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Elucidation of immuno-pathogenesis of IgG4-related disease by focusing on innate
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We tried to elucidate innate immune responses involved in the development of
1gG4-related autoimmune pancreatitis (AIP). To this end, we utilized samples obtained from murine
experimental models of AIP and human lgG4-related AIP. In both human and animal studies, we found
that AlP-related innate immune responses are characterized by activation of plasmacytoid dendritic
cells (pDCs). The development of AIP depends upon both IFN-alpha and IL-33 produced by pDCs. Taken
together, these data suggest that activation of pDCs upon sensing of intestinal microflora induces
1gG4-related AIP through the production of IFN-alpha and IL-33.
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Plasmacytoid dendritic cells

producing both IFN-alpha and
IL-33 mediate chronic
fibro-inflammatory responses in
1gG4-related disease.
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