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Abstract We report the case of a 19-year-old man with
dermatomyositis who developed abdominal pain and an-
uria. The examination revealed bilateral ureteral stenosis.
The patient also developed multiple ulcerations of the duo-
denum with perforations. The clinical feature was consid-
ered to represent that of juvenile dermatomyositis, which is
characterized by systemic necrotizing vasculitis. Rheuma-
tologists should be alerted about this serious complication
in patients with childhood or young adult dermatomyositis
presenting with abdominal complaints.
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Introduction

Dermatomyositis is defined as an idiopathic inflammatory
myopathy with varying cutaneous manifestations. Derma-
tomyositis presenting in childhood is a disease that is clini-
cally and pathologically distinct from that seen in adults.
Juvenile dermatomyositis is typically manifested by necro-
tizing vasculitis, which involves not only the skin and mus-
culature but often also the gastrointestinal tract.' Affected
patients may present with abdominal pain, gastrointestinal
bleeding, or perforations. Although it is extremely uncom-
mon, the ureter may be involved in childhood dermatomyo-
sitis.>> We report an interesting case of young adult
dermatomyositis in which bilateral ureteral stenosis and
duodenal perforation occurred.
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Case report

A 19-year-old Japanese man in whom polymyositis had
been diagnosed 6 months previously was referred to our
clinic in April 2004 for recurrence of the disease. He was
admitted to the previous hospital in November 2003 be-
cause he had fever, systemic muscle pain, and difficulty in
standing up. On physical examination, he had pronounced
proximal muscle weakness in all four extremities. The chest
and abdomen were clinically normal, and skin rash was not
observed at that time. Laboratory findings were as follows:
C reactive protein (CRP) 0.2mg/dl, hemoglobin 16.9 g/dl,
white cell count 5200ul™, and platelets 16.9 x 10*ul™". Serum
creatine kinase (CK) was elevated at 6565IU/l. Immuno-
logical investigations revealed that he had tested negative
for Hep-2 antinuclear antibody, anti-Jo-1, anti-double-
stranded DNA, anti-Sm, anti-SS-A, and anti-SS-B. Serum
complement concentration was normal. Urinalysis was neg-
ative for proteinuria and occult blood. The chest X-ray and
computed tomography were normal. Elecromyogram re-
vealed the myogenic pattern. Muscle biopsy showed an area
of degeneration of myofibers but failed to demonstrate typi-
cal findings of inflammatory myopathy or vasculitis. He was
clinically diagnosed with polymyositis, which was initially
treated with oral prednisolone at a dosage of 55 mg/day. His
muscle symptoms improved rapidly with a decrease in the
serum CK level to the normal range. However, in April
2004, when tapering the steroid dosage to 30 mg/day, he had
experienced an exacerbation of systemic muscle pain with
increase of serum CK.

An initial examination at our clinic revealed that he had
significant proximal muscle weakness. Skin examination ex-
hibited a diffuse erythematous maculopapular rash over his
face and neck. The facial rash involved the upper eyelids
and nasolabial area. No rash was observed on the extensor
surface of joints. Laboratory tests showed that the white
cell count was 12200ul™, CRP 0.06mg/dl (normal <0.30),
CK 900TU/l (normal <324), and aldolase 18.41U/] (normal
<6.1). Prothrombin and activated partial thromboplastin
times were normal. Antinuclear antibodies, antineutrophil
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Fig. 1. Retrograde pyelography demonstrating a 1-cm-long stenosis in
the right ureter (arrow) and hydronephrosis

cytoplasmic antibodies, anticardiolipin antibodies, and
lupus anticoagulants were all negative. The cutaneous
findings associated with myositis led to an alternative diag-
nosis of dermatomyositis. The dosage of prednisolone was
increased to 60mg/day. The muscle pain rapidly resolved
and the serum CK level decreased to the normal range.

Six weeks after his initial presentation, the patient com-
plained of pain in the right flank. The serum CRP level was
transiently elevated at 1.08mg/dl. White cell count was
6840ul™ and CK 1531U/1. Urinalysis was negative for occult
blood. A computed tomographic scan demonstrated right
hydronephrosis, and retrograde pyelography showed a 1-
cm-long stenosis in the right lower ureter (Fig. 1). Histo-
pathological examination of a specimen obtained from the
stenotic ureter at endoscopic biopsy showed calcification
with granulomatous tissue (Fig. 2). No vasculitic lesion was
observed in the tissue. A few weeks later, he developed
anuria because of the appearance of an obstruction of
the left side of the urinary tract. Exploration revealed a
1-cm-long obstruction of the left lower ureter. Stents were
successfully inserted bilaterally into each of the stenotic
ureters. The steroid dosage was gradually tapered without
the recurrence of myositis.

