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13:00 ~ 13:05 B2 OHE ENCE M - R EE R Y — HEE OBE

13:05 ~ 13:10 #EHH. BHEEE, BEHE - HOHMW
REHTEH LN B

13:10 ~ 13:30 HiH Mk (BRIRMrFEEE —50)

I hFar RFU7HEEREEIHMRMEE 2tz B<HETS

13:30 ~ 13:50 A ik (PRREERP BT IR ER)

Identification of H2S3 and H2S produced by 3-mercaptopyruvatesulfurtransferase in
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CRISPR/Cas9 7' J AREIC K DEER THRER T ADEH
— TN R R i B DN —
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TADAFIENRSIMER T DSCAML1 22 {IEO M
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Oxidative stress-dependent phosphorylation activates the E3 ubiquitin ligase ZNRF1

to induce neuronal apoptosis and axon degeneration

14:50 ~ 15:10 Ben Raveney R FED)

Identification of Eomes-expressing T helper cells as an essential pathogenic factor in
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Gut environment favors the generation of myelin reactive T cells with unique

regulatory functions
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Next-generation sequencing revealed copy number variations in GNE myopathy
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IANF—EBMEIND) 2RRETLHBMO 2RI ANF — & Danon JHEDHDETHHCAER
ZERMEIANF—ICKPITES. HLld, NS5 OKRBORKREEFHEBEOMMAMN S, HFEEOMIEEH
BLTWA. ZTNETIZ, BLAE, GNE I ANF—BEMR TR TUIMENMEFLTVWS Z &,
ZOET T UIVEI GNE (GHEMOR G THIEVRETH S I LZWMoMNILTE L, I 6T, HR
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5, 20~25% DBET, FREBZONLBEFERERIETSZENARETH L. WEMRE
REFAECTERDP > LBECONTL, FRERELE FICLSRBTH LR DL 0D, 7Y —
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2013 4F 839 Mk, 2014 4 827 k) , Bin F 2 Wil ERBW 300 RIKICDIZS. ELH I A O T 4 —
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2B, YEABORRBEIIHEGLTHS. Xk, %< OEBRZEMNGD S BEmLOEREZEKBINT
W5, IS5, ENOARSTKRE - HE - 75V - f ATTIVFOENENS, Z2BOT T2+
BREEZRWINTNS.

G S
HTH
(1) K¥F
1) Nishikawa A, Mori-Yoshimura M, Segawa K, Hayashi YK, Takahashi T, Saito Y, Nonaka I,
Krahn M, Levy N, Shimizu J, Kimura E, Goto J, Yonemoto N, Aoki M, Nishino I, Oya Y,

Murata M: Respiratory and cardiac function in Japanese patients with dysferlinopathy.
Muscle Nerve. 53(3): 394-401, Mar, 2016 [Epub Jan 2016]
2) Hamanaka K, Inami I, Wada T, Mitsuhashi S, Noguchi S, Hayashi YK, Nishino I: Muscle

from a 20-week-old myotubular myopathy fetus is not myotubular. Neuromuscul Disord.
26(3): 234-235, Mar, 2016 [Epub Dec 2015]
3) Liang WC, Chou PC, Hung CC, Su YN, Kan TM, Chen WZ, Hayashi YK, Nishino I, Jong

YJ: Probable high prevalence of limb-girdle muscular dystrophy type 2D in Taiwan. J
Neurol Sci. 362 (2016): 304-308, Mar, 2016 [Epub Feb 2016]

4) Klionsky DJ, Abdelmohsen K, Abe A, Abedin MJ, Abeliovich H, Acevedo Arozena A,
Adachi H, Adams CM, Adams PD, Adeli K, Adhihetty PJ, Adler SG, Agam G, Agarwal R,

