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<, WfpE, fhetpcis, BB X UREREORRZ HIEL ZEMENRICROMA TN S, ¥
BANZZA LD T TR, ZTORKRDER, THiE BEEEORRBIIRARITTYS. 2 7EWE,
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CENFBTHS. ERETHIEMBRZEL T, EAEOLVN)VTEMRL X5 &9 550 THERFE,
E% D5 T DHEREX VD BIRPHRERDRAELEL TEDXIIZH I TNEINENS ZEZ2Xxy P -8
i D F O PRERE AL X5 &2 AT LAMRFADOWE 20 AN, JERERITEN 5 5B
KEDEXTRAEWHFEDN SN DL F B RERHAC LV ED SN TN S.
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YR D EN BRI IR E LT [kt v —] AdtEEI k. 816 BOMKTAY — L
=7, 1986 4% 10 H, EIN sk T 2RI & 2 ENR o e & 60F L, ENLA AR
>H— LENREWR T Y — ke < 3 3 OENL R EEMERE Y —& U THEHN M - fitk 5 —
WHE N, et —] a7 (National Institute of Neuroscience, NIN) &t L, #l
ke 14 78 35 % 2 WHISEARNICIER I N,

Z D%, 2010 4F 4 FICERLE AP - 8t > ¥ — I3 TBOE ML S h, AR OAKS () E
SRS R - PIRRERIETE T & — RIS S D SN, BT 2015 4F 4 A S IXENI BB S E AL
N, BIEICE > TW5. NCNP Jibe, KR EF7EH, S 5IC NCNP HICRES NS AL —T 3
FI s ATV I—, ATFAHN T I Aty —, BMRERGA A2 72y —, RBANT
it 7 —in EEEI L 20 5 KR ICIT THREAZET TN 5.

BALLLK 40 AEQER Z R ATV S AREIZEN Tl 2 E THRA RHERBRENEAHINTEE. D
207 ¢ UNHGHIRBICREYT S 2 & (Nature, 1988), I PV RYPHKICBIBI Ay RUYY
DNA ZRO%H (Nature, 1990), TADAETIVI I ADBFE (Science, 1997), R ENREHITH 5.
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BIELU COMEZZ T MXDABRETE DEFBRAMEZHENTEZEITERIIL, ZORRERIC
BEDBEERRBEEZZTTOS. BHiim Tl 1991 EICHIZEHIARE, 2003 412 & BB 5L a2,
2004 AEITITRG PR IERF R DN+ v DN ABIEO =W 3 BEMAESRINA. 561, 2011 4
IZHEK D N BRI S it % BE I U AR IR F S 2 1772 5 2D D i L WM S ER B P FE i 3 2 B it
LZ. §FETPET, ¥4 700 MEESNAEBREmiEb i oEH ZzMmL 2. ZhickD
Kiph - A% - i - FERITHNDBEBIZONT, HRABRIIRTEEZM N TERNICHEZEDD LN
INE TP LICWREE RS 2. 1978 FFDRHENNUHI L HERT, #PREDIZEINII SR HRCE 2z AW —
WDORENVHRFIITEEL TS,
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RTINS IS IR B T H 5 2 EHVRE T, BIHNEBN 5% < OMREDVESEHE ZTT-
TW5. DAEEBYIORA R AT LATHSREBPIFEEFENHZR SN SHAI N, 440 4%
BASHFHAEDERL TWD. 5T, HAZMERRIFNHAR, MERANHRESTEMN S
NERA R HBEAE 30 AL, EIEREL TWS, #EERZEFED AEL THBO, HARHKZZH T EMmb,
FRERIERIR %, IDBLK%, WEB T RPR EICEEZE S K¥bA, FIBRENRE, MY E
ELUTHREMRAFI THRICHEREL TW5S. HENRR, FEMRRREZMA % & AREDEFFET ORI
200 RAITEL TNV S.

PR AL T 2 B PR FEOBEB N OMAHREEICO KT, TAUA, B4V, TF5U X,
i, @E, 70U ESREBNMENS OFFEEMAE S ~ 10 ABREZFANTNS. £k, #REsR
AT D HFFRIZENIEE S ICKRITT, Pa AR TR AR, IV I ATT WK, EX—)V-
U=« Fa—U—K% AP RERESBOMIIFRBEBIC KA TNS.

PEEEFEI ORI L B OB EH WL, EEREER, BNARTORELZEL THEINTNVS. i
AEDQIGERER BT 100 mE2BA TS, TLAVY—AREEZBLEAT UL —ay, F—A
R—T &ML web IKRICH NN Z ANTHBY, —BOF 2 ICHRERTOEEZ BN EE B &k
JTW5S. @RAEEZMFICU ZIERBEB A X2 M 20 FENERZHE-> TV, 351, BIADHIC
3, HERARO®RE, ENESOBERESDHE, MFFABEESHEAEORE, EEREEOHE RO mE
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BT TS,
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MoPez i X T discussion DMK 5 X 5 UIBEEEE DI $ friendly T open-minded 72 35 FHSRAE O 1.0
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WICHIEZ BT TN 5.
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KT 2 %Em 27> TWS. fiPAO7 4 —ICHTEIIIY U AFy THREBMHIA O T+ — KT
AME AL TEOK 10 422 EORE 2 R THRBKIT &A@ T E O MR8 B8R E S 5z ERMLH
FTHADEATNS. £, HAFBOIRERAE originality D@ WD R h, BEEHRD =D
DEMNY TZ2RETHREDREN LN > TNVE. X5, MEN—ZADBRBEMEE T TR, VA
T LARERFEEOBIEN 513572 E [RENHE] 2IBA U 28 L WIEEMEROBRNEA TN S.
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The 40th Annual Scientific Meeting
National Institute of Neuroscience

