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Koki Mimura, Chika Sato, Keiko Nakagaki, Ichio Aoki, Takahumi Minamimoto, Noritaka
Ichinohe: Atypical neonatal white matter structures of a non-human primate model of
autisum spectrum disorders. 8th International Regional(Asia) ISBS Neuroscience and
Biological Psychiatry "Stress and Behavior" Conference, Kiflt , 7.24, 2016 (7.23-7.25)

Nobuyuki Kawai, Miyuki Yasue, Akiko Nakagami, Taku Banno, Noritaka Ichinohe:

Marmosets with fetal exposure to valproic acid fail to recognize third-party non-reciprocal
interactions. The 31st International Congress of Psychology (ICP) 2016, BiiE , 7.25, 2016
(7.24-7.29)

AKkiko Nakagami, Miyuki Yasue, Taku Banno, Keiko Nakagaki, Noritaka Ichinohe,

Nobuyuki Kawai: A primate model for autism with common marmosets show behavioral

deficits in the threemajor symptoms of autism. The 31st International Congress of
Psychology (ICP) 2016, ki, 7.27, 2016 (7.24-7.29)
N. MIYAKAWA, T. BANNO, H. ABE, T. TANI, W. SUZUKI, N. ICHINOHE: Representation

of glossy material surfaces in common marmoset temporal visual cortex. Neuroscience

2016, ¥ 53, 11.16, 2016(11.12-11.16)
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abnormality of postnatal synapse formation/pruning in a primate model of ASD.
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Haruaki Fukuda, Ning Ma, Shinsuke Suzuki, Norihiro Harasawa, Kenichi Ueno, Justin L
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1 0. HREPFIH

HRBOBME

LS T el - RRREBOERICHFET 20BN T OB G2 oML, REHT - 0
Mt 2B & T D IREIEZ T 5 2 LI 2B TS, RICHK TRERMEICE->TNVS
ZRYEM{LYE (multiple sclerosis; MS) RBIPIFETFH S (neuromyelitis optica; NMO) D ¥k HEfFHH
EWRPHERREZHIBL TE A, LML, SSIERAHOEETD 2 it ais - 1Y% 559
Bl (ME/CFS), HCORERGE, MR B OMEBRH S BRERRDBFICANTNS.

INETIZ, MSIZBT2HEHHEMORE LU T, NKT MK, MAIT il o % H,
exosome—iflfIE T MR BREREZ MR TIICH TIEIL, WHWEBICRIU ZZiGW¥ i) 728 i %
S5MCLTVS. £2 MSIHETIE T MIDREBT 25 K 1 NR4A2 A RUIPHIEIC B W TREN
21 H % 1729 — T, Eomes PMEMEEITTEDMEBICBWTHERIEGHR T THDE I L2REILD
z. £/, NMO TR IL-6 EAMD T I AR T I A MBHCHIKEAMEE U CTHERRHZ R~
FTIERTMAT, fEHREEICB T HPEROBENIOVTHISNMIL TS, BIEfEITL T
WHHEIL, EOFY DFIVEBMFICHE DI NIV AL—aFIVUY—F (TR) - KIS, o
FERIGVERIE D IEREIIFE, AE—RE—NZ Wy BT — 7 ORBERTH O, Hiisshi - T -
WROHEDORIEZ ML TV 5.

WMHFFEEE T 2001 4EI2 MS O BBl REE A & U TRl Td 5 NKT Mz S d
B OCH OFEICHRII L 72 (Miyamoto, Miyake, Yammaura. Nature 2001). EpE 21 4EHE
MNOUGE - 2R RS ER AR ER B IR R R, 3 512N E ke < HAEREDFZE B B
(AMED) D%$:%%37T, NCNP ki, TMC, BFZEiiA #J1 L T OCH @ First in human il & %
JBL TOBM, ERk 29 FEEICEE T TEHTPETHS.

NMO IZ5F % IL-6 Kbk e A OB EICH A (Chihara et al. PNAS 2011), HiIL-6 32
BAEHUA tocilizumab O FHTEZHER L, Z D NCNP #biiZ 5\ T tocilizumab iZ & 5 NMO #
HBHl 15 BT S # (IR ZEHEL, FEMOAMIMEEZRTZLCRIILE 35T,
NMO IZHPBIU 2R e 2 45 % MS HEZICH T 5 tocilizumab BB EEL, ZOMEREES I8
AAAEFRNZTT> TN 5.

NR4A2 BIn TWE I AN KT MS (SPMS) ICHRIL =W Z KT I E2W S ML
(Raveney et al. Nature Comm 2015), ZOEMETIVZEZFAL T, BHEMRRIEREICHS N TR
HHWT¥ Eomes ZFHHTLHL WY UNREMANBEE TS EEZWS5MNITL . Eomes Bk T #ilfa
DOEIR, ZOFEREOMNEZBU T, FRBFEENZRET 25 2EML TW5 (AMED
WFFEH2E).

2006 fEEH XV, HAAMS BFEOHMMIFZHL, ZOERKTE LU TBNMEEOREDE ST
DUEEMEZ B L TE /= Y ZAETIVTIX 2008 4RI 5 PRI #7512 & 5 EAE JiE D& fish
RZRU (Yokote et al. Am J Pathol 2008), EHEMZHWAEBNMEREST ) LEHBE70T s b
EHEDTE R, BEAEBCHFRTSZO0Z MUY LABMERNY 701 5 AHOH ERED R
I N7z (Miyake et al. PLOS ONE 2015). B{ETIiZ 100 LA LD MS BENS OY > T IVIVEN
HEA, AMED ZRtEEHGMER B RS E [ZIEMEMLIED TB; - WiBd®: - Iz HIEL =
TR — e R — MR B O TE] TMRZREEIBETVS. BRMEASZEDEEY 2N
EROBEREZ B/ g D IRETEIC DV TIE, MGMARNREH 2o, WABREBENMEOZEZ
ZITREHHEEZ AT DIHE LERNY NER JEL) OFRIZDEMN -7~ (Kadowaki et al. Nature



Comm 2016).

Kinh - PREBBREZBITE R [RIREE T BT 2 e B ORI & I RERJE ICBI 9 B 8F%E] Tid,
CIDP 3 & O\ ME N Bl 48 1B I BERE (ME/CFS) OZMiR —h—OWMEZEMLUE. £7-
MS 7L A UNY T DFEHKED &I AMED ZatB s ) AEREBHE T Sy b7+ —LFE (25
PRALREIC BT D1 27— 7 2 0 VIBENR R CHAINEE SO ) AT KD RIEA N A LD
fRpTIFSE] ZRMEL 7.

L OMEHEII LY ¥ —NADOBE DHLIIEAGNTVWS. EEMEHUNOENE, F
BXBRAY v 7 OB EIRR U ICEBEOMRITIZEA 5NN, CORZE TLLOHLE
HLU ETET.

(58 §E) N B R

(% ) KRME], Veimmsg

& B o %8 B s, Ml (~1031D), HEGE (7.1 ~)

(BHWF# W5 R)  Benjamin JE Raveney, INHASE, Ll T4, & RH

B 12 BF 78 B)  H 9if (NCNP #ibe), A % (NCNP JEbe)

B EHWRB  EEREE- WEERIRY), BAK— GERKP), afihil (EEmb,
Y (EBREEE AR AW, R EHifs R ERIREE Wb ,
VAR CREEPE ARGV, =% T (HREXY),
TEMT (EXEKRY)

MW 58 A MWOSEKER, RNAER, MEET, BRI, PR, NFRE,
SEAE, KAEM A11~), MEBE Q1a~)

GLkpt7EaiBie) WM T, TR, AlET (~5.31), METE, HAET (.23 ~),
EHAT (5.30~)

I. HAREE
1) PikE - ¥ - Ny b9 —2 , #iREdE, 77U 7Rl O % BEEIC B9 2 5 -

AABEOERL 28 ETH EAE EF)VIZBWT, PR IURRRHIIIC BT 5 Btk s
WEVHEAD, BYERIEZFEET S Eomes BPE T NIVN—HIMOFHICRENRBERZR T &
ZHER L, BUED THERBOGFMIC DWW T ZHED TS, REMEMREDN ORI TER BICHB T
SHlfatE B REICHTIMAD S LiF, KREREHWBEZEOHEEDOS EHikiks — X OMR
T THIREAEAZ. LEPIFERIE MS B T MR TREMNTEL TWS 5 FO—DE L THIR
WRZARICHEKEZ DS, YU R EAE ETI)VRMZED /.

2) NKT #iild BN 4 > RICBId 5% -

NKT g 2 B2 & 9 2 iG#E3E OCH O ERN T E GRS (&M R D First in Human gA%%)
THoNET—~ 2L, & b NKT fiEHEEA o fEfRED 7O F—2 24 L
T, HOREMREOMBNCDBN S 0EEMAZF LG THL2EML . BENRGS (STEP2)
KOWTEH, IBXVTAF— b 7HNOEEZETL, 72— X 2ilBRICIEHT 57D
RIESIR « REMERBRZSE 7T U, BRERBKZTHIAL 7 Crohn HEHE MR D OCH 7 £ — X 1k
BICERER EOZRETo .

3) MSJKHEEL exosome 5 miRNA I[ZB9 S H%E :
PR T DAL Z B R & OHRFAMFRICEK D, MSEHMFEX D exosome Z7EEL T, ZD
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B A9 % miRNA OERNFENZEDZ (KHG). TOMR, FED miRNA OZLA MS HBHIT
BT 2 HETE T AR Bt 2 5 M TE .
4) NMO D5R¥EAIFERERETF & iRBERSEICB T 2058 :

Wi le fiE PR & LR U THAIEE R (neuromyelitis optica; NMO) D FERERE)FICBI T 5 RyE A
R 2D, BEFDOHLIL-6 ZAHHIAEDN NMO ICHEENEZRIET 22 IRE L (PNAS108:
3701-3706, 2011), ZRMEMLIEL > ¥ —DIEBHO—BREL T, HiIL-6 ZEEHUAD NMO HEGH]
AT AR HE T SEKIIFEZ B L T, BHC 1 5 FlI DWW Thek 5 OIS Z R
&, FIREEIC K > T NMOSD O FRENFWICMR S NAZ T TR, MRRPEIIEO BT 52 &
BHALUZ. RN —h— 0Kz #ED, NMO OGN > T Eky rRBOZEL, &
EHHMREONRENR OGNS ZEZW5NIL .

5) MS HHAEHIC AT 232W - BiBliGRpR

A2 =702 BIRRIELBRNMSIEHDEL ST, TTIAITIARBHEML TWSZ E2H5
MU, ZORRICHEDE, MSIZBWTH IL-6 ZREHEO A ZBREET 5 HIKDITE 2 i
LTW5. ERIICIE MS O BUNZKIEREZ Fe /=945, MRIE{HTREICZ U WEMOR#Z F
LD, TOREBREORHMEE LD,

6) MS OIENE EBNMIE - HILE R 5%

MS BEGNEEMEHEOEHOREZ R TIICDTHSMNC L& (PLOS ONE 2015). MS T
WP OMIEA SRR (dysbiosis) BRI >TWB T &, MS THA L TWABRNME D% < A
ZBABMY T A cluster IV EIVXa lZBLUTWBZ EZHEMNILE. TNE QRO
BRI OPEEZ A U THISEME T M Z2EE 52 M5, MSHEE OBEAHEN X /= (PLoS
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YR THEM LIS, AT MS AEHETHML TW5—KHEL T, REBROEKILREICK
5 regulatory IEL OZEFNED S AHEEZIICH TORLAEKRRETHS. YT A IEL OMFENSE
FEOVOMANERL, Batzikke L= (M, #7D.

