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Pathological Features of IgG4-related Disease
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Summary

IgG4-related diseases have been identified in a variety of organ systems.
Irrespective of the organ of origin, IgG4-related disease is pathologically
characterized by diffuse lymphoplasmacytic infiltration, irregular fibrosis,
occasional eosinophil infiltration, and obliterative phlebitis. Immunostaining of
IgG4 reveals diffuse infiltration of IgG4-positive plasma cells in each lesion.
1gG4-related diseases can manifest diffuse infiltrative or localized nodular
lesions in each organ. Idendified 1gG4-related diseases can be summarized as
follows: autoimmune pancreatitis, sclerosing cholangitis, hepatic inflammatory
pseudotumor, chronic sclerosing sialadenitis, chronic sclerosing dacryoadenitis,
interstitial pneumonia, pulmonary inflammatory pseudotumor, retroperitoneal
fibrosis, and inflammatory abdominal aneurysm. In addition, they could occur at
different sites or asynchronously in a patient. Clinico-radiologically, 1gG4-
related diseases sometimes pose difficulty in differentiating from true neoplasms.

However, it is important to pathologically differentiate IgG4-related diseases from other autoimmune and/or
lymphoproliferative disorders. This is because IgG4-related diseases may respond appropriately to steroid therapy

with accurate diagnosis.
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