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IgG4-related disease is a new concept which
was established in 21st century. Histologically,
infiltrations of 1gG4-positive plasma cells and
lymphocytes occur in the lacrimal gland, sali-
vary gland,

retroperitoneum , pancreas, and

biliary tract. 1gG4-related disease is a systematic
disease presenting symptoms such as Mikulicz's
disease, retroperitoneal fibrosis, autoimmune
pancreatitis, diabetes and sclerotic cholangitis,

and oral steroid therapy is effective. In this paper,
we propose diagnostic criteria for IgG4-related
disease that have not been established yet. If two
(or more) of three following features are fulfilled,
IgG4-related disease is diagnosed O ™ elevated
levels of serum IgG4, “involvement of organs
which is characteristic in 1gG4-related disease
(salivary gland,

lacrimal gland, pancreas and

retroperitonium) , ' histological findings with

IgG4-positive plasma cells and lymphocytes.

Key words[ IgG4-related disease, autoimmune
pancreatitis, Mikulicz's disease, retroperitoneal
fibrosis





