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Fig. 1 Brain MRI on admission.
(A-C) Axial fluid attenuated inversion recovery (FLAIR) images (1.5 T: TR 10,000 ms, TE 119.96 ms). (D-F) Axial diffusion-
weighted images (1.5 T:TR 5,000 ms, TE 81.7 ms). These images showed old cerebral infarctions on the right pons (A, D) and

hyper-intense lesions which are thought to be ischemic changes around both sides of the lateral ventricles (B, C). Some fresh small

infarctions were observed near the right lateral ventricle (F).
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Fig. 2 Clinical course.

Although the initial steroid pulse and intravenous immunoglobulin therapies markedly improved both psychiatric and

autonomic symptoms, they turned ineffective in subsequent recurrences. mPSL: methylprednisolone, PSL: prednisolone,

IVIg: intravenous immunoglobulin, HDS-R: Hasegawa Dementia Scale-Revised.
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Table 1 Case reports of patients with encephalopathy/encephalitis with positive anti-gAChR antibody.
Case Age Sex Course Autonomic dysfunction ~ CNS involvements Brain MRI Therapy Response
Baker et al. 47 F Autonomic dysfunction OH, constipation, Gait unsteadiness, Several scattered T, mPSL, Complete
2009 — CNS involvements  sicca, anhydrosis confusion, nystagmus  hyperintensities in bilateral ~ IVIg, PE response
periventricular and
subcortical white matter
Kuki et al. 13 M  Coincidental autonomic ~ OH, bradycardia, Disturbance of FLAIR images showed mPSL, Partial
2016 dysfunction and CNS dysuria, constipation,  consciousness hyperintensities in bilateral ~ IVIg response
involvements vomittng caudate nuclei, putamen,
hippcampus, insular cortex
Present 84 F CNS involvements —  Fluctuation of blood Psychiatric symptoms,  Old cerebral infarctions mPSL, Partial
Case Autonomic dysfunction pressure, dysuria involuntary movements in the right pons and IVIg response

periventricular hyperintense
lesions on FLAIR

gAChR: ganglionic AChR, CNS: central nervous system, OH: orthostatic hypotension, mPSL:methylprednisolone, IVIg: intravenous immuno-
globulin, PE: plasama exchange, FLAIR: fluid attenuated inversion recovery.
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Abstract

A case of encephalopathy showing various psychiatric and autonomic symptoms
with positive anti-ganglionic acetylcholine receptor (AChR) antibody

Yukiko Ohkubo, M.D.", Attila Mori, M.D.”, Tomoo Nakayama, M.D.",
Susumu Chiba, M.D., Ph.D.” and Shunya Nakane, M.D., Ph.D.”

YDepartment of Neurology, Sapporo Nishimaruyama Hospital
“Department of Neurology, Ibaraki Rehabilitation Hospital
¥Department of Molecular Neuroscience and Therapeutics, Kumamoto University Hospital

An 84-year-old woman developed spontaneous recurring mutism. During the periods in which she was able to speak,
she described that she had a peculiar delusion where her body was melting away. She did not obey orders although she
was able to move her limbs spontaneously. Severe fluctuations in blood pressure measurements were observed; they
were unaffected by postural changes. She also had urinary retention and constipation. Her psychiatric and autonomic
symptoms showed marked daily and diurnal fluctuations. The brain MRI showed no abnormality in the limbic system or
temporal lobes. The cerebrospinal fluid showed slightly elevated protein with normal cells counts. This case was initially
thought to be an encephalopathy of unknown etiology. On subsequent testings she was shown to have positive anti-
ganglionic acetylcholine receptor (gAChR) antibodies. Although the initial steroid pulse and intravenous immunoglobulin
therapies markedly improved both psychiatric and autonomic symptoms, they turned ineffective in subsequent
recurrences. We were not able to treat her with plasmapheresis or with other immunisuppressive drugs because of her
poor general status, thus their effectiveness could not be determined. Judging from her clinical course, in which
immunotherapy was effective although somewhat limited, a possible involvement of an autoimmune mechanism was
suspected; however, the exact pathogenesis remains undetermined. It is possible that in this case there may have been
an involvement of the immune system and that the patient might have had an encephalopathy with anti-gAChR
antibodies.

(Rinsho Shinkeigaku (Clin Neurol) 2019;59:631-635)
Key words: anti-ganglionic acetylcholine receptor (gAChR) antibody, encephalopathy, psychiatric symptoms,
autonomic symptoms