7) NR4A2 537D FREVERLIEREE & —KAETTH MS WIS -

BRL4BFA—T 7 VEBENZEKRTDHS NRAA2 B, RIEWY A1 AL VEEOREZR DG T T
H5Z L (Doi et al. Proc Natl Acad Sci USA 105: 8381-8386, 2008), NR4A2 A EAE DfiiN
2 Th17 fiIC BN TRENICHB TG R T TH O, NR4A2 ZHET 5 siRNA & EAE O
I7x 77— MU TENDBRBEDRZRTIEEZHSNU A, T MK NR4A2 RIER
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AAERIRSFIADIR BBl & BEMRAIBIZFITTE [HRIL/KSR OB BLPE Lk i D fiF i |
B IUE (WFFEARE)

HAE R BLE R AT FE i B & BHRBIE (O [HILKFHRRUBINT 7 1 RICX S TRPAL1 F¥
FIVIE LR ORI ARl (WFFEARER)

HA AR B RHADF SRR A B & BT B) [BEA S 72 5 3 HHE MR RN miRNA O i 53
B QBN EROMY]] mi.z @FFERER)
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1 2. BEin BB EVR

MRABDOHE

BETREBBEIATE, ETVBMZHWAEHI A FOT + —OWEHATHSNZHRZ H
J¢ & U T Duchenne |ffii 2 h 07 ¢ — (DMD) %13 U % &9 % G MR B OGN HREED
MIZHIEL TV, 7UF VA - EBNT Y IIBRBREMWELIYZY Y « AF Y TIKOVTRE,
HABRKR At E DMD I T BTV > 53 AF» TIHEEEE (NS-065/NCNP-01) DIL[HFHFEZ
HED TE AN, Rk 25 AEE M S & 2 & — ke TEAI 85 & U THIRG U 722 RN ER R EG RAk 5% (26
EHRT, 27 4F 3 AR T, AELREZA~ (Komaki and Saito et al., FHiH).
ZOREEZITTEHNIZBWTIY, NS-065/NCNP-01 [F)E4E 57 1# & 0 bR BARE HEORE
Z20F, V284 1 ANGHE 1/ THEKERZ HAFENRGL TW5. —J, KRETIE, HA
PEEDWN 724 TH S NS Pharma, Inc. 2%, [FFED Fast track, & Orphan drug fiEZ2 o= &
U TPFRE 28 4F 3 A K U KETHE THEIKRBZHEL TH5.

e, HBNBMREL THEEBHBSIOOLHTOMREHRL ZRIEROY > F 22 ABEO
PIJER iPS Mifa/s &, KNI AN SRS MBI N TNS, HEERERKRY, RERT
R, IWRRZRFEREDHEHEICKD, ZBORFEREEZHARCRTANZ. 100 &R
HTEd 52 3 ADEMRAEALLOEREDOHEMRDOETGEZIT> 2. NUE 6 KFAOE LR
2 Teiva Beylier & 2 WA, 2 23— 7 K%® Urs T. Ruegg Bi%% 5 WHIPFFERITZIT AN
FWFsE 2 D=2 i3, EHEER SR E LU TORE T REBBRATORMZRIEZL THD.
AEEOYPFEIRICH T MR TIIATFDO LBV TH 5.

(5 K RHEfM— )

(% B)  AMERE, SRk T, HAREIN

WF £ B 58 B HIXED ANH

& B ot & B AJrERT, BARA, BOBEF, RIE, RES -, BHEE,
BEEAMIT, WIEAC, DMFIER, MEME, AKHEHEH, g W
AEN

Ghi Mo H)  Urs T. Ruegg (28.4.26 ~ 5.30)

7%

GE B o & B AR KHEEKT, SRk

B wrEAB wuwE HHEHY BELRK BWXR T, Janek Hyzewicz (~
28.5.31), Wikdic (28.11.1 ~)

(B EwrsEaiBi B) BT, MTHXET

Gh Sk BF 58 B)  MEOEE, FRE-B, gUEL, WFEYE, SmEAE (28.6.28 ~),
FEM 2R (29.1.11 ~)

Ok wF 58 &l B B)  BIPAK, EUEN (28.10.25 ~)

(B —wseaighse) IR T, &8T1

BB FEBHPF WKLY, WBERET, BARSE

(WF 7 ) RS Z, ARA—, WHOZA, SHIHET, AR ks,
LK, SEET, SMme, FMEs, Mook, HILYE, Teiva
Beylier ( ~ 28.6.10), Janek Hyzewicz (28.9.13 ~), fHiEW¥t (H
A2EMRFARE T R) (~ 28.10.31), #HBE & (~ 28.10.31) (BX



F, WEeE), PMER: (28.7.4 ~ 8.7), JBWEEE (28.7.4 ~ 8.7), ik
Efk (28.7.4 ~ 8.26) (AL, WFFEHEE)

I. HRIFBDREHAEREN
BEEEHRE - FRBICHT HAREDORRE
(1) IV - AF v Tk

FEEWEFERR -

HAZEESWE, 7V - A%y TIERIE TR - ERREEMFRERZ, Sntkahitriz
MBI T Bk AE LT, COORF72 B D ALS 3 X OVhiiSHMIBARI G HE 2 MR, R HBIRE
DFINE DI H U WERERRREO T REMEZJE L U, BRAIN GEICHEE N, FEEH: Ha# SO
X7 (BRAIN. 23 February 2017). £/, AMEDMS [FTalzyXMHEIA MO T ¢ —
CHTBHMANRTF MR OFEFRBZHBL ZREHR] TOVWTHRERZZT 7~
(17ek0109239h0001, JUI[H] 2017-2019 4F). AW, Fv I AT+ — FK% Wood BiZH & D
R E LU TEBEINDIRIAATH 5.

FI VAL =2 a FIVIFERRR

HAR SRR 2 fh & LRI B SE D O F B ER B3R 5 (NS-065/NCNP-01) 1, PRk 27 4F 3 HIT5%
LELZYV Y53 A%y THEEOEM I EHEBORRZZITT, FHE 10 HIEETHBE O KEEKT
BEREHEOKG 6 MHO - DIBEINTVWS. HAFE B 1, Frk 28 4F 1 HICEHMNGE
I/ THEERRBZHEL, PR 28 EERIC 14 HANOBEEPIAL /2. X 5IFRK 28 4E 3 HIC
KIS TAHEG RS & PG U 7=,

(2) E b induced Pluripotent Stem (iPS) #lij{lZ 1% H U 7= B2k B3 & AlZEpEse

AMED fAERBEBWE SR Y b T—2 7055 LAOBFEE T MGC WFFEBEIC B i S 117z iPS il
TR EBH LU TIPS Milah 5358 L 8%l Z2 DMD ICBHIT 2 Ml RiE#EOBREZT> T 5.
K72 WRE 24 SEED S IIBIRPETEHE I8, POMPETERE 5, PR L &5 L T AMED [%
Wite BN iPS Ml Z G U = B i R ERDEZE] (TR E L TS, #nHmEREOBENS
¥ ERR B iPS M Z BINL U, in vitro T® disease modeling & BIEEMREZTT> TW5S. EE=0E
WFFEEIZ, direct reprogramming & WD FIEIC K U A RE D 5 W B % 51 i BRI 22 = ™7 2 ke 205
D SHEETHEMZHIEL 72 (to et al., BeRaH).

(3) HTAPAT 4 —K JHHTAR) ZHWHHEDFSE
BEPERZ, B TR BRI O FER (Sci Rep. 2013) 23 5ITHESE, Y
ARMIFICBIBFATAR D F U MTHHEOH LN AT —h— L5tz @i LA
(Kuraoka et al., Am J Pathol. 186: 1302-1312, 2016).

(4) KAMEBIOT A b7 ¢ VRIBHICNT 55
Hyzewicz ff5t BII DMD €5 )V CThHh S mdx ITAZHWT, KATHES L —=> 713, K
BT B TRV F—ICHB X IR ICBEEL 25 DN BEO IV Z )Lzl U THB L X
JVERME®3Z E2W5MNICL, Free Radical Biology and Medicine gElZ3EE L, #HRMICHH
N FEEITER S RERICE OBREMRITL, Biz/28]3 target ZWISNICTH I ENTE
7= (Hyzewicz et al., Am J Pathol. 2017 May;187(5):1147-1161).
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(5) BULTWER T AZHWEMHT A O T 1+ —DjiiEfRbr

1.

SHEE, FERARESE, BETFXEERZHNTHAERHIA IO 7 —DETIVI I A%
EHL, BILWAIRZSS Z EMNTEL (Imamura et al., J Biochem. 2016; Tanihata et al., #4553
Hefigh). EEBEBRMEEATOH LERERIN—TOMNZEHET, EREESIE, 1 A-V2F
AT O b5 2 AT £ = 7% CRISPR/Cas9 ZHWHIZBHEBET NI ADENZED TN,

. HRIEH

WHFE ik B & A2 U T, EANTELTFDO X S 2ikBh 2D 7=
MUA MO D —HEICET SEM

(1) ERER - PR 2 — IR ICK DM M TDHS [PA+OT ¢ Y REETIVE)

MERBEULEHIA O T ¢ —OF L WERGERTE] ¥ GRHID 22 CHIBLEE L ()
R .

2 HPZAPOT 4 —BEBEIALERENGHERINTVS [HAHI A MO« —Hi&] OF 53 4

EREZICHIEL, BARE, EAEE, SmRMEANH Y A MO 7 ¢ —ICHT 2B OE#ED:E2 T —
R Z T 2.

(3) Fpk 28 4 7 HOMABGEAMDIEEO—BRE L TRKED TR Y Y —ZHAL , BARERSHLE

720 iPS Mgz MW 7= i B OB OBUR 2RIt U 7=.

@ FI3MGTA IO T ¢+ — i RS CERK 284E 7 H 2 H) Tk, BASEN YA MO 7 ¢ —

2.
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DEFDIE] 27 —IGHREL 2. T2, PHUEBEMAEXORFRZ2EBL, THER
EAMPRERN I NZ Mo 7.

HMEEMEORNBESLUVI TV FEEITEITS Reviewer & L TOER

GRS #E#Ht) PNAS, Molecular Therapy, American Journal of Pathology (AJP), Scientific Report
ZHbET %% < OEBE RO ERZ T .

(WFFREEHEA) FINTIX AMED-CREST OHFAERR HH), AN RESOFEERAZHED BA),
EIBXHICIE, 75 2 AENITEEERE (ANR) (RH - HAK), 75 AMTPA MO 7 ¢ —liha (AFM),
T UFPHLDOBHTA MO T ¢ —BlEEBHE DL (PPMD), Medical Research Council (BEE), ¥
SHBR—IVIIRIT R EDRMT 5V FOREZRZHD (HH).

