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Fig. 2 Immunoprecipitation of protein from rat hippocampus using
patient’s serum.

The protein from rat hippocampus tissue homogenate was precipi-
tated with, serum and Protein G sepharose and loaded onto 10%
SDS-PAGE gels. Then, blots were visualized by silver staining. This
patient’s serum binds to protein ranged from 150 kDa to 225 kDa
(arrow). Serum from a patient with anti-GAD antibody associated
ataxia or a healthy adult were used as controls (middle or right lane,
respectively). This data is a representative of three independent
experiments.

Fig. 1 Immunostaining of rat hippocampus using patient’s serum (magnification X 100, inset X 400).
A frozen section (10 pm) of rat hippocampus was fixed with 4% PFA in PBS on slide glass, then blocked with 1% BSA for
30 minutes. 1/500 diluted serum from control (A, patient with multiple system atrophy) or this patient (B) were applied to the

sections and incubated at 4°C overnight. After washing with PBS three times, sections were incubated with anti-human IgG

conjugated with FITC for 1 hour. This data is a representative of three independent experiments. A: No immunoreactivity was

seen. B: Nucleus and cytoplasm were stained.
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Fig. 3 Brain magnetic resonance images (MRI).
A, B, C: Fluid-attenuated inversion recovery (FLAIR) axial (3.0 T; TR 500 ms, TE 10 ms) and coronal (3.0 T; TR 500 ms, TE
10 ms) images on day 5 revealed high intensity area in both hippocampus, thalamus and insula cortex.
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Fig. 4 Clinical course.

Despite use of antiepileptic drugs (phenytoin, phenobarbital, zonisamide and levetiracetam) and intra-

venous anaesthetics (thiamilal, midazolam, diazepam and propofol), the convulsive attacks were not

resolved. After treatments with high-dose intravenous methylprednisolone and immunoadsorption

plasmapheresis, the level of CSF IL-6 decreased, followed by the gradual reduction of convulsions.
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A case of new-onset refractory status epilepticus (NORSE) with an autoimmune etiology

Teruyuki Ishikura, M.D."?, Tatsusada Okuno, M.D., Ph.D."”, Katsuya Araki, M.D.",
Masanori P Takahashi, M.D., Ph.D.”, Kenji Watabe, M.D., Ph.D.? and Hideki Mochizuki, M.D., Ph.D.”

YDepartment of Neurology, Osaka University Hospital
?Osaka University Faculty of Medicine Medical Education Center
“Present address: Osaka General Medical Center

A 23-year-old man presented tonic-clonic seizure a week after an episode of antecedent infection. Although several

anticonvulsants were used, convulsive attacks were not resolved and intravenous anesthetics were used to stop status

epileptics. After combination of immunotherapies (high-dose intravenous methylprednisolone, immune absorbance and

intravenous immunoglobulin (IVIg) therapies), frequency of convulsive attacks decreased, however, disturbance of

consciousness was not recovered. All anti-neuronal antibodies tested were negative. Indirect immunofluorescence using
the serum and rat brain section revealed positive signals in cytoplasm and nucleus in hippocampal neurons, strongly
suggesting that this case has an autoimmune pathogenesis. The clinical features and course of this patient are well

consistent with those in new-onset refractory status epilepticus (NORSE). The result of immunohistochemical analysis
supports the hypothesis that NORSE has an autoimmune pathomechanism.

(Rinsho Shinkeigaku (Clin Neurol) 2015;55:909-913)
Key words: new-refractory status epilepticus NORSE), autoimmune encephalitis, status epilepticus,

anti-neuronal antibody




