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The Paediatric Crohn's Disease Study Group (35 paeditric cl inics,
FR Germany, Austria and Swit zer l and) has compi led data fr om 535
pati ents wit h Crohn' s di sease (CD ) bet ween 1977- 85. On t he basis
of pers onal interv iews with defined quest ionnai res precis e info r ­
mat ion on genetics wa s avai l able on 320 af fected fami li es . Mul­
tip le cases wit h inf l ammatory bowel disease (I BD) were seen in
51 fam i lies , i . e. a fami l ia l preval ence of 16 I. 44 f am il ie s
reported "pure" CD, 7 both CD and ulcerative col i t is . Most com­
monly one additi onal fami ly member was affe cted . Fir st degree
re lat ives , mainly s ibl ings, fol lowed by parents , were presented
with high f requency. Second, t hird and fourth degree rela ti ves
were ma rkedly less affected. Among 1082 f irst degree rela tives 28
were parent s or sib l ings suffer ing from CD (ri sk = 31) and 6 f rom
ulcerat ive colitis ( r i sk = 0.5 I) .
The calculated data exclude a dominant or recessive gene mec ha­
ni sm but rath er strongly suggest a polygenic mode of inheri ­
ta nce . However , in contrast to these genet ics , t here i s no evi ­
dence fr om our data t hat chil dren wi th a positive famil y hist ory
develop CD significantl y ear l ier i n life than those with a nega­
ti ve history.
Su pport ed by Volkswagen Founda ti on, Hannover, FRG
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Vitamin A def iciency (VAD) is a major health problem in chi ldren
world wide. For its diagnosis, al l the avci l abl e methods such as
cl inica l surveys, dietary assess ment , mea surement of se rum
vitamin A, rela ti ve dose response te st and determinat ion of
liver vi ta min A concent rat ion (LVAC ) have ser ious theorical or
practi cal shortc om ings. IC i s a new non invasive me thod based on
the change of epithelial surface which undergo keratinisati on
and metaplasia in absence of vitamin A. A mil l i pore paper i s
grasped with finger on the tempo ral bulbar conj onctiva durin g 3
seconds . The paper i s removed, pressed on a gla ss sl i de for
transferring the cells . Afte r fi xat ion and a speci al short
s tai ni ng, the cel l s are exami ned under light mic roscope. To
assess the value of thi s new method, we applied i t to 30 children
with l iver disease whose LVAC had been determined on l ive r
biopsy. In 22 chil dren with normal LVAC, IC showed numerous
gobl et cell s and small normal epithelial cells. In 8 cholestatic
children with VAD, (LVAC < 20 ng/g), IC showed absence of goblet
cells and enlarged epithelial cells. The results indicate that
IC is a reliable method for detect ion of VAD based on a simple
te st : the absence of goblet cells . This may prove useful both
for mass surveys in developing countri es as well as for control
of VAD in children with liver or gastrointestinal disease.
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In formatim is l imited cmceming t he Img te rm prognosIs for paedia tric pept i c
ul cer di sease. \o.C traced 19 indtv tduala in whcr.J this diagn esis had been made III
to Z7 years earlier . All had been diagn osed using stric t cr i te r i a . Fach can-
pi e ted a pos tal qiest.i cnnaire and ,,'here neces sary fUrthe r In f'ortaat .tcn was obtained
by d i re c t interview or by discussim with th e general practiti mer. Ibspital
case not es , f'run adult li fe, were studied where these were available.

At foil"" up the subj ects ranged fran 25 to 38 lmcdinn 30) years old . A hi gh
inci dence of morbidity persisting in to adul t life was found . Nine had had
a proven ul cer recurrence since entering adul t l ife. Ten were no Icnger
prone t o re curring episcdes of alrlaninal pain , but of these had undergme

and pyl orop la s ty for intracta bl e s; 'lq)t <T.lS. Thus m ly six patient s (3 1%)
had made a l asting and spmtaneous re covery . Corol Ica t.Icns such as haemorrhage,
pene t rating ul cer, severe pyl or i c s tenos ts or perforat im had occurred in 10
Seven (37%) had undergme surgery, and in two of these cases more than m e oper­
a tim had been perfornxxl . Fifty-cigh t percent of COll' I icatims suffered and
of surgic al opemtims perfonred invol ved pat i ents of Zl years or older.

These f indings firmly reinforc e t he opinIm t hat the disorder f'requent ly
persists into adult life . The of t he newer means of medical therapy . such
as the liZ re ceptor antagmist s remains to he eval uated .

