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Elucidation of bile duct development and its disorder mechanism using biliary
atresia-specific iPS cells
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We established iPS cells from peripheral blood mononuclear cells of 6
biliary atresia (BA) patients, and completed their characterization and whole-genome analysis.
Furthermore, it was shown that the established BA-specific iPS cells can be induced into
CPM-positive hepatic progenitor cells and biliary epithelial cells.

On the other hand, we found approximately 3,000 SNP mutations and polymorphisms that were duplicated

in more than 2 patients from the whole genome analysis data, and narrowed down the genes that have
abnormalities in the liver and gallbladder of the gene-disrupted mice. 22 genes which have relation
to BA pathophysiology were identified. In addition,iin one patient, we identified a specific
deletion site by virtual karyotyping analysis and confirmed that the gene encoded by the site was
expressed in Kupffer cells.
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Biliary atresia-specific iPS cell establishment and induction into biliary epithelial cells
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