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Autoimmune Peripheral Neuropathies — Selected Literature

1. Reviews

Anti-Ganglioside and -MAG antibodies in autoimmune peripheral neuropathies: A wide range of IgG and IgM
neural antibodies related to immune-mediated nerve disorders has been described. These neural antibodies
target glycolipids, gangliosides in particular, and glycoproteins which are enriched in the peripheral nerves. For
its determination ELISA remains the most widely available, reliable and convenient assay methodology. Some
antibodies have a particularly robust and widely appreciated clinical significance. Thus, anti-MAG IgM antibodies
that are found in IgM paraprotein related neuropathies define a relatively uniform clinical and prognostic phenotype.
IgG antibodies against gangliosides GM1 and GD1a are strongly associated with motor axonal variants of Guillain-Barré
syndrome, and anti-GQ1lb with Miller Fisher syndrome. In other chronic neuropathies, antibodies against di-sialylated
gangliosides (for example GD1b and GQ1b) are detected in ataxic neuropathies, usually associated with an IgM paraprotein.
Antibodies against GM1 are frequently found in multifocal motor neuropathy (MMN). While absence of anti-ganglioside
antibodies does not exclude the possibility foranautoimmune neuropathy, its presenceis usually very specificand confirmatory.
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2. Acute Neuropathies

2.1 Guillain-Barré Syndrome (GBS)

Synopsis: GBS and related variants suffer from an acute onset of autoimmune neuropathy. In approximately up to 10% of
cases the disease is fatal, and up to 20% of patients are left with significant disability. GBS may begin subtly, and may be
difficult to diagnose at the onset. Early diagnosis of GBS is important: prompt intervention (such as e g plasmapheresis or
intravenous gamma globulins) can hold or even reverse the disease. Anti-ganglioside antibodies are reported in up to 50%
of GBS patients. They can help to confirm diagnosis and justify an initiated immune-modulatory treatment.
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3. Chronic Neuropathies

3.1 Multifocal Motor Neuropathy (MMN)

Synopsis: MMN is a rare, purely motor neuropathy which is treatable. It is associated with asymmetric deficits predominantly
in the upper limbs. The clinical presentation of MMN can closely imitate several neurological conditions including those
with more malignant prognoses such as motor neuron disease. Therefore, early and rapid recognition of MMN is critical.
Serological evidence of anti-GM1 antibodies and electrodiagnostic findings of conduction block are helpful diagnostic clues
for MMN.
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3.2 Chronic Ataxic Neuropathies (CANOMAD / CANDA)

(Chronic Ataxic Neuropathy, Ophthalmoplegia, IgM paraprotein, Cold Agglutinins, and Disialosyl antibodies /
Chronic Ataxic Neuropathy with Disialosyl antibodies)

Synopsis: CANOMAD is a rare, debilitating syndrome characterized by the presence of ataxic neuropathy, ophthalmoplegia,
monoclonal gammopathy, cold agglutinins and the presence of an IgM paraprotein typically reacting with gangliosides
bearing two sialic acids (such as GD1b or GQ1b). IVIg and Rituximab are the most effective therapies.
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3.3 Neuropathies with anti-MAG antibodies

Synopsis: Anti-MAG peripheral neuropathy is an autoimmune demyelinating neuropathy. Pathogenesis of MAG-Neuropathy
is often associated with monoclonal IgM reacting with MAG glycoprotein. Anti-MAG IgM has also been identified in
Waldenstrom’s macroglobulinemia and IgM secreting lymphoma. IgM-reactivities against gangliosides may co-exist in anti-
MAG antibody polyneuropathies.
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