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[Abstract] Objective To summarize the clinical and skeletal muscle pathological characteristics of patients with anti
Mi=2 antibody positive idiopathic inflammatory myopathy (IIM). Methods The clinical data of 7 anti Mi2 antibody positive
IIM patients diagnosed and treated in the First Medical Center of the PLA General Hospital from January 1, 2019 to February
28, 2022 were collected for retrospective analysis, and the literature at home and abroad was reviewed. Results  In 7 cases,
proximal muscle weakness was more common, which could be accompanied by dysphagia, myalgia, arthralgia and muscular at—
rophy. Severe rash occurred in 4 cases. Interstitial pneumonia (ILD) is rare, and may be accompanied by malignant tumor or
hypothyroidism/vaccination history. The pathological changes of inflammatory myopathy can be seen in skeletal muscle pathol—
ogy, which is consistent with the characteristics of perifascicular immunomyopathy (IMPP). Immunohistochemical staining
showed positive expression of MHC— I muscle underwear and positive expression of anti myxovirus A protein (MxA) perifas—
cicular muscle fiber membrane and muscle plasma. After 3 months of combined treatment with glucocorticoid and immuno—
suppressant, the condition of 7 patients improved. Conclusion The clinical phenotypes of IIM patients with positive anti Mi—
2 antibody were mostly dermatomyositis (DM) classic rash, myalgia, myasthenia, etc. IMPP can be seen in muscle biopsy, with
less ILD, and may be associated with immune disease. Steroid combined with immunosuppressive agents had a better response.
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Fig.2 Pathological characteristics of IIM muscle biopsy with posi—
tive anti Mi2 antibody
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