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Fig. 1 Axial images of muscle CT.

Axial images of muscle CT at age 16 (a) show diffuse muscle atrophy. Atrophy is progressive in proximal and truncal muscles.

Muscle volume of the forearm and lower legs is spared at age 19 (b).

attack complex; MAC) HUfk4ets Clx, HISERHMEICINZ, JEEESE
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Fig. 2 Axial MR images of thigh and lower leg muscles at age 16 (a—f) and upper arm muscles at age 19 (g—i).
Compared to T,WI (3.0 T; TR 526 ms, TE 14 ms), T,WI (3.0 T; TR 3,500 ms, TE 91 ms) and STIR images (3.0 T; TR
5,840 ms, TE 80 ms) show high signal intensity around the thigh except for gracilis (b, ¢). In the lower legs, the posterior
side of calf muscles (gastrocunemius and soleus) showed significantly higher signal intensity (e, f). No signal changes in T,WI
were observed (a, d). Compared to T,WI (3.0 T; TR 491 ms, TE 13 ms), T,WI (3.0 T; TR 3,500 ms, TE 91 ms) and STIR
images (3.0 T; TR 4,210 ms, TE 85 ms) of the triceps brachii muscle show focal high signal intensity (arrows) (g-1).
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Fig. 3 Muscle biopsy findings from the left biceps brachii muscle.
(a) On Hematoxylin and eosin (H&E) staining, there is marked endomysial fibrosis and variation in fiber size. Circularization of muscle fibers, and
localized lymphocyte infiltration in the perimysium are observed. Bar = 100 pm. (b) On H&E, fiber necrosis are observed. Bar = 10 pm. (c) On
HLA-ABC, sarcolemmas of non-necrotic muscle fibers are stained. Bar = 50 um. (d) Immunohistochemical staining with antibodies against
CD8 shows CD8-positive lymphocytes in a part of the mononuclear cells cluster in the endomysium. Bar = 100 um. (e) Positive immunostain-
ing for C5b9 complement membrane attack complex (MAC) on the sarcolemma in a non-necrotic fiber, the perimysial vessel, and the cytoplasm in a
necrotic fiber. Bar = 20 um.
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Fig. 4 Clinical course of the present case.

Her walking capacity was recovered and serum CK level was decreased after immunotherapy (IVMP, PSL, IVIg, and MTX or tacrolimus).

IVMP, intravenous methylprednisolone; PSL, prednisolone; IVIg, intravenous immunoglobulin therapy; MTX, methotrexate; MMT, manual

muscle testing.
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Childhood-onset anti-3-hydroxy-3-methylglutaryl-coenzyme A reductase (anti-HMGCR) necrotizing
myopathy needs to be distinguished from muscular dystrophy: A case study
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A 24-year-old woman visited our hospital with a complaint of walking disability. She had no family history of

consanguineous marriage, and her developmental history was unremarkable, with good physical performance just before
the onset. At the age of 13, she developed difficulty in walking and visited a pediatrician. Her serum CK level was
10,000 IU/I and she was diagnosed with muscular dystrophy by muscle biopsy. At the age of 16, she became wheelchair

dependent and was admitted to our hospital. Physical examination revealed diffuse muscle atrophy and proximal

weakness, with no calf hypertrophy or selectivity of muscle involvement. Needle EMG and MR images indicated
inflammatory myopathy. Muscle biopsy revealed necrotic and regenerating fibers and lymphocyte infiltration. She was
re-diagnosed with inflammatory myopathy and recovered walking capacity after immunotherapy. Subsequently, she was
tested positive for anti-3-hydroxy-3-methylglutaryl-coenzyme A reductase (HMGCR) antibodies. To distinguish treatable
inflammatory myopathy from muscular dystrophy, a comprehensive assessment of patient history, family history,
selectivity of muscle involvement, findings suggestive of inflammation in EMG and CT/MR imaging, and muscle
pathology is necessary.

(Rinsho Shinkeigaku (Clin Neurol) 2017;57:567-572)
Key words: immune mediated necrotizing myopathy, Anti-HMGCR antibodies, statin, muscular dystrophy, childhood




