Rasmussen

Rasmussen
20
2.4 per 10 million people /ye
ar 1.7 per 10 million people /year ) 0.18 per 1
00000 people 0.31 per 100000 people
T
T T granzyme B
CNS
20
2/3
2 /1000 / 2.0 /100
T
Rasmussen
EBM
T Minds
2017-2019
RES-R 20

171




20

2.4 p
er 10 million people /year Epilepsia 201
3; 54: 543- 50 1.
7 per 10 million people /year

0.18 per 100000 people
Dev Med Child Neurol

2013; 55 (suppl 1): 14

Rasmussen
7 8
0.31 per 10
0000 people Takaha
shi Y, et al.,
2012
Rasmussen
2008-2017
Rasmussen
19 14 3400
0.6 /1000 /
52
9.0+ 10.3 + SD (O.
2-57 ) 11
22 27
6-11
2.
Lan

cet Neurol 2014; 13: 195-205

172

Lancet Neurol
2014; 13: 195-205 Ann Neurol, 2002; 51:
311-318 Brain 2005; 128: 454-471

T CD3CD8
T
B
T
3. T
granzyme B
Epilepsia 2009; 5
0: 1419-1431 NMDA  GIuR
granzyme B
CD8+T CD8+T ranzyme
B
CD8+T NMDA Gl
uR FIuA
granzyme B
19 -6
200
8 57-79
T
CNS HLA classl
granzyme B
4.
Ann Neuro

I, 2002; 51: 311-318 Neurology 1999; 53:
2199-2203



NF-a  IFNy
psia 2009; 50: 1419-1431

Epile

Annu Rev Neurosci 2012; 3

5: 369-389 RS
Neuron 1998;20(1): 153-163
CNS
5.
5-1.

GIuR3 GIuA3) GIuN2B alpha-7 nicotini
c acetylcholine receptor Munc-18 STXBP1)

Lancet Neurol 2014; 13: 1
95-205 GIuN2B
2
Epilepsy Research 2015; 113 34-43

Kird.1l
K+
Brain 2007; 130:535547

pilepsia 2009; 50: 1419-1431

1.7-2 4 per 10 million peo

ple /year 0 18 per 100000 p

173

eople
. 9.0+ 10.3 +SD (0.2
-57 ) 11
T
. T T
T
CNS HLA classl
granzyme
B
CNS
7. 20
20 9 11
5.4+ 6.0 + SD
22.3+ 10.2 + SD
1Q 66+ 21 + SD N=11
6 6 2
3 1 2
13 2
1
11 5 3 1
Focal/hemisph

eric spikes/sharp waves12 Abnormal bac

kground activities2 Generalized slow s

pike-wave-complexl Other paroxysmal ac

tivitiesl 5
8 ( 1 3cm)4
2 1 ( lcm )
1 3 10
7 7 7



4 3 2 3
20
10 ACTH 1
/ 6
3 WNZ 1
8 3
3
3
1 1
1 13
4 4
4 2
2 2
1 1
Rasmussen 250
RES
-R 20
T
T
T CN
S HLA classl
granzyme B
CNS
20

174

+ 1
2/3
7/20 3
Rasmussen T

Shinsaku Yoshitomi, Yukitoshi Takahashi,
Tokito Yamaguchi,Taikai Oboshi, Asako
Horino, Hideyuki Ohtani, Hiroko lkeda,
Katsumi Imai, Hideo Shigematsu, Yushi Inoue,
Toru Okanishi, Mitsuko Nakashima, Naomichi
Matsumoto, Jun Yoshimoto, Atsushi Ishii,
Shinichi  Hirose, Quinidine therapy and
therapeutic drug monitoring in four patients
with KCNT1 mutation, Epileptic Disorders,
2019; 21 (1): 48-54.

Shinsaku Yoshitomi, Yukitoshi Takahashi,
Tokito Yamaguchi, Katsumi Imai, Atsushi Ishii,
Shinichi Hirose, Yushi Inoue, Efficacy and
tolerability of perampanel in pediatric patients
with Dravet syndrome, Epilepsy Research,



2019; 154: 34-38.

