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(A) before treatment (day 56) (B) after treatment (day 77)
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Fig. 1 Scalp-recorded somatosensory evoked potentials (SEPs) to the left (upper column) and right tibial nerve stimu-
lation (lower column) before (A) and after treatment (B) in Patient 1 with the interval of & days.
A: The amplitudes of P40, P60 and following components by the right tibial nerve stimulation were enlarged (black
arrow heads) as compared with those by the left tibial nerve stimulation. B: The enlarged amplitudes of P40, P60 and
following components (black arrow heads) by the right tibial nerve stimulation normalized after administration of

clonazepam.
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Fig. 2 Brain magnetic resonance imaging (MRI) of Patient 1 on

day 56 (1 day after admission).
Axial brain fluid attenuated inversion recovery (FLAIR) MRI (TR
8,000/TE 409) showed a small high intensity area in the left
postcentral gyrus (a white arrow).

recovery (FLAIR) M[{%C/EH .0 BN TR O EE 718 % &
w7z (Fig. 2) 7%, &R IE L1 -7, LIMP-SPECT,
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FPL: flexor pollicis longus

EPL: extensor pollicis longus

Fig. 3 Surface electromyogram (EMG) of Patient 2 on day 50 (3 days after admission).

Surface EMG disclosed positive (black arrows) and negative (gray arrows) myoclonus during sustained contraction of

the right flexior pollicis longus muscles.
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Fig. 4 Electroencephalogram-electromyogram (EEG-EMG) polygraphic recording in Patient 2 on day 47 (the day of

admission).

Polygraph recording on day 47 disclosed that sharp waves at Cz (black circles) always preceded EMG discharge of the

right tibialis anterior muscle (white circles) by 34 ms on average. ECG: electrocardiography.
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Fig. 5 Brain magnetic resonance imaging (MRI) on day 47 (the day of admission) (A) and on day 53 (after 3 days of

steroid pulse therapy) (B) of Patient 2.

Axial brain diffusion weighted image (DWI) (TR 5,000/TE 77/b value = 1,000 sec/mm®) on day 46 and sagittal brain
DWI (TR 5,000/TE 77/b value = 1,000 sec/mm”) on day 53 showed the small high intensity areas in the left superior
frontal gyrus, the bilateral precentral gyri and the left postcentral gyri (white arrows).
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Abstract

Two cases of acute onset of focal cortical reflex myoclonus following acute aseptic
meningoencephalitis with positive anti-glutamate receptor autoantibody

Maya Tojima, M.D.?, Takefumi Hitomi, M.D., Ph.D."®, Naoto Jingami, M.D.”, Kosuke Tanioka, M.D.”,
Hodaka Yamakado, M.D., Ph.D.”, Riki Matsumoto, M.D., Ph.D.”, Yukitoshi Takahashi, M.D.”,
Akio Ikeda, M.D., Ph.D."® and Ryosuke Takahashi, M.D., Ph.D."”

YDepartment of Neurology, Kyoto University Hospital
“Department of Respiratory Care and Sleep Control Medicine & Department of Clinical Laboratory Medicine,
Kyoto University Graduate School of Medicine
¥Department of Epilepsy, Movement Disorders and Physiology, Kyoto University Graduate School of Medicine
“National Epilepsy Center, Shizuoka institute of Epilepsy and Neurological Disorders

Patient 1 was a 40-year-old man, who suffered from right leg myoclonus 1 week after an episode of fever and headache.
Myoclonus disappeared 4 months after administration of clonazepam. Patient 2 was a 42-year-old man, who suffered from
right leg myoclonus, attacks of speech arrest and a generalized tonic-clonic seizure. His symptoms disappeared after
steroid-pulse therapy, but right leg myoclonus and episodic impairment of consciousness recurred within a month. He
underwent another steroid-pulse therapy and his symptoms disappeared. In both patients, cerebrospinal fluid (CSF)
study showed pleocytosis and elevated protein level, electrophysiological study showed cortical reflex by stimulation of
the right tibial nerve, and brain MRI showed the high intensity area in the left parietal lobe. In addition, on electro-
encephalogram (EEG) spikes at vertex preceded myoclonic jerk of the right tibialis anterior muscle in both patients.
These findings indicate that focal cortical reflex myoclonus was accompanied by acute central nervous system (CNS) in-
fection. Furthermore, in both patients, autoantibody against glutamate receptor subunits £2 was detected both in serum
and CSE which also suggest that autoimmune mechanism contributed in the pathophysiology of acute development of
focal cortical reflex myoclonus.
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