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B S N7z, 2006 4511 A 4BE2 5 L, PUHEE R &%
BINL HEAETEEE (activities of daily life, PLF ADL & W&
) WEELLD, I A 70— AEEEL o7z, 2012
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MRS - €945 A 15gH, 70 ¥/84 3.75mg/H, 7
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05mg/H, 7TV75V52408mgH, 793 N 500mg/H,
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7 B2 £ T EEEY Lk s st O RAAR K O H AR
FFIZI 4 70— X ADME5E, diadochokinesis (X @ - < 1) Tl
HBHLOD) ANFETELGE S R o7, EEHERIE I+
70— X AN AT T E o7z DR OGS A
LG CIEFHET, MORRS 2ho/z. I+ 70—2X
AA T (0~4) P9 : marked, causing incapacity = 4. ADL A
a7 (0~36) 9 121 (EHEEE0, BATRH 4, HTEE 1
B4, WEN 1, B3, M3, EFHEF2 RHER3) LE
FEDWEE 58072 (Table 1).
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X 32.9 mg/dl, MR 11/W TdH > 72. Wechsler Adult
Intelligence Scale-III (X SFEM DA THiIFTL, SiEMEIQ : 84,
SRR VC 1 93, TEEHRLNE WM @ 81 EBREDM T 2SR 51,
L—7 %~ M) v 7 AFRIE 33/36 M THh o7z, BuikiE
FEBERLED Y 8~9 Hz ORIETMEN T S 2272 TA D AMEE
V&7 2o 720 I MR ClLies, il sE Al B 3E O FHE A3 &
N (Fig. 1A~C), FDG-PET T, M, /N & O
BBASE | KERE 2R L (Fig. 1D, E G), WA o0k K OV )
BHTHTE | IR SR 2 7% L7z (Fig. 1E~G). IE Al
ORI AL A (somatosensory evoked potentials,
DUF SEP & WERD) (&34 70— X A2 X ) FZEREETH - 72
A%, IEH R C Coreflex 25HHBL L 72 (Fig. 2A, B).
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PELIRIZ E N7z, 2016 4FE PER Mt 1K S, 4R
12 L) PER % 2mg/H 2 S RIIG L, MR IZE R I 47
O — X AHMER L7z, ERBPEERIIIF 70— A 23
7 clear disturbance of daily activity =3, ADL A 27 :15 &
B L7 (Table 1). #®% PER 10 mg/H, €It % A
20g/H, 70FE/84 15mg/H, LAXFTE% 4 2,000 mg/H
& BB TR L7z, &5 34F, 10 mg/H TRl &
N2 IE AR o> SEP #ifsC C-reflex (3 HiBi49 (Fig. 2C,
D), SEP i3t L AEIRIETH - 72 (Fig. 2E). PER Il
1 1810 ng/m/ & @&l Tad - 72. PER {BHEBIGK 4 O]
T, A Z L CB 0 B ERF IR - R oI 4 u—
AN T 5725 THL. I/ 0 —-XAATT : mild
myoclonus without disturbance of daily activity = 1, ADL A2
T 14 NEEWIIEE L/ (Table 1).

Table 1 Myoclonus score®, ADL score® before and after treatment with add on PER.

Score A year before add on PER 6 months after add on PER 3 years after add on PER
Myoclonus score 4 3 1
ADL score
Generalized Convulsion 0 0 0
Ataxic gait 4 3 3
Dysarthria 1 1 1
Eating 4 2 2
Swallowing 1 0 0
Dressing 3 3 3
Hygiene 3 3 3
Hand Writing 2 1 1
Sleep Disturbance 3 2 1
Total 21 15 14

ADL = activities of daily life; PER = perampanel. Evaluation criteria for myoclonus score. Absence of myoclonus = 0, mild
myoclonus without disturbance of daily activity = 1, some disturbance of daily activity = 2, clear disturbance of daily activity
= 3 and causing incapacity = 4. Evaluation criteria for ADL score. Severe = 4, Moderate = 3, Mild = 2, Slight = 1, None = 0.
ADL score and Myoclonus score were both adopted from Ikeda A. et al. Mov Dis 1996;11:691-700'2.
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Fig. 1 Brain MRI (A-C) and [**F]-Fluorodeoxyglucose positron emission tomography (FDG-PET; D-G) scans demonstrated at Kyoto

University Hospital at the age of 45 years.

T,-weighted images showed atrophy in the brainstem (A), bilateral frontal lobes and bilateral temporal lobes (B, C). PET scans showed a

bilateral decrease in glucose metabolism at the brainstem and the middle cerebellar peduncle (D, G) and the frontal lobes (E-G), whereas
increased activation relatively in the bilateral basal ganglia (E, G) and the bilateral parietal lobes (F, G) were also observed.
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Fig. 2 Representative C-reflex and short latency (A-D), somatosensory-evoked potential (SEP) waveforms (E) to median nerve stimulation

at the wrist.

C-reflex examinations were done at the age of 45 years (A, B) (Kyoto University Hospital) before PER was on, and 3 years later (48 years) with

PER of 10 mg/day (C, D) (Nissan Tamagawa Hospital). SEPs to the right median nerve stimulation at the wrist and C-reflex were examined

together at 48 years (C-E). C-reflex waves were appeared at the mean 64.6 msec on the right side and the mean 64.8 msec on the left side
before add-on PER (A, B). However, C-reflex waves were not detected after 3 years with PER 10 mg/day (C, D). SEP waveforms to the right
median nerve stimulation were normal range (N20-P25: 1.81 pV, P25-N33: 1.35 uV; P25 latency: 25 msec, N33 latency: 32-33 msec; Fig. 2E).
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Abstract

A case of the successful treatment of severe myoclonus with Lance-Adams syndrome
by add-on perampanel showing long term effects

Kazuyuki Saito, M.D., Ph.D.", Kazuki Oi, M.D.?, Akira Inaba, M.D., Ph.D.?,
Masaki Kobayashi, M.D., Ph.D.", Akio Ikeda, M.D., Ph.D.? and Yoshiaki Wada, M.D., Ph.D.”

U Department of Neurology, Nissan Tamagawa Hospital
2 Department of Epilepsy, Movement Disorders and Physiology, Kyoto University Graduate School of Medicine
9 Department of Neurology, Kanto Chuo Hospital

Perampanel is an a-amino-3-hydroxy-5-methyl-4-isoxazolepropionic acid receptor antagonist that has been marked
as an antiepileptic drug for partial-onset and primary generalized tonic-clonic seizures. There have been some recent
reports of perampanel being effective against cortical myoclonus by Lafora disease and Unverricht-Lundborg disease. We
herein report a 49-year-old man who presented with myoclonus due to Lance-Adams syndrome (LAS) after
cardiopulmonary arrest caused by a severe bronchial asthma attack. Perampanel was very effective against myoclonus
induced by LAS even in the chronic state, over 10 years after the remote onset. Perampanel should be considered for the
treatment of extremely refractory myoclonus due to LAS.

(Rinsho Shinkeigaku (Clin Neurol) 2021;61:18-23)
Key words: perampanel, Lance-Adams syndrome, myoclonus, anti-epileptogenic drugs




