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ABSTRACT

We describe the case of a patient with a
two-year history of adult dermatomy -
ositis (DM) who developed malabsorp -
tion revealing celiac disease. Our ob -
servation raises the question of an
association between DM and celiac
disease as part of a continuum, sug -
gesting that celiac disease may be
included within the spectrum of the
gastrointestinal manifestations of DM
and polymyositis (PM). From a practi -
cal point of view, our data indicate that
the diagnosis of celiac disease should
be suspected in PM/DM patients exhi -
biting malabsorption syndrome. Based
on our findings, we further emphasize
that an evaluation for celiac disease,
including anti-gliadin antibodies, anti-
endomysium antibody and tissue trans -
glutaminase antibodies should be con -
sidered in PM/DM patients presenting
with unusual and unexplained gastro -
intestinal features. This could lead to
the early management of such patients,
resulting in decreased morbidity (i.e.,
malnutrition and malignancy) related
to misdiagnosed celiac disease.

Introduction

Polymyositis (PM) and dermatomyosi-
tis (DM) are systemic inflammatory
disorders affecting skeletal muscles
and other organs, especialy the diges-
tive tract (1). Esophageal motor abnor -
malities predominate, and involvement
of the gastrointestinal tract is consid-
ered to be less frequent in PM/DM pa-
tients, although it may lead to life-
threatening complications, i.e., dramat-
ic hemorrhage, perforation, pseudo-
obstruction or pneumatosis cystoides
intestinalis (1-4). Recently, afew cases
of patients with both PM/DM and celi-
ac disease have been reported, princi-
paly juvenile DM occurring after the
onset of celiac disease (5-9).

We observed a case of particular inter-
est, where a patient with a 2-year histo-
ry of adult DM developed malabsorp-
tion related to celiac disease.

Casereport

A 63-year-old woman was diagnosed
with DM in January 1998 based on the
criteria of Bohan and Peter (10, 11).
Thefirst criteriawas symmetric muscle
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weakness. Muscle power was gauged
for 8 proxima muscles (neck flexors,
trapezius, deltoid, biceps, psoas, max-
imus and medius gluteus, and quadri-
ceps) by a modification of the British
Medical Research Council Grading
system (1), with a theoretical maxi-
mum score of 88 points. The muscle
power of the patient was 71 points.
Other criteria were increased serum
muscle enzymes; myopathic changes
on electromyography; muscle damage
on histological examination; and char-
acteristic dermatol ogic manifestations,
i.e., heliotrope rash and periungual ery-
thema.

Autoantibody screening was positive
for antinuclear antibodies (ANA) with
avalue of 1:160. Investigations, includ-
ing pulmonary function tests, comput-
erized tomography (CT) scan of the
lungs, and echocardiography were
within normal limits. Other tests were
performed to exclude an underlying
malignancy: abdominal ultrasound and
colonoscopy were hormal.

Treatment with prednisone was initiat-
ed at a dose of 1 mg/kg daily (i.e., 55
mg per day for 2 months), which result-
ed in rapid improvement of muscle
strength and clearance of dermatologic
signs. Prednisone was decreased gradu-
aly to 5 mg every 15 days. At one year
follow-up, the patient remained free of
both clinical muscle and cutaneous fea-
tures, and serum muscle enzymes were
normal, taking oral steroid at a dose of
15 mg daily.

In August 1999, the patient presented
with a one-month history of asthenia
and a 3 kg weight loss. She received
prednisone therapy 9 mg daily. Physi -
cal examination wasnormal, in particu-
lar hepatosplenomegaly and peripheral
lymphadenopathy were absent; muscle
power was 86 points. Laboratory find-
ings were as follows: erythrocyte sedi-
mentation rate 20 mm/hour, C-reactive
protein 10 mg/l, hemoglobin 10 g/dL,
mean corpuscular volume 88 um?,
reticulocytes 50 x 10%I, white blood
cell count 6,500/mm?, platelet count
170,000/mm?, creatine kinase 52 1U/I
and aldolase 1.3 IU/l. Renal and liver
function tests, serum lactic dehydroge-
nase, , microglobulin, blood protein
immunoel ectrophoresis, and quantita-
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tive immunoglobulins were within nor-
mal limits. Total protein was 57 g/L
and albumin was 27 g/L.
Malabsorption was suspected and con-
firmed by fecal fatsranging from 3to 5
g/day, low plasma folate 4 nmol/L and
ferritin 30 pg/L. Both blood vitamin
B,, and digestive apha-1-antitrypsin
levels were normal. A D-xylose test
was abnormal. Stool cultures detected
no bacteria, parasites or fungi. Duode-
nal biopsies showed marked mucosal
abnormalities, associating subtotal vil-
lous atrophy, crypt hyperplasia and
intra-epithelial inflammatory infiltrates
composed of lymphocytes. Further
investigations, including thoracic and
abdominal CT-scan, were normal.
Autoantibody screening was positive
for ANA with a speckled pattern and
IgG and IgA anti-gliadin antibodies,
and was negative for IgA anti-endomy-
sium antibody, rheumatoid factors,
anticardiolipin and antiphospholipid
antibodies, lupus-like anticoagulant,
antineutrophil cytoplasmic antibodies
and cryoglobulin.

