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Table 1 Clinical features of autoimmune limbic encephalitis
Hashimoto’s encephalitis Herpes encephalitis NMDAR encephalitis VGKC con}p.lex
encephalitis
Clinical course acute (7/14) subacute (7/14) acute acute subacute
Age (mean)/Gender 20-83 (44)/F > M 54-76 (68)/F > M 50-60/— 5-76 (23)/F >> M 34-65 (50)/F > M
Consciousness 77 17 frequent 88% n.d.
disturbance
Epilepsy 5/7 1/7 common-frequent 76% <50%
Psychosis 1/6 6/7 frequent 77% n.d.
Memory-loss 2/6 7/7 rare-common (ES 18/18
IVM 0/6 1/6 rare 86% n.d.
Laboratory data anti-thyroid absent absent low natoremia
Leucocytosis/Elevated o/ /250,
protein in the CSF 5/7/2/5 2/6/ 4/6 frequent/frequent 91%/32% low/low
EEG abnormalities diffuse waves 10/11 locahzed'/ 92% <50%
asymmetrical
Tumor absent absent ovarian tumor etc. thymoma etc.
Autoantibodies anti-NAE Abs absent anti-NMDAR Abs antl—VGlg(gScomplex
Treatments immune therapy ACV .tumor removal/ immune therapy
immune therapy
Response to o
treatments excellent (10/14) 60% slow but good good
Relapse 1/7 3/7 rare 15% 2/18
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Table 2 Clinical features of autoimmune cerebellar ataxia
Hashimoto’s encephalopathy GAD gliadin Yo
total n (%) NAE (+)n (%) NAE (-) n (%) n (%) n (%) n (%)
Total number 13 8 5 14 147 18
Number of women (%) 8 (62) 6 (75) 2 (40) 13 (93) (50) 18 (100)
Mean age (year) 56 57 55 55 53 54
Insidious onset 8/13 (62) 5/8 (63) 3/5 (60) 13/14 (93) n.d. 0(0)
nystagmus 2/12 (17) 0/8 (0) 2/4 (50) 12/14 (86) (80-) 15/15 (100)
Cerebellar Dysarthria 8/13 (62) 5/8 (62) 3/5 (60) 8/14 (57) n.d. 15/15 (100)
signs Limb ataxia 9/13 (69) 4/8 (50) 5/5 (100) 12/14 (86) (90-) 15/15 (100)
Truncal ataxia 13/13 (100) 8/8 (100) 5/5 (100) 14/14 (100) (100) 15/15 (100)
Other symptoms 7/13 (54) 5/8 (62) 2/5 (20) 4/14 (29) (60-) (60-)
Elevated proteins in the CSF 1/13 (8) 0/8 (0) 1/5 (20) n.d. n.d. 5/13 (38)
Cerebellar trophy on MRI 5/13 (38) 2/8 (25) 3/5 (60) 8/14 (57) (60-) n.d.
Slow waves on EEG 4/11 (36) 3/7 (43) 1/4 (25) n.d. n.d. n.d.
g;;eg?]ar hypoperfussion on 5/10 (50) 2/5 (40) 3/5 (60) nd. nd. nd.
Immunotherapy effectiveness 13/13 (100) 8/8 (100) 5/5 (100) n.d. Bl n.d.
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Abstract

Autoimmune Encephalitis and its related-disorders

Makoto Yoneda, M.D., Ph.D."”

PFaculty of Nursing and Social Welfare Science, Fukui Prefectural University

Over the last few years, various autoantibodies against cell surface or intracellular antigens were identified in
association with several forms of encephalitis, i.e. autoimmune encephalitis. Immunoprecipitaion and sequence analysis
of the target protein (proteomics) provided the identification of the antigens corresponding to autoantibodies in
autoimmune encephalitis. Appropriate preparation of antigens (synthesized peptides, or recombinant proteins prepared
in E.coli or cultured mammalian cells) and assay systems (immunoblot, ELISA, immunoprecipitation or cell-based assay)
should be selected for detection of each autoantibodies.

Limbic encephalitis characterized by psychosis, dementia, seizures and abnormal movements is a common form of
autoimmune encephalitis. Autoantibodies against the NMDA receptor, the AMPA receptor or the VGKC complex (LGI1
and Caspr2) were identified in limbic encephalitis with or without tumor association. Especially, limbic encephalitis
associated with anti-NMDA receptor and ovarian teratoma became a distinct neurologic disorder to date.

The intracellular antigens are also involved in several forms of encephalitis. Cerebellar ataxia is a common form of
autoimmune encephalitis (cerebellits). The autoimmune cerebellar ataxia consists of paraneoplastic ataxia (anti-Yo etc.),
anti-GAD-autoantibodies associated ataxia, gluten ataxia (anti-gliadin) and ataxic form of Hashimoto’s encephalitis (anti-
NAE).

The early and accurate diagnosis of autoimmune encephalitis is important because most patients show responses to
immunotherapy.

(Clin Neurol 2013;53:1059-1062)
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