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Autoimmune autonomic ganglionopathy &

acute autonomic and sensory neuropathy
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Comparison of autoimmune autonomic ganglionopathy and acute autonomic and sensory neuropathy.

Autoimmune autonomic ganglionopathy

Acute autonomic and sensory neuropathy

Age of onset
Sex Female preponderance®
Mode of progression Acute to chronic
Non-neuropathic involvement
Presumed main lesion Autonomic ganglia

Functional outcome
remain

Associated autoantibodies

Childhood to elderly (mean, sixth decades)*

Good in some case, but residual deficits tend to

Anti-ganglionic acetylcholine receptor antibody

Childhood to elderly (mean, second decades)**
Female preponderance**
Acute

Central nervous system involvement and SIADH***  Central nervous system involvement and STADH***

Autonomic and sensory ganglia

Poor, but some degree of recovery is expected for
autonomic dysfunction

Not discovered

* Based on a previous study of typical autoimmune autonomic ganglionopathy with anti-ganglionic acetylcholine receptor antibody ”.
** Based on a previous study of acute autonomic and sensory neuropathy *.

*#* These manifestations have been reported in some of the patients.
SIADH, syndrome of inappropriate antideuretic hormone secretion.
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Fig. 1 Electron microscopic findings of the sural nerve biopsy

specimens.
Unmyelinated fibers are severely reduced. Cross section. Uranyl
acetate and lead citrate stain.
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Abstract

Autoimmune autonomic ganglionopathy and acute autonomic and sensory neuropathy

Haruki Koike, M.D., Ph.D."” and Gen Sobue, M.D., Ph.D."

YDepartment of Neurology, Nagoya University Graduate School of Medicine

Autonomic neuropathies may occur primarily or secondarily to various underlying diseases. Primary autonomic
neuropathies are divided into pure autonomic neuropathy, autonomic neuropathy with sensory impairment, and
autonomic neuropathy with sensory and motor impairment based on the concomitance or absence of sensory or motor
dysfunctions. Autoimmune autonomic ganglionopathy refers to a pure autonomic neuropathy, which typically affects both
cholinergic and adrenergic functions. About a half of the patients with autoimmune autonomic ganglionopathy are
positive for anti-ganglionic acetylcholine receptor antibodies. The mode of progression widely ranges from acute to
chronic, including that mimicking pure autonomic failure. The number of unmyelinated fibers in the sural nerve biopsy
specimens tends to decrease with the duration of disease become longer. Immunomodulatory treatments are suggested
to be effective for autoimmune autonomic ganglionopathy. Acute autonomic and sensory neuropathy is characterized by
autonomic and sensory impairment without motor dysfunction that reaches its nadir within a short period of time
mimicking the progression of Guillain-Barré syndrome. The monophasic clinical course and frequent presence of a
history of antecedent infections suggests a participation of immune mechanisms. The initial symptoms are those related
to autonomic disturbance or superficial sensory impairment, while deep sensory impairment accompanied by sensory
ataxia subsequently appears in some patients. Sural nerve biopsy specimens reveal small-fiber predominant axonal loss,
and autopsy cases show neuronal loss in the thoracic sympathetic and dorsal root ganglia. Hence, small neurons in the
autonomic and sensory ganglia may be affected in the initial phase and, subsequently, large neurons in the sensory
ganglia are damaged in acute autonomic and sensory neuropathy.

(Clin Neurol 2013;53:1326-1329)
Key words: Acute autonomic and sensory neuropathy, Autonomic neuropathies, Guillain-Barré syndrome,
Autoimmune autonomic ganglionopathy




