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Table 1 Paraneoplastic limbic encephalitis: clinical features in relation to antigen
location
Intracellular antigens .
Type (Classical antigen) Cell-surface antigens
Antigens Hu, Ma2, CV2/CRMP5 VGKC, NMDAR

amphiphysin

Associated tumors
Non-SCLC, Breast

SCLC, Germ-cell tumors of testis

Thymoma, Ovarian teratoma
SCLC

Pathogenesis T-cell mediated

Antibody mediated

Response to treatment
with anti-Ma2

Rare, Except 35% of patients

70-80%, limited response
if associated with SCLC

Antibody titer

Detectable for months or years
(poor clinical correlation)

Decrease and disappear with
clinical improvement

SCLC = small-cell lung cancer, VGKC = voltage-gated potassium channel

NMDAR = N-methyl-D-aspartate receptor
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Table 2 Therapy for anti-NMDAR

encephalopathy
Corticosteroids 72%
IVIg 63%
Plasmapheresis 33%
Cyclophosphamide 10%
Rituximab 10%
Chemotherapy of tumor 10%
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Abstract

Anti-NMDAR encephalopathy: treatment

Shigeaki Suzuki, M.D., Ph.D., Morinobu Seki, M.D. and Norihiro Suzuki, M.D., Ph.D.
Department of Neurology, Keio University

Anti-NMDAR encephalopathy is included in paraneoplastic limbic encephalopathy and show the good re-
sponse to treatment compared to other paraneoplastic syndromes. Treatment of anti-NMDAR encephalopathy in-
cludes immunotherapy and/or tumor removal. About 65% of patients with anti-NMDAR encephalopathy had
fully or near-full recovery. Immunotherapy is principally necessary and effective in patients with and without tu-
mor. Corticosteroids and intravenous immunoglobulin are most frequently used. It is likely that patients who do
not respond to one form of immunotherapy might respond to others regimens including plasmapheresis, cyclo-
phosphamide, and rituximab. A tumor was found in 58 % of patients with anti-NMDAR encephalopathy. Early re-
moval of tumor should be considered based on following reasons. First, patients with ovarian teratoma showed
higher mortality and higher titer of anti-NMDAR antibody compared with those without. Second, relapsing neuro-
logical symptoms occurred in 13% of patients, usually related to a delay in tumor diagnosis. Third, when a tumor
was found and removed, recovery was faster and predictable. However, early removal of tumor cannot be con-
ducted because of unstable conditions such as hypoventilation and dyskinesias. In supportive cares, severe central
hypoventilation requires mechanical ventilation. The involuntary movements and facial dyskinesias are refrac-
tory to anti-epileptic drugs. In conclusion, search for and removal of an ovarian teratoma should be promptly con-
sidered after the diagnosis of anti-NMDAR encephalopathy.

(Clin Neurol, 48: 923—925, 2008)
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