Wednesday, March 6 13:00 - 17:50 Thursday, March 7 9:00 - 13:00

Day 1
13:00 13:10 Opening Remarks Dr. Hidehiro Mizusawa, President
Oral Session 1
1-1 13:10 13:35 Michio Inoue Dept. of Neuromuscular Research
1-2 13:35 14:00 Yoshinori Aoki Dept. of Mental Retardation and Birth Defect Research
1-3 14:00 14:25 Tomomichi Oya Dept. of Neurophysiology
1-4 14:25 14:50 Yuki Fujiwara Dept. of Degenerative Neurological Disease
14:50 15:00 Break
Oral Session 2
2-1 15:00 15:25 Sosuke Yagishita Dept. of Peripheral Nervous System Research
2-2 15:25 15:50 Ko Hiraga Dept. of Demyelinating Disease and Aging
2-3 15:50 16:15 Mitsuhiro Miyamae Dept. of Functional Brain Research
2-4 16:15 16:40 Kei Hori Dept. of Biochemistry and Cellular Biology
16:40 16:50 Break
Poster Session
16:40 17:40 Poster Presentation Entrance Hall, Library / Conference Bldg.
18:00 20:00 Networking - Introduction of Laboratories
Day 2
Oral Session 3
3-1 9:00 9:25 Daiki Takewaki Dept. of Immunology
3-2 9:25  9:50 Shogo Tanabe Dept. of Molecular Pharmacology
3-3 9:50 10:15 Hotake Takizawa Dept. of Molecular Therapy
3-4 10:15 10:40 Wataru Suzuki Dept. of Ultrastructural Research
3-5 10:40 11:05 Kazunori Ohashi Dept. of Mental Disorder Research
11:05 - 11:50 S:;tlli)nlgrl;:: gfilll;g(.);l;l I%niversal Hall in case of rain
11:50 12:40 Special Lecture
Prof. Yoshinori Ohsumi
Nobel Prize Laureate in Physiology or Medicine 2016
Tokyo Institute of Technology
12:45 13:00 Prize Giving - Closing Remarks Dr. Keiji Wada, Director General

12



Oral Presentation
Day 1 Wednesday, March 6, 2019

Universal Hall, Library and Conference Center

001 Michio Inoue (F_EiE )
Department of Neuromuscular Research (ZIFAFIEE —HK)

Bi-allelic mutations in COX6A42 cause a striated muscle-specific cytochrome ¢ oxidase deficiency

002 Yoshinori Aoki (7 A RHI)
Department of Mental Retardation and Birth Defect Research (%I AFZE 55 i)
LOX-1 12 & 2 7L VLRI SR VE RE L PERME O TR TR ke

003 Tomomichi Oya (K= H7E0)
Department of Neurophysiology (&7 /L& BEFEMFITHER)

Emergence of spinomuscular and corticomuscular loops in dynamic vs. static phases of precision grip

004 Yuki Fujiwara (B AD)
Department of Degenerative Neurological Diseases (¥ 9p3iff 2 5 IUE)
B LW & o X7 B i AT KDL

005 Sosuke Yagishita (Bl FEaST)
Department of Peripheral Nervous System Research (I AF 5T 5 F35)
TNlnRCFRENIE D FIEN A D RRIFBRAEZE b D T R D iRt

006 Ko Hiraga (& 4L)
Department of Demyelinating Disease and Aging (JIRHFEES /SHD)

I Z 32y 7 5 RN o OBEERBEERN ~ 7 REEET AR B R B R B T DR 7

M SUAR Z XA TV D

007 Mitsuhiro Miyamae (&= Bij)%72)
Department of Functional Brain Research (ZJpbfF 4L EE L56)
NANR=Y =y 7 « 2T =7 | ERHITENRIE Z G DT RIERER 7 v & 2L ORISR

008  KeiHori (i %)
Department of Biochemistry and Cellular Biology (JRREAEALSAHFFEHT)
T AEE KO IRBERE I BT 5 AUTS2 O A4 BRESREMEAT
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Oral Presentation
Day 2 Thursday, March 7, 2019

Universal Hall, Library and Conference Center

009  Daiki Takewaki (77K )
Department of Immunology (/22 AfF7T:55)
L MR LAE D FSAE T HE AL IZ B 40 2 B N AR A Fl D 14858

010 Shogo Tanabe (i1 & fE)
Department of Molecular Pharmacology (fi#3EELAFFT5T)
FEIEW DI GIE BRI K D MHEEE D A J1 = X b & 38 R ~ DI

011 Hotake Takizawa (VEEEHAE)
Department of Molecular Therapy GEAZR 1 FBIRHRIFIEE)
Modelling Duchenne muscular dystrophy in MYOD I-converted urine-derived cells treated with

3-deazaneplanocin A hydrochloride

012 Wataru Suzuki ($5A  fi)
Department of Ultrastructural Research (Ui & AF 53505)
~—Ety MEAWTHASKO /AT « KRBT

013 Kazunori Ohashi (KA&—1#)
Department of Mental Disorder Research (ZEIFANF 755 —355)

FRIIKIKERERIC LD 9 DIRET I~ AR Y ) —= 7 OREM & F DXL



Poster Presentation
Day 1 Wednesday, March 6, 2019

Entrance Hall, Library and Conference Center

Poster bulletin Wednesday, March 6, 13:00 — Thursday, March 7, 13:00
Poster session Wednesday, March 6, 16:50 — 17:50

