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i _Mitochondria play important roles in the maintenance of intracellular
homeostasis by responding to accumulation of damaged protein and mitochondrial damage. These

adaptive responses are named ‘ mitochondrial UPR

SSBP-1, a key regulator of mitochondria UPR, translocates to nucleus and promotes transcription of

chaperons. In this study, we demonstrated that SSBP-1 and sirtuin 3 (a downstream regulator of
mitochondria UPR) were decreased in IPF lung. Suppression of mitochondrial UPR by knockdown of
SSBP-1 in fibroblasts promoted myofibroblast differentiation. Decreased mitochondrial UPR in IPF may
be associated with IPF pathogenesis.
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