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Letter

Gastrointestinal Calcinosis as a Rare Cause of Death in Juvenile

Polymyositis
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Dear Editor,
Juvenile polymyositis (JPM) (or Dermatomyositis) is a

rare autoimmune vasculopathy of childhood that prefer-
entially affects dermal and muscular vessels (1). Ectopic cal-
cification has been reported as a complication of JPM. It can
cause significant debility with severe pain, skin ulceration,
muscle atrophy, joint contracture, and acroosteolysis (2).
Although early diagnosis and treatment with immunosup-
pressive drugs may decrease this complication, there is no
established medical treatment (1-3).

A 9 years old boy had referred to our hospital with mus-
cle weakness and increase of CPK and aldolase without any
skin signs. He was treated with the diagnosis of post viral
myositis and discharged. But he returned some weeks later
with intensification of muscle weakness. Corticosteroids
were started with the diagnosis of polymyositis.

Two years later, when the disease was in remission, we
visited him for acute abdominal pain. Appendicitis was di-
agnosed and appendectomy reveled a perforated appen-
dicitis. Again two years later he came with gastrointesti-
nal (GI) manifestations such as vomiting and GI bleeding.
He had fever, malaise and abdominal pain. He was ad-
mitted with primary diagnosis of partial obstruction. He
was ill and febrile and had tachycardia and hypotension.
His abdomen was distended, tender and had no defeca-
tion for several days. As paralytic ileus due to electrolyte
disturbance and septic shock, he was treated with antibi-
otics, and electrolyte imbalance was corrected. Double
contrast abdominal CT scan showed bowel wall thicken-
ing due to calcinosis (Figure 1). Because of not responding
to conservative treatment necrotic bowel was resected and
ileostomy fixed. In macroscopic view, total bowel was ede-
matous, dilated and calcified. Ten days after operation the

patient was again febrile and had pus discharge from the
site of incision and 5 days later had respiratory distress and
O2 saturation was decreased. He had to be intubated. Chest
X ray showed consolidation, pneumatocele and calcinosis
universalis. Unfortunately 3 days later he died due to car-
diopulmonary arrest following the universal calcinosis of
the chest and abdomen.

Calcinosis is the hallmark sequel of JPM, occurring
mainly in pediatric patients and may occur in muscles,
skin, subcutaneous tissue and fascial planes. In majority
of the cases, calcinosis develops in the first three years af-
ter disease onset, as in our case. Calcinosis occurs in the
presence of normal metabolism in damaged or devitalized
tissues, is widespread in connective tissue diseases with a
prevalence of 30% to 70% in JPM (3, 4).

The mechanism of calcinosis genesis in JPM is un-
known but it may be explained by a dystrophic mecha-
nism with release of mitochondrial calcium from dam-
aged muscle into matrix vesicles. Hydroxyapatite has been
seen in histological study of the calcinosis (5).

In patients with GI disease, dysphagia and bowel motil-
ity disorder were the most common complaints. One pa-
tient with GI disease underwent surgery for massive hem-
orrhagic perforated duodenal ulcer (6). Large calcium de-
posits may be the source of considerable morbidity and
functional disability. For palliation, complete surgical ex-
cision of larger lesions may be the treatment of choice (4).
Our patient had vomiting, abdominal pain and no defeca-
tion. With the primary diagnosis of partial obstruction la-
parotomy was performed. The bowel was totally dilated
and calcified.

Risk factors for developing calcinosis in patients with
JPM are not well defined. The calcinosis is associated with
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Figure 1. Calcinosis in the bowel wall of the patient with juvenile polymyositis

delay in diagnosis and initiation of therapy, chronic severe
disease and inadequate therapy (2, 3). There is no univer-
sally recognized treatment for calcinosis associated with
JPM. Multiple treatment strategies (aluminum hydroxide,
diltiazem, probenecid, bisphosphonates, colchicine, local
triamcinolone and infliximab) have been used to treat cal-
cinosis with variable success (4). In patients with refrac-
tory muscle weakness or lethal complications, intravenous
immunoglobulin was added to the treatment regimen as
in our patient (7).

Lung diseases such as pneumonia and interstitial lung
disease as well as GI involvement like GI vasculitis and GI
muscle weakness are the main causes of mortality in the
acute phase of the disease (8, 9), but universal calcinosis of
bowel and lungs itself can lead to death.

Although calcinosis is a common complication of JPM,
mortality due to this complication is very rare. Calcinosis
of pulmonary and GI system should be considered in pa-
tients with GI or pulmonary symptoms in the late stage of
JPM.
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