P01 Mariko Okubo (CRALREELT)
Department of Neuromuscular Research  (EJFHFEHE —i58)

Nonsense/frameshift mutation induced exon skipping in Becker muscular dystrophy

P02 Masashi Ogasawara (/N%JFEE)
Department of Neuromuscular Research (ZIRMFIEES—6)

Congenital neuromuscular disease with uniform type 1 fiber is core myopathy

P03 HengLi (¢ =)
Department of Mental Retardation and Birth Defect Research (28 —58)
/NHEAR— SV RIS« Pelizaeus-Merzbacher J¢5 O BBl E 431

P04 Shoko Tsuchimine (+45% 1)
Department of Mental Disorder Research (ZEIFAMF 7T 55 —355)

MM A b U AARFIT &L D 9 ORAITE) & PR RIS T % = 7 A RFOEN

P05 Chihana Kabuta (£ H %)

Department of Degenerative Neurological Diseases (ZJpiffF 4 55 PUT)
RNautophagy O #liiel PN D [F] 7E

P06 Masayoshi Kamon (I 1IE#%)

Department of Peripheral Nervous System Research (M4 55 F355)
DM1 ¥R B iPS MIIEIC T D CTG U B — Ml A 1 = X L OfifH]

P07 Yuka Ujite (FRZFA&FE)

Department of Peripheral Nervous System Research (4t 55 F355)
KA B LIZ 1T 2 RS2 35 G+ DR 5
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P08 Kaori Taniguchi (4 M1 &%)
Department of Demyelinating Disease and Aging (ZEIRFITES /SHD)
Elucidation of the synaptic pathology in Alzheimer’s disease through analyses of receptors that bind

amyloid B-protein oligomers

P09 Takahiro Morita (£fHE.72)

Department of Demyelinating Disease and Aging (ZEIFAFILE /<HE)

7 BRI X A EHURNERE T EM ~DO = B N —T X A & AR R O

P10 Yui Matsumoto (FAA )
Department of Functional Brain Research (ZJimF 7855 £350)
FEBREEOE DT o IO RIT

P11 Nariko Arimura (A1 Z5F)
Department of Biochemistry and Cellular Biology (73 ReAEAL A ZEHT)
TR R AL O MR BN 35 1T 5 DSCAM DFEREMRAT

P12 Masayuki Itoh (JHEEEZ)

Department of Biochemistry and Cellular Biology (J/ &AL ~AFZEHT)
AMPA A7V 2 X U RISV XS A ABIERRIC K D T A A SRRSO

P13 Satoshi Watanabe (Ji£3% )
Department of Ultrastructural Research (i & bF52375)
AN T aEEHEEAAEET L~ —Et Yy NOKRMEEIZBIT D v 7 AR O A% R

P14 Madoka Nakamura (94 H 7)
Department of Ultrastructural Research (Ui & 7050)
I Y& e B BEE T VERBEOEMR Y X LHHE O fEH

P15 Benjamin J.E. Raveney
Department of Immunology ($23ZWF5EHT)
Eomes+ Th cells: A crucial biomarker for Secondary Progressive Multiple Sclerosis (SPMS) disease

status

P16 Tomohiro Ishii (47 H-5#)
Department of Molecular Pharmacology (##3EBRFEER)
gt B B 23 & 72 B MR RIS oD B SME TR HE S



P17 Hideo Shimizu (J&/K &)
Department of Molecular Pharmacology (%K ERAF )
INCF B PRI T 3% miRNA O3B BN X 2 A DO R

P18 Hiroyuki Shibasaki (42152 )
Department of Molecular Therapy (B {1 IR T IEHES)
Y A ba 7 4 —ROIMIE TR S 7288 microRNA O /b2 350 2 T

P19 Yoshitaka Mizobe (185 1)
Department of Molecular Therapy (B {z 1% IR EEMFIEHES)

Msr class A1/2 regulates fibrosis in dystrophic injured skeletal and aged cardiac muscles

P20 Yaron Amit
Department of Neurophysiology (&7 /LEI#BAZEH)

Linear summation of spinally-induced forearm force field in macaque

P21 Masashi Koizumi (/)N& & &)
Department of Neurophysiology (&7 /L& BEFEMFITHE)
R— L=V TORBET V~—Ft v b OFHEHE

P22 Hideta Fujii (375 X)

Neurogenesis Laboratory (#f#%%8 4 755 %)

=U b U MR AT I THIREYIER IR Cdknlc/p575P? 568 2 1813 % Notch 7% HHA
By hU—2
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20194E3H6 H OK) «7H OK) ITHIRIRRZZHMEL . TFEOHEBILORNZHE X, A4

BHIDTHEEBETORK - HEILEZHRL-2E L. HABOMHMAWREE UA, RTORERNIE
Tirbh, HREWEOREBHEFETH 2. RTROY r— b T, HEHEMENCHEL Thjm & 7R& R
M69% 2Dk (FTRBM). T, HETOMNGTEH#ERPRES BV LEOEH DD, THROM
BELTHRINAE, FERRTREZLLELUT, 2016 4 —N)VAERYE - RPEEZEFO KBRS
CHBBELIEE, AIHROFZ0Ob & 1 KFEOREEEZ U TIHWE: (BHEE). *ELkokaizN—
PINFR—IVE, L5 RPEE 2 FERBENLSEEDONT, REFRTH- 2. THHETIE, JHY
DEERFZHNWEF—F T 7 P —OWROEER EEBHIT, BHFMREIHTLEY RNAZAZREITHE>T
FE0, BERIIKRERBRHZHA . £, THEORERYE - BHEHZELEIKERTER, NMHK
ELEBIT, RMEEL - HICBREZMAFMNGZ 5N, ZMERMNOREEML KT THo 1 (5
HAD.