Tbe ur inary rec overy of p-rnrioobenzoic ac i d (PAM), following snall intest inal
hydrolysis by chynntrypsin of the synthe tic peptide (Bcnt­
ircrnide) , provi des the basis for an oral pm:reatic fuoction test. A cmventirnal
t-o day test re peated m a sa::ond day with PAM alone , >es fcurd to te inaccurate
and of lit tle use as a sc reening t es t for parc reat. ic insuffici eocy (PI) . Tbe test
>es rralified in order to ITBke i t nore suitabl e for children. 28 children with PI
aged 17 nn - 16 Y Io.eI"e studied (25 cys t i c fibrosis , 2 9lI.acJmm' s , I
t ony) together with a group of 2::J control pattents , aged 4 no - 11 y , sl1CM1 t o
have nornal parcreat.ic fuoctioo by psocreozymin--secretin t esting and faecal
chynotrypsin es t iIrBtioo. Following an OVernight fast, a pre-test urine sanplc
>es taken and tOO1 Bentircrnide ( IS ng/kg) with 4. 5 ng/kg p-arrinosalicylic ocid
(PAS , a structural analogue of PAM) adninisterect with a s tandard breakfast of
cereal and milk. A six hour urine collcc tioo >es then nade . After alkaline hydr-
ol ysis of PAM and PAS conjugates , urine sanp les Io.eI"e assayed by HPlC us ing a
:nJ x 3.9 nm col um of u-BondaraJ<-C18. Results were expressed for each pstient
as PAM Excretioo Index (PEl = urine PAMlurine PAS). The rrean PEl in pat.ients
with PI >es 19 ( range 4--02) and for controls , 87 ( range 66-140) , wi th canplete
separat.ioo of values for pataents with PI and cootrol subjects, p-eo.axn . Thus
the use of PAS as a Ifarnocokinetic nnrker for PAM ahsorption and excretioo in
canbinat i on with Bentircrnide provi des a sensit i ve and specific 6 bour screening
t es t for exocrine parcreatac insuffici eocy in chil dren .
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LYMPHOCYTES, LYMPHOCYTE SUBGROUPS, IMMUNOGLOBULIN­
CONTAIN I NG CELLS AND HLA-DR EXPRESSI ON IN THE RECTAL

31 MUCOSA OF CHILDREN WITH ULCERATrVE COLI TIS
E. Sa vil ahti , A. Arate, V. -M. Ta i ni o, T. Klemo la.
Dept. o f Paediatrics , Uni versity o f He l sink i , Finland

Lymphocy t e s ub po pu l a t ions , p lasma ce l ls and the ex p ression o f
HLA-DR ant igen in t he r ec t al and c o lonic mucosae of 8 c hi ldren
with u lcerative c o litis and 12 con t ro l s ub j ec t s were studied
u si ng a pane l of monoclonal a nd pe l yc l ona l anti sera a nd the
pe rox i d a se technique. The numbe r s o f lymp hocytes in the s urface
eplthe l ium we re s imila r in pati ents and c on tro l s . The ma j ori t y of
t hese ce ll s were mat u r e T c e l l s ; among them supp ressor-cy t otoxic
ce lls predomina t ed. In the c r yp t e pithe l ium the he l pe r/ s upp r e s sor
ra t i o (H /S ) was s ign i ficant ly greater In t he patien ts than i n t he

mean was 0 . 37 vs 0 .0 7, p<O.OS. In t he lami na p r o p r i a of
s pecimens f rom both patient s and c o nt ro l s t he majori ty of T c e l l s
we re of he lper t y pe a nd the HiS rat io s were similar. The dens ity
o f cells was g reater In pat ients t han i n controls ,
1058 cells/mm vs 359, P<0.0 1, a nd t he most c ommon isotype i n the
p lasma ce l ls o f pati ents wa s IgG. The mean numbe r o f IgE-positlve
ce l ls was al s o g r eater i n the patients (2 30 vs 95, P<0.0 1).
Anti -H LA-DR ser um stai ned ne i the r surface nor c ryp t epithe lia l
cells o f c o n t r o l s . The su rface epithe lia l ce lls of 5 and the
c ry pt eplthel i un o f 6 pat i e n t s showed HLA-DR expressIon. The
ab errant HLA- DR express i on and the Imbalance of T and B cel ls In
pat i e nts w ith ulcerat i ve co l i t l s s uggest that immune mechan i 9mS
a r e Impo rtan t in this di seas e .

101

ARTHRITIS IN CHILDHOOD COELIAC DISEI\SE (CD).
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We I>.U.lld l ike to dra w a ttention t o arthritis and arthralgia as
rronosympt:onat ic f o rms of CD. 'There are few reports on th i s assoc r ­
atien in the liter ature and in paediatric patients the coexistens
o f CD and arthritis has no t been docwrented. Af ter f inding four
index cases ..e have screened c h ildren wi .th j o int symptoms for
antireticulin antibodies (AM) . CUring the years 198 2-86 AM were
tested whenever an ant.tncc l ear antibody test was r equested. Sllall
b<Jt,.,e1 b i opsy was perfonred in 10 o f 11 c hildren positive for AM.
All the 7 children 4 to 16 years of age positive f o r IgA-AM
(t i tre s 1: 10 0 to 1 :4000) had sroa Ll , flat int estinal micosa (SVA) .

TI1ree of them had a lso Ig G-J\RA det=table in their serum. 'lhrcc
children with I gG-AM only ..ere normal, en b i opsy. CUring glut en­
free die t disappearance of AM in the ch ildren with SVA corre­
lated ..ell with nu c o sal r ecovery o n centrol b i o psy. We conclude
that 19A-AM i s suitable f or screening CD arrcng c hildren wi th
arthritis . 'The role o f IgG-;: lass AM in c h ildren wi th joint can-­
plaints and nomaI intestinal rruco sa i s unknown . Arthrit i s and
arthralgia should be included in the list o f rron osymptaratic
f o rms of CD.
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