19



20

Aghi MK, Agnello M, Agostinis P, Aguilar PV, Aguirre-Ghiso J, Airoldi EM, Ait-Si-Ali S,
Akematsu T, Akporiaye ET, Al-Rubeai M, Albaiceta GM, Albanese C, Albani D, Albert ML,
Aldudo J, Algtil H, Alirezaei M, Alloza I, Almasan A, Almonte-Beceril M, Alnemri ES,
Alonso C, Altan-Bonnet N, Altieri DC, Alvarez S, Alvarez-Erviti L, Alves S, Amadoro G,
Amano A, Amantini C, Ambrosio S, Amelio I, Amer AO, Amessou M, Amon A, An Z,
Anania FA, Andersen SU, Andley UP, Andreadi CK, Andrieu-Abadie N, Anel A, Ann DK,
Anoopkumar-Dukie S, Antonioli M, Aoki H, Apostolova N, Aquila S, Aquilano K, Araki K,
Arama E, Aranda A, Araya J, Arcaro A, Arias E, Arimoto H, Ariosa AR, Armstrong JL,
Arnould T, Arsov I, Asanuma K, Askanas V, Asselin E, Atarashi R, Atherton SS, Atkin JD,
Attardi LD, Auberger P, Auburger G, Aurelian L, Autelli R, Avagliano L, Avantaggiati ML,
Avrahami L, Awale S, Azad N, Bachetti T, Backer JM, Bae DH, Bae JS, Bae ON, Bae SH,
Baehrecke EH, Baek SH, Baghdiguian S, Bagniewska-Zadworna A, Bai H, Bai J, Bai XY,
Bailly Y, Balaji KN, Balduini W, Ballabio A, Balzan R, Banerjee R, Banhegyi G, Bao H,
Barbeau B, Barrachina MD, Barreiro E, Bartel B, Bartolomé¢ A, Bassham DC, Bassi MT, Bast
RC Jr, Basu A, Batista MT, Batoko H, Battino M, Bauckman K, Baumgarner BL, Bayer KU,
Beale R, Beaulieu JF, Beck GR Jr, Becker C, Beckham JD, Bédard PA, Bednarski PJ, Begley
TJ, Behl C, Behrends C, Behrens GM, Behrns KE, Bejarano E, Belaid A, Belleudi F, Bénard
G, Berchem G, Bergamaschi D, Bergami M, Berkhout B, Berliocchi L, Bernard A, Bernard M,
Bernassola F, Bertolotti A, Bess AS, Besteiro S, Bettuzzi S, Bhalla S, Bhattacharyya S,
Bhutia SK, Biagosch C, Bianchi MW, Biard-Piechaczyk M, Billes V, Bincoletto C, Bingol B,
Bird SW, Bitoun M, Bjedov 1, Blackstone C, Blanc L, Blanco GA, Blomhoff HK, Boada-
Romero E, Bockler S, Boes M, Boesze-Battaglia K, Boise LH, Bolino A, Boman A, Bonaldo P,
Bordi M, Bosch J, Botana LM, Botti J, Bou G, Bouché M, Bouchecareilh M, Boucher MJ,
Boulton ME, Bouret SG, Boya P, Boyer-Guittaut M, Bozhkov PV, Brady N, Braga VM,
Brancolini C, Braus GH, Bravo-San Pedro JM, Brennan LA, Bresnick EH, Brest P, Bridges D,
Bringer MA, Brini M, Brito GC, Brodin B, Brookes PS, Brown EJ‘, Brown K, Broxmeyer HE,
Bruhat A, Brum PC, Brumell JH, Brunetti-Pierri N, Bryson-Richardson RJ, Buch S, Buchan
AM, Budak H, Bulavin DV, Bultman SJ, Bultynck G, Bumbasirevic V, Burelle Y, Burke RE,
Burmeister M, Bitikofer P, Caberlotto L, Cadwell K, Cahova M, Cai D, Cai J, Cai Q,
Calatayud S, Camougrand N, Campanella M, Campbell GR, Campbell M, Campello S,
Candau R, Caniggia I, Cantoni L, Cao L, Caplan AB, Caraglia M, Cardinali C, Cardoso SM,
Carew JS, Carleton LA, Carlin CR, Carloni S, Carlsson SR, Carmona-Gutierrez D, Carneiro
LA, Camnevali O, Carra S, Carrier A, Carroll B, Casas C, Casas J, Cassinelli G, Castets P,
Castro-Obregon S, Cavallini G, Ceccherini I, Cecconi F, Cederbaum Al, Cena V, Cenci S,
Cerella C, Cervia D, Cetrullo S, Chaachouay H, Chae HJ, Chagin AS, Chai CY, Chakrabarti
G, Chamilos G, Chan EY, Chan MT, Chandra D, Chandra P, Chang CP, Chang RC, Chang
TY, Chatham JC, Chatterjee S, Chauhan S, Che Y, Cheetham ME, Cheluvappa R, Chen CJ,
Chen G, Chen GC, Chen G, Chen H, Chen JW, Chen JK, Chen M, Chen M, Chen P, Chen Q,
Chen Q, Chen SD, Chen S, Chen SS, Chen W, Chen WJ, Chen WQ, Chen W, Chen X, Chen
YH, Chen YG, Chen Y, Chen Y, Chen Y, Chen YJ, Chen YQ, Chen Y, Chen Z, Chen Z,
Cheng A, Cheng CH, Cheng H, Cheong H, Cherry S, Chesney J, Cheung CH, Chevet E, Chi