6. Do you think the use of English should be promoted at the Annual Scientific
Meeting of NIN?

45 responses

@ Strongly agree

® Somewhat agree
Neutral

® somewhat disagree

[ ] Strongly disagree

M-8R A=

pu
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1. BmrgesE —i

I. BESDOHME
1) WHFEHK

BORMEZEE T, EEETREBZ YD &9 5 BMME - TiREOKKN - HEORNE —HD
BOWHREEOMREZHIB L ZMIRZTTo TS, FICHTPA MO T o —R &I A NF—2 il &
T 5EEMEDREIL, EANBRENRNENOD, KREU TRESAHDOLONZN. KR4I,
b MEERE, R, BmETIV MAERLEBOZEY) 2HREL, HTHEEE-E
B2 - MDY - EBE « SRR - fRNBLE S OIRIA W T IE 2R U Clls 7R & KRB R
BANZANERMTHELEHIZ, WENERSERBICE DOV THAERBFILEZEZLRL, 351
ZTOMRERFAT B LT, BRIEMAEZHBETBOTHS.

RBIERENIIVES - A =T 7 V¥, Thabb (@] HPHERTHY, ZTOHRBEHREICIT
ABMICFIENRAD T, HFRETHSHUEAOMAMRES MWL IC< W, #-oT, K
WFFERRR DEERISHIC H 7= > T, ARBESANTOREGABARNAS A S, RABIDTTD
BRTEBRSABVWRRICHS. B4, OIS RERHEC, HRE2Y - FT2E@HREOL
NIVEHEREUD DM MATO ZEMNHE s Nl EB R, HREEDTNS.

MEBICIEHE 1 £, SER220FUMEENBY, MG E2EM5R2N, P—ALAITHA
i)+ D320 & BRI TS KD IO TN S.

2) WHRE OREK
G ) =
(% ) WO A RS

BF /£ BF 58 B)  SREAR, KK %, W ks, A, MNEEEGE, AT
(& A W %8 B K& B, BILHSE, SAED], &I, sz, WO,
SEEER, M ET2%, HHET
& ® W % B I ke, 75BEELEE, Jantima TANBOON (4.9 ~),
Theerawat KUMUTPONGPANICH (~ 10.31)
(FHFEprseaiBn ) ImEEseE, mrpEr
BB FEHET  BEHERET (~7.31D), AIEE, ARER (5.1~)
GhkwrgeaiBy ) /NI E, Akdy, WEX0H
(WF 7% ) HEAET, MR, EWRZ, RAGRERTY, &ilfir,
ENIECr, IrFiR, AR,
Luh Ari Indrawati(8.6 ~), Theerawat KUMUTPONGPANICH (11.1 ~)

I. RRIBRUHAREN
1) B I A NF — OWBFERR BT 20 5%

INETIZEAIE, GNE IANF— (B 222t D 0 I F NF — R AR I AN
F—EBIEIND) BHFMRTIESTUIVERKRTFLTVWSZE, 2O 7 U )IVEIZ GNE U
FEMORG-THIERETH S L ZMEMIL TEL. 51T, UG T, BIKM - iy
)« AL AIC GNE S ANF —OIERZ T2 ETINV I T AOEITRYL , T IVBERZN
DMRV QERTH S Z &, 61T, PTIVBEEAD GNE S ANF—REICAHTH 2 Z & %&mR
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ULT&EE. ZOMRRICEDE, BIKABMTONSICE > TVWS. EEEBEMHEL NV TIE, Lid
ETFTNITAZHNTRERT O 2D, HRLHNC X SHRBHRBELNC, K0SV 7 IV
B R FOER BT OMENRE R T EADOFHEZEDTNS. T, BEOEML WK
Re—2 o9 —2HEAL, KREPHEBE ED copy number variation (CNV) £ R 2 A S
ETELLDICR-E. ZORE, TERFMY LIVICUNERDRNWESI N> ZH 0O, L
ICCNV ERZRWEL .

2) RIRB S — 27 T 2B —IT & 5 iR BIEKE G 7T
MGC ' ) L2 HEBITE - WK Y ) LfRbTE & LT, KRS — 2 2 o3 — 2 W ARG
DOHFRIE R E G TR 2175 TW5. AMED & PEE B0 R 353 0 E PR LT 6 JLS o
—DEULTEEIN, KEEMOEKIGH Z HIE U 72 R ARG & 5 B2 Wil 3 O B ik 2 i
BTV, R ENRICEE D < 4 MEOBAELE F XV EERL, ZHd—EZAD—BEL
THHEE FERAZ U -V T 2i7oT0W5. EREERIIN35% THS. WohBEREZRH
ETERNOEBHICOVTIE, FBENELRFICLIEBTHLREEND D20, TV —A
V=L AN EITO TS, UKD, BRI ANF—OFBENBEHERL FICONT,
BT 25t TH D, I6IL, TV —ALY— VI VAT —IN—AZHELTHD, M
Wi EEIE IR & B TRICO VW TOREKZITA D L IICL TV 5.

3) HHRICBIT HHF%E
BEVE R 7 AR R & O AL IR T SO H D i B L & bk 70 7 7 )V & OHBIBIRICBI
LZMEEEDTND. ZTOME, HRHIA MO T 4 —LINTEREFOPITHROY TH AT
THORENEEERE I ANF —PNGFHETE I EE2RNELTVS. FEREHROMHHNES,
HEeHHKICK O TH AL T IR FHZENTESMRENH S ZLEZWHENILDDH 5.