Anna C. Jansen, Elena Belousova, Mirjana P.
Benedik, Tom Carter, Vincent Cottin, Paolo
Curatolo, Maria Dahlin, Lisa D~ Amato,
Guillaume B. d'Augeres, Petrus J. de Vries,
Carla

Jos¢ C. Ferreira, Martha Feucht,

Fladrowski, Christoph Hertzberg, Sergiusz
Jozwiak, John A. Lawson, Alfons Macaya,
Ruben Marques, Rima Nabbout, Finbar
O’Callaghan, Jiong Qin, Valentin Sander,
Matthias Sauter, Seema Shah, Yukitoshi
Takahashi, Renaud  Touraine,  Sotiris
Youroukos, Bernard Zonnenberg, John C.
Kingswood on behalf of TOSCA Consortium
and TOSCA Investigators, Clinical
Characteristics of Subependymal Giant Cell
Astrocytoma in Tuberous Sclerosis Complex,
Neurol., 03 July 2019|

https://doi.org/10.3389/fneur.2019.00705.

Front.

Anna C. Jansen, Petrus J. de Vries, Carla
Fladrowski, Guillaume B. d'Augéres, Tom
Carter, Elena Belousova, Mirjana P. Benedik,
Vincent Cottin9, Paolo Curatolo, Maria Dahlin,
Lisa D° Amato, José C. Ferreiral3, Martha
Feucht14, Christoph Hertzbergl5, Sergiusz
Jozwiak, John A. Lawson, Alfons Macaya,
Ruben Marques, Rima Nabbout, Finbar
O’Callaghan, Jiong Qin, Vaentin Sander,
Matthias Sauter, Seema Shah, Yukitoshi
Takahashi, Renaud  Touraine,  Sotiris
Youroukos, Bernard Zonnenberg and J Chris
Kingswood on behalf of TOSCA Consortium
and TOSCA Investigators, Newly Diagnosed
Cell

Adults with Tuberous

and Growing Subependymal Giant
Astrocytoma  in
Sclerosis Complex: Evidence from the
International TOSCA Study, Front. Neurol., 02

August 2019

175

https://doi.org/10.3389/fneur.2019.00821

Ruben Marques, Elena Belousova, Mirjana P.
Benedik Tom Carter, Vincent Cottin, Paolo
Curatolo, Maria Dahlin, Lisa D~ Amato,
Guillaume B. d'Augeres, Petrus J. de Vries,
José C. Ferreira, Carla
Fladrowski, Christoph Hertzberg, Anna C.
Jansen Sergiusz Jozwiak, John C. Kingswood,

Martha Feucht,

John A. Lawson, Alfons Macaya, Finbar
O’Callaghan, Jiong Qin, Valentin Sander,
Matthias Sauter, Seema Shah, Yukitoshi
Takahashi, Sotiris
Youroukos, Bernard Zonnenberg,
Nabbout on behalf of TOSCA Consortium
and TOSCA The TOSCA

Renaud Touraine,

Rima

Investigators,
Registry for Tuberous Sclerosis — Lessons
Learnt for Future Registry Development in
Rare and Complex Diseases, Front. Neurol.,
13 November 2019
https://doi.org/10.3389/fneur.2019.01182
Yoshiaki Yamamoto, Yukitoshi Takahashi,
Katsumi Imai, Akiko Ohta, Yoshiyuki Kagawa,
and Yushi Inoue, Prevalence and risk factors
for hyponatremia in adult epilepsy patients:
Large-scale cross-sectional  cohort  study,
Seizure: European Journal of Epilepsy, 2019;
73: 26-30.

