ons had a 
fatty acid pattern similar to that of FMT and their peak occurred 
simultaneously with TG and 18:2 peaks. These results suggest that 
T supplementation could be used as an adj uvant form of therapy in 
CF, particularly in patients with a severe steatorrhea. 

694 

32 
DEFECTIVE EXPRES SION OF HLA-DR ANTIGENS (DR-Ag) : 
ANOTHER CAUSE OF CHRONIC DIARRHEA. F .Arnaud-Battandieri 
N.Cerf-Bensussan, J.Schmitz, C.Griscelli. , 
Depart. de Pediatrie - H6pital des Enfants-Malades 
7501 5 Paris - France. 

befec tive expression of DR-Ag on mononuc l ear cells has been re
cently described as a new cause of comb ined immuno-def_i c iency, 
with chronic diarrhea and failure to thrive as main features. We 
were interested in relating these symp toms with an eventual de
fect of DR-Ag expr ess ion on enterocyte membranes, in 17 patients . 
15 had diarrh ea, star ting between land 6 months in 8, later on 
in 7, becoming chronic afterwards in all cases. Documented mal-
3bsorptio n was demonstra ted in on l y 4. Candidiosis was noted in 
16 and cr yp t osporidios is in 3. Intes tinal biopsies were perfor 
med in 10 patients : vi llous atrophy was partial i n 8, sub t o t al 
in 2 ; intestinal IgA plasmocytes were absent in 4, s trongly de
c r eased in 3 ou t of 7. In 5 patients cryostat sections were incu
bat ed with various monoclonal antibodies dir ected against DR-Ag 
and lymphocyte subpopulations. In contrast t o controls and coeliac 
patients, no enterocyte staining was v isible ei t her in the crypts 
or the villi. In 4 patients a s trong epi the l ium and lamina propri~ 
infiltration of cytotoxic/suppres s or lymphocytes was noted. In 
conclusion, chronic diarrhea, nearly constant in this disease, 
migh t be related more often to th e near comple te l ack of immu no
l og ical reactivi ty towards exogenous antigens than to the intesti-, 
nal lesions observed. It is remarkable that the latter occured 
even though enter ocytes did not express DR-Ag. 
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The purpose of the present study was t o evaluate PGE2 l eve l s in 
~hronic enteropathy. 98 children (3 months- 19. years) were studied: 
rntreated coeliac disea se (UCO) with total villous atrophy (TVA) 
(n= l2), treated coeliac disease (TCD) with normal mucosae (n=3) ; 
entreated cow' s milk protein intolerance (CMPI) with partial vil
l ou s atrophy (PVA) (n=IO) ; giardiasis (n=l9) ; idiopathic chronic 
ont eropathy (ICE) with PVA (n=22). 32 normal biopsies were used 
as controls. PGE2 concentrations (ng/g tissue) in j ejunal samples 
(per-oral suction biopsies) were measured by radio inununologica l 
assay. 
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A significant difference was observed be t ween UCD and all the 

•the r groups p< 0,01 but not between t he latter . PGE2 concentra
L ion was significantly different in TVA versus PVA (p<0,001) or 
on trols (p<0,001) and significantly correlated to the number of 

1. 1':L (p<0,001). These data showed that the increase of intestina l 
i'CE2 seems to be related to VA and to the number of intra 
""ithelial l ymph ocytes (IEL). 
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Serum immunoreactive pancreatic lipase (Lip), trypsin( ogenl I (Tg) and 
chymotrypsinogen ( ChTg) concentrations were determined in newborns (NB) and 
adults (Ad) sera, using specific and sensitive non-competitive enzyme 
irnmunoassays. The levels of proteolytic enzymes are either higher ( Tg) or similar 
( Chtg) at birth than in adulthooo whereas the levels of lipase are lower.( Mean 
( ug/1 • sd) = Tg NB : 36± 15 , TgAd :21 ! 8 ,ChTgNB : 21 t9 ,ChTgAd: 25 t 8 ; Lip 
NB : 4 ! 3, lip Ad: 12 ! 7 ). The measurement of the 3 immunoreactive pancreatic 
enzymes in amniotic fluids ( 17-18 weeks of pregnancy) confirm the values 
observed in newborn sera. Tg and ChTg are present but with scattered values ( from 
5 to I 00 ug/1), and I ipase is nearly undetectable. The difference observed between 
proteolytic and lipase serum levels at birth could reflect an adaptative like process, 
due to the late appearance of enterokinase in the intra-uterine life ( from the 26th 
week of pregnancy).A defect in the full conversion of proteolytic zymogens into 
active enzymes could lead to an increased synthesis or proteolyt le enzymes as 
observed in adaptative studies when proteases inhibitors are~ to the diet 
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