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Fig. 1 Histopathological findings of the right rectus femoris muscle (A, B) and left kidney (C, D).

(A) There is a mild variation in the muscle fiber size. A few necrotic and several regenerating fibers are seen. Minimal

lymphocytic infiltration is seen in the endomysium. Perivascular cuffing and endomysial fibrosis are not observed. In

this figure, a representative necrotic fiber is shown (arrow). (Hematoxylin and eosin stain, Bar = 50 pm). (B) There are

a few small angular fibers stained with alkaline phosphatase (arrow). The activity of alkaline phosphatase is not

increased in the perimysium. (Alkaline phosphatase stain, Bar = 50 um). (C) Most glomeruli are swollen, and the

mesangial matrix and cells are slightly increased. Endocapillary proliferative lesions and wire-loop lesions are not

detected. (PAS stain, magnification X 400). (D) There are granular depositions of IgG along the capillary loops and in

the mesangial regions. (IgG stain, magnification X 400).
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Fig. 2 Clinical course.
mPSL, methylprednisolone; PSL, prednisolone; U-TP, urinary protein; U-RBC, urinary RBC; HPE high-power field,

CK, creatine kinase; ESR, erythrocyte sedimentation rate.
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Abstract

A case of systemic lupus erythematosus predominantly presenting with myositis at onset
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A 42-year-old woman presented with rapid myalgia of the thigh and muscle weakness in the proximal limbs with
markedly elevated serum CK. Despite positive for antibodies to anti-nuclear, anti-ds-DNA, anti-ss-DNA, anti-Sm,
anti-SS-A/Ro, C-ANCA, anti-U1-RNP and anti-ribosome and slight lymphocytopenia and hypocomplementemia, there
was no symptom associated with systemic lupus erythematosus (SLE). Proteinuria and hematuria were initially
considered to be associated with renal damage due to myoglobinuria. Muscle MRI demonstrated high signal intensities
in the rectus femoris. Muscle biopsy of the rectus femoris demonstrated a mild variation in fiber size, a few necrotic and
several regenerating fibers and minimal lymphocytic infiltration in the endomysium, which suggested myopathic changes
with mild necrotic and regenerating processes. Thus she was diagnosed as idiopathic myositis at first, and was treated
by corticosteroid therapy. Her myalgia and CK level improved, but the proteinuria and hematuria were persistent. A
renal biopsy demonstrated lupus nephritis, and SLE with myositis was confirmed. She was treated with additional
tacrolimus administration, and her proteinuria and hematuria also improved. The present case suggests that patients
who predominantly present with myositis accompanied by nephritis and autoantibodies should be considered as SLE
with myositis.

(Clin Neurol 2013;53:634-637)
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