(CEREE - ARREDOME) TR EBOWERY] « PR IERFE QI & 7 2 I AR 2 REL, X
HROY —F— LR EFHAEEZERL, MPIFREEOMIRAF LOLNRZHMEL T, AHGIF
VR 274E 1 H 9 HICHAMIYREFRE U, ERi 2848 H 5 HB XU 6 HITIIHPEFARE R
RRZEREVME BB OF, 3 2 MI*AiitEX%Z NCNP THfiEL, 330 HFEEDSME
ZIFTHRIIPICKR T L, FRBOA U N—DNZ0#MEZHY U 2. BIEHITKRERES 7l G 7%
FEDMIFED AU N—2EDMl, J. Neuromuscular Diseases & AJP @ Associate editor &
B,

. EFRERBIE

TREAT-NMD 73 5 TNZ Cooperative International Neuromuscular Research Group (CINRG) f
DZDHEMKD TRINDS EDEHEZ MBI L 2. F v Z AT+ — R K% Matthw Wood Bz EHAE R
BEUORHIER, ZVL—F7UF 233 IMEIB LD The Royal Society, UK i 5 HA—UK
CHEEFAERERSG L, mEOEEERNMILI N ZNERZIT T, Matthw Wood #i#%



ARHU, PR 2845 7 12 HNCNP THEEEIF—2 L 2. 61T, TI/V Y AFy T
EFPFFRO—BREL T, RKBERK¥ED HaiFang Yin % & AI)IVH)IV > K*¥ D Fazel Shabanpoor
MEAKkHL, ZRZN P28 4 H8HE 10 H 24 HNCNP THEEIF—2EELE. &
512, haU > ZAHWFEH El-Andaloussi 7 H D EEHA T dH % Joel Nordin 3, IEFBIZFED —BR
T4HSHICYUYMARZHMLE. FR27TETH2H~AHEINYTHI AHILT -2 ay
TEMHBEL I EE2ZTT, Ek28EEICIE, EXZ—)V-IU—-FaU—KEMNSELEED
Teiva Beylier MFFETBICMD > 2. £, HBHOBMEIECENW TR, HRAOY -5 —-ThHs
Thomas A. Rando B#% (Stanford University), Shahragim Tajbakhsh Z#% (Institut Pasteur),
Frederic Relaix Z(#% (Paris Est-Creteil University) MR H LU, ZNFNEEZIT- =2 ENVELE
Ins.

V. HiREE
1. FlT9
(1) W #

1) Maruyama R, Echigoya Y, Caluseriu O, Aoki Y, Takeda S, Yokota T: Systemic Delivery

of Morpholinos to Skip Multiple Exons in a Dog Model of Duchenne Muscular Dystrophy.
Methods Mol Biol.1565: 201-213, 2017

2) Vila MC, Rayavarapu S, Hogarth MW, Van der Meulen JH, Horn A, Defour A, Takeda S,
Brown KJ, Hathout Y, Nagaraju K, Jaiswal JK: Mitochondria mediate cell membrane repair
and contribute to Duchenne muscular dystrophy. Cell Death Differ. 24: 330-342, 2017

3) Matsuzaka Y, Tanihata J, Komaki H, Ishiyvama A, Oya Y, Riiegg U, Takeda S, Hashido K:

Characterization and Functional Analysis of Extracellular Vesicles and Muscle-Abundant
miRNAs (miR-1, miR-133a, and miR-206) in C2C12 Myocytes and mdx Mice. PLoS One.
11(12):e0167811, 2016

4) Suzuki H, Aoki Y, Kameyama T, Saito T, Masuda S, Tanihata J, Nagata T, Mayeda A,

Takeda S, Tsukahara T: Endogenous Multiple Exon Skipping and Back-Splicing at the
DMD Mutation Hotspot. Int J Mol Sci. 17: E1722, 2016
5) Takeuchi F, Komaki H, Nakamura H, Yonemoto N, Kashiwabara K, Kimura E, Takeda S:

Trends in steroid therapy for Duchenne muscular dystrophy in Japan. Muscle Nerve. 54:
673-680, 2016

6) Harris E, Bladen CL, Mayhew A, James M, Bettinson K, Moore U, Smith FE, Rufibach L,
Cnaan A, Bharucha-Goebel DX, Blamire AM, Bravver E, Carlier PG, Day JW, Diaz-Manera
J, Eagle M, Grieben U, Harms M, Jones KJ, Lochmiller H, Mendell JR, Mori-Yoshimura
M, Paradas C, Pegoraro E, Pestronk A, Salort-Campana E, Schreiber-Katz O, Semplicini C,
Spuler S', Stojkovic T, Straub V, Takeda S, Rocha CT, Walter MC, Bushby K ; Jain COS
Consortium: The Clinical Outcome Study for dysferlinopathy: An international multicenter
study. Neurol Genet. 2(4):e89, 2016

7) Uezumi A, Nakatani M, Ikemoto-Uezumi M, Yamamoto N, Morita M, Yamaguchi A,

Yamada H, Kasai T, Masuda S, Narita A, Miyagoe-Suzuki Y, Takeda S, Fukada S, Nishino I,

Tsuchida K: Cell-Surface Protein Profiling Identifies Distinctive Markers of Progenitor Cells
in Human Skeletal Muscle. Stem Cell Reports. 7: 263-278, 2016

119



8)

9)

10)

11)

12)

13)

Nakamura A, Fueki N, Shiba N, Motoki H, Miyazaki D, Nishizawa H, Echigoya Y, Yokota

T, Aoki Y, Takeda S : Deletion of exons 3-9 encompassing a mutational hot spot in the

DMD gene presents an asymptomatic phenotype, indicating a target region for multiexon
skipping therapy. J Hum Genet. 61: 663-667, 2016

Shimizu R, Ogata K, Tamaura A, Kimura E, Ohata M, Takeshita E, Nakamura H, Takeda S,
Komaki H: Clinical trial network for the promotion of clinical research for rare diseases in
Japan: muscular dystrophy clinical trial network. BMC Health Serv Res.16:241, 2016
Miskew Nichols B, Aoki Y, Kuraoka M, Lee JJ, Takeda S, Yokota T: Multi-exon Skipping

Using Cocktail Antisense Oligonucleotides in the Canine X-linked Muscular Dystrophy. J
Vis Exp. 24: 111, 2016

Ito N, Shimizu N, Tanaka H, Takeda S: Enhancement of satellite cell transplantation
efficiency by leukemia inhibitory factor. J Neuromuscul Dis. 3: 201-207, 2016

Shimbo M, Kudo T, Hamada M, Jeon H, Imamura Y, Asano K, Okada R, Tsunakawa Y,
Mizuno S, Yagami K, Ishikawa C, Li H, Shiga T, Ishida J, Hamada J, Murata K, Ishimaru
T, Hashimoto M, Fukamizu A, Yamane M, Ikawa M, Morita H, Shinohara M, Asahara H,
Akiyama T, Akiyama N, Sasanuma H, Yoshida N, Zhou R, Wang YY, Ito T, Kokubu Y,
Noguchi TA, Ishimine H, Kurisaki A, Shiba D, Mizuno H, Shirakawa M, Ito N, Takeda
S, Takahashi S: Ground-based assessment of JAXA mouse habitat cage unit by mouse
phenotypic studies. Exp Anim. 65: 175-87, 2016

Kimura K, Morita H, Daimon M, Horio M, Kawata T, Nakao T, Hirokawa M, Kitao
R, Watanabe D, Komori T, Nagata T, Takeda S, Komaki H, Segawa K, Nakajima T,

Takenaka K, Komuro I: Utility of Cystatin C for Estimating Glomerular Filtration Rate in

Patients With Muscular Dystrophy. Int Heart J. 57: 386-8, 2016

(2) % &

1)

AW , stHf— : Duchenne ®ffiz A b7+ —& 27V - AF v TiH¥. EBMICHD
< Mt RO AR RS 3 4 B WtE WM, ROHEE, AR, dE®, I,
BHEZ, RS AT o HIVE 22—k, #E, pp688-694, 2016

(3) #& &

120

1)

2)

3)

4)

5)

AW — : BEE ~HARRDESEMECSESTINTI AL 7 b~ CLINICAL
-CALCIUM, FHEMNMFRO R, 87 A Muk ilfh—, 27: 7-8, 2017

RHEf—: bRV =T aFIb- AT Ve Y — 0BT BRI EERBEOEEE. WK,
44, 695-700, 2017

GHigri L, munrg, SUHM— @ SR OXBIRGEN. EBEERIY D A RBIERA Y 5 —
R, 169-176, 2016

%Y, SAK Y, REfh—: P2 07« —OEE FHEE MREEEEORAR. /D
WARE $EPEeE, 48: 12, 1910-1914, 2016

BRIEKR, HAEE, REMf—: FadzXMFE A IQ T —ICHTHIIII I AFy TS
W —AIEEZERZHEE DB T + U JEBOMIEICINT T, EREYE, Lk, Hnt,
34: 19, 3151-3158, 2016




6)

7)

8)

9)

10)

11)

12)

13)

14)

15)

i, iE— YA a7 ¢ —IREEICBIT B MK Ca2 +BhEE. CLINICAL CALCIUM,
26: 27(1677)-33(1683), 2016

Tanihata J, Takeda S: Changes in cytosolic Ca** dynamics in the sarcoplasmic reticulum

associated with the pathology of Duchenne muscular dystrophy. JPFSM. 5: 309-312, 2016
FA S, HMH— : Duchenne ®ffiz A b0 7 4 —IZHTEHLIY V51 BLU53 AFy T
EHFREOBUR. BEHE2DHPH, 259: 5-10, 2016

BEPEF, REM - HOA 0T ¢+ —HBICBIT DT AT AR F L OEE. ERORIE, 65: 5,
496-497, 2016

Nitahara-Kasahara Y, Takeda S, Okada T : Inflammatory predisposition predicts disease

phenotypes in muscular dystrophy. Inflammation and Regeneration. 36: 14, 2016

Miyatake S, Shimizu-Motohashi Y, Takeda S, Aoki Y: Anti-inflammatory drugs for

Duchenne muscular dystrophy: focus on skeletal muscle-releasing factors. Drug Des Devel
Ther. 10: 2745-2758, 2016

Kuraoka M, Takeda S: Serum osteopontin as a novel biomarker for muscle regeneration in

Duchenne muscular dystrophy. Atlas of Science. July 1, 2016
Shimizu-Motohashi Y, Miyatake S, Komaki H, Takeda S, Aoki Y: Recent advances in

innovative therapeutic approaches for Duchenne muscular dystrophy: from discovery to
clinical trials. Am J Transl Res. 8: 2471-2489, 2016

prigri i, fKHM—: ARZHINVZA VA EERBEX - HiFEfH. A/ N0Fnd—hs A
HIATF N, BHE2DHPH, 257: 979-984, 2016

AW ¢ BHO—_2—OY AL LT ¢ AP Matthew JA Wood. Clinical Neuroscience Hiiii},

thhE2#¢k, 34: 7, 2016

2. FEHERK
(1) Fehlaii « ORI I A

1)

2)

3)

4)

5)

6)

7)

Takeda S: Molecular mechanism of muscle atrophy in sarcopenia. 12th International
Symposium of Geriatrics and Gerontology Theme: Frailty and dementia ~ From its
pathogenesis to prevention and treatment ~ , Aichi, 3.4, 2017

KEM— DA PO T ¢ — IS DRI Z Wi 72 IR i HRg.  SERk 28 4R35 19
MEa—< YA ZARGHRT —2 P ay TRBREEMEORNBINESEROES, i,
12.13, 2016

SUHP— R BICH T 2R OBIR B, 2016 FEHIASMHRIES DRI Y
L, B, 12.3, 2016

Takeda S : Plenary lecture : The molecular mechanisms of muscle atrophy in sarcopenia.
The 4th Academic Congress of the Korean Society of Neuromuscular Disorders, Seoul,
Korea, 11.26, 2016

Takeda S: On-going exon 53 skipping clinical trial for Duchenne Muscular Dystrophy.
Annual Congress on Rare Diseases and Orphan Drugs, Chicago, USA, 10.26, 2016
S — - S A S BRI T 2RO, #3H JICRN—Y v 7 Ug—F
HPTy7 VPR, HE, 10.14, 2016