Atsushi  Takata, Mitsuko  Nakashima,
Hirotomo Saitsu, Takeshi Mizuguchi, Satomi
Mitsuhashi, Yukitoshi Takahashi, Nobuhiko
Okamoto, Hitoshi Osaka, Kazuyuki Nakamura,
Jun Tohyama, Kazuhiro Haginoya, Saoko
Takeshita, Ichiro Kuki, Tohru Okanishi,
Tomohide Goto, Masayuki Sasaki, Yasunari
Sakai, Noriko Miyake, Satoko Miyatake,
Naomi Tsuchida, Kazuhiro Iwama, Gaku
Minase, Futoshi Sekiguchi, Atsushi Fujita, Eri

Imagawa, Eriko Koshimizu, Yuri Uchiyama,



10.

Kohei Hamanaka, Chihiro Ohba, Toshiyuki
Aoi, Ken Saida, Tomohiro

Rina Takahashi,

Itai, Hiromi
Sakaguchi,
Hiroko Ikeda, Tokito Yamaguchi,

Shinsaku  Yoshitomi,

Kouhei Den,
Kazuki
Tsukamoto, Taikan
Oboshi, Katsumi Imai, Tomokazu Kimizu, Yu
Kobayashi, Masaya Kubota, Hirofumi Kashii,
Shimpel Baba, Mizue lai, Ryutaro Kira,
Munetsugu Hara, Masayasu Ohta, Yohane
Miyata, Rie Miyata, Jun-ichi Takanashi, Jun
Matsui, Kenji Yokochi, Masayuki Shimono,
Masano Amamoto, Rumiko Takayama,
Shinichi Hirabayashi, Kaori Aiba, Hiroshi
Matsumoto, Shin Nabatame, Takashi Shiihara,
Mitsuhiro Kato, and Naomichi Matsumoto,
Comprehensive analysis of coding variants
highlights genetic complexity in
developmental and epileptic encephal opathy,
Nature Communications, 2019; 10: 2506 |
https://doi.org/10.1038/s41467-019-10482-.

Nobusuke Kimura, Yukitoshi Takahashi, Hideo
Shigematsu, Katsumi Imai, Hiroko Ikeda,
Hideyuki Ootani, Rumiko Takayama, Yukiko
Baba,
Kazumi Matsuda, Takayasu Tottori, Naotaka

Usui, Satohiko Kondou, Yushi Inoue, Risk

Mogami, Noriko Kimura, Koichi

factors of cognitive impairment in pediatric
epilepsy patients with focal cortical dysplasia,
Brain & Development, 2019; 41: 77-84.

Takenobu Murakami, Setsu Nakatani-Enomoto,
Hiroyuki Enomoto, Yukitoshi Takahashi,
Yoshikazu Ugawa, A unique shape of the
lesion orthostatic

brainstem causing

hypotension in anti-NMDAR encephalitis,
Internal Medicine, in press.

Yoshiaki Yamamoto, Yukitoshi
Hiroko Ikedal, Katsumi

Kagawa, Yushi Inoue, Impact of CYP2C19

Takahashi,
Imai, Yoshiyuki

176

11.

12.

13.

14.

15.

phenotypes on clinical efficacy of gtiripentol in
Japanese patients with Dravet syndrome,
Therapeutic Drug Monitoring, in press.

Ryuki Matsuura, Shin-ichiro Hamano, Atsuro
Daida, JKEI Nonoyama, J KEI Kubota, JKEI
Ikemoto, Yuko Hirata, Reiko Koichihara,
Kenjiro Kikuchi, Akira Yamaguchi, Hiroshi
Sakuma, Yukitoshi Takahashi, Serum matrix
metallopeptidase-9 and tissue inhibitor of
in autoimmune

metalloproteinase-1 levels

encephalitis, Brain & Development, in press.

Tomoe Yanagishita, Keiko
Yamamoto-Shimojima,  Takayoshi  Koike,
Hirosato  Nasu,  Yukitoshi  Takahashi,

Tomoyuki Akiyama, Satoru Nagata, Toshiyuki

Yamamoto, Compound Heterozygous

ALDH7A1 Mutation Causes the Hemi-Allelic

Expression in a Patient with
Pyridoxine-Dependent Epilepsy, Tokyo

Women's Medical niversity Journal, in press.
Mari TANI, Yukihiko KONISHI,
NISHIDA, Yukitoshi TAKAHASHI, Takashi

Tomoko

KUSAKA, A case of Kleine-Levin syndrome
with positive anti-NMDA-type glutamate
receptor antibodies, Petiatrics International, in
press.