HC, Chi SG, Chiacchiera F, Chiang HL, Chiarelli R, Chiariello M, Chieppa M, Chin LS,
Chiong M, Chiu GN, Cho DH, Cho SG, Cho WC, Cho YY, Cho YS, Choi AM, Choi EJ, Choi
EK, Choi J, Choi ME, Choi SI, Chou TF, Chouaib S, Choubey D, Choubey V, Chow KC,
Chowdhury K, Chu CT, Chuang TH, Chun T, Chung H, Chung T, Chung YL, Chwae Y]/,
Cianfanelli V, Ciarcia R, Ciechomska IA, Ciriolo MR, Cirone M, Claerhout S, Clague MJ,
Claria J, Clarke PG, Clarke R, Clementi E, Cleyrat C, Cnop M, Coccia EM, Cocco T,
Codogno P, Coers J, Cohen EE, Colecchia D, Coletto L, Coll NS, Colucci-Guyon E,
Comincini S, Condello M, Cook KL, Coombs GH, Cooper CD, Cooper JM, Coppens I,
Corasaniti MT, Corazzari M, Corbalan R, Corcelle-Termeau E, Cordero MD, Corral-Ramos C,
Corti O, Cossarizza A, Costelli P, Costes S, Cotman SL, Coto-Montes A, Cottet S, Couve E,
Covey LR, Cowart LA, Cox JS, Coxon FP, Coyne CB, Cragg MS, Craven RJ, Crepaldi T,
Crespo JL, Criollo A, Crippa V, Cruz MT, Cuervo AM, Cuezva JM, Cui T, Cutillas PR, Czaja
MJ, Czyzyk-Krzeska MF, Dagda RK, Dahmen U, Dai C, Dai W, Dai Y, Dalby KN, Dalla
Valle L, Dalmasso G, D'Amelio M, Damme M, Darfeuille-Michaud A, Dargemont C, Darley-
Usmar VM, Dasarathy S, Dasgupta B, Dash S, Dass CR, Davey HM, Davids LM, Davila D,
Davis RJ, Dawson TM, Dawson VL, Daza P, de Belleroche J, de Figueiredo P, de Figueiredo
RC, de la Fuente J, De Martino L, De Matteis A, De Meyer GR, De Milito A, De Santi M, de
Souza W, De Tata V, De Zio D, Debnath J, Dechant R, Decuypere JP, Deegan S, Dehay B,
Del Bello B, Del Re DP, Delage-Mourroux R, Delbridge LM, Deldicque L, Delorme-Axford E,
Deng Y, Dengjel J, Denizot M, Dent P, Der CJ, Deretic V, Derrien B, Deutsch E, Devarenne
TP, Devenish RJ, Di Bartolomeo S, Di Daniele N, Di Domenico F, Di Nardo A, Di Paola S,
Di Pietro A, Di Renzo L, DiAntonio A, Diaz-Araya G, Diaz-Laviada I, Diaz-Meco MT, Diaz-
Nido J, Dickey CA, Dickson RC, Diederich M, Digard P, Dikic I, Dinesh-Kumar SP, Ding C,
Ding WX, Ding Z, Dini L, Distler JH, Diwan A, Djavaheri-Mergny M, Dmytruk K, Dobson
RC, Doetsch V, Dokladny K, Dokudovskaya S, Donadelli M, Dong XC, Dong X, Dong Z,
Donohue TM Jr, Doran KS, D'Orazi G, Dorn GW 2nd, Dosenko V, Dridi S, Drucker L, Du J,
Du LL, Du L, du Toit A, Dua P, Duan L, Duann P, Dubey VK, Duchen MR, Duchosal MA,
Duez H, Dugail I, Dumit VI, Duncan MC, Dunlop EA, Dunn WA Jr, Dupont N, Dupuis L,
Duran RV, Durcan TM, Duvezin-Caubet S, Duvvuri U, Eapen V, Ebrahimi-Fakhari D,
Echard A, Eckhart L, Edelstein CL, Edinger AL, Eichinger L, Eisenberg T, Eisenberg-
Lerner A, Eissa NT, El-Deiry WS, El-Khoury V, Elazar Z, Eldar-Finkelman H, Elliott CJ,
Emanuele E, Emmenegger U, Engedal N, Engelbrecht AM, Engelender S, Enserink JM,
Erdmann R, Erenpreisa J, Eri R, Eriksen JL, Erman A, Escalante R, Eskelinen EL, Espert L,
Esteban-Martinez L, Evans TJ, Fabri M, Fabrias G, Fabrizi C, Facchiano A, Fergeman NJ,
Faggioni A, Fairlie WD, Fan C, Fan D, Fan J, Fang S, Fanto M, Fanzani A, Farkas T,
Faure M, Favier FB, Fearnhead H, Federici M, Fei E, Felizardo TC, Feng H, Feng Y, Feng
Y, Ferguson TA, Fernandez AF, Fernandez-Barrena MG, Fernandez-Checa JC, Fernandez-
Loépez A, Fernandez-Zapico ME, Feron O, Ferraro E, Ferreira-Halder CV, Fesus L, Feuer R,
Fiesel FC, Filippi-Chiela EC, Filomeni G, Fimia GM, Fingert JH, Finkbeiner S, Finkel T,
Fiorito F, Fisher PB, Flajolet M, Flamigni F, Florey O, Florio S, Floto RA, Folini M, Follo C,
Fon EA, Fornai F, Fortunato F, Fraldi A, Franco R, Francois A, Francois A, Frankel LB,

21



22

Fraser ID, Frey N, Freyssenet DG, Frezza C, Friedman SL, Frigo DE, Fu D, Fuentes JM,
Fueyo J, Fujitani Y, Fujiwara Y, Fujiva M, Fukuda M, Fulda S, Fusco C, Gabryel B,
Gaestel M, Gailly P, Gajewska M, Galadari S, Galili G, Galindo I, Galindo MF, Galliciotti G,
Galluzzi L, Galluzzi L, Galy V, Gammoh N, Gandy S, Ganesan AK, Ganesan S, Ganley IG,
Gannagé M, Gao FB, Gao F, Gao JX, Garcia Nannig L, Garcia Véscovi E, Garcia-Macia M,
Garcia-Ruiz C, Garg AD, Garg PK, Gargini R, Gassen NC, Gatica D, Gatti E, Gavard J,
Gavathiotis E, Ge L, Ge P, Ge S, Gean PW, Gelmetti V, Genazzani AA, Geng J, Genschik P,
Gerner L, Gestwicki JE, Gewirtz DA, Ghavami S, Ghigo E, Ghosh D, Giammarioli AM,
Giampieri F, Giampietri C, Giatromanolaki A, Gibbings DJ, Gibellini L, Gibson SB, Ginet V,
Giordano A, Giorgini F, Giovannetti E, Girardin SE, Gispert S, Giuliano S, Gladson CL,
Glavic A, Gleave M, Godefroy N, Gogal RM Jr, Gokulan K, Goldman GH, Goletti D,
Goligorsky MS, Gomes AV, Gomes LC, Gomez H, Gomez-Manzano C, Gomez-Sanchez R,
Gongalves DA, Goncu E, Gong Q, Gongora C, Gonzalez CB, Gonzalez-Alegre P, Gonzalez-
Cabo P, Gonzalez-Polo RA, Goping IS, Gorbea'C, Gorbundv NV, Goring DR, Gorman AM,
Gorski SM, Goruppi S, Goto-Yamada S, Gotor C, Gottlieb RA, Gozes I, Gozuacik D, Graba Y,
Graef M, Granato GE, Grant GD, Grant S, Gravina GL, Green DR, Greenhough A,
Greenwood MT, Grimaldi B, Gros F, Grose C, Groulx JF, Gruber F, Grumati P, Grune T,
Guan JL, Guan KL, Guerra B, Guillen C, Gulshan K, Gunst J, Guo C, Guo L, Guo M, Guo W,
Guo XG, Gust AA, Gustafsson AB, Gutierrez E, Gutierrez MG, Gwak HS, Haas A, Haber JE,
Hadano S, Hagedorn M, Hahn DR, Halayko AJ, Hamacher-Brady A, Hamada K, Hamai A,
Hamann A, Hamasaki M, Hamer I, Hamid Q, Hammond EM, Han F, Han W, Handa JT,
Hanover JA, Hansen M, Harada M, Harhaji-Trajkovic L, Harper JW, Harrath AH, Harris AL,
Harris J, Hasler U, Hasselblatt P, Hasui K, Hawley RG, Hawley TS, He C, He CY, He F, He
G, He RR, He XH, He YW, He YY, Heath JK, Hébert MJ, Heinzen RA, Helgason GV, Hensel
M, Henske EP, Her C, Herman PK, Herndndez A, Hernandez C, Hernandez-Tiedra S, Hetz C,
Hiesinger PR, Higaki K, Hilfiker S, Hill BG, Hill JA, Hill WD, Hino K, Hofius D, Hofman P,
Hoglinger GU, Hohfeld J, Holz MK, Hong Y, Hood DA, Hoozemans JJ, Hoppe T, Hsu C,
Hsu CY, Hsu LC, Hu D, Hu G, Hu HM, Hu H, Hu MC, Hu YC, Hu ZW, Hua F, Hua Y,
Huang C, Huang HL, Huang KH, Huang KY, Huang S, Huang S, Huang WP, Huang YR,
Huang Y, Huang Y, Huber TB, Huebbe P, Huh WK, Hulmi JJ, Hur GM, Hurley JH, Husak
Z, Hussain SN, Hussain S, Hwang JJ, Hwang S, Hwang TI, Ichihara A, Imai Y, Imbriano C,
Inomata M, Into T, Iovane V, lovanna JL, Iozzo RV, Ip NY, Irazoqui JE, Iribarren P, Isaka
Y, Isakovic Al, Ischiropoulos H, Isenberg JS, Ishaq M, Ishida H, Ishii I, Ishmael JE, Isidoro
C, Isobe KI, Isono E, Issazadeh-Navikas S, Itahana K, Itakura E, Ivanov Al, Iyer AK,
Izquierdo JM, Izumi Y, Izzo V, Jditteld M, Jaber N, Jackson DJ, Jackson WT, Jacob TG,
Jacques TS, Jagannath C, Jain A, Jana NR, Jang BK, Jani A, Janji B, Jannig PR, Jansson
PJ, Jean S, Jendrach M, Jeon JH, Jessen N, Jeung EB, Jia K, Jia L, Jiang H, Jiang H, Jiang
L, Jiang T, Jiang X, Jiang X, Jiang X, Jiang Y, Jiang Y, Jiménez A, Jin C, Jin H, Jin L, Jin
M, Jin S, Jinwal UK, Jo EK, Johansen T, Johnson DE, Johnson GV, Johnson JD, Jonasch E,
Jones C, Joosten LA, Jordan J, Joseph AM, Joseph B, Joubert AM, Ju D, Ju J, Juan HF,
Juenemann K, Juhasz G, Jung HS, Jung JU, Jung YK, Jungbluth H, Justice MJ, Jutten B,



