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Case report

Ulcerative enteritis and liver disease in a patient with
coeliac disease
P LANCE AND B G GAZZARD

From the Department of Gastroenterology, Westminster Hospital and Medical School, London

SUMMARY We report a fatal case of adult coeliac disease complicated by ulcerative enteritis and
chronic liver disease. Macroscopically the liver was characterised by multiple, small depressions
over the whole surface. The portal tracts were infiltrated by mononuclear cells and also scattered,
large atypical cells of uncertain origin. Neither'feature has been reported previously.

Case report

A 46 year old man, a petrol pump attendant, was
admitted to hospital in April 1969 with a history of
weight loss (9.5 kg), colicky abdominal pain,
distension, and bulky, offensive diarrhoea. He was
thin, weighed 61.7 kg, and had bilateral ankle
oedema. The haemoglobin was 11.2 g/dl and the
peripheral blood film showed a macrocytosis with a
serum folate of 1.61 ng (NR 3-6 Nq/l) and a normal
concentration of B12. The alkaline phosphatase was
350 IU/l and calcium 2-0 mmol/l. The bilirubin and
transaminases were normal. Twenty-four hour
faecal fat excretion was 194 mmol (normal less than
19 mmol) and a jejunal biopsy showed subtotal
villous atrophy. Coeliac disease was diagnosed and
he started on gluten free diet.

In July 1969 his weight had increased to 67.1 kg
but severe finger clubbing and hepatomegaly two
finger breadths below the costal margin were
noticed for the first time and failure to keep strictly
to a gluten free diet was suspected, the 24 hour
faecal fat excretion being 151 mmol.
By May 1970 his weight had increased to 73.4 kg

and the 24 hour faecal fat had fallen to 29 mmol.
The spleen was now just palpable. A repeat jejunal
biopsy still showed subtotal villous atrophy.
He was admitted urgently in January 1978 with

torrential diarrhoea, weakness, and pains in his back
and shoulders. He now admitted to drinking half a
bottle of whisky per day. He was severely wasted
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and his weight had fallen to 53.7 kg. Other clinical
features included multiple spider naevi, classical
ecthyma of the upper torso, finger clubbing, ankle
oedema, ascites, and hepatosplenomegaly. The
alkaline phosphatase was 4000 IU/l (of liver origin
on electrophoresis), ALT 83 lU/l, AST 154 IU/l,
and albumin 24 g/l. Faecal fat excretion was 57
mmol/24 h. The jejunal biopsy again showed
subtotal villous atrophy. A percutaneous liver
biopsy showed changes interpreted as atypical,
chronic aggressive hepatitis with fatty change. There
was piecemeal necrosis and a mononuclear cell
inflammatory infiltrate of the portal tracts. He was
treated with oral prednisolone 15 mg daily and his
diarrhoea promptly settled.
He was admitted in October 1978 because of

severe back pain and difficulty climbing stairs. There
was bilateral weakness of hip flexion. Jejunal
histology had not changed and an iliac crest biopsy
showed evidence of osteomalacia. He was
discharged on vitamin D supplements and
prednisolone 15 mg daily, to be readmitted with
severe diarrhoea and a systolic blood pressure of 70
mm Hg three weeks later. The stool contained large
amounts of fresh blood. Blood cultures grew a
beta-haemolytic streptococcus and the same
organism was isolated from the purulent site of his
iliac crest biopsy, which had not healed. Two weeks
later he had a further massive melaena and died. A
necropsy was performed.
The gastrointestinal tract was full of blood and

there were multiple ulcers in the first and second
part of the duodenum which had bled, but none had
perforated (Fig. 1). There was no macroscopic
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Fig. 1 Ulceration in
duodenum.

evidence of lymphoma. Histology confirmed the
subtotal villous atrophy found repeatedly before
death and also the presence of ulceration with
severe inflammatory changes but without any
evidence of lymphoma.
The liver weighed 1668 g. To the naked eye there

were multiple, small, reddish coloured depressions
over its surface, which were also seen on the cut
surfaces (Fig. 2). The spleen was enlarged and
weighed 700 g. It contained multiple infarcts of
varying size.

Microscopically a severe mononuclear cell
infiltration of portal and periportal areas with liver
cell necrosis and bile duct duplication was seen (Fig.
3). The infiltrate included scattered, regular, large
cells of uncertain origin (Fig. 4). The surrounding
parenchyma was fatty (Fig. 5). The surface
depressions corresponded to patches of severe
infiltration around portal vessels in areas of
extensive hepatocyte necrosis or atrophy (Fig. 6).

Discussion

This patient was presumed to have adult coeliac
disease as he responded clinically to gluten with-
drawal although there was no morphological

recovery of the jejunal mucosa. He subsequently
developed two complications, intestinal ulceration
and liver disease, from which he died.

Bayless et all reported one patient of their own
and 15 others collected from the world literature or
by personal communication with proved or probable
coeliac disease in whom multiple small bowel ulcers
also developed. Twelve died as a result. 'Ulcerative
jejunitis' is now a well recognised and often fatal
complication of adult coeliac disease. No accurate
figures for its incidence exist and its precise relation-
ship to small bowel lymphoma is unknown. Some
have argued, without proof, that 'benign' ulcerative
jejunitis is merely an early manifestation of an
already malignant process.2
There was no evidence of malignancy in our

patient. The distribution of the ulcers, involving
duodenum rather than jejunum, was unusual. There
was no evidence of frank perforation, the
commonest fatal complication of ulcerative
jejunitis, but profuse haemorrhage, perhaps
precipitated by a coagulopathy because of the
associated liver disease, was the immediate cause of
death.

Chronic liver disease due to coeliac disease has
been recognised in recent years. Pollock reviewed
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Fig. 2 Macroscopic
appearance ofliver.
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Fig. 3 Cellular infiltration and
proliferation ofbile duct
structures in a portal tract.
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Fig. 4 High power view of
cellular infiltration ofportal
tract.

Fig. 5 Linking ofportal tracts
with fatty change and
inflammatory infiltration.
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Fig. 6 Depressed area ofliver
surface with extensive loss of
liver cells and inflammatory
infiltration.

the necropsy material from 19 patients with
malabsorption, including five with established
coeliac disease.3 Three had definite changes of
chronic hepatitis characterised by periportal
necrosis and linking of portal tracts which were
infiltrated by mononuclear inflammatory cells.
Lesser degrees of liver damage were found in all the
other cases. Hagarder et al in another retrospective
analysis found histological evidence of liver injury in
16% and abnormal liver function tests in 39% of 74
consecutive patients with adult coeliac disease.4
The striking features of the liver in our patients

which have not previously been reported, were the
multiple surface depressions and the curious large
cells in the portal tract infiltrate. The history of
alcohol excess must be taken into account, but apart
from non-specific fatty change the histological
picture was not that of alcoholic liver disease. We
suggest that the structural alterations of the liver and
the unusual portal tract infiltrate were related to the
damaged intestinal mucosa which may have allowed
ingress of bacterial toxins.

We acknowledge the help of Professor D
MacKenzie and the Department of Pathology,
Westminster Medical School, in the preparation of
this case.
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