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This study aimed to elucidate the pathological significance of bronchial
epithelial cells and the functional role of the double-stranded RNA-editing enzyme ADAR1 in the
airway epithelium immune system network, which is presumed to be a common pathological mechanism
underlying rapidly progressive interstitial lung diseases (RP-ILD) of various etiologies. Using
wild-type (WT) mice and airway epithelial cell-specific Adarl-deficient mice (CCl0-Adarl-cK0), we
analyzed a bleomycin-induced model of idiopathic pulmonary fibrosis (IPF). Our findings demonstrated

that bronchial epithelial cells contribute to the pathogenesis of ILD, and that ADAR1 dysfunction
exacerbates inflammation-independent progression of IPF.
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