Kaakoush NO, Kaarniranta K, Kaasik A, Kabuta T, Kaeffer B, Kagedal K, Kahana A,
Kajimura S, Kakhlon O, Kalia M, Kalvakolanu DV, Kamada Y, Kambas K, Kaminskyy VO,
Kampinga HH, Kandouz M, Kang C, Kang R, Kang TC, Kanki T, Kanneganti TD, Kanno
H, Kanthasamy AG, Kantorow M, Kaparakis-Liaskos M, Kapuy O, Karantza V, Karim MR,
Karmakar P, Kaser A, Kaushik S, Kawula T, Kaynar AM, Ke PY, Ke ZJ, Kehrl JH, Keller
KE, Kemper JK, Kenworthy AK, Kepp O, Kern A, Kesari S, Kessel D, Ketteler R, Kettelhut
ID, Khambu B, Khan MM, Khandelwal VK, Khare S, Kiang JG, Kiger AA, Kihara A, Kim
AL, Kim CH, Kim DR, Kim DH, Kim EK, Kim HY, Kim HR, Kim JS, Kim JH, Kim JC, Kim
JH, Kim KW, Kim MD, Kim MM, Kim PK, Kim SW, Kim SY, Kim YS, Kim Y, Kimchi A,
Kimmelman AC, Kimura T, King IS, Kirkegaard K, Kirkin V, Kirshenbaum LA, Kishi S,
Kitajima Y, Kitamoto K, Kitaocka Y, Kitazato K, Kley RA, Klimecki WT, Klinkenberg M,
Klucken J, Knavelsrud H, Knecht E, Knuppertz L, Ko JL, Kobayashi S, Koch JC, Koechlin-
Ramonatxo C, Koenig U, Koh YH, Kohler K, Kohlwein SD, Koike M, Komatsu M,
Kominami E, Kong D, Kong HJ, Konstantakou EG, Kopp BT, Korcsmaros T, Korhonen L,
Korolchuk VI, Koshkina NV, Kou Y, Koukourakis MI, Koumenis C, Kovacs AL, Kovacs T,
Kovacs WJ, Koyva D, Kraft C, Krainc D, Kramer H, Kravic-Stevovic T, Krek W, Kretz-Remy
C, Krick R, Krishnamurthy M, Kriston-Vizi J, Kroemer G, Kruer MC, Kruger R, Ktistakis
NT, Kuchitsu K, Kuhn C, Kumar AP, Kumar A, Kumar A, Kumar D, Kumar D, Kumar R,
Kumar S, Kundu M, Kung HJ, Kuno A, Kuo SH, Kuret J, Kurz T, Kwok T, Kwon TK,
Kwon YT, Kyrmizi I, La Spada AR, Lafont F, Lahm T, Lakkaraju A, Lam T, Lamark T,
Lancel S, Landowski TH, Lane DJ, Lane JD, Lanzi C, Lapaquette P, Lapierre LR, Laporte J,
Laukkarinen J, Laurie GW, Lavandero S, Lavie L, LaVoie MJ, Law BY, Law HK, Law KB,
Layfield R, Lazo PA, Le Cam L, Le Roch KG, Le Stunff H, Leardkamolkarn V, Lecuit M,
Lee BH, Lee CH, Lee EF, Lee GM, Lee HJ, Lee H, Lee JK, Lee J, Lee JH, Lee JH, Lee M,
Lee MS, Lee PJ, Lee SW, Lee SJ, Lee SJ, Lee SY, Lee SH, Lee SS, Lee SJ, Lee S, Lee YR,
Lee YJ, Lee YH, Leeuwenburgh C, Lefort S, Legouis R, Lei J, Lei QY, Leib DA, Leibowitz
G, Lekli I, Lemaire SD, Lemasters JJ, Lemberg MK, Lemoine A, Leng S, Lenz G, Lenzi P,
Lerman LO, Lettieri Barbato D, Leu JI, Leung HY, Levine B, Lewis PA, Lezoualch F, Li C,
LiF, LiFJ,LiJ,Li K, Li L, LiM, Li M, Li Q, Li R, Li §, Li W, Li W, Li X, Li Y, Lian J,
Liang C, Liang Q, Liao Y, Liberal J, Liberski PP, Lie P, Lieberman AP, Lim HJ, Lim KL,
Lim K, Lima RT, Lin CS, Lin CF, Lin F, Lin F, Lin FC, Lin K, Lin KH, Lin PH, Lin T, Lin
WW, Lin YS, Lin Y, Linden R, Lindholm D, Lindgqvist LM, Lingor P, Linkermann A, Liotta
LA, Lipinski MM, Lira VA, Lisanti MP, Liton PB, Liu B, Liu C, Liu CF, Liu F, Liu HJ, Liu J,
Liu JJ, Liu JL, Liu K, Liu L, Liu L, Liu Q, Liu RY, Liu S, Liu S, Liu W, Liu XD, Liu X, Liu
XH, Liu X, Liu X, Liu X, Liu Y, Liu Y, Liu Z, Liu Z, Liuzzi JP, Lizard G, Ljujic M, Lodhi 1J,
Logue SE, Lokeshwar BL, Long YC, Lonial S, Loos B, Lopez-Otin C, Lo6pez-Vicario C,
Lorente M, Lorenzi PL, Lorincz P, Los M, Lotze MT, Lovat PE, Lu B, Lu B, Lu J, Lu Q, Lu
SM, Lu S, Lu Y, Luciano F, Luckhart S, Lucocq JM, Ludovico P, Lugea A, Lukacs NW,
Lum JJ, Lund AH, Luo H, Luo J, Luo S, Luparello C, Lyons T, Ma J, Ma Y, Ma Y, Ma Z,
Machado J, Machado-Santelli GM, Macian F, MacIntosh GC, MacKeigan JP, Macleod KF,
MacMicking JD, MacMillan-Crow LA, Madeo F, Madesh M, Madrigal-Matute J, Maeda A,

