DERMATOMYOSITIS
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Definition:

· A progressive condition characterized by symmetric proximal muscular weakness with elevated serum levels of muscle enzymes and a skin rash, typically a purplish-red erythema on the face, and edema of the eyelids and periorbital tissue; affected muscle tissue shows degeneration of fibers with a chronic inflammatory reaction; occurs in children and adults, and in the latter may be associated with visceral cancer or other disorders of connective tissue

Signs and symptoms

· In dermatomyositis, the characteristic rash is dusky red and may appear in malar distribution mimicking the classic rash of SLE. 

· Erythema also occurs over other areas of the face, neck, shoulders, and upper chest and back ("shawl sign"). 

· Periorbital edema and purplish (heliotrope) suffusion over the eyelids are typical signs. 

· Periungual erythema, dilations of nail-bed capillaries and scaly patches over the dorsum of proximal interphalangeal and metacarpophalangeal joints (Gottron's sign) are highly suggestive.
· “Holster sign”
Treatment:

· Corticosteroids are the drugs of choice initially. 

· For acute disease, oral prednisone is given >= 40 to 60 mg/day.

· Serial serum measurements of CK provide the best early guide of therapeutic effectiveness, falling toward or reaching normal values in most patients in 6 to 12 wk, followed by improved muscle strength.

· Once the enzyme levels have returned to normal, the prednisone dose is reduced slowly; if muscle enzyme levels rise, the dose is increased. 

· In adults, maintenance with prednisone (10 to 15 mg/day) is sometimes necessary indefinitely

· Immunosuppressive drugs (methotrexate, cyclophosphamide, chlorambucil, azathioprine, and cyclosporine) have been beneficial in patients who fail to respond to conventional doses of corticosteroids alone.