The diagnosis of celiac disease was
made. The patient was successfully
treated with a gluten-free diet, resulting
in: 1) correction of her malabsorption
and weight gain; and 2) disappearance
of both biochemical and histological
duodena abnormalities. In November
1999, steroid treatment was discontin-
ued. To date, the patient remains free of
DM and celiac disease features, contin-
uing agluten-free diet asthe sole thera

py.-

Discussion

Cedliac disease is a frequent enteropa
thy, which is characterized histologi-
caly by mucosa villous atrophy. Its
prevalence has been estimated to be as
high as 1:300 in the general population
(12-14). Its diagnosis is often delayed
or overlooked as both the presentation
patterns and clinical manifestations are
non-specific for the disease (14-16).
Celiac disease is usually associated
with various autoimmune disorders,
including insulin-dependent diabetes,
dermatitis herpetiformis, autoimmune
thyroiditis, IgA nephropathy, primary
biliary cirrhosis, autoimmune hepatitis
and sclerosing cholangitis (12-14). Ina
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series of 929 patients with céliac dis-
ease, Venturaet al. (17) found that 35%
had an underlying autoimmune condi-
tion. However, only a few cases of
patients with both PM/DM and celiac
disease have been described, especialy
juvenile DM occurring during the
course of celiac disease (5-9). In our
cohort of 85 patients with adult PM/
DM, only one patient experienced clin-
ical digestive manifestations due to
celiac disease (1.18%).

Our case is origina in that the patient
with a 2-year history of adult DM dev-
eloped malabsorption revealing celiac
disease, although the disease had prob-
ably been latent in the patient for many
years. In this ingance, the diagnosis
could be made because the patient ful-
filled @l the criteria for celiac disease
(12, 14), i.e.: 1) duodenal biopsy speci-
mens demonstrated characteristic his-
tological damage; 2) both the clinical
features and histological duodenal ab-
normalities completely healed after
institution of a gluten-free diet; and 3)
serum 1gG and IgA anti-gliadin anti-
bodies were positive.

IgA anti-endomysium antibody was
negative in our patient, although the
sensitivity and specificity of this anti-
body have been noted to be as high as
70-100% and 95-100%, respectively, in
celiac disease (13, 14, 16); negativity
of IgA anti-endomysium antibody was
probably due to DM therapy (i.e., pred-
nisone). Tissue transglutaminase anti-
body has recently been identified as the
autoantigen eliciting endomysium anti-
body, and has been reported to have a
high sensitivity (92%) and specificity
(98%) (18-21). It was not investigated
in our patient because the test is not yet
available in our hospital.

Our findings raise the question of an
association between DM and celiac di-
sease as part of a continuum, suggest-
ing that celiac disease may be included
within the spectrum of the gastroin-
testinal manifestations of PM/DM in
adults. Celiac disease may be due to
both immunologic and genetic dys-
function in patients with PM/DM. Our
case report therefore confirms the find-
ings of previous investigators, who
reported evidence for a marked associ-
ation between the HLA class |1 extend-
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ed haplotypes (i.e, DR2-DQ2 and
DR5/7-DQ2) and both PM/DM and
celiac disease (5-7, 12, 13).

From a practical point of view, our data
indicate that the diagnosis of celiac dis-
ease should be suspected in PM/DM
patients presenting with malabsorption.
Based on our findings, we further em-
phasize that an evaluation for celiac
disease, including anti-gliadin antibod-
ies, anti-endomysium antibody and tis-
sue transglutaminase antibody, should
be considered in PM/DM patients
prsenting with unusual and unexplain-
ed gastrointestinal features. This could
lead to the early, accurate diagnosis and
management of PM/DM patients, re-
sulting in decreased morbidity (i.e.,
malnutrition and malignancy) related
to misdiagnosed celiac disease.

Finally, we also suggest that anti-
gliadin antibodies, anti-endomysium
antibody and tissue transglutaminase
antibody should become an integral
part of the initial immunologic evalua
tion of PM/ DM patients, particularly
DM patients over age 65 years as. 1)
elderly DM patients have an increased
risk of developing malignancies, nota-
bly digestive cancers (22); and 2) the
risk of small intestinal lymphoma has
been estimated to be more than 50-100
fold greater in elderly patients with
overlooked celiac disease compared to
the general population) (12).

However, no definite conclusion can be
drawn and our data warrant further
prospective trials to evaluate the fre-
quency of celiac disease in patients
with adult PM/DM.
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