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Development of novel therapy for progressive familial intrahepatic cholestasis
using patient-specific iPS cells
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To develop novel therapy for progressive familial intrahepatic cholestasis
type 2, we attempted to establish a PFIC2 model by using iPSC technology. We generated the induced
pluripotent stem cells from the patients with progressive familial intrahepatic cholestasis type 2.
Then, the induced pluripotent stem cells were differentiated into hepatocyte-like cells. The
hepatocyte-like cells expressed albumin, and formed bile canaliculi. The biliary excretion capacity
of hepatocyte-like cells was impaired. The biliary excretion capacity of the BD-HLCs could be
ingreaggdHE% 4PBA treatment. These results suggested that the drug efficacy could be evaluated by
using BD-HLCs.
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