23



24

Maeda T, Maegawa G, Maellaro E, Maes H, Magarifios M, Maiese K, Maiti TK, Maiuri L,
Maijuri MC, Maki CG, Malli R, Malorni W, Maloyan A, Mami-Chouaib F, Man N, Mancias JD,
Mandelkow EM, Mandell MA, Manfredi AA, Manié SN, Manzoni C, Mao K, Mao Z, Mao ZW,
Marambaud P, Marconi AM, Marelja Z, Marfe G, Margeta M, Margittai E, Mari M, Mariani
FV, Marin C, Marinelli S, Marino G, Markovic I, Marquez R, Martelli AM, Martens S, Martin
KR, Martin SJ, Martin S, Martin-Acebes MA, Martin-Sanz P, Martinand-Mari C, Martinet W,
Martinez J, Martinez-Lopez N, Martinez-Outschoorn U, Martinez-Velazquez M, Martinez-
Vicente M, Martins WK, Mashima H, Mastrianni JA, Matarese G, Matarrese P, Mateo R,
Matoba S, Matsumoto N, Matsushita T, Matsuura A, Matsuzawa T, Mattson MP, Matus S,
Maugeri N, Mauvezin C, Mayer A, Maysinger D, Mazzolini GD, McBrayer MK, McCall K,
McCormick C, McInerney GM, Mclver SC, McKenna S, McMahon JJ, McNeish [A, Mechta-
Grigoriou F, Medema JP, Medina DL, Megyeri K, Mehrpour M, Mehta JL, Mei Y, Meier UC,
Meijer AJ, Meléndez A, Melino G, Melino S, de Melo EJ, Mena MA, Meneghini MD,
Menendez JA, Menezes R, Meng L, Meng LH, Meng S, Menghini R, Menko AS, Menna-
Barreto RF, Menon MB, Meraz-Rios MA, Merla G, Merlini L, Merlot AM, Meryk A, Meschini
S, Meyer JN, Mi MT, Miao CY, Micale L, Michaeli S, Michiels C, Migliaccio AR, Mihailidou
AS, Mijaljica D, Mikoshiba K, Milan E, Miller-Fleming L, Mills GB, Mills IG, Minakaki G,
Minassian BA, Ming XF, Minibayeva F, Minina EA, Mintern JD, Minucci S, Miranda-
Vizuete A, Mitchell CH, Miyvamoto S, Mivazawa K, Mizushima N, Mnich K, Mograbi B,
Mohseni S, Moita LF, Molinari M, Molinari M, Mgller AB, Mollereau B, Mollinedo F,
Mongillo M, Monick MM, Montagnaro S, Montell C, Moore DJ, Moore MN, Mora-Rodriguez R,
Moreira PI, Morel E, Morelli MB, Moreno S, Morgan MJ, Moris A, Moriyasu Y, Morrison JL,
Morrison LA, Morselli E, Moscat J, Moseley PL, Mostowy S, Motori E, Mottet D, Mottram JC,
Moussa CE, Mpakou VE, Mukhtar H, Mulcahy Levy JM, Muller S, Munoz-Moreno R, Mufioz-
Pinedo C, Miinz C, Murphy ME, Murray JT, Murthy A, Mysorekar IU, Nabi IR, Nabissi M,
Nader GA, Nagahara Y, Nagai Y, Nagata K, Nagelkerke A, Nagy P, Naidu SR, Nair S,
Nakano H, Nakatogawa H, Nanjundan M, Napolitano G, Nagqvi NI, Nardacci R, Narendra
DP, Narita M, Nascimbeni AC, Natarajan R, Navegantes LC, Nawrocki ST, Nazarko TY,
Nazarko VY, Neill T, Neri LM, Netea MG, Netea-Maier RT, Neves BM, Ney PA, Nezis IP,
Nguyen HT, Nguyen HP, Nicot AS, Nilsen H, Nilsson P, Nishimura M, Nishino I, Niso-
Santano M, Niu H, Nixon RA, Njar VC, Noda T, Noegel AA, Nolte EM, Norberg E, Norga
KK, Noureini SK, Notomi S, Notterpek L, Nowikovsky K, Nukina N, Nurnberger T,
O'Donnell VB, O'Donovan T, O'Dwyer PJ, Oehme I, Oeste CL, Ogawa M, Ogretmen B,
Ogura Y, Oh YJ, Ohmuraya M, Ohshima T, Ojha R, Okamoto K, Okazaki T, Oliver FJ,
Ollinger K, Olsson S, Orban DP, Ordonez P, Orhon I, Orosz L, O'Rourke EJ, Orozco H,
Ortega AL, Ortona E, Osellame LD, Oshima J, Oshima S, Osiewacz HD, Otomo T, Otsu K,
Ou JJ, Outeiro TF, Ouyang DY, Ouyang H, Overholtzer M, Ozbun MA, Ozdinler PH,
Ozpolat B, Pacelli C, Paganetti P, Page G, Pages G, Pagnini U, Pajak B, Pak SC, Pakos-
Zebrucka K, Pakpour N, Palkova Z, Palladino F, Pallauf K, Pallet N, Palmieri M, Paludan
SR, Palumbo C, Palumbo S, Pampliega O, Pan H, Pan W, Panaretakis T, Pandey A,