4) ZOMOMEE - KB ZE SR E U
TRVEIANF—, WEBRHENEI A NF—, BERUEHA 070 —, 25— U REITX5H
VAbOT 4 —, REEIFANTF—, HRRERLNRE - TREZHRELT, RLABRAENS
WA - HEEMITE 2 D, WHBWRIEOBMFEZHIET & & B, HN O & OILFTE 2 RIA <
HEHTNDS.

. #&FE
1) phkg - RBOBZHY —EX
PIRBEFEE — M TIE, MGC ¥ ) AR BEE LU T, RICHHBZHIR S N &R
BOBIETZHZYO ET 5806 - IREORFEKY —EAZ1r5 2 &ICKD, MKBERZR
HXBEL TS, TRBZEERIE, FE4WMLTHO, 2017 FICHIEHE 2018 4£H 1000 ik
%Z Ll5 72 (2016 4F 914 Bifk, 2017 4F 1039 Bk, 2018 4F 1093 Bk [ JE4E D. ZD#5R 2019
4E 3 A ARBIEDRBRABIIHIREMG 19283, K 1962 L78-o =, BEFNBZH I Eid O BEA
BILTERZAZY =V IRV K ZERAVERIK) 500 BiATH D, BIZZhPINT S —HEIR
TIOVWTRY U H - TOMPI 2T L TNVS . 2O L 5RY—ERZEBU TED s NEBIRIE,
ERGLARS FU—E U TRUIZREL TV, BFEOHBEEICX DM ZRD 5Kk
ZDONVTIE, TO—i%z, —HBREWKREEOMIEZ HIEL 200#E « fiREOMIITHN TN S.
2) HMBHED
Wibe & DEMNT RO, MEEIC 1 ERICRSHWEE I - —%2 2 FREEL, HTARRNEER - /h
RARFIEANOBBEB 217> TVD (W HAMRAZREE). £, 7OT72H0LETS
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At IED S O EEDZIT AN DRBEMAICITY, Y& TOMEE - HiEBEAROKR LIRS A
MOBERICRNILUTNVS., £72201848 415 H~17THKH AN AVDIYE RV KRFEIY F—
FREICHB VT NCNP « 2 U T — MiiBe i EIC X 2 WD TOEREwE I F—ZzfEL7=. ¥ 1
ERNB X CEBHEED 55 60 ARBMUL, KREFHETH- .

3) I - FINEE)

HAMRE 22 OMGER - FEASRARERE - #HMERARER, HAMZREE, IRy
(World Muscle Society) 3 & U Asian-Oceanian Myology Center (AOMC) D% E - IR E & #
W3 EEBHIZ, American Academy of Neurology 3 & T American Neurological Association @
Corresponding Fellow ¥ MV z49 % (F¥). E&BIZ, JFAETHEHE Thsh - pikds B
PIZE] A 07 ¢ =R B W THER - HFRAEZHY L TWS (A, B0, H). X,
3 —o v I\t > 4 — (European Neuromuscular Centre), HIAEFES VR P T AFIZBWT,
MM REIZ R 720 Tn .

4) =Rt N

EBREIRDLTHLENS, HMEHDRN., EFMEODLBVWHBO LR HEELREH EE A
ZHRPEMEXERBZ EOZBEH 217> TS, HEEZRNGLTVWSEY L - YERV K%Y
T — MWk B X VT T8 — MR EMIRIEZ D E LT, HRBOEMNBZKZZELE. 2V
T — bl & LR TERR UWEAEBE N BH U 72 05 7 B - BRAREEIE - ik ICBY 9 2 i E T A 13 iR
70 HENS DT 7 BAZEDBITE-> TN S.

5) HRB X TEBFNTIEE)
PO I FNF—BEZOEMBIM Z BTN S.
6) ZOfl

[E B8 2%l 55 Neuromuscular Disorders (P§¥F), Neurology and Clinical Neuroscience (74%§)
M Associate Editor, Journal of the Neurological Sciences (P4§%), Therapeutic Advances in
Neurological Disorders (P4%}), Skeletal Muscle (P§%F), Expert Reviews in Molecular Medicine (J§
P#), Experimental and Therapeutic Medicine (¥¢1) 7% & ® Editorial Board 28, %i%n
DFBIZHLGLTNWS., £, < OEBEZENGEN S BEHRXOERZIKBEINTNS., 5T,
EHHNOARSTKRE - EEH - 7T « A ATTINVEFEOHBNENS, 2ROT T2 MREZRBS
NTna. WIZ, ENAOFEEE (RRMEKYE, ILRKRYE, BVR@EKRYE (BB, YERVK
$2UI— bt (¥ 1)) LIEFWEERE GURRE, EERY) 260, B OmEiE KR

AELTV5.
V. HIREE
1. FliTH
(1) KFE

1) ChenY, XiJ, Zhu W, Lin J, Luo S, Yue D, Cai S, Sun C, Zhao C, Mitsuhashi S, Nishino I,

Xu M, Lu J: GNE myopathy in Chinese population: hotspot and novel mutations. J Hum
Genet. ] Hum Genet. 64(1): 11-16, Jan, 2019

2) Mukai T, Mori-Yoshimura M, Nishikawa A, Hokkoku K, Sonoo M, Nishino I, Takahashi Y:
Emery-Dreifuss Muscular Dystrophy-Related Myopathy with TMEM43 Mutations. Muscle
Nerve. 59(2): E5-E7, Feb, 2019

