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Mitochondria plays a crucial role in re?ulating intracellular metabolism,
and loss of mitochondrial function has a profound effect on cell function by altering metabolic
pathways. We conducted this study to elucidate the role of mitochondria in lung fibrosis using
mito-mice with impaired mitochondrial function due to mutations in the mitochondrial genome. Lung
fibrosis induced by bleomycin was enhanced in Mito mice. In lung fibroblasts from Mito mice, TGF-f
1-induced differentiation into myofibroblasts was enhanced, accompanied by activation of metabolic
pathways required for collagen biosynthesis. Mitochondria may contribute to the development of lung
fibrosis by inducing metabolic reprogramming and pathological differentiation in fibroblast.
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