Pantazopoulou A, Papackova Z, Papademetrio DL, Papassideri I, Papini A, Parajuli N,



Pardo J, Parekh VV, Parenti G, Park JI, Park J, Park OK, Parker R, Parlato R, Parys JB,
Parzych KR, Pasquet JM, Pasquier B, Pasumarthi KB, Patschan D, Patterson C, Pattingre S,
Pattison S, Pause A, Pavenstiddt H, Pavone F, Pedrozo Z, Penia FJ, Pefialva MA, Pende M,
Peng J, Penna F, Penninger JM, Pensalfini A, Pepe S, Pereira GJ, Pereira PC, Pérez-de la
Cruz V, Pérez-Pérez ME, Pérez-Rodriguez D, Pérez-Sala D, Perier C, Perl A, Perlmutter DH,
Perrotta I, Pervaiz S, Pesonen M, Pessin JE, Peters GJ, Petersen M, Petrache I, Petrof BJ,
Petrovski G, Phang JM, Piacentini M, Pierdominici M, Pjerre P, Pierrefite-Carle V, Pietrocola
F, Pimentel-Muinios FX, Pinar M, Pineda B, Pinkas-Kramarski R, Pinti M, Pinton P, Piperdi
B, Piret JM, Platanias LC, Platta HW, Plowey ED, Poggeler S, Poirot M, Pol¢ic P, Poletti A,
Poon AH, Popelka H, Popova B, Poprawa I, Poulose SM, Poulton J, Powers SK, Powers T,
Pozuelo-Rubio M, Prak K, Prange R, Prescott M, Priault M, Prince S, Proia RL, Proikas-
Cezanne T, Prokisch H, Promponas VJ, Przyklenk K, Puertollano R, Pugazhenthi S,
Puglielli L, Pujol A, Puyal J, Pyeon D, Qi X, Qian WB, Qin ZH, Qiu Y, Qu Z, Quadrilatero J,
Quinn F, Raben N, Rabinowich H, Radogna F, Ragusa MJ, Rahmani M, Raina K,
Ramanadham S, Ramesh R, Rami A, Randall-Demllo S, Randow F, Rao H, Rao VA,
Rasmussen BB, Rasse TM, Ratovitski EA, Rautou PE, Ray SK, Razani B, Reed BH,
Reggiori F, Rehm M, Reichert AS, Rein T, Reiner DJ, Reits E, Ren J, Ren X, Renna M,
Reusch JE, Revuelta JL, Reyes L, Rezaie AR, Richards RI, Richardson DR, Richetta C,
Riehle MA, Rihn BH, Rikihisa Y, Riley BE, Rimbach G, Rippo MR, Ritis K, Rizzi F, Rizzo E,
Roach PJ, Robbins J, Roberge M, Roca G, Roccheri MC, Rocha S, Rodrigues CM, Rodriguez
CI, de Cordoba SR, Rodriguez-Muela N, Roelofs J, Rogov VV, Rohn TT, Rohrer B,
Romanelli D, Romani L, Romano PS, Roncero MI, Rosa JL, Rosello A, Rosen KV, Rosenstiel
P, Rost-Roszkowska M, Roth KA, Roué G, Rouis M, Rouschop KM, Ruan DT, Ruano D,
Rubinsztein DC, Rucker EB 3rd, Rudich A, Rudolf E, Rudolf R, Ruegg MA, Ruiz-Roldan C,
Ruparelia AA, Rusmini P, Russ DW, Russo GL, Russo G, Russo R, Rusten TE, Ryabovol V,
Ryan KM, Ryter SW, Sabatini DM, Sacher M, Sachse C, Sack MN, Sadoshima J, Saftig P,
Sagi-Eisenberg R, Sahni S, Saikumar P, Saito T, Saitoh T, Sakakura K, Sakoh-Nakatogawa
M, Sakuraba Y, Salazar-Roa M, Salomoni P, Saluja AK, Salvaterra PM, Salvioli R, Samali A,
Sanchez AM, Sanchez-Alcazar JA, Sanchez-Prieto R, Sandri M, Sanjuan MA, Santaguida S,
Santambrogio L, Santoni G, Dos Santos CN, Saran S, Sardiello M, Sargent G, Sarkar P,
Sarkar S, Sarrias MR, Sarwal MM, Sasakawa C, Sasaki M, Sass M, Sato K, Sato M, Satriano
J, Savaraj N, Saveljeva S, Schaefer L, Schaible UE, Scharl M, Schatzl HM, Schekman R,
Scheper W, Schiavi A, Schipper HM, Schmeisser H, Schmidt J, Schmitz I, Schneider BE,
Schneider EM, Schneider JL, Schon EA, Schénenberger MJ, Schonthal AH, Schorderet DF,
Schroéder B, Schuck S, Schulze RJ, Schwarten M, Schwarz TL, Sciarretta S, Scotto K,
Scovassi AI, Screaton RA, Screen M, Seca H, Sedej S, Segatori L, Segev N, Seglen PO,
Segui-Simarro JM, Segura-Aguilar J, Seki E, Sell C, Selliez I, Semenkovich CF, Semenza
GL, Sen U, Serra AL, Serrano-Puebla A, Sesaki H, Setoguchi T, Settembre C, Shacka JJ,
Shajahan-Haq AN, Shapiro IM, Sharma S, She H, Shen CJ, Shen CC, Shen HM, Shen S,
Shen W, Sheng R, Sheng X, Sheng ZH, Shepherd TG, Shi J, Shi Q, Shi Q, Shi Y, Shibutani
S, Shibuya K, Shidoji Y, Shieh JJ, Shih CM, Shimada Y, Shimizu S, Shin DW, Shinohara

