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Abstract

IgG4-related disease (IgG4-RD) is firstly proposed from Japan and recently appreciated globally, which
is a systemic and chronic inflammatory disease with unknown causes. IgG4-RD has three features, 1)
high IgG4 level in the serum, 2) infiltration of lymphocytes and IgG4-positive plasma cells in the
affected organs and 3) nodular changes or thickening of the lesions. Recent progress has been
revealed that various organs are involved or included in IgG4-RD. In this manuscript, recent progress
of the disease concept, the understanding of various organ involvements, the treatment approaches, its

prognosis and mechanism of IgG4 production in IgG4-RD are summarized.
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