However, in November 2004, he presented with intrac-
table abdominal pain, while taking prednisolone 15mg/day
and famotidine 20mg/day for prevention of gastroduodenal
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Fig. 2. Biopsy specimen of the stenotic ureter showing calcification
(arrows) with granulomatous tissue (H&E, x200)

ulcer. Laboratory findings were CRP 12.2mg/dl and white
cell count 14900ul™. Plain radiographs revealed intestinal
perforation. An emergency laparoscopic operation showed
an ulcer and perforation at the second portion of the duo-
denum, and repair of the perforation was undertaken. The
postoperative course was uneventful. Gastrointestinal en-
doscopy after the operation showed multiple ulcerations of
the second and the third portions of the duodenum. Al-
though histological evidence was not obtained, the unusual
site of duodenal ulcer suggested active intestinal vasculitis.
The dosage of prednisolone was increased to 40mg/day.
Omeprazole, a proton pump inhibitor, was also given at
40mg/day. A subsequent endoscopy performed a few weeks
later showed that the multiple duodenal ulcers had signifi-
cantly improved. He was discharged from the hospital in
good health. In December 2005, the ureteral stents were
removed. He remains clinically well, taking prednisolone
15mg/day at the time of this report.

Discussion

There are some clinical differences between juvenile and
adult forms of dermatomyositis. For example, gastrointes-
tinal vasculopathy is commonly described in juvenile der-
matomyositis, but it is rare in adult dermatomyositis." By
definition, onset of juvenile dermatomyositis occurs in chil-
dren younger than the age of 16 years. Our patient with
dermatomyositis, who was 19 years old at the onset, was
considered to have systemic vasculopathy involving the uri-
nary and intestinal tracts, which may be present as features
of juvenile dermatomyositis. Pulmonary disease, which oc-
curs much less frequently in juvenile dermatomyositis, was
not observed in our patient. Other clinical manifestations
of juvenile dermatomyositis resemble those of adult derma-
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tomyositis, including symmetric proximal muscle weakness,
myalgias, muscle tenderness, fever, and rash.

Ureteral stenosis complicating dermatomyositis (or
juvenile dermatomyositis) is very rare. According to the
available published reports, there are only two cases of
dermatomyositis with bilateral ureteral stenosis.” The pre-
vious cases occurred in childhood. A vascular mechanism is
possibly associated with this complication because of the
bilateral symmetry and the relative lack of blood flow in the
involved region. Indeed, in one of the reported cases with
juvenile dermatomyositis, vasculitis with ureteral necrosis
was demonstrated by histopathological examination at au-
topsy.” Ureteral stenosis has been reported in other forms
of small-vessel vasculitis such as Wegener’s granuloma-
tosis,"® polyarteritis nodosa,”® and Schonlein-Henoch pur-
pura.’ It is thus reasonable to consider that abdominal
vasculopathy in juvenile dermatomyositis leads to ureteral
stenosis as in other forms of vasculitis.

Of note, our case developed duodenal perforation as
well as ureteral stenosis. Duodenal perforation in this dis-
ease has been reported previously.'""” This complication
can be life-threatening. Two of the six patients with duode-
nal perforation died because of severe infection.'”" In our
patient, multiple ulcers were found from the second to the
third portions of the duodenum, with perforation in the
second portion. The unusual site of duodenal ulcer and
perforation is consistent with findings in the previous
reports.'*

The exact etiology of abdominal vasculopathy in this
disease remains unclear. Therefore, there is no diagnostic
laboratory test for this condition or no certain clinical mark-
er to assess the disease activity. Indeed, serum levels of
CRP or muscle enzymes were not directly correlated with
the disease activity of ureteral or intestinal involvement, at
least in our patient. Several studies have demonstrated that
an elevated concentration of plasma von Willebrand factor
is associated with vascular damage in children with derma-
tomyositis.'"*"” Although we did not measure it in our case,
this test might be useful for monitoring disease activity in
some patients.

Dermatomyositis presenting in childhood is character-
ized by systemic vasculopathy which may lead to ureteral
stenosis and duodenal ulcer with perforation. The unique

involvement may hamper the diagnosis in the absence of
classic vasculitis locations such as kidney, lung, and nerve.
Rheumatologists who treat young adults should be aware
of this serious complication of dermatomyositis.
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