RHEMP— A MO T £ —D4% k&, Molecular Cardiovascular Conference II, ¥5L, 9.3,

121



8)

9)

10)

11)

12)

13)

14)

15)

16)

2016

D L, fEKER], WP, S — R R O A — P O R BT I D 72 B 5 i
AR ORSE. 3 2 MIOAGARHINES, WA, 8.6, 2016

M HFRE 2D I THN —EBGE, ETNVEY, BRNOBIELIIR— %2 HH
AWt mER, Hal, 8.6, 2016

Takeda S : The molecular mechanisms of skeletal muscle hypertrophy and atrophy -nNOS
is a physiological regulator of muscle mass-. The 34th Annual Meeting of the Japanese
Society for Bone and Mineral Research (JSBMR2016) & The 3rd Asia-Pacific Bone &
Mineral Research Meeting (3rd APBMR) ,Osaka, 7.20, 2016

Takeda S: Updated Treatment of Duchenne Muscular Dystrophy. 15th Asian and Oceanian
Myology Center (AOMC) Annual Scientific Meeting 2016, Hsinchu Taiwan, 5.28, 2016
R — i 22 hi & LR O 2y 7 BRS ORI IR T, 58 89 I H AR A A hke 2, Bk,
5.15, 2016

EA W : Ibvv—bﬁ%%%wﬁﬁéEﬁbkﬁﬁﬁﬁﬁﬁﬁﬂﬁéﬁﬁﬁﬁ%.%SE
HA RNAi {585 « 4 3 MIH ARV MY, JRE, 9.2, 2016
ﬁ**m:mmmeﬂﬁyxbn74—KﬁT%RNA%%%%%@@%&%%.%2EH$
fint AR, WA, 8.6, 2016

Aoki Y: C9orf72-Rab mediates defective vesicle trafficking in C9ALS/FTD and rescue by
antisense intervention. 57" Annual Meeting of the Japanese Society of Neurology, Kobe,
5.20, 2016

i FH ¥ 2 : Duchenne }ffi A b0 7 ¢ — D@L TG, 56 2 BIHAMEREMES, HE,
8.6, 2016

(2) EF¥#R

122

1)

2)

3)

4)

5)

Westering van T.L.E, Johansson HJ, Coenen-Stass AML, Tanihata J, Yokota T, Lehtio

J, Andaloussi SE, Takeda S, Wood MJ, Roberts TC, Aoki Y : Age-related and mutation-
independent proteomic changes in dystrophic mouse muscle. The 10th UK Neuromuscular
Translational Research Conference, London, UK, 3.22-23, 2017

Takeuchi F, Komaki H, Rodger S, Kirschner J, Kimura E, Takeda S, Gramsch K, Vry

J, Bushby K, Lochmuller H, Wada K, Nakamura H: A comparative study of care and
support for young boys with Duchenne muscular dystrophy between Japan and European
countries: implications of early diagnosis. 21st International Congress of the World Muscle
Society, Granada, Spain, 10.5, 2016

Kimura E, Mori-Yoshimura M, Mitsuhashi S, Takeuchi F, Nakamura H, Komaki H, Nishino

I, Kawai M, Takeda S: Current status of dystrophinopathy national registry in Japan. 21st
International Congress of the World Muscle Society, Granada, Spain, 10.5, 2016

Hyzewicz J, Tanihata J, Kuraoka M, Kasahara Y, Takeda S: Low intensity training

increases the infiltration of immune cells in skeletal muscle of mdx mice. 45th European
Muscle Conference, Montpellier, France, 9.5, 2016

Kuraoka M, Kimura E, Nagata T, Okada T, Aoki Y, Tachimori H, Yonemoto N, Imamura M,

Takeda S: Serum osteopontin in dystrophic dogs is elevated during muscled regeneration.



6)

7)

8)

9)

10)

11)

12)

13)

14)

45th European Muscle Conference, Montpellier, France, 9.5, 2016
Narita A, Masuda S, Wakamatsu T, Suzuki M, Fukada S, Uezumi A, Takeda S, Miyagoe-

Suzuki Y: Characterization of skeletal myogenic cells derived from human iPS cells.
International Society for Stem Cell Research Annual meeting (ISSCR2016), San Francisco,
USA, 6.23, 2016

Tanihata J, Nagata T, Ito N, Saito T, Nakamura A, Minamisawa S, Aoki Y, Takeda

S: Cytosolic Ca2+ dynamics through the SR is associated with pathology of muscular
dystrophy. Molecular Mechanisms Modulating Skeletal Muscle, Development and
Homeostasis in Health and Disease Society for Muscle Biology Frontiers in Myogenesis,
Pacific Grove, USA , 6.7, 2016

Miyagoe-Suzuki Y, Narita A, Masuda S, Takemura F, Nishiyama T, Ito N, Takeda S:

Derivation of myogenic cells from human induced pluripotent stem (iPS) cells using a
stirred bioreactor. Molecular Mechanisms Modulating Skeletal Muscle, Development and
Homeostasis in Health and Disease Society for Muscle Biology Frontiers in Myogenesis,
Pacific Grove, USA , 6.7, 2016

Takeuchi F, Nakamura H, Yonemoto N, Komaki H, Nishino I, Takeda S, Nonaka I: AOMC
Survey on Steroid Therapy for Duchenne Muscular Dystrophy (DMD). 15th Asian and
Oceanian Myology Center (AOMC) Annual Scientific Meeting 2016, Hsinchu Taiwan, 5.27,
2016

Kimura E, Nakamura H, Mitsuhashi S, Mori-Yoshimura M, Takahashi M, Takeuchi F, Wu

S, Matsumura T, Komaki H, Nishino I, Kawai M, Takeda S: Current Status of Remudy,
National Neuromuscular Patient Registries in Japan. 15th Asian and Oceanian Myology
Center (AOMC) Annual Scientific Meeting 2016, Hsinchu Taiwan, 5.27, 2016

Aoki Y, Manzano R, Takeda S, Talbot K, Wood M: Development of LNA Gapmer
Oligonucleotide Based Therapy for FTD/ ALS Caused by the C9orf72 Repeat Expansion.
American society of gene & cell therapy 19th Annual meeting, Washington DC, USA, 5.7,
2016

Hayashita-Kinoh H, Okada H, Nitahara-Kasahara Y, Chiyo T, Imagawa K, Tachibana K,

Takeda S, Okada T: Improved Transduction of Canine X-Linked Muscular Dystrophy with

rAAV9-Microdystrophin by Introducing Immune Tolerance. American society of gene &
cell therapy 19th Annual meeting, Washington DC, USA, 5.5, 2016

Okada H, Ishibashi H, Masuda C, Hayashita-Kinoh H, Chiyo T, Nitahara-Kasahara Y,
Endo-Takahashi Y, Kato K, Negishi Y, Takeda S, Okada T: Transient Ultrasound-Mediated

Microbubble-Assisted Modulation of Blood-Brain Interface in Adult Common Marmoset to
Improve rAAV-Mediated Brain Transduction. American society of gene & cell therapy 19th
Annual meeting, Washington DC, USA, 5.5, 2016

Kosho T, Tsumita N, Masuda C, Yoshizawa T, Yue F, Nitahara-Kasahara Y, Mizumoto

S, Hirose T, Uehara M, Miyake N, Matsumoto K, Aoki Y, Yamada S, Takehana K,
Nakayama J, Nomura Y, Fukushima Y, Watanabe A, Hatamochi A, Sasaki K, Okada T:
Pathophysiological investigation of Ehlers-Danlos syndrome caused by CHST14/D4ST1

deficiency using iPS cells and knockout mice. The 13th International Congress of Human

123



15)

16)

17)

Genetics, Kyoto, Japan, 4.6, 2016
Nitahara-Kasahara Y, Hayashita-Kinoh H, Tsumita N, Masuda C, Okada H, Takeda S,

Okada T: Exacerbation in the IL-10 deficient dystrophic mice and an anti-inflammatory
strategy with mesenchymal stromal cells. The 13th International Congress of Human
Genetics, Kyoto, Japan, 4.6, 2016

Hayashita-Kinoh H, Nitahara-Kasahara Y, Okada H, Imagawa K, Tachibana K, Takeda

S, Okada T: Improved transduction of canine X-linked muscular dystrophy with rAAV9-
microdystrophin by MSCs pre-treatment. The 13th International Congress of Human
Genetics, Kyoto, Japan, 4.6, 2016

Yoshizawa T, Mizumoto S, Nakayama J, Hirose T, Takehana K, Yue F, Tsumita N,

Masuda C, Nitahara-Kasahara Y, Takahashi Y, Takeda S, Okada T, Matsumoto K, Kosho T:

Placental phenotypes of Chst14 -/-fetal mice: a model for vascular manifestations in Ehlers-
Danlos syndrome caused by CHST14/D4ST1 deficiency. The 13th International Congress

of Human Genetics, Kyoto, Japan, 4.4, 2016

(3) —R*¥=

124

1)

2)

3)

4)

5)

6)

7)

8)

9)

MR, wumE, A& R, Ry, RER— T2z U XMHIA o714 —
ETINIT AT HHIL-6 ZARGUADORNEEGICX 28R, W 94 MIHAERERRE,
kR, 3.30, 2017

BAKT, WHE, BT, TR%ETY, H#—: & iPS M@/ 5 Sphere KX > Tl
SN D E RS S SR D ks 0 PR REICBY 9 BT . 5 16 MIH AR AR ERRS, i, 3.8,
2017

SR CCHE) #1, gREF S GE) RX B, WMETY, &8 bR A7,
ANgE, i, SKHEM—, RMBEMNE: EEESRRRE WA D A a7 o —icdd SRllEGEE.
16 MIHAREREEERESR, IR, 3.8, 2017

WHEE, RHBTY, MHET, phEE, S, BAKT : bk iPS HISR OB Rk
MO EMHUEIC K HFEDRA. 8 39 BIHALS TAYERFS, Bk, 12.2, 2016
bz, OiEriE, SKHEM—, JEREE BRSO EZER U 2 DI miRNA BT © i
RUATHRININZEFHB miRNA 28 c2C12 filgd kK < o Z PR ERIIIC 5 X 5 i 5Lk
AR, 39 MHAN FAEMYPRER, Bk, 12.1, 2016

Mooy, RNERE, AhrE, SEE, RHEMp—, HEIES  RNA S 2N T H Sipa 3F
BHRERICHATH 2B EHEETORRZHET 5. 839 MIHAD FAVERFER, Bk,
12.1, 2016

SBEET B4 WMEHTW, BT KAS IR (R iR T, JE EE R, SRR,
g, AHMP—, SRR, MEHME @ (8L - RAY—) FIVR Y U 4-0- B ILIEBEE
H -1 RIBICH DK T—FAF L O EBEET IV U A DOERE X OIREMT. 5 89 nl HA
HiLER R, G, 9.26, 2016

i, SN — S 2 b0 7 ¢ —RBICHB 1T SN Ca™ BHEDRY] & Hi - inih L DB,
B 71 MHAKRNEZR RS, %&b, 9.23, 2016

BAGW, REM—: Fad O IMHGIA MO =T 57 > F 2 AKEREEMBHIED
k. 8 2 o] Neo Vitamin D Workshop “#ffifE 2, Hi{, 8.26, 2016




10)

11)

12)

13)

14)

15)

16)

17)

18)

19)

20)

21)