25



26

ML, Shintani M, Shintani T, Shioi T, Shirabe K, Shiri-Sverdlov R, Shirihai O, Shore GC,
Shu CW, Shukla D, Sibirny AA, Sica V, Sigurdson CJ, Sigurdsson EM, Sijwali PS, Sikorska
B, Silveira WA, Silvente-Poirot S, Silverman GA, Simak J, Simmet T, Simon AK, Simon
HU, Simone C, Simons M, Simonsen A, Singh R, Singh SV, Singh SK, Sinha D, Sinha S,
Sinicrope FA, Sirko A, Sirohi K, Sishi BJ, Sittler A, Siu PM, Sivridis E, Skwarska A, Slack
R, Slaninova I, Slavov N, Smaili SS, Smalley KS, Smith DR, Soenen SJ, Soleimanpour SA,
Solhaug A, Somasundaram K, Son JH, Sonawane A, Song C, Song F, Song HK, Song JX,
Song W, Soo KY, Sood AK, Soong TW, Soontornniyomkij V, Sorice M, Sotgia F, Soto-
Pantoja DR, Sotthibundhu A, Sousa MJ, Spaink HP, Span PN, Spang A, Sparks JD, Speck
PG, Spector SA, Spies CD, Springer W, Clair DS, Stacchiotti A, Staels B, Stang MT,
Starczynowski DT, Starokadomskyy P, Steegborn C, Steele JW, Stefanis L, Steffan J,
Stellrecht CM, Stenmark H, Stepkowski TM, Stern ST, Stevens C, Stockwell BR, Stoka V,
Storchova Z, Stork B, Stratoulias V, Stravopodis DJ, Strnad P, Strohecker AM, Strom AL,
Stromhaug P, Stulik J, Su YX, Su Z, Subauste CS, Subramaniam S, Sue CM, Suh SW, Sui X,
Sukseree S, Sulzer D, Sun FL, Sun J, Sun J, Sun SY, Sun Y, Sun Y, Sun Y, Sundaramoorthy
V, Sung J, Suzuki H, Suzuki K, Suzuki N, Suzuki T, Suzuki YJ, Swanson MS, Swanton C,
Swiard K, Swarup G, Sweeney ST, Sylvester PW, Szatmari Z, Szegezdi E, Szlosarek PW,
Taegtmeyer H, Tafani M, Taillebourg E, Tait SW, Takacs-Vellai K, Takahashi Y, Takats S,
Takemura G, Takigawa N, Talbot NJ, Tamagno E, Tamburini J, Tan CP, Tan L, Tan ML,
Tan M, Tan YJ, Tanaka K, Tanaka M, Tang D, Tang D, Tang G, Tanida I, Tanji K,
Tannous BA, Tapia JA, Tasset-Cuevas I, Tatar M, Tavassoly I, Tavernarakis N, Taylor A,
Taylor GS, Taylor GA, Taylor JP, Taylor MJ, Tchetina EV, Tee AR, Teixeira-Clerc F,
Telang S, Tencomnao T, Teng BB, Teng RJ, Terro F, Tettamanti G, Theiss AL, Theron
AE, Thomas KJ, Thomé MP, Thomes PG, Thorburn A, Thorner J, Thum T, Thumm M,
Thurston TL, Tian L, Till A, Ting JP, Titorenko VI, Toker L, Toldo S, Tooze SA,
Topisirovic I, Torgersen ML, Torosantucci L, Torriglia A, Torrisi MR, Tournier C, Towns R,
Trajkovic V, Travassos LH, Triola G, Tripathi DN, Trisciuoglio D, Troncoso R, Trougakos
IP, Truttmann AC, Tsai KJ, Tschan MP, Tseng YH, Tsukuba T, Tsung A, Tsvetkov AS,
Tu S, Tuan HY, Tucci M, Tumbarello DA, Turk B, Turk V, Turner RF, Tveita AA, Tyagi
SC, Ubukata M, Uchiyama Y, Udelnow A, Ueno T, Umekawa M, Umemiya-Shirafuji R,
Underwood BR, Ungermann C, Ureshino RP, Ushioda R, Uversky VN, Uzcategui NL,
Vaccari T, Vaccaro MI, Vachova L, Vakifahmetoglu-Norberg H, Valdor R, Valente EM,
Vallette F, Valverde AM, Van den Berghe G, Van Den Bosch L, van den Brink GR, van der
Goot FG, van der Klei 1J, van der Laan LJ, van Doorn WG, van Egmond M, van Golen KL,
Van Kaer L, van Lookeren Campagne M, Vandenabeele P, Vandenberghe W, Vanhorebeek
I, Varela-Nieto I, Vasconcelos MH, Vasko R, Vavvas DG, Vega-Naredo I, Velasco G,
Velentzas AD, Velentzas PD, Vellai T, Vellenga E, Vendelbo MH, Venkatachalam K,
Ventura N, Ventura S, Veras PS, Verdier M, Vertessy BG, Viale A, Vidal M, Vieira H,
Vierstra RD, Vigneswaran N, Vij N, Vila M, Villar M, Villar VH, Villarroya J, Vindis C,
Viola G, Viscomi MT, Vitale G, Vogl DT, Voitsekhovskaja OV, von Haefen C, von
Schwarzenberg K, Voth DE, Vouret-Craviari V, Vuori K, Vyas JM, Waeber C, Walker CL,



