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Elucidation of the onset mechanism of Type 2 Autoimmune Hepatitis and related
liver diseases
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Until now, the pathogenesis of autoimmune hepatitis (AIH) and primary
biliary cholangitis (PBC) has been largely unknown. Much less is known about overlap syndrome, in
which both AIH and PBC occur. This is because there is no mouse model of overlap syndrome that
develops AIH and PBC. In this study, we clarified that the dendritic cell (DC)-specific
Rab7a-deficient mouse produced by the principal investigator is the world"s first model mouse that
develops such overlap syndrome. We also suggested that endosomal abnormalities in DCs may lead to
the development of AIH and PBC through enhanced antigen presentation. This is an unprecedented
report on the onset mechanism that endosomal abnormalities in DCs are involved in autoimmune
diseases. Furthermore, this is the first report to elucidate that y & T cells are involved in the
development of PBC.
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