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Introduction

Dermatomyositis is a multi-system autoimmune disorder
primarily affecting the skin, skeletal muscle and blood vessels
[1]. Among dermatomyositis, Juvenile Dermatomyositis (JDM)
is rare [2]. It affects two to four children per million per year
[1]. The average onset is in the 7th to 8th year of life, with a
slight preference for the female gender [1]. Herein, we describe
a case of JDM in a girl with calcinosis cutis and joint ankylosis.

Case report

A 13-year-old girl with a history of insidious onset and gradu-
ally progressive pain and weakness, predominantly affecting the
proximal muscles of both upper and lower limbs, for the past 6
years, was admitted to our department. Physical examination
revealed purplish heliotrope erythema of the eyelids, poikilo-
dermatous reticulate erythematous lesions over the face and

trunk and erythematous, flat papules and small plaques over
metacarpophalangeal, proximal interphalangeal, and distal in-
terphalangeal joints. Moreover, we noted tender and firm nod-
ules over the knees and elbows. The patient had ankylosis of
the elbows, hips and knees joints and she couldn’t walk (Figure
1). She stopped all school and leisure activities The Laboratory
investigations revealed normal serum-derived muscle enzymes
(aldolase, creatine kinase, transaminase). Autoantibodies in-
cluding ANA, anti-MI-2-, anti-Jo-1-, and anti-AMAM?2 were neg-
ative. Electromyography was suggestive of a myopathic pattern.
We retained the diagnosis of JDM based on the clinical presen-
tation and the Electromyography. The patient was addressed
to the department of physical medicine and rehabilitation. She
has benefited from passive and then active physiotherapy ex-
ercises. During follow-up, the patient presented an increase in
the range of all movements of the knee, elbow and hip joints.
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Figure 1A,B: Ankylosis of the knees joints.
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Discussion

JDM is a rare systemic autoimmune vasculopathy character-
ized by muscle weakness and distinctive skin findings [1]. Its di-
agnostic criteria are currently still based on those established
by Bohan and Peter in 1975, which include a characteristic skin
eruption, proximal muscle weakness, elevated muscle enzymes,
pathological muscle histology, and myopathic electromyo-
graphic changes [3]. JDM is diagnosed if four of these criteria
are present, including the skin rash. The diagnosis is probable in
the presence of two criteria in addition to the skin rash [3]. Our
patient fulfilled the Bohan and Peter criteria for the diagnosis
of probable JDM. The early diagnosis is often hampered by the
nonspecific nature of the initial signs of JDM, such as fatigue,
fever, weight loss, irritability, myalgia, and arthralgia. Identifica-
tion of characteristic skin lesions may help establish an early
diagnosis. Typical cutaneous lesions include a characteristic
periorbital heliotrope rash, facial malar rash, Gottron papules
and nailfold changes [1]. Muscle-derived enzymes are often el-
evated in JDM indicating muscle damage. In some cases, how-
ever, they may be normal, especially in the early and chronic

stage of the disease and it has been shown that in untreated
JDM after 4.7 months, the different muscle enzymes tended to
be normal, which was the case in our patient [4]. Dystrophic cal-
cification is one of the hallmark sequelae of JDM that occurs in
30%-70% of children with JDM [5]. It involves the deposition of
insoluble calcium salts in the cutaneous and subcutaneous tis-
sues. Patients may present with firm to hard irregular nodules
or with larger subcutaneous plaques along the fascia or in the
intramuscular connective tissue causing extensive areas of cal-
cification, leading to functional impairment. Elbows, knees, but-
tocks, and shoulders are typically affected [5]. Although little is
known about its pathophysiology, it is supposed that calcinosis
may be mediated by activated macrophages and chronic local
inflammation might be closely associated with its development
[6]. Calcinosis has had a longstanding association with delay to
diagnosis and initiation of therapy, but also occurs in chronic,
severe disease [5,6]. Multiple treatment strategies have been
tried including antiinflammatory drugs, drugs that affect calci-
um metabolism, and mechanical modalities. However, no ther-
apy has proven to be reproducibly efficacious, and evidence in
the literature is limited [5]. Although there are no established
protocols for the management of JDM patients, there is signifi-
cant evidence that suggests that early aggressive management
improves outcomes, whereas delayed treatment is associated
with poor outcomes and a higher rate of complications, which
was, unfortunately, the case in our patient [7].

Conclusion

In conclusion, JDM is a rare but severe autoimmune vascu-
lopathy that should be diagnosed and treated as early as pos-
sible to avoid disability and life-threatening complications.
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