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Analysis of the mechanism of break immune tolerance and blister formation in
paraneoplastic pemphigus.
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We analyzed 108 cases of paraneoplastic pemphigus (PNP) in detail. We indicated
the possibility that autoantibody for A2ML1 which is newly specific autoantigen was one of the pathogenic
autoantibody of PNP. Furthermore, we indicated the possibility of the autoantibody production from
associated tumor. Additionally, we indicated that epiplakin (EPPK) which is a plakin protein was one of
the major PNP pathogenetic autoantigens and was related to PNP-related bronchiolitis obliterans (BO). The
presence of anti-EPPK antibodies was significantly related to the development of BO and higher mortality.

Therefore, detection of anti-EPPK antibodies may lead to more extensive treatments to avoid the
development of fatal PNP-related BO.
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