22)

b Y, ARRSeiR, EME, MEHTH], S e, M, HHSE AAVARS Y —%
/= PABPN1 EEEHEERERBUC X 57—y MRFEYHE D A o7« —EFIVOE
B2 MAAMFRFMES, B 8.5, 2016

SHGER, PR, SERZ, KB A Ma T —EF)VEY, NH-413 2T RUO
HRWICHT D WWPL & N E DR EBRED R, 3 2 MHAME A ER, HiL 8.5,
2016

BT, ARM, AHEH, HENE, EAGW, SCARAR, RAE®, SHER, SEfh—:
AXHPA AT —EFINVICBIBMEF AT AR F 2 - lifEY—h— & U TOWREED
fEm. 5% 2 MIHAM PR FNES, WA, 8.5, 2016

e, AHPEW, OUEENEEL, FEEL:, EAGW, PHEAL PR, Ruegg UT, sUHfh—:
Sarcolipin deletion ameliorates the dystrophic phenotype of mdx mic by increasing SERCA
activity. i 2 Pl H A2 REMES, WE, 8.5, 2016

MR, N A& HM— FhE 7, RBER - Anti -1 L-6R  antibody
attenuates muscular dystrophy via promoting muscle regeneration in dKO mice. # 2 [nlH
AfFRFMER, WE, 8.5, 2016

Aok, e, HFbmkdr, FESR, fHf—, BFAEK C Smpd3-/ x mdx YT AILE
F %1 20 RNAs OFHIIH X DIARERIIRIC B 2 BEREfbT. 35 2 M HAG AR
¥yl 8.5, 2016

PRHIGE T, W, A%, REfh—, BAKT : FglifigikzlnzE b iPs fis
5 OFRTE - BiSKAIIEOFE. 5 2 MHAMRRANES, HEL, 8.5, 2016

Ay, ®NERE, womiE, B, fHM—, KEIEB  RNA 55 2N 7 H Stoa 38
BIRERICLHATH 2BREBE L TORBRZHET 5. 30 2 MIHOAHARHNES, Hal, 8.5,
2016

Ishii A, Okada H, Hayashita-Kinoh H, Shin J-H, Okada T, Takeda S: Effective

microdystrophin expression in non-human primate muscle with AAV type8 vectors
under immune suppression. The 22nd Annual Meeting of Japan Society of Gene and Cell
Therapy (JSGCT2016), Tokyo, 7.29, 2016

AoKki Y, Manzano R, Takeda S, Obayashi N, Fukuda M, Talbot K, Wood M: Development
of LNA Gapmer oligonucleotide based therapy for FTD/ALS caused by the C9orf72
repeat expansion. The 22nd Annual Meeting of Japan Society of Gene and Cell Therapy
(JSGCT2016), Tokyo, 7.28, 2016

Hayashita-Kinoh H, Nitahara-Kasahara Y, Kuraoka M, Okada H, Imagawa K, Tachibana
K, Takeda S, Okada T: Systemic administration of rAAV9-microdystrophin with MSCs pre-

treatment improves transgene expression and phenotype in CXMD;. The 22nd Annual
Meeting of Japan Society of Gene and Cell Therapy (JSGCT2016), Tokyo, 7.28, 2016
Nitahara-Kasahara Y, Kuraoka M, Hayashita-Kinoh H, Nakamura-Takahashi A, Masuda

C, Imagawa K, Tachibana K, Takeda S, Okada T: Cell therapeutic approach using dental

pulp stromal cells for Duchenne muscular dystrophy. The 22nd Annual Meeting of Japan
Society of Gene and Cell Therapy (JSGCT2016), Tokyo, 7.28, 2016

aipEF, ARM, AEPH, HEME, EAGW, CARAR, RAFES, SFERE, fEfh—:
i A b0 7 ¢ —RRBICHBT B MIEF AT AR F 2 Ot - i< — 1 —& U TORENED

125



$20E. 55 37 MIHAREE - AEEYS, HE, 6.17, 2016

23) il ¢ FEAm AMED $%8:  BBEEOAIINC T ZEEAEEEL VR DT A - BERIEY
DHD - HHEMEREBAOIEH - WRIVT 0 AN v T ay, HABKBERYS 8 2 bES, $HE,
11.17, 2016

24) BEIEK, Klip A, Bilan P, Pillon : C2C12 fii# I IC & O NFEB K71 CCL2 53l & 4y

UCHERZFESIT S, 537 MIHARIE - BAERYS, &6, 6.17, 2016

(4) Z0fib

1) womis, AHPIH, GHErEL, s, AR, IR, EAER, HM - HP AT ¢ —
B BT SN Ca2+ BEDRI & W7z I iaHiE DB, 05 5 BT EW AR S, WAL,
3.5, 2017

2) gWpEF, SEET, IAAR, ANHM, SRR, gL, sKEE— g - fmEEte
HZEHWEA BT A SO T ¢ —ET)VOMBBEREM 3 K O E & OBYdifRbr. 35 38 Il
ENLRG R - BRI AL > & — PR SCT BEE e R =, WL, 2.28, 2017

3) BliEX, HMilEE, MR, Eer, REMp—, SAEW  HINHEICKDZ AN Ty —
SRR IAAL 2R UEBINT Y ) BRI AR RO, 55 38 MIE NI RG M - whit
BEFFTEE > & — e F e FSEI R R R, AL, 2.28, 2017

4) AR Y, WHE, HOEN, RREBET, 7R Y, REM— b biPs #iiaE W2 #nTE
BRI 2 MRS RTGRIEOPIZE. 55 38 MIENT RSl « pIFREERENFSE & > & — PRI ZE
WoEi R =, HEl, 2.28, 2017

5) Phidd, AP, DU, miEks: PR, HIRE, EAEN, KHE - HCAROT ¢ —
WEBIC BT DN Ca2+ BHEORI & Wi 2/ OBITE. 55 38 MIEINLAS I - iR RIS
& — RS TR AR, HEL 2.28, 2017

6) BEAI, sEH{H— 55 3 Bl NCGM - NCNP S RI#E TR, 3, BN EHEERERWRA > ¥ — ., 15,
1.20, 2017

7) REM—HTA IO T ¢ —ICHTHREOMREEZHIEL T WA KPEEAREFH MR
BIF )V [EGRAOBIE], EK - phREEE > 4 —, Hal, 11.8, 2016

8) AFhEM, KLz, SRPEFE, TR, KEfh—: HPA o7+ —RCXMDjOaO=—
REEEBURIZONT. 11 NH T A b0 7« —BERIFRSR, Sk 10.29, 2016

9) BWAKY, BRHUKY, HMEP, MHEY, KEMp—:HPAr0T7 -T2 bZEEN
Bl E D MR REREEORTE. B MHEI R o7 o — RIS, Bk 10.29,
2016

10) HER, WilEE, b, FEer, REM -, HAEW : MK AR Ty —
BRI ITAAZHUETRIVT A Y BB RS FEBOMRY. HB11RHI A 07 ¢ —
HEEMFRZ, Ehk, 10.29, 2016

1) RN, BRKE, i, BEAmsr, BHEY, HASW, [HEM—, PREI : DMD
WG T del. 46 — 55 25 %KD DMD BH O iPS fld & 0 AE U =0 MMIIEIC % d 5 exon 45
skip IRWEICBIT A58, B 11 M A o7« —HEIES, =ik, 10.29, 2016

12) WAL, #birg, HF hmed v, JEEER, KEfp—, &AL D 25 I REMEEE Smpd3 #
BY 79259 ICK%5 mdx XU ZADHEBEEINROBGE. B 11 HGHT A b0 7« —BEE
74, HhE 10.29, 2016

126



13)

14)

15)

16)

17)

18)

19)

20)

21)

22)

23)

24)

25)

26)

27)

28)

29)

30)

31)

HASE W, REHM—: TV AFvEYY - BREZEOMEMBRORRESERDEL. B

INAZT 74 F 2 AFINVRE 3 ML I F — BREEORBEIALN? ], Hal, 10.26,
2016

B FANEIC ED X D ITHPIL 26 Buh | 5 31 ol HEEASEE - BAITES, RE, 9.7,

2016

SRR — AT BT SR AR RE O, BERREBIE Ry VO - T T

T L o FABHFEMEBIEE, Rk 28 4EE PD/PO I KB T Y VA, HEL, 7.27, 2016
AW, REM— A MO T ¢ —O#EE TIHELETE. BREKEE « REB RS,

ENLRE R « PR EREDESE & > & —REIEFE I R R A B K EBe A — T > F v DN R, i
WFCHISEL TAEBAMN? HIE, 8.8-9, 2016

B, BT, TTHAET, SAKTY, fHM— @ BEmE» SO iPS filld ORI & Bk
SHACHIR D EEE  ~HGEM R BN T 018 EHAERERAOIHZ HIFL T~, HRNHERH
2016 L7 F ¥ —& IRV 7 — [IHMOFRFADEGiIH], Hui, 7.16, 2016

RHEM— P A b7 ¢ — TN g B 18 MilarL Wk HPAra7 ¢« —
WG R - SR, g, 7.5, 2016

REH— : Tad sy XMHEOAPA T —CHTEZIIIY Y « AFy TIHEROEIKHFEIC

BITANAFTI—HN—DORE. HAPENAPFEEEYC FED v b, HiE, 74, 2016

U — : PFEBERSE AP0 70 YREBETIVEMEZEBELEH A IO T+ —DHL W

WL, —BRAMEAHAH A 07 ¢ —te %53 MIRE KR, HEl, 5.21, 2016
Burnett J, Hicks M, Takeda S: Reviewers, Oligonucleotide Therapeutics I, 15th Asian and
Oceanian Myology Center (AOMC) Annual Scientific Meeting 2016, 5.4, 2016

KR — pERRIC BT BT U F e U ABREEOHEOBIR L. ARSI,
Hg{, 4.20, 2016

BAKT RS CBRAEFEARAB A O ¢ —e 853 FIREKS, Wy, 5.21,
2016

Aoki Y ! Presentation2 Chairman, International Seminar on Dementia - Toward Further
Development of UK-Japan Dementia Research-, Tokyo, 2.21, 2017

HA S : Duchenne Bffii A 07 ¢ —ITH9 % RNA BRI O BUR L&, JEHREER
AR I —, H&, 2.17, 2017

BHAE : T2z VXM IA AT 4 —CHT DIV Y - AFy TIHIEHFEDOBUR &
w7 EIBREEREETE O 7 — SRR B SERMTE X — (BREBFSE R X I — INCGM e —
WrEPERE =), WA, 10.25, 2016

%7[( il © Introduction to Medical Science, Lecture 4, Current status of the exon-skipping
trials for Duchenne muscular dystrophy, FREH KFZBE T %#ibe  #£dis#E, 10.8, 2016
%* fiil ¢ Introduction to Medical Science, Lecture 3, Targeting RNA to treat neuromuscular
diseases, part II, ATHKZBE T4 0ibe  Hrpi#E, 10.8, 2016

HA T © Introduction to Medical Science, Lecture 2, Targeting RNA to treat neuromuscular
diseases, part I, JARHKZBE T2 0iBe ks, 10.1, 2016

HAE : Tadz XM A AT 4 — T 2T U F L ABREEMHEDRKA. K
FERTRE—ENCR - s > ¥ — B2 MIGRES ORI T L, BE, 9.20, 2016
HAI | NCNP IZBIF 2B LHAOBR. HiAbaT s —id2aTrV >y A%y 7

127



128

32)

33)
34)
35)

36)

37)
38)

1)

2)