3) Kameyama T, Ohuchi K, Funato M, Ando S, Inagaki S, Sato A, Seki J, Kawase C, Tsumura
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4)

5)

6)

7)

8)

9)

10)

11)

12)

13)

14)

K, Nishino I, Nakamura S, Shimazawa M, Saito T, Takeda S, Kaneko H, Hara H: Efficacy
of Prednisolone in Generated Myotubes Derived From Fibroblasts of Duchenne Muscular
Dystrophy Patients. Front Pharmacol. 9: 1402 eCollection, Dec, 2018

Sasaki-Honda M, Jonouchi T, Arai M, Hotta A, Mitsuhashi S, Nishino I, Matsuda R, Sakurai

H: A Patient-derived iPSC Model Revaled Oxidative Stress Increases Facioscapulohumeral
Muscular Dystrophy-causative DUX4. Hum Mol Genet. 27(23): 4024-4035, Dec, 2018 doi:
Okubo M, Iida A, Hayashi S, Mori-Yoshimura M, Oya Y, Watanabe A, Arahata H, El1 Sherif

R, Noguchi S, Nishino I: Three novel recessive DYSF mutations identified in three patients
with muscular dystrophy, limb-girdle, type 2B. J Neurol Sci. 15(395): 169-171, Dec, 2018
Ohta Y, Tadokoro K, Sasaki R, Takahashi Y, Sato K, Takemoto M, Hishikawa N, Shang J,

Yamashita T, Takehisa Y, Nishino I, Abe K: Different clinicopathological features between
Japanese siblings with facioscapulohumeral muscular dystrophy 2 with a novel nonsense
SMCHD 1 mutation (Arg 552%). J Clin Neurosci. 58(2018): 215-217, Dec, 2018

Sugie K, Komaki H, Eura N, Shiota T, Onoue K, Tsukaguchi H, Minami N, Ogawa M,

Kiriyvama T, Kataoka H, Saito Y, Nonaka I, Nishino I: A Nationwide Survey on Danon

Disease in Japan. Int J Mol Sci. 19(11): 3507, Nov, 2018
Ishiguro K, Nakayama T, Yoshioka M, Murakami T, Kajino S, Shichiji M, Sato T, Hino-
Fukuyo N, Kuru S, Osawa M, Nagata S, Okubo M, Murakami N, Hayashi YK, Nishino

I, Ishigaki K: Characteristic findings of skeletal muscle MRI in caveolinopathies.
Neuromuscul Disord. 2018(10): 857-862, Oct, 2018

Tadokoro K, Ohta Y, Sasaki R, Takahashi Y, Sato K, Shang J, Takemoto M, Hishikawa
N, Yamashita T, Nakamura K, Nishino I, Abe K: Congenital myopathy with fiber-type
disproportion accompanied by dilated cardiomyopathy in a patient with a novel p.G48A
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F=NVBIWNYF IS TEERHNTSF T AEREZMEL 2. ZOHE, HEREETIVEETIE
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ZEBRWSEMNTIEo . LML, HEBEETIVIEKTIIRENES 7 72 ORENMEMES F TR
HARTEL, HE /Ml e RREEARICHRTEFLUTWAE, 20X RBEMICBIT 0% |
MHINT > 2 D RENHBIEDFIEICB G L TW A EEENAEZ A 5 5.

DT ABREORERE R, F T ABENBRL TWA RN D S. £ THIE
TAWEYE (R ES XORNNE) OMBiZ2EDTNS. 3512707 LA@icko,
HEEE T IVIEAR DI TIIBEB O L F T ABEEE T ORBUICHRENA OGNS Z LD > TE L.
INSDAIRZRAL T F T AKREZ U E TE2EMERRL, HEREDOH L WIERIEORRIC
DRFBHZLEHBLTWS.

4) FEEBARAEETT IV —Tty MEHREREZNA > O 2 7 Himsisl g
(HM5) Yprn, R, =e&, B, T, LRUT, —PR¥
Rt RRaRHRZE R Z X1 > (BLFANA V) B3 FTARBTHY, BHEZ ZOIREREDV
DM OKRN - PRIKIBTANA D OBRBOREPLHEEORENBHEIN TS, HHEETTIVE)
MZBNTH, MAEHRABEZZOEBOIT N —TNAINS D OFBEREZHSNIZL TVS.
ANA 2V DEERBEIANA D OEREHE MASB) OHBRORE EHERRMEND S DT, A
EANA D DARK - HROBRE, TAaDEMREEOZENEZEEEZT—EYy FOXKMEET 2
HTHMEIE N T ZiAA TWS. BEYEETIVE & ERFEEBP O NI T, MkEEgOR
EMEDRERITHORE L T 5 2 & THRIEDEBEOLBMANEZE5Z L2HEE L TN,
2018 FFEELX 2 P HIMBI Z W THERD @R EY —F Y FOANA V28 AL LIZH7=->T
Wit MICHRE T 5 2 LRI L2, 2019 SEERX Z OLMFZ MW THBEE T NVEIM T > T ALE
HOERZITN, FF P FOHMEOPEIEIRICHIRN DS EINDMED L F T AR EN
TR ET R TIABRT 5. —H, ¥—Ftky FOHEMOREES U THMBEIRST
INETHMEINTEEY—ERy bOa—)L (IKBEFH) Adbd. ZhzflHL T2019 FEIX>
F T AEENE L2 E OMBIBIRZ RS 5 2 L2 HIET.
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1 0. HREPFIH

. BIREBBOBE

L TR - AR OWRICHEET S REERTOMEGZW oML, REHT -
Mt 2B &I 2 BEERR T2 Z LK 2B TS, FIZERMEB{LEE (multiple sclero-
sis; MS) R #FEFHIR (neuromyelitis optica; NMO) DJREERI & iGHERHTET, WIFEHED X 1
DF—=RTHHN, RETEIAEEREDESR - BIEEIERE (ME/CFS), HCOREMRIE, Pl
ZVES B OIRRET EIBFHEBHR B HEE L TV 5.

