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The clinical associations of anglionic acetylcholine receptor (?AChR) have
not yet been described fully. It is not known whether central nervous system (CNS? involvement and
endocrine disorders are the extra-autonomic features of autoimmune autonomic ganglionopathy (AAG),
or whether it is related to circulating anti-gAChR antibodies (Abs). We identified prospectively 179
Abs-positive AAG patients in Japan. Luciferase immunoprecipitation systems were conducted to detect
anti-gAChR Abs. Patients with AAG demonstrated widespread autonomic dysfunction. In particular,
orthostatic hypotension and lower gastrointestinal tract dysfunction were frequently observed.
Seropositive AAG patients showed a range of clinical features including CNS involvement (33%),
endocrine disorders (15%), other autoimmune disease (30%), and tumors (10%). And most showed marked
improvement in the clinical status and the levels of anti-gAChR Abs with immunotherapies.
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