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Clinical features of autoimmune autonomic ganglionopathy and the detection of
subunit-specific autoantibodies to the ganglionic acetylcholine receptor in

Japanese patients
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Autoimmune autonomic ganglionopathy (AAG) is a rare acquired channelopathy that
is characterized by pandysautonomia, in which autoantibodies to ganglionic nicotinic acetylcholine
receptors égAChR) may play a central role. Here, we developed luciferase immunoprecipitation systems
(LIPS) to diagnose AAG based on 1gGs to both the a 3 and B 4 gAChR subunits in patient serum. We reviewed
the serological and clinical data of 50 Japanese Batients who were diagnosed with AAG. With the LIPS
testing, we detected anti-a 3 and - 4 gAChR antibodies in 48% (24/50) of the patients. A gradual mode of
onset was more common in the seropositive group than in the seronegative group. Patients with AAG
frequently have orthostatic hypotension and upper and lower gastrointestinal tract symptoms, with or
without anti-gAChR. In addition, we found a significant overrepresentation of endocrinological
abnormalities as an occasional complication of AAG.
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