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Fig. 1 Fluorescein fundus angiography
Patchy hypofluorescence associated with delayed choroidal filling in an initial episode of inflamma-

tion at early fluorescein angiographic phase; (A, B). Spotted choroidal hyperfluorescence and pooling
of dye at late phase; (C, D). (A, C) right eye. (B, D) left eye.
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Fig. 2 Brain MRI and SPECT image on the 22nd hospital day.
(A-C) Brain magnetic resonance imaging (MRI) shows a monofocal lesion in the left parahippocampal
gyrus. The lesion reveals homogeneously hyperintense on fluid-attenuated inversion recovery
(FLAIR image; TR 8,540/TE 124) (A), diffusion-weighted image (DWIL TR 3,580/TE 78) (B). and ap-
parent diffusion coefficient (ADC; TR 3580/TE 78) map (C). (D) 99mTc-ethylcysteinate dimmer
(ECD)-SPECT image shows hypoperfusion in the left parahippocampal gyrus.

Table 1 Summary of four previously reported cases and the present case of Vogt-Koyanagi-Harada disease presenting with

encephalitis.
CSF findings
Author Year Age {ys)/Sex Symptoms CT/MRI findings
Celis (/ul)  Proteins (mg/dl)

Kato et al.? 1981 24/F headache, nausea, anxiety 82 normal normal (CT)
Trebini et 218 1991 61/M headache, ataxia, subconfusional state 90 98 front-temporo-parietal (MRI)
Ikeda et al9 1992 40/F disorientation, confusion 297 61 multiple focal lesions (MRI)
Osaki et all® 1995 57/M headache, nausea, ataxia 111 53 vermis of cerebeltum (MRI)
Present Case 2009 42/F headache, anxiety, depression 49 40 parahippocampal gryus (MRI)

M = male, F = female, CSF = cerebrospinal fluid, CT = computed tomography, MRI = magnetic resonance imaging.
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Abstract

A case of Vogt-Koyanagi-Harada disease associated with non-herpetic acute limbic encephalitis with
autoantibodies against glutamate receptor €2 in the cerebrospinal fluid

Teruaki Masuda, M.D.”, Noriyuki Kimura, M.D.”, Masato Ishibashi, M.D.",

Machiko Ito, M.D?, Yukitoshi Takahashi, M.D.* and Toshihide Kumamoto, M.D."
YDepartment of Internal Medicine II1, Oita University, Faculty of Medicine
“Department of Ophthalmology, Oita University, Faculty of Medicine
“Department of Pediatrics, National Epilepsy Center, Institute of Epilepsy and Neurological Disorders

We report a case of Vogt-Koyanagi-Harada (VKH) disease associated with non-herpetic acute limbic encepha-
litis with autoantibodies against glutamate receptor €2 in the cerebrospinal fluid. A 42-year-old woman developed
a complaint of visual distortion, visual disturbance, headache and mild psychiatric symptoms, such as anxiety and
depression. She was diagnosed as VKH through the fidings of fluorescein fundus angiography, which revealed
patchy hypofluorescence associated with delayed choroidal filling at early fluorescein angiographic phase, and
spotted choroidal hyperfluorescence and pooling of dye at late phase. Analysis of the cerebrospinal fluid (CSF)
showed slight increase of leukocyte count (49/pl, mononuclear cells) and immunoglobulin (Ig) G index. An anti-
GluRe2 IgM antibody was positive in CSF. Brain magnetic resonance imaging (MRI) showed a monofocal hyperin-
tensity lesion in the left parahippocampal gyrus on T2-weighted and fluid-attenuated inversion recovery (FLAIR)
images. We diagnosed her VKH disease associated with non-herpetic acute limbic encephalitis, She was treated
with oral prednisone, 70 mg day and her symptoms have gradually improved. To our knowledge, meningoen-
cephalitis in VKH disease is extremely rare and the analysis of anti-GluRe2 IgM antibody in CSF has not been re-
ported. We speculate that a certain immunologic mechanism, including the anti-GluRe2 IgM antibody, contributes
to the pathogenesis of the VKH disease with non-herpetic acute limbic encephalitis,

(Clin Neurol, 49: 433—487, 2009)
Key words: Anti-glutamate receptor antibody, Vogt-Koyanagi-Harada disease, limbic encephalitis, MRI
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