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Fig. 1 Brain MRI findings on admission.
(A) Axial FLAIR images of the brain (3 T; TR 10,000 ms, TE 90 ms) showed extensively high-intensity lesions in the cortical and
subcortical leasions. (B) Axial diffusion weighted MR images (3 T; TR 7,000 ms, TE 86 ms) and apparent diffusion coefficient map.

DWI showed hypointense core of lesion with high peripheral signal. (C) Axial Gadolinium-enhanced T;-weighted MR images (3 T;

TR 500 ms, TE 16 ms) showed no abnormal enhancement.
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Fig. 2 Clinical course.
Therapeutic courses of this patient. After intravenous pulse methylprednisolone, her conscious level gradually recovered, but later
relapsed again and presented with refractory status epilepticus. We treated her with intravenous immunoglobulin, plasma exchange
and pulsed cyclophosphamide, with satisfactory response. CBZ: carbamazepine, CPA: cyclophosphamide, f-PHT: fosphenytoin, IVIG:
intravenous immunoglobulin, LEV: levetiracetam, mPSL: methylprednisolone, PLEX: plasma exchange, VPA: valproic acid.
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Fig. 3 Histological findings of the second brain biopsy specimens.
The brain biopsy section shows mild to moderate gliosis without severe neuronal loss and inflammatory cell infiltration (A). There are few
CD68 positive macrophage (B), but Ibal (ionizing calcium-binding adaptor molecule 1) staining shows increased number of microglias (C). Panel
D-F show mild perivascular lymphocytic infiltration. (A & D, hematoxylin and eosin staining, bar = 100 um; B, CD68 immunostaining, bar = 50 pm;
C, Ibal immunostaining, bar = 50 pm; E, CD20 (L26) immunostaining, bar = 50 pm; E CD45R (UCHL1) immunostaining, bar = 50 pm.)
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Successful combination immunotherapy of anti-gamma aminobutyric acid (GABA),
receptor antibody-positive encephalitis with extensive multifocal brain lesions

Yuki Fukami, M.D.", Hiroaki Okada, M.D."”, Mari Yoshida, M.D., Ph.D.? and Keiji Yamaguchi, M.D., Ph.D.”

YDepartment of Neurology, Ichinomiya-Nishi Hospital
“Institute for Medical Science of Aging, Aichi Medical University

A 78-year old woman who presented with akinetic mutism was admitted to our hospital. Brain MRI showed
multifocal increased T,/FLAIR signal with extensive cortical-subcortical involvement. We suspected autoimmune
encephalitis and the patient received methylprednisolone pulse. Her conscious level gradually recovered, but later

relapsed again and presented with refractory status epilepticus. We treated her with intravenous immunoglobulin, plasma

exchange and pulsed cyclophosphamide, with satisfactory response. A brain biopsy showed perivascular lymphocytic
infiltrates and reactive gliosis. Anti-gamma aminobutyric acid (GABA), receptor antibodies test came back to be positive
after her recovery, and the diagnosis of anti-GABA, receptor antibody-positive encephalitis was made. This is a very rare

case where brain hiopsies were performed in a patient with anti-GABA, receptor antibody-positive encephalitis.
(Rinsho Shinkeigaku (Clin Neurol) 2017;57:436-440)
Key words: autoimmune encephalitis, anti-gamma aminobutyric acid (GABA), receptor antibody, refractory status epilepticus