5)

6)

7)

8)

9)

Walker MJ, Walter J, Wan L, Wan X, Wang B, Wang C, Wang CY, Wang C, Wang C, Wang
C, Wang D, Wang F, Wang F, Wang G, Wang HJ, Wang H, Wang HG, Wang H, Wang HD,
Wang J, Wang J, Wang M, Wang MQ, Wang PY, Wang P, Wang RC, Wang S, Wang TF,
Wang X, Wang XJ, Wang XW, Wang X, Wang X, Wang Y, Wang Y, Wang Y, Wang YJ,
Wang Y, Wang Y, Wang YT, Wang Y, Wang ZN, Wappner P, Ward C, Ward DM, Warnes G,
Watada H, Watanabe Y, Watase K, Weaver TE, Weekes CD, Wei J, Weide T, Weihl CC,
Weindl G, Weis SN, Wen L, Wen X, Wen Y, Westermann B, Weyand CM, White AR, White E,
Whitton JL, Whitworth AJ, Wiels J, Wild F, Wildenberg ME, Wileman T, Wilkinson DS,
Wilkinson S, Willbold D, Williams C, Williams K, Williamson PR, Winklhofer KF, Witkin SS,
Wohlgemuth SE, Wollert T, Wolvetang EJ, Wong E, Wong GW, Wong RW, Wong VK,
Woodcock EA, Wright KL, Wu C, Wu D, Wu GS, Wu J, Wu J, Wu M, Wu M, Wu S, Wu WK,
Wu Y, Wu Z, Xavier CP, Xavier RJ, Xia GX, Xia T, Xia W, Xia Y, Xiao H, Xiao J; Xiao S,
Xiao W, Xie CM, Xie Z, Xie Z, Xilouri M, Xiong Y, Xu C, Xu C, Xu F, Xu H, Xu H, Xu J, Xu
J, Xu J, Xu L, Xu X, Xu Y, Xu Y, Xu ZX, Xu Z, Xue Y, Yamada T, Yamamoto A,
Yamanaka K, Yamashina S, Yamashiro S, Yan B, Yan B, Yan X, Yan Z, Yanagi Y, Yang
DS, Yang JM, Yang L, Yang M, Yang PM, Yang P, Yang Q, Yang W, Yang WY, Yang X,
Yang Y, Yang Y, Yang Z, Yang Z, Yao MC, Yao PJ, Yao X, Yao Z, Yao Z, Yasui LS, Ye M,
Yedvobnick B, Yeganeh B, Yeh ES, Yeyati PL, Yi F, Yi L, Yin XM, Yip CK, Yoo YM, Yoo
YH, Yoon SY, Yoshida KI, Yoshimori T, Young KH, Yu H, Yu JJ, Yu JT, YuJ, Yu L, Yu
WH, Yu XF, Yu Z, Yuan J, Yuan ZM, Yue BY, Yue J, Yue Z, Zacks DN, Zacksenhaus E,
Zaffaroni N, Zaglia T, Zakeri Z, Zecchini V, Zeng J, Zeng M, Zeng Q, Zervos AS, Zhang DD,
Zhang F, Zhang G, Zhang GC, Zhang H, Zhang H, Zhang H, Zhang H, Zhang J, Zhang J,
Zhang J, Zhang J, Zhang JP, Zhang L, Zhang L, Zhang L, Zhang L, Zhang MY, Zhang X,
Zhang XD, Zhang Y, Zhang Y, Zhang Y, Zhang Y, Zhang Y, Zhao M, Zhao WL, Zhao X,
Zhao YG, Zhao Y, Zhao Y, Zhao YX, Zhao Z, Zhao ZJ, Zheng D, Zheng XL, Zheng X,
Zhivotovsky B, Zhong Q, Zhou GZ, Zhou G, Zhou H, Zhou SF, Zhou XJ, Zhu H, Zhu H,
Zhu WG, Zhu W, Zhu XF, Zhu Y, Zhuang SM, Zhuang X, Ziparo E, Zois CE, Zoladek T,
Zong WX, Zorzano A, Zughaier SM: Guidelines for the use and interpretation of assays for
monitoring autophagy (3" edition). Autophagy. 12(1): 1-222, Jan, 2016

Matsuda C, Kiyosue K, Nishino I, Hayashi YK: Dysferlinopathy Fibroblasts Are Defective

in Plasma Membrane Repair. PLoS Curr. Online 7, Oct, 2015
Uruha A, Noguchi S, Hayashi YK, Tsuburaya RS, Yonekawa T, Nonaka I, Nishino I:

Hepatitis C virus infection in inclusion body myositis: A case-control study. Neurology.
86(3): 211-217, Jan, 2016 [Epub Dec 2015]
Endo Y, Dong M, Noguchi S, Ogawa M, Hayashi YK, Kuru S, Sugivama K, Nagai S, Ozasa S,

Nonaka I, Nishino I: Milder forms of muscular dystrophy associated with POMGN;

mutations. Neurol Genet. 1(4): €33, eCollection, Dec, 2015

Kawase K, Nishino I, Sugimoto M, Togawa T, Sugