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Five-year-old girl with bilateral lower leg pain
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Discussion

Inflammatory muscular myopathies can be divided into
disorders caused by infectious etiologies, e.g., viral or
bacterial, or by an autoimmune process (polymyositis,
dermatomyositis, and other types) [1]. Juvenile dermato-
myositis (JDMS) is a rare form of inflammatory muscu-
lar myopathies; however, in children, it is the most fre-
quent subtype of muscular rheumatic disorders with an
incidence of 2–7 per million per year [2]. Girls are
more often affected than boys [3], and the mean age
at diagnosis is 7 years [2]. In addition to bilateral pain
of the lower legs and pelvis as in the presented case,
skin manifestations with erythema of the eyelids and
telangiectasia are typical [4]. Other organ systems be-
sides skin and muscle can be affected, including the
gastrointestinal tract and lungs [5]. Involvement of myo-
cardium is rare but also possible.

Besides the typical clinical appearance, an elevation
of muscle enzymes in the blood, elektomyographic
changes, and a characteristic histopathological result
are necessary for diagnosis. Necrosis of muscular fibers,
perifascicular atrophy, muscle fiber caliber fluctuations,
and perivascular inflammatory in biopsy are pathogno-
monic. Different imaging modalities are suitable to

evaluate direct and indirect signs of active myositis. In
the context of florid myositis, there is a strong recom-
mendation for MRI of the pelvis and extremities with-
out contrast agent [2]. Diffuse muscular edema and fluid
collections can be registered in T2w imaging but also a
contrast enhancement along the affected muscle and fas-
cia. Edema correlates directly with the degree of the
disease; however, a normal MRI examination does not
exclude the diagnosis of active myositis.

Regularly, an unenhanced MRI of the pelvis and ex-
tremities is necessary; however, an injection of contrast
agent with enhancement could support the diagnosis.
MRI techniques including T2 mapping and spectroscopy
have been shown to be suitable to identify the disease and
assess the degree of disease activity [6]. Alternatively a
strong recommendation for ultrasound exists [7].

The most relevant differential diagnosis is polymyositis;
however, JDMS can result in epifascial/perimuscular,
perimysial, and subcutaneous edema in addition to intramus-
cular edema. Especially subcutaneous edema correlates with
a poor and chronic prognosis. In this context, the course of
the disease can be divided into acute and limited, chronic,
and chronic ulcerative disease. Other possible reasons for
muscular edema can also be an acute traumatic injury or
rhabdomyolysis; however, acute traumatic injury would not
give a bilateral symmetric appearance.

Besides diagnosis, MRI may also help to assess the extent
and number of lesions in order to guide a biopsy in an area of
active disease [1, 5].

In the presented case, no biopsy was performed, be-
cause of the clinical and imaging-based diagnosis of
juvenile dermatomyositis. The complete regression of
the symptoms with prednisolone and immunoglobulins
supported the diagnosis.
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