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Table 1 Clinical features of anti-NMDAR encephalitis

. Young woman

. Prodromal symptoms

. Schizophrenia-like psychosis

Sezure

Unresponsive/catatonic stupor

. Central hypoventilation

Bizarre intractable orofacial-limb dyskinesias
Autonomic instability

Only 25% show classic medial temporal lesions on MRI

Ovarian teratoma
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Gradual recovery is usually expected
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of 4 patients without tumor removal died.
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. Recurrence

. Early tumor removal/immunotherapy promote recovery 3

— 90 cases (81 woman, 9 men; age 5-76yrs, median 26yrs)
— commom (84%)

— a characteristic feature during acute stade

— frequently seen (80%)

— a unique feature

— frequently seen (68%)

— most distinguished features (87%)

— some pts require cardiac pacing (68%)

— MRI often unremarkable

— tumor occurrence 58% (62% in women, 22% in men)
— (full recovery: 62%)

— but supportive therapy is important

— 13 of 87 cases (15%)
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Abstract

Clinical features and pathogenesis of anti-NMDA receptor encephalitis

Takahiro lizuka, M.D.
Department of Neurology, School of Medicine, Kitasato University

Anti-N-methyl-D-aspartate receptor (NMDAR) encephalitis is a new category of treatment-responsive en-
cephalitis associated with “anti-NMDAR antibodies,” which bind to extracellular conformal epitope in the NR1/NR
2 heteromers of the NMDAR. The antibodies are usually detected in CSF/serum of young women with ovarian
teratoma, who typically developed schizophrenia-like psychiatric symptoms, usually preceded by viral infection-
like illness. Most cases developed seizures, followed by unresponsive/catatonic state, decreased level of conscious-
ness, central hypoventilation, orofacial-limb dyskinesias, and autonomic symptoms. Brain MRI is often unremark-
able. CSF reveals nonspecific changes. EEG shows diffuse delta slowing.

The pathogenesis remains unknown, however this disorder is considered as an antibodies-mediated encepha-
litis. The prodromal“viral-like”disorder by itself or in combination with a teratoma sets off the autoimmune re-
sponse. The antibodies bind to the common autoantigens expressed on the cell membrane of the neurons in the
forebrain/hippocampus. Based on the current NMDAR hypofunction hypothesis of schizophrenia, we speculate
that the antibodies may cause inhibition of NMDAR, rather than stimulation, in presynaptic GABAergic interneu-
rons, causing a reduction of release of GABA. This results in disinhibition of postsynaptic glutamatergic transmis-
sion, excessive release of glutamate in the prefrontal/subcortical structures, and glutamate and dopamine dys-
regulation that might contribute to development of schizophrenia-like psychosis and bizarre dyskinesias.

(Clin Neurol, 48: 920—922, 2008)
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