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Abstract Interstitial lung disease associated with idiopathic inflammatory myopathy (IIM-ILD) is a common and
severe complication of IIM, which significantly impairs patients’ quality of life and prognosis. Based on the three-dimension-
al system of " clinical-immunological-pathological" features, this disease is classified into five major subtypes including
ASyS-ILD and MDAS-DM-ILD etc. , with distinct heterogeneity in clinical characteristics and pathological manifestations
among these subtypes. The pathogenesis of IIM-ILD remains unclear, but it is closely associated with genetic factors,
environmental triggers, and immune dysregulation. Individualized treatment is required for IIM-ILD, which is based on
glucocorticoids combined with immunosuppressants. For refractory cases, biological agents and other therapies can be adopt-
ed. In addition, anti-fibrotic treatment and infection prevention are also important components of the management strategy. In
the future, precision medicine approaches are needed to optimize diagnosis and treatment protocols, thereby improving
patients” prognosis.
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