Shinsaku Yoshitomi, Naotaka Usui, Akihiko
Kondo, Katsumi Imai, Yukitoshi Takahashi,
Verbal function recovery in a postoperative
case with epileptic encephalopathy, Pediatrics

International, in press.

Takashi  Matsudaira, Tatsuhiro  Terada,
Tomokazu Obi, Masamichi  Yokokura,
Yukitoshi  Takahashi, = Yasuomi  Ouchi,

Coexistence of cerebral hypometabolism and
neuroi nflammation in the

thalamo-limbic-brainstem region in young

women with functional somatic syndrome,



EINMMI Research, in press. p2-7 2019 4 15
16.

24.
Rasmussen RE with delayed seizures p8-15 2019 4
onset 2019; 51: 15
254-259. 25.
17.
2019 pl6-23 2019 4
2019 148 1 S120. 15
18. 26.
p83-89 2019 4 15
2019 123 27.
1654-1659.
19. p90-96
2019 4 15
28.
2019 123 12 1793-1799. pl07-114
20. 2019 4 15
29. VGB
pl45-146 2019
4 15
30. NZP
21.
p151-152 2019
NMDA  GIuR (ELISA) 4 15
31. STP
22. p155-157 2019 4 15
32. ST
23. pl162-163 2019
4 15

177



33.

34.

35.

36.

37.

38.

39.

40.

41.

p217-225 2019
BECT
p228-235 2019
Dravet
p318-324 2019
p340-347
4 15
p348-357
2019 4 15
p358-362 2019
p382-386
4 15
2019
4 15

4 15

4 15

4 15
2019

4 15

2019

4 15
2019

178

42.

43.

44.

45.

46.

47.

48.

49.

50.

51.

52.

2019 4 15

2019 4 15

17

GIuR

B-94

B-67

B-66

1 GLUT1

2 2020

2020

Rasmussen

2020

ADEM



53. LTG

2020

54. IGE

2020

1. Takahashi Y., Immunotherapy in

postinfectious refractory epilepsy,

Symposium 5: Epilepsy- refractory
epilepsy,15th Asian Oceanian Congress
of Child Neurology, 19th-22nd September

2019, Kuala Lumpur.

2.

14

61 2019 5

31 -6 2
3.
1
61
2019 5 31 -6

2

4.
AMPA  GIuR
in 2019 6 24

5.

2019 9 6
6. #

1

Epilepsy education seminar 2019 9

17
7.

53
6 2019
100 31 -11 2

8.
53
13 2019 10
31 -11 2
9. ACTH
NHO study 342
53
2 2019 10 31 -11
2
10.
53
2019 10
31 -11 2
11. TSC TSC
Web Seminar in CHUBU 2019 11 12
12. AMPA
2019
11 21
13. AMPA
in
2019 11 22
14.
14 Fukuoka
Neurology and Neurosurgery Seminar 2020
2 14
15. TSC
Novartis
TSC Web Seminar 2020 2 20
16.
West NHO-Japan 342 ACTH cases
study ACTH2 89 122
2019 4
19 21
17.

179



West

NHO-Japan 512 case early
treatment study 1
61 2019
5 31 6 2
18.
West
NHO-Japan 512 case early
treatment study 1 12
2019
7 6
19.
Rasmussen
31
2019 9
26-27
20.
West
NHO-Japan 512 case early
treatment study 2 ACTH
53 2019
10 31 -11 2
21.
West
NHO-Japan 512 case early
treatment study
64
2019 11 6 -9
1.

180

10.

11.

12.

13.

14.

2019

19

2020

28

2009 7 30
10 4
2019
1 24
Rasmussen
25
2019
14
2019
2019

10

2019

2019

6

4

20

28

19

10

2020

5

14

14

2019

14

2019

28



15.

2020

1

14

2019

6

28

181