3)

4)

5)

6)

7)

WEERTE, 3 12 PIRENAHNEIRIHEE 2 > —, Hat, 7.19, 2016

AT - FRRC AR R RS 2 W T s 2 U RBHT A a7 4 — TR V-
AFy TRHOFRICBIT D05 HABREMFHIEEEY C FED Y |, HE, 7.4, 2016
BRI ¢ BHOHREICONVT. FH13EHT A ba 7 ¢ — i RABHEE, HE, 7.2, 2016
BALW : BB RSEETEARAGH S Aha T o —e 8 53 M2 kE, HE, 5.21, 2016
BEAT : HEUE TRFEEERFBER SR, 4 ), INeERl MmO Bt mxR .
4.27, 2016

U YA O T ¢ —IREBICB T DN Ca2+ BHEDMI] & Filz /2R Opa%E. kR
DEW, HE, 12.17, 2016

BURTE BB, REMEAAABY A MO T o —1s 853 mIeE kS, WA, 5.21, 2016
L BRI EDLSITREL, KL, ZUTEMTI2ON? HREERERIKYS
TR A Rl A 7.4, 2016

. MRERR

BrakR, HEAEM, MeEX REM—: Fadz P XMHBETA AT —ICHTEHIIY
Yo A%y THHEEOEIKMRICET AN A —h —ORER. FHiNOkik~KBRzEH
WU T~ HABERI IR SRR B AR R 87 LIV — RS HALA S
2 (RETY VIVE—RBERMEDIZESY) 2016 EEARRERES, HEK, 2.10, 2017
FAS ], LN, AR, WMESR, PR, AN, SRR, ET = MR
3, FPHSERE, R BRI ERE R E VAT 2 2 U IRHIA IO T ¢ —
CHITBIIV Y« AFy THBEOEMLICHET IR (AT v T 1), FEHAOPE~HEKE
Mtz B U T~ HABERPIFBH AR MG TER B AR S8 7 LIVF — RIS A1k
WIRFE 7Y LIVF—RBEAEMIRSY) 2016 SEEGRMREBRE SR, B, 2.10, 2017
I AsR , BHM—, BFAIR : mdx 7 RICHBT B S S & PR AR R A D Smpd3
LT ORE. B - AREREDTTe > 7 — Tk 28 EFERE bl - iR BB FE R R B O
ZbO7 ¢ —aFPEE, B, 1.13, 2017

LR, B 7 ARBEICEEMHMI AR T4 =T U DI ZETIEDiRHA.
Rk 28 AEEERTHR K EIMPE e L A A - SERBEZESE 1 Il SRt - —, BB, 12.27, 2016
RHEf—, AMEFE, SEET, VAAR, KN M, BAER, MEEEL 0 EE - fEEE
HEHWEA XA a7 ¢ — )V ORI REEM B X O M6 & OBIERNT. ELR
- ARRERRITIE R O — Rl - BB E 28-6 [PA MO T« Y REET NI Z
ML UM A IO T+ —OF U WIEHRERSRE] GAEHFZEH b —) ERk 28 EEE P,
WA, 12.8, 2016

LA, BIRE, LA, W, A ER, G, KREpgkn], sHh—, LA
Y A O ¢ — W3O 7= 3 O R 5% o i 0 A M o 0 75 B 7 — R SR i BRI MRV K B i 1 &
KT 2 EFNOBREK —. ENHE - MRREEN > ¥ — Kt - sk B EPIsE R 28-6 [
Ab07 4 VREBETFINVEMEILBEEUAZHIA SO T ¢ —OHH L WEHELERSE] (BIEmTE#H:
R —) SERk 28 NI, B, 12.8, 2016

HE B, MAWE, fREEAh, LERS, AKX, itHfh— @ BBz s
& U =B A R E i OBI%E -DBA/2-mdx, Nrf2-mdx & WK - ESERR - phik s
WFget > & —k5ah - RSB AR 286 [PA MO T4 Y REBETNEMEREBLEL =




9)

10)

11)

12)

13)

14)

15)

MHTAPOT 4 —OF LU WIREIERIE] (BEMIEH © KHMp—) Rk 28 FREPERE, i,
12.8, 2016

R E, Smse, SEET, gRbEF, REsR, 505 Frm, REfh— @ DMD Zx
G 28 E TR O IR — AAV XU ¥ — % /= DMD B FiaW & R AHY
—. ESERG Al - PIREEIEEETE 2 > & — Kl - PR RIESEER 28-6 [DA RO T ¢ U RIFE
TNEMERBEUEGY A MO T ¢« —OF U WEEHEMSE] (BEMFRH © REfh—) Fpk 28
EEEPEREE, Hat, 12.8, 2016

Bk, WA, MOZES, BAKTY, KB B O 7 ¢ — gL ERIEANR
F 7= E RS ST PR RTE DB R — Rl G-CSF /AN Z A WAMT A b0 7 ¢ — B OB —. ESL
Rl - REESEEDESE & > & — Rl - PR IBIIERI SR 28-6 [P A b0 T« Y REETIVE
ZHBELEMIA RO T 1 —OH L WiREGERFE] (EEMFTEE « KEf—) Rk 28 (EREBE
Sk, HRi, 12.8, 2016

W], PR, EA, sHEM—, EHTE, MEHEB RS A -T2 I K SN
B RLERIE O FRIEBERE AT, ISR Rl - PR EERIESE & O & —hel - PR R EE P S B 28-6 [T
AbO7 4 VREETNVEMEEBEUAMGT A RO T+ —OF L WIREILEHIE] (EEHRH:
fUHp—) Rk 28 EEPEREE, HE, 12.7, 2016

AW, HEIE K, Mattthew JA Wood, Samir El-Andaloussi, FiH#EX, s(HM—: T
VY AFy THBEOMEN L2 HWE U Z, BT - O\ ORI A BT Ol

— Phosphorothioate inclusion in antisense oligonucleotides influences cellular uptake,

intracellular distribution and displays differential activity depending on RNA target —. [H
NERGRR - PIREERRIE TS > & — sl - SRR EREEH R # 28-6 [PA MO T ¢ Y RIETIVE)
MERBLELEHmIA AT ¢ —OFH LU WHEHHERTE] (BEMFFRE © lHb—) PRk 28 )
i, et 12.7, 2016

s —, Buare, AHPh, DU, sz, DAL ERE, SR A T ¢ —
JREIC BT AN Ca2+ BIEDMEW] & Bz ZsinBEORSE. ERLRA - pREREIsE > ¥ —
Kinh A p B e e B 28-6 [DA PO T Y RIAETNVEME B ELAEHBIA IO T 0 —
DF L WinEGERTE ] (EENFZEE © sl —) PRk 28 fFEEERE, WAL, 12.7, 2016
=], RN, —hPz, JF BSRE T, TR, SFHRMC, B, R B, MIER,
WA, KEMh—, B - SRIEISRISICHED Y VIRE S TROZEE. ENIRER - pf
RRERMITEE > & —hidh - A BIF B R % 28-6 [PA MO 7 ¢« Y REBETINVEM & L &
Uiy A ba7 ¢ —OF U WGRHERTE ] (B R —) FRk 28 PR, Hal,
12.7, 2016

Fhrlbith, AAEN, WENA, SMEK, NHEZ, SN, WP, sHE—, I f:
AEFFLUN—EBZH U EBHBEMD T T AN =X b & BRHBIRBERETERR 71T & 5 2D TPRhE.
FEISERpl - BEEPERERE TS & > & —Ki i - PIRERC B LRI SE % 28-6 [PA O T+ U REETIV
Bz RELEHPANOT + —OF LU WiaEGERRE] (BEPZEE © )Hfb—) Pk 28 4F
FEME R, WA 12.7, 2016

BPRER, Bk, s, JFE- E% mkdr, JFESR, {EHM—: mshoxnsyy —
L% U T2 B R0 52 microRNA 1T &K 2 i BB X OINsECREMEMICEH L i A b o
T 4 —HRBEE DA — Smpd3 /v 77T FRYUAZMWE mdx XU AICBT HREAND
B BENLR AR - pRRRERDT I 2 & — kil - AR IBIESER e 28-6 [PA RO T ¢ UK

129



130

16)

17)

18)

19)

20)

21)

22)

23)

24)

25)

-

BETNVEHMZIBELUABI A MO T« —OH L WIREEHRE] (BEHFEH © REfH—) F
Bk 28 AEFEBESYEE, WL, 12.7, 2016

e E, Mz, M, EM—: Hoikz S8 5 86 ERNA O B
—HMBLOERIT ZADEIV - 7Y —BKEEMH N 5 RS Nz miRNA O LSRRI
THWFE—. ELRE - pRRERTE R & — sl - phRE B SRR R 286 [PA MO T«
SRBETFINEME LB L UM A MO T ¢+ —OFH L WIEHEEBTR] (EEMFEE « RHMp—)
SRR 28 AEEEME SR, AL, 12.7, 2016

U — @ RS, HAERREBRRE Ry b -2 T ur I a REPIFEILE [HREBRRE
iPS Rl Z V6 I U 7= Wi A i R BRI 7] SERR 28 4EFEHLNGHEE 253, BUER ., 11.29, 2016
fHfh— : PIZORE. BN - AR Y — Kl - phikR BFIE B SE B TR %
FNCEED HRTIFE I & U TOMBHIRETF > a FIVL DA MY —DIEH & &I EE R
BADEMZHBLZWR] (EEVTEHE © AR H) FRk 28 FREH 1 FIPFAPESE, L,
11.24, 2016

T, s — 5 R SN iPS R Z TE F U 2= W B R R BRI TS, PR BRI LB R v
co—=rTarysn, BEEETOS S LAREEOZDOFHRHE, $HEl, 5.31, 2016
L — © HERPER R BIC T S MR RIE RO, BAERRERRE Ry v -2 T
OzF L N ENGEE, mAEERE OS5 AREED 2D OEERHSE, #Hit, 5.31,
2016

BiARK T+ b D LREVEBRAIIEN S OB - piBKAIR OFFE.  ENDR - iR R S Y —
Rl - piERCBIFSEBITE B, 27-7 [ ) DR Z Al W 2T T )VEIE T X 2 RS Rireid p 8
DWESRD] ] (EEFTEH © BYPERED) Rk 28 FREPESE, WAL 12.12, 2016

AHER BT AT 4 2T MU DRI AETIVEDMA | BIETREITRACBITHE
B WWP1 OFEBI &b, ENORE Rl iR 2 o & — kS pl - el BT S B 7 B 26-8 [
VA MO7T ¢ —BUIERE QIR N - WWERBRMITE] (EEMITEE - Y =) ERk 28 EEE
PEZE, Rl 12.5, 2016

THRHEE, IEARBER, SHEK, IhAEL, AWK, WiBEz, SAEY, BSmE AHPd,
BIRDCHE AL R EMA TEBEH VS H L WY A a7« —EEEOMYE — oA o7« —
DIEPEERITONT 12 2 - MRS A RSO —. ENRS - phREEEEITE R o & —ksah - plktR
BT 28-6 [PA MO 74 YRBETIVEHMZIEBRELAEB A IO T+ —OFH LV
POEBTE] (TR - RHM—) ok 28 PR, el 12.7, 2016

BIEEE: FBT7 ORI LAT Y —ZHBLU ZNEE - fEEICK2XIHmIA IO T —F
TV OB BEREREM. REREGHCBI T S5 M, Hat, 1.14, 2017

BIEEE: FBT I ML AT Y —ZHBL ENERE - fEECK2MXIHmIA IO T+ —F
TV OEBBEREREAG. TR ABHE R, ENDRR - SR 2 & — SRR 28 SEEER R - pl
RREBPFRBIR B O A b0 7« — GBI, $L, 1.13, 2017

