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Identification of the gene responsible for pulmonary fibrosis, and exploration
about the association between cell death and fibrosis through the
disease-derived iPS cell-differentiated lung cells

Setoguchi, Yasuhiro

8,500,000
A
C SFTPA1/A2, SFTPC 11
iPS
iPS
ER stress SFTPA1/A2, SFTPC ER stress
ER stress ER stress
ER stress
iPS
ER stress precision medicine

To investigate the causes of familial interstitial lung disease, we
identified the surfactant protein A (SFTPA) and C (SFTPC) genes. We found that mutations in these
genes induce two different types of cell death, necroptosis and apoptosis, in type Il alveolar
epithelial cells. By developing a system to quantify ER stress, we discovered that the level of
stress varies according to genetic mutations and that this can affect clinical pathology. In
addition, the study showed that lung epithelial cells derived from iPS cells created from the
peripheral blood of each patient have the potential to be analysed as an alternative to cells
obtained from lung biopsies. It may be useful for the development of therapeutic drugs to quantify
ER stress and disease-derived iPS cells.
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