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Abstract

OBJECTIVE: To firstly summarize the pathogenesis of inmune-mediated necrotizing myopathy (IMNM)
and its staging, and secondly to summarize the clinical features as well as the ancillary investiga-
tions in this child to improve the understanding of the disease. In addition, immune-mediated ne-
crotizing myopathy (IMNM) is characterized by elevated creatinine kinase and histologically scat-
tered necrotic myofibers, usually associated with autoantibodies against signal recognition par-
ticles (SRP) or 3-hydroxy-3-methylglutaryl coenzyme A reductase (HMGCR). Progression is usually
rapid and severe, with adverse clinical reactions and relapses often occurring in severe cases.
Anti-B cell therapy is commonly used in refractory/relapsed cases and to a lesser extent may be
more significant in patients with IMNM associated with anti-SRP antibodies. Anti-3-hydroxy-3-
methylglutaryl coenzyme A reductase (HMGCR)-positive immune-mediated necrotizing myopathy
(IMNM) is often induced by exogenous substances, most commonly statins, and skin damage is more
common. Pathological findings suggest that the main histopathological manifestations of IMNMS
are: frequent necrosis and regeneration of myofibers, variable expression of MHC-I in non-necrotic
fibers and constant expression of sarcoplasmic p62. In seronegative IMNM patients, the disease may
be accompanied by cancer. For treatment, approaches such as rituximab or intravenous immunog-
lobulin are now available for IMNM, while targeted therapies, such as anti-complement therapy,
may be a future option for patients with refractory disease.
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Figure 1. Laboratory examination and imaging examination
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Figure 2. Results of myositis antibodies
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Figure 3. The molecular genetic test
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Figure 4. Image examination report
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Figure 5. Neuropathologic examination and diagnostic report
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