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Investigation of the roles of alveolar macrophages in connective tissue
disease-associated interstitial lung disease with progressive fibrosis
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i o i Progressive fibrosing interstitial lung disease (PF-ILD) is a problem in
interstitial lung diseases such as connective tissue disease-associated interstitial lung disease

(CTD-ILD), despite appropriate treatment, but its pathogenesis is still unclear and there are no
specific biomarkers. In this study, we found that the inflammatory cytokine IL-6 and the complement
C3a, C4a and C5a levels were elevated in bronchoalveolar lavage fluid (BALF) of patients with
CTD-1LD who fulfilled the PF-ILD definition. We also found by scRNA-seq that chemokine-positive
alveolar macrophages and MMP9-positive neutrophils and immature neutrophils were increased in PF-ILD
patients. These findings suggest that abnormalities in the innate immune system are involved in the

pathogenesis of progressive pulmonary fibrosis.
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