&

MEFIEAS &

1)

2)

s —, AHPith, EHEE, KEEYE: 7O F AR (T2 253). WH:
103154245, 6.1, 2016, &5 : 1541024, 10.3, 2016, BJIVE Y : 54649, 7.11, 2016
REM—, AKHEPHS, BN, e .7 o F U ABE (2> 53). GIHE) : 7 XY h:




14/615,504, 3.10,2017

3) MHEME, SEM—, SHmE EAREERN T RO/ HE HA 6007463, 9.23,
2016

4) AHMp—, AHPH, ELEE, KEES: 7O FRABR (7Y 2 44, 45, 50, 51 BT

55). 7 AUJN 19512424, 12.6, 2016, HA : £FEX, 3.30, 2017

B

1) MEHME, SHEM—, Sk Bk ERN T RO TOREATE 7 AU 1 15/445157, 2.28,
2017

2) MHEFEE, SHM—, SR EARERN T RO ZO®ELE GIHIE) © BA : 2016-
165350, 8.26, 2016

3) AHf—, AHPH, JFEUNHEE, REESR: 7 OFROABE (7Y 2 44, 45, 50, 51 KT
55). ¥ AU :15/339,069, 10.31, 2016

4) RHfp—, AHPH, FHIDEE, BREER, REE: 7 Fe AR (T2 2 51).
AFHE 1 17101915.1, 2.22, 2017

5) iHfp—, HAGW, HAamEY, FHRE B 7>FRCABRE (Z7YV 2 45). B!
105130156, 6.1, 2016

6) NHfh—, OHEEFIE SR miniHROBE . HA @ R 2016-142839, 7.20, 2016

7) KHfp—, A6E BT A MO T o —EHl. HA @ R 2016-110232, 6.1, 2016

8) KHMp—, DHEME : TV AFVEVTZWRICTETY U F 2 AKE (45-55 R)VF T
2V AFw ). HA : K 2016-234626, 12.2, 2016

9) MHNME, MEHEI, St Eai, EILER, YR Y T O BEY 1V (AAV) v
TR UNZEOERE. HA : ¥ 2017-014377, 1.30, 2017

[ Dfil)

ZH

1) AT 58 21 I HASE S FIREs SR E

2) MNICH; ¢ 5 2 M H A ARl 2 Student's Awards B 5578

&

B ek
1) #HAEW : P A a7 —ihiRAPEE. JIHBEA T, 56, 6.17, 2016

TLVAYY—2R

1) #FHASGW, RHEH— : COORF72 BHHi D2k MR {LIE & BHE O Fi G R LRI D
BEMNDRE — 20 CTHERZE 9 5 BRAIN 250D 2017 4E 4 A B HHZ OB —. 3.1,
2017

. BREHOMREESKR

1) ENCREA - SRS & > & —Kifh - SRR BRI RR [P A b0 T« Y REETNVEM
ZHMELEMPALOT ¢ —OFH L WisHRERRE] (EEPRE KHff—) GrEprsEs
HA i)

131



132

2)

3)

4)

5)

6)

7)

8)

9)

10)

11)

12)

13)

14)

15)

16)

FEINERS ol - RRRSIRIESE o — RS fh - PR IBBERBIR R [ ) AGEBR Z W =E TV

BPEINIC & D RS riiit s R OB (HERE BARKT)

HABEREDF PSRRI e 8 ORISR - IR HEERF R F 2 [RIBBER S AT A OHEHIC

KBV VA I R=a vy Y7 OHESRICT 2058 @FRR&EH KM

fh—)

HAERDFFE P SEERE DT ZE 2 HOKIRSE - WBRHEERIR B2 [, MADRBOEEMMRIC

B2V ANAIR—2arxy NI BHOHEZHIRL 2REBBES AT L6 (BE

LIUZARY) O] FFnis RKHfh—)

HAB R FE BRI A . RIS - IWBHEEMI R E [Tz IMBHIA IO T 1+ —

T BHIZY Y 53 AFy THFBEEIC K 2 RINRRERR] (Wr7eikEH  Rmfh—) F

FomE  HAL)

HAERDFFEPI SR e E  HATERB AL AR [T o U XMHE A a7 ¢ —

KHNTEIIVY - AFy THEBEEOEKRABICET HINA I —h—OBR] WIRREH

REH—) @FFERHHE  EARSG )

HABERDTE PSR e 2 S R ML e 38 2 [RiBIRC SRS R IR B S B 2 L

EFadzVIRHIA AT 4 =TI A%y THEOFMIZET 50158 WF

FkEE RHMh—) GFRIME EAREIN)

HAE RSB SERS RS e B N o A B3 A I B i B R B [ iRm0 &

LZRTF RMMEIVT AV J Bl DDS i ORI ZpI%] WrFeikEH  MEme)

WgemniE REfh—) @RS HE  HEAR )

HA RSB I e g ORI - WBRHEEM R DRBEED AT L O RNEH

KHIDKHYA O T ¢ —OEMEERE, 26 CCERESRHBICET DIERIFEOHRNME] B

geoE  RHh—)

H A BB FE BB RE D S8 B IR DR B R y T — 2 T 0 s 5 4 [HRERRE iPS Mk

AL EME s RERZE] OripgpRE  Rmpih—) OEmRE ALK

HA RSB LB BE RS 7e B B R RBIN R Yy U —2 70y 5 AE BT MR [

BTSRRI T MRS MERIE OS] WRREE RKHfh—) WIRSEE BRKT)

HAEiiRBle  RlApfse BB RIAnrsedeaidha) SRR (O (SR - miskal

ROMT A 0T+ —HBENOIGH] FFRREE BAKT) s #E  Kpf—)

HA ikl PR BB FHRAFREMBIE) MIREHAY - & (75X A

AN Ty —ZHEER L, T OF R ABBROGMBNIRD AAGE] WIFRAEE &
i)

HA%MiRs  FApfe bR FE Remfsimibhe) BBmR © PR a7« —H

BIZH T HHMEN Ca2+ BIREDMW] & Wi 2R IGHEIE DTl WIRREE hrE) WFRsHE
REP—) @FFEHHE  HAG )

HA 2R e R sE (Remadupe) LB 8) [DMD T2y v

46-55 KRR iPS Ml Z WAL 7Y ¥ 45 ZFy THBOBGE ] WFFRREH  PHEDD W5

s sHh—)

EN R B ERI S > ¥ — R ERF R R B (R BRI T 2 FAERRICET 5058 (&

MpFgEH  sHEh—)



. AREDOHE

1 3. EFI)IVEBEFRMTER
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(WF 7% ) Sidikejiang Wupuer, FEMHE (~ 28.8.22), HHBHHL (29.2.14 ~)
I. ARFTES S UHARBN
1) MEEETIVI—Fty FOEHREN
M L, JERD 4 MIChiE L, FEERD 9.3% 245, £z, FWEER KSR EH#HAER
ZikBDICKYIBEERICREEZKRTIEDEL, Z0ZER, BEMNEBTIEEOHANKT, &
BeYR— b I2KEOEHZECIE, B NEOEDOBENPRFNLRER R E(H20AH
HBREN. INZRWS TEOBRLEOHRNDINTH O, UNEYFEON EAOHIFFEREWN.
UL, MEREDO—DTH LM, MOBEREREICHES, B XK 2 1RO kB &
NEMETDHY, BEDBZRTHD I ENS, PIREIRERER ERPEEORRIIEN L Tn5. BRI
FEEHTRD S NAEBENED, MAMATIAEINZRWERRA AR ESH D, AT
BEEFICXZHMNAHIRFINTVS. SHTIE, MIOEERY—Ttky MNCX5MBEZEET IV
ZHFEL TWS. AMEER, HBfTBIRHICH T 2 EE) & iiEE zidkkd 5 FIEOMIEICHKRI L. &
512, MEEZERLAEY—TRY MIZBWT, HEBNOMEHNMDAL, 20U T EAL
TWAZ EzERIUA . (31 @ HEH)

2) KUY I HETIVI—ELY FOfEH
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Rt 2iria> TEk. CTNETKHEHBENITES VAT —VRRBIT2 51 2 (CMV-PQ120) &, A
L8 G T RBETIENAREIR S 1 > (TET-PQ120) DT 7 I V¥ =N a6 TH O, Hi#H T
HDIERZRT ZENRWSNERSTVS. FRk 28 FIEIINEHEEN S5 &6 E, Fl1 HROERZ
HEEE LRz Rk L TE /.

CMV-PQ120 T, #EITHEDIERZRLEFADT 7 U ¥ —DEE T Z W, #5432k ACsD
BLOEBHANDEBRIC X O BEEELZT7720, BIEXT5HO FLEENMGSNTNVS. wWih
BEI AV I THH I ENHEREIN, GABEBETHRIMRCHEETHILEZYENTT
Ele. £k, ZTOO5 2HEBL T4 TABRTEHRMAZEL, 77U F—RTORIEMK &
FRD T ) 7 THMERTE 2. TET-PQ120 T, HARBICX D FLIEH 218> T&E k. B
16, EfFEE 1 EOEICR Y, SEEEEPIBEREY > TV e W EBIEE R TS, AR
TOEHBPHERTETNS., 20D, HRREICK S F1 i Z2kilT 5% T KD R pEN T HE
ThHHEEAONS. FRIIINSOF1EHMZEHNT, 17EEN - 1 XA—2 27 « BLENAF
R—HN—DERFZTRITETHS.

BRI, 77 —HIRETOMRZE DML, KREFZHIE [eNeuro] ITHEZ
N7, ¥ A1 BT [Transgenic monkey model of the polyglutamine diseases recapitulating

progressive neurological symptoms| (1% : ¥ I)

3) RUTNIIVHETIVIY—FLY bOP ENA T —h —BR&R

RUTNE I WL, WMELEZCAGUE—F2DBIETEATHILICEST, HIIPKTE
DA UEH 2 POICEENENIERTHS.  APREBTIE, ATy ZHEBZHN
TSCASHDOWEBLETFEATARUITINY I UHI—FRY FETIVEEHLTHBO, 5HO8 2
HREMAREL TVD. AEER, s 0BMZEENEERER SCA3 EFIVORIITHRIBEO
B D 7.

PRMNETTTH I EICKVECZEHRIIOK T ZBRINT 52012, ZNTNOMES — 213
i U228 SEB RN > Y —IC KD IEHREY —HiE THRNIGE B2 ML,
NTMATHE 1L MEETZ2F—T> 74—V RTO 5 B ORI X > THEIROHETTICHE S EBH D
ZLEMWINEHL TVW5. TNETITIIEL = 2 fETIE, BHEMRLICETFLTVWZE
DHEATEZTHBY, INSONETFHEERIZYTHoLEZEZTNS.

EEFO TCHEWMETIVIZEEALL, TolBD LS8 Z i il 5 BN FIENHEL I N
TWARNZ ENS, HEEIRH TG HOFMT 5178 T A Ny T U —HRES FFICED TN S.

SCA3 M TRFFIT/MMEZOBERN ORENMETH DI ENG, TNERKMT DITENAF
R—A—EUTHBOI—T 43— a ORBEEZRINTHFEZPLICERRZEDTHO, AHEE
MBS BOI—FT ¢ 32— a VHIiZ BRI RS, M EEEEZELTEZR—ERYy FOEE
ZRMAUAEBTROREZELZLE CORE2IT->TVI28MERERL ZETF X0 Wi
Ko THRELAEEZ S, T TIIIIEL 2 2 I TIXFIERSIICEIE N Y — > OUE R EENBIR S
NEZEDNS, ZOHRBIAHTHD EEA, LD OFHI G Z 5D 7=t 7251 & &
HTNS.