MSIZBIT 2 REMEEHRORE L LT, ZNETICNKT Mg, MAIT MIRDOZEH, exo-
somal miRNA—flfHIYE T iR B E R EZIAPIL, HieBRBEOHMEZPIRL TVWS. £
KEFTR MS OIFREIZ DV TIXEE S N T Eomes 25819 5% CD4 T MDY S (Raveney et al.
Nature Comm 2015) %, CCR9+ CD4 T #ifd DB 5-ZH 5 MNIZ L = (Kadowaki et al. BRAIN
2019). NMOJREETIZ T T AT I A bR HPEROBZENI DOV THSENITL, IL-6 ¥ FF IV 2K
L35 NMO HiBlEHED POC HEEHRL TS, MS R NMO IZBIF 3 ENMEHREITOVWTHM
REREBELTWED, LD CCR9+ CD4 T flfid, NKT #lifg, MAIT fkaiX, MPIslE#EICIkES
5YUNKRTHS. PLEOMRIHE IS T AL —2aF)Ud—F (TR) - HKFFE (AMED,
AMED-CREST), fiiftRISVERIE DILEENIFE (AMED), #fE—RE—NZWTR Yy MU —2 O
FE(XRIES A) R EZED, 3 0EEHKRSBRRBENDN- /2.

BRI T 2001 4512 MS OFHIBFERH & U TRIEE OCH OFEICHKRIIL 7= (Miyamoto,
Miyake, Yamamura. Nature 2001). JEFRHFRE, 5 i < H AR 7B 7 #ERE (AMED)
DX Pe% 43T OCH DL T First in human A% (Phase I) 251 L, Rk 30 4EE1Z AMED D
%X Be% 45T phase 11 il i 2 BB T2 -0 DHEMIEEZ D 7.

2010 4EEHK VD NMO (2B % IL-6 K TEDIAPE LRI O MICEH LU (Chihara et al. PNAS
2011), $HiIL-6 ZAAPUA tocilizumab D FNEZHER U 7225, Z D NCNP J#EEIZ B W T to-
cilizumab (T & % NMO #ii 6 20 Bl AT 209 (HIRPIZE W THEAMOHIEZRL 2.
IL-6 7 FIVHFICE S NMOBEE WS a7 MCBEAENEONELZRL, HLWVHIIL-6
ZBAPUA satralizumab D7 O —N)VIEBMAGE D, Y22 ¥ — 32N R -2 LU TEE.
201841 O HETICIZHA, HBE, %, XK MAEEZFVHREBOBERENE LD, satralizumab D
AENHER I N, NCNP TRONEBEEI VT b EERMEOREDN, 7 a—N)VIEE T
RAEINEZEEFEFL V. BB L FEEBLE%2 (ECTRIMS 2018) (Berlin) iIZHBWT
BB R WG U .

2006 fEEHX U, HAAMS BFOHMIEFHL, ZOEERRKT LU THENMEEOHADE G
DUREPEZIRB L TE /2. AT TIVTIX 2008 4E 12 5 I #0571 & 5 EAE Y BE O (& i h
RZRLU (Yokote et al. Am J Pathol 2008), BFEMEZHWERNMEAERY ) Lsffioar oy
FEEDTE R, BERFEBICBRTS 70X MUY LARBMESNY 701 7 AW O A BRI 2V
PRI N7 Miyake et al. PLOS ONE 2015). 100 LA LD MS BEN S DY > TIVIE Z D,
AMED ZFC B HHATES B E LR [Z2IMEMHLIED PR - WBKE - iz HIE L 281
W — e R — R BB OWF L] TR ERIEIE . BNMEENLEE Y > N RO Z
Efid 2[RRI DWW TIE, MBI EMBGE 230, REREEZ AT 558 LENY 2Nk
(IEL) DO3EHIZDEM -5~ (Kadowaki et al. Nature Comm 2016). 3 O 4EEIXKKICHR{TEL 7=
MERFFE R 2 NCNP &2 ERF L N SR Z SR S B, Wi Brain [ZFEER L Wikl z 1572
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(Editorial comment & 1 ).

Kl - RREDSEDETERISE R (PRI IC BT 5 REEHB O] S ¥k I ICBI 9 2 F%E] T3,
CIDP B X OidatE & g4 12 PE% SHE Rt (ME/CFS) OZKiv—h—0O52EMLUZ. /-
AR OEEL T E, MS 2y — L ORMMRHEEEICXD, MRIBEBRTHREDASNR
WMS BRI ZE E &9 5" NINJA (Normal-appearing Imaging, Neuroimmunologically Justified,
Autoimmune-mediated encephalomyelitis)” EWIFHL WAL T FORRICE - =0, B
(Takewaki et al. Neurology: Neuroimmunology & Neuroinflammation 2018) IZIZHEREIC X 5
WERZRIA ERFELN, YAAIRBETHBMY LiIF6hk. ME/CFS OREAHIFENTHB X T
PR OSBRI 7SR I, RRICBIE L ZREZWENITTH T LITRYIL, 3 O EEIZB#RZ
8 &AL T MRIBERUT > )Vilig EORFEZHE L2 (Kimura et al . 2019). {EEERIT ME/
CFS DGR DOETEMRE D ITKE < HBRL 7.

BMOMREIIL LY —NHOBE DALICZALGNTVS. EEMAHEDUNOENE, =
BXEAY v 7 OB MRERAR UV ICEBEOMAREZ S NN, ZOBZHED TLXOHEILE
HU EFET.

G5 ) N &

(% R)  KAKRME], VeiEniEeg

i B W %% B  LEGR KANA/R (~8/31), {HilgTH, KR (9/1~)

(Pt WF % WF %% B)  Benjamin J.LE. Raveney, INM)AZE, REMH (~8/31), BT
(~1/31), El Darawish Yosif (9/1 ~)

(RIFEDIZEmBR) oA, HETE 121 ~)

WF & BF %% B)  JiAK%¥ (NCNP ko), Hgifs (NCNP j#BD)

& B o % B - IHRERRY), EAK— GEEKYP),
kAT (R Wb, =BT (EREKP), BT CEgH Bk,
B LHitT CRIGEMKZREERY Y —), EARE CREEE SRS
WEZE), BE RS OEREKRYE), ARAER GUEERY 9/1 ~)

Ghi B B % H) ManuM. S. (11/14 ~ 16), Roland Liblau (12/17 ~ 19)

(WF 7% A)  MOSEKRER, REET, DNEFRRE, SR, MhKE, ETFERT,
i —, eEseT (2/1~)

W % R84 kabpk

Gkt aiBy B)  hENET, TREYT, WEETE (~11/30), HEAIT

MEES

AKAREEDERL -181EETH EAE EFIVICBNWT, WA RPURIERAIRIC BT 5 BiifE 7
0I5 F UPEEN, BHUERIEZEE T S Eomes BitE T NV —HOFEICIREN 8282 BT
ZEEMAL, SruZuy, BAIK, THRBOMEERCHET S HMzEDTNS. KAEE,
g2, MSt> % —DOE#EICX D, Eomes Btk T N)VN—HIEA REFTR MS O 2Bl THY
mu, BELSNAFAI—N—ICREZEEZGMU 2. RETEMRELI O s AR BIZ BT 5 Mk
PERPERFITDNTIX, ALS BT S Eomes Btk T NIVN—HIIRICEH U (REFER), KAR%E
ELEBEEOHEDS EH 2R — XOMRICINT THFENEARZ. LEpIFERIE MS 2% T M



RTHRBENTEL TOB 7 TO—DEL THIRRZARICHEKZ &5, T X EAE E7I)VEZ it
%, Th17 fifaFs 57 TR 57 PR ZHER URERLRE SO ZH S ML . B EORD—
X, SCERRFAE SR IETE A OWFEE THEEL 7=.

2) NKT #ifa & B 7> RICBId 2058 ¢

RIAEEEIC NKT a2 B & 9 2 16338 OCH O EMI F KB D 7 = — X 1IN 7 U 7.
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Fast track, 2T Orphan drug i@ 2 W5t & U TRk 28 4E 3 H & U KETH MRS Z MG L,
R 30 4F 2 HICBRE RS 2 Bta U 7=,

(2) E b induced Pluripotent Stem (iPS) flifd % i U 7= # AL K 3% & AISEESE

BAERGIZE FiPS iR 5 FE U 7258 i i Sl 2 DMD 5% O & % 15 [T A9 5 Hilke
BHBEOMEZEDTNS., ZOBET, MHPFRRIZIPS il 2 FiER#IC X0 KRS
B, BRTRER MK IC /b S B2 FEZ ML L 72 (Sci Rep. 2018). £7= ¥k 24 FFEN 513
AMED [¥9i%: 521 iPS #ifid Z 16 LU 2B i R8T 7E ] [T & U TS, Gtk s
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7) Neural adaptation in response to change in the musculoskeletal system

The musculoskeletal system changes over time (e.g. development, aging or by injury).
Somatosensory and motor cortical areas, as well as subcortical areas are subject to substantial
reorganization after limb amputation or injury. However, only little information is available
about the central nervous system’s adaptations to this physically modified body and its
underlying mechanisms. We conducted experiments in monkeys to establish an animal model
that allows us to examine these mechanisms.

We established a tendon-transfer model using forearm muscles of macaques and evaluated
the adaptations of their neural control by means of behaviour and EMG (electromyographic)
measurements. In our previous report we described the methods and preliminary results.
Shortly, monkeys were trained to perform a precision grip. In experiment 1 the tendon of
one extrinsic finger flexor (Flexor digitorum profundus, FDP) and one wrist-elbow flexor
(Brachioradialis, BRD) was cut and the distal end of BRD was joined with the FDP tendon. In
experiment 2 an actual tendon cross-union was performed between EDC (Extensor digitorum
Communis) & FDS (Flexor digitorum superficialis).

All monkeys fully recovered, fed themselves at day 1 post-surgery and performed the
task with their modified arms. Recorded EMG’s revealed modulations in activity profiles,
continuously changing over time and eventually reaching a new equilibrium. Furthermore,
evidence was found for an early and late adaptation period in showing that the muscle
activity first changed rather drastically but eventually adopts a new equilibrium lying
between the initial ‘extreme state’ after surgery and its original activity pattern. Recently
we could confirm these observations in another monkey and complemented the results with
additional electrophysiological recordings from the primary motor (M1) and sensory (S1)
cortex using ECoG techniques. Preliminary results show activity changes over time at specific
electrode locations rostral to the central sulcus (M1). More specifically, we observed a drop in
beta activity during the hold period while high-gamma activity gradually increased over time

after tendon surgery. (Roland Philipp)
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