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Pulmonary disease associated with collagen disease is the most important
complication in terms of prognosis. In particular, interstitial pneumonia (ILD), a complication of
anti-MDA5 antibody-positive dermatomyositis, is a rapidly progressive disease with a poor prognosis,

and no treatment has been established. Although it has been reported that increased production of
multiple inflammatory cytokines and macrophage activation may be involved in ILD, the pathogenesis
is not fully understood. We established a model of rapidly progressive hyperinflammatory ILD in mice
with macrophage-specific deficiency of ADAR1, a double-stranded RNA editing enzyme. This study
revealed that dysfunction of ADARL in macrophages induces hyperfunction of MDA5, which is deeply

involved in the progression of severe lung inflammation due to hyperimmune and inflammatory
responses.
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ADAR1 in bronchial epithelial cells is involved in the airway mucosal immune system in a mouse model of asthma
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