(12 2 7h)

4) FEEBNORE S tFUS 2 W72 Y)VIRGEE O L Bl & K i %
AWFFEIE, RS MR RS I (Transcranial Focused Ultrasound Stimulation) 12 & - T4
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BBB Ziliifi L 78\ 2 ENA SN TV S EEMz kB H- LU, tFUSICXK > TEMEMICH RIS
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T ORRIC tFUS 25 2% 2 &ICK > T, Lk Orietdle D S iHBEMAVEIL S h, HE)7k
EDITHNELT D L2l T 5. AEEIVFEETH D, EHEEDEMPYIVIZHIT S tFUS
B O#iR, £/~ v FTO proof of concept 2N U2 ENIEERRELE L THITOENS. (H
% B

5) BEEEBIOHIEICH T 2 HFHGROLE
E FOREEB OB - BN THMERAREBNEDOX S ITHBRL TW2H 0, JEREH 7
Bl & U THERZT TR, ARNREEZHHRPLUNEYF—2 a Y OANFICE>
THERANTHS. FHHRZ R 2R DONWTITEE 1 RIh > TR
RERPREINTE K, TN OREEBHEANDOANG A 2 A AR EEGEY] Eh THRNn.
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Za—O OBEENER, EHORMIZIHU TEILT 5 2 &2 RMERBEBITHT 205 B 6 Bt
U2, BSEE) Z Fisi L TSI, MsRERiisic w9 208095 —5 T, BIERE
FIBIZ X 2 ) Z 139 5 Z & 2 Journal of neuroscience IZTH#EGL7Z. IHICHHREFDT Y b
DOHHEZHNT, FHABCHT 2REMRIEEDD S, EITHEOIE EHiTHEOIRE 2T 5
FikZBJEL, Journal of neurophysiology ICTHE L7z, BIfE, BEHEEIPTOYIVIZBNTHH
BRI X T 5 RIS E 2l P TH O, 2O BHTHEOISENHEBI O ICIE U TELT
SETFNDOMN>TETNS. (Y 1 )

6) BEEGEBGIC FITA NI EHEARENIEZ & X S5 [T %2

b EEB) ORI BN T, KEBECE BB T 5 BFHIC F 179 5 8B ORI O HERE S HAR
A ORISR % OB OB B ERRETH . R4, YHI2FIEET
VEE LT, REHTE FOBMM S MG 8 £ A B = o — 0 IR 2 B KBk
DB ZREk L, & FTESAEBOBES, B2 kBN 2008z MNCTSEzH
HLTWS. ZNETIHZYIUD S AEFHEEANE ORI T b 5 A E KIS X O KIRE
B JGHEBNT O phikiie GRB)EREHRING) 16 8hZ& BRI L, KREMNERZ LR ED
HE)NY — 22 E0 T R R &, F2RBUCHIETY 5 2 DI BRERIC LB O O A1 BRE
UTHiiEBI 2 E 0 T RIMEE &S, BEREMZ s % R DB BB h 2 h A LI O i
BRTEENCEBRL TWAZ &, IHICMHIL, BHEOHENGS -2 — &0 S EEENRER O
HEHN BT LZ2WMENIUL TE . AEEF, IS5ITEENS ORI S -2 —IC
X 2155 N — OEREMMBHICRIICRE T 5, FEMIRIEIRARSHS FO—HEeEn
THRHETAZELZMENMIU L. REOBMNY — 13X 512, BRETHIHNRBIEEHTHHELD
ENTEHTLILELEHRAL, BASHD T — Ny 7 OBRICHARAENTNSZ EERLUTZ.
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7) ARHRREREHO N 2 O B3

S REENICEVIE 2 NS HRMEREH I, RADBRLUZEBVICHEZEHNT 2DITIERH
TIENTERVWERTHD. B, HIEBREEENEE 252105 2 & TRHEOLBMER EEBH
BMMETISZEPMHAENTNS. LALAEDRS, GEEEZHETSICH20, EIREEEN
ED XS ITHPRAFRICIVIA TN, BB OMHITBEG LU THENITDNTIIREW S
ZENTWARN., KRS, S OB, TS ORG M) 2Pkl FdiNiis
EIN5. LEA->T, ZODRGHROERZELFHFEZHNTERET Z ENTENG,
HBOXRICEDE TRV FINV BT SH ENREERD, HRYERTENS EAEB) O i R
9 RBIOBYNCDRNS. £ T, AMITIET v b DRG MICEEZEY NI EH T2
AAV NT 5 — W THRB S B/, DRG HIRIERHZMA 2 Z ETRENS QRS 7))V
ZHIEY 5 FEOMEZ HIEL Th 5.

CNETIT, ARHMREIC AAV AT Y —Z2EAT %I & T DRG MICEE THEADHRETH S C
&, R L 2 DRG Ml Z R 5 Z ETHIRAEE T2 C EAMATETHY, NEBEENT
HEEHWT, KRR EZ ABINICHBEITEZ S LZ2AWTETWS. 35, FMAENRED
R QMR DTS E) 2 PRICHB T2 Z EDNRETH 2 2 ENREITE TS, AEREZ,
AT OIRBUCH T BIBEDN T DEZPS T /28, DRG MO RERE L T RBEORG 2
frolz. iR, DRG MINICAT 2@ Fz8 s T RBID, MtiROEEZ5I &R 9 I AL,
YR AINVATEARICHET ZHBEZGED I ENTE 2. 4R8I, BRES T FIVOBRMICH S #EH)
DEFITDNT, NPT S Fii R FREBOEHZEASL Ty FOITHE{LZS EITHSNILT
WS PETDHS. (Y : #H)

8) —XKHMBREIIIE—F—HIONFIE—HEREZITM-oTNS

—KEBHFE, E—F—HNONFIE— GELMEIE—) 24K T 52 LIk TEETPIIES
B RITEHERIICE -S> TS EEZAGNS. LML, — KBS X KRR S OROMEA TN,
—REERBEHOERZ EO XS ITEKRT 2PUHERGERUIINE TR - 2. AT, —XK
BT B X OCAR RSN S ~RPREREFORBEZTI—FT 1« 277NV ITY XL EHW TR
TBHIET, —KEMHRET TORERRESUHED AN ALZHN. 2HOY NS, HRE
BRI BT 2 —KGEBHEF - —RISTHRTEY 2 & O0)A #iPH O S O B BTG B) (ECoG), ZB D
WA (ORG) Za—0O > OGS, 11 O LEHRN OGS, ik O 85 BE # EE2L Z FRFRC ek L
72. DRG Za— 0O GEMN 5 —RFMERZY high gamma FOEBH 23R L& 25, EHH
WO Z PHMT S ENTEED, HMBBHBRICASNAEHIHET S ENTE RN .
RiZ, DRG Za—OUEFHITMAT, KB D high gamma {E#HZZHTTFMETIVEZERL
LA, EHBHBRTORS) BHEET S ENTE . BIZ, —RIBMHEREEIE— KGEBY & FEkIC,
HERHICBNT, FRECZTHASMHEHOHREZAL T PLEORRIZX, —RIBTHEEY
EARMENS OWIEERRE T + — BNy 8 Z 2T 5012, EIC-XKEBHFHS5ROBZ 2 PHd
HZEMEIE—2ZT Mo TNE I EEZRBLTVS., 2O &, —JGERE NS OELEIE—
M, RIZKDTHAIER T+ — Ny V7 ESOUNHIGEEEZEAD5Z L2EKLTVWS. (1Y
A )
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9) Modulation of cutaneous and muscular cortical input during action execution and
observation.

This year saw a reorientation of the priorities of the project, with a change of focus from
spinal to cortical recordings. Previous work have already shown that cutaneous input
were “gated” (i.e. suppressed) during action execution, while muscular input at the spinal
level were facilitated. In addition, several human studies have shown evidence of cortical
proprioceptive processing during the observation of passive or active touch. In the present
project, we evaluate the modulation of sensory input from cutaneous and muscular nerve to
different subsections of the primary sensory cortex, while the monkey performs and observes
hand movements. We thus trained a macaque to expertly perform and action execution and
observation task while being head restrained, implanted him with a cortical recording chamber
and nerve cuff electrodes on several peripheral nerves, and started the experimental recordings.
The behavioral experimental session were preceded by an extensive mapping of the recording
chamber, in order to delineate the different subsections of the sensory cortex, as well as their
receptive fields (deep area 3a for muscular input from wrist extensors, and superficial area
1 and 3b for cutaneous input from the hand dorsum). In parallel to the daily experiment, I
performed the basic analysis and archiving of the data. Finally, I completed the publication of

a paper describing previously obtained results. (%4 : Confais)

10) Neural adaptation in response to change in the musculoskeletal system

In the last fiscal year (2016) we successfully continued our experiments in monkey 2 which
was trained in a wrist flexion-extension task using a manipulandum. After implanting EMG
electrodes in several muscles of the forearm and subsequent recordings of EMG control data
(fiscal year 2015) we successfully performed the tendon cross-union between flexor digitorum
superficialis (FDS) and extensor digitorum communis (EDC). The data were analysed and
prepared for presentation on several conferences and are currently prepared for publication in
a peer-reviewed journal. Since monkey 2 fully recovered from its first tendon cross-union we
decided to train the monkey in a second task, this time a precision grip task. The objective
here is to perform the same type of tendon cross-union between FDS and EDC but letting the
monkey perform in a more natural task. Concurrently a third monkey (monkey 3) was trained
in the same task. While we plan to perform a tendon cross-union in monkey 2, monkey 3 will
undergo a brachioradialis tendon transfer as it was the case in the very first monkey (monkey 1,
fiscal year 2015). Both monkeys (monkey 2 and 3) were successfully trained, EMG electrodes
implanted in forearm muscles and EMG control data recorded by the end of fiscal year 2016.
Currently (beginning of fiscal year 2017) the monkeys are prepared for their corresponding

tendon surgeries. (4 : Philipp)

1) fEEEBIF OIS B O HIEIBER © IMRT Z2 AW 7205
ZROBHABE T S EBEHEOHEX, M4 OMEBHOHFBAEL TEIAL TWL0N, £k
EXENDAOFIHR N A LDEET 20D, ZORERHNSED, EhEMHREL K IMRIEZ
fiizolz. 20 HORFERAB LI, BlEOA, AEUHOA, WiRICK D DXAKOERO 3 fiz
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ZHENTBMEZE KRS 5. Z 2 TN OMIRICH T 5 Hi6isEDRZEZHEG L TH0, 20=a—
O zaEMRELEHEOBGE, HEREHREZ2EDEEIONS. B4, EFERESINEE
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M — 2 -0 QX OFFMBAMBEE MY -V 2RBTPTH Y, SHRIZZOPHE - KRSHH
PRz RS TFIRIC K > THEE L TP <. (Y 1)
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M EDBIX, Motor Control MIAZDHEHREEL T, &F - PREZHLE LU ZEBR#EVIZ D
22T DBKRICEM L 2. 2Ot , FMIBHEHOFEHIILL DO EBD.
s WERZEREBR g 272 (BD.
- BT RETali#% - ¥ z217-o72 (EH).
- RURHKABE 2Bt Ca 2o = (B, Mgk,
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