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Disease modeling of mosaic CINCA syndrome with iPS cells
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Taking advantage of iPS cells from CINCA syndrome patients with somatic
mosaicism, we aimed at 1) exploring the pathogenic mechanism of somatic mosaicism, and investigating the
function of compounds that might inhibit the activity of NLRP3 inflammasome.As a result, 1) our data
suggested that the somatic ontogeny might be tracked using iPS cells, 2) we established a screening
system using iPS cell-derived monocytic cells and monocytic cell lines.
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