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The involvement of disruption of nuclear envelope homeostasis in idiopathic
pulmonary fibrosis.

Ito, Saburo
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Idiopathic pulmonary fibrosis, characterized by progressive pulmonary
fibrosis, exhibits poor prognosis and there is no cure except for lung transplantation. We examined
the effects of nuclear envelope homeostasis protection in the pathogenesis of IPF. Lamin Bl is the
main component of nuclear envelope. Lamin Bl knocked down enhanced myofibroblast differentiation in
pulmonary fibroblast in in vitro experiment. In bleomycin pulmonary fibrosis mouse model, bleomycin
caused deformation of nuclear envelope morphology in fibrosis cells, but NAT-10, a nuclear envelope
protection drug, did not suppress fibrosis. The present study suggests that nuclear envelope
protection may not be useful under abnormal cellular conditions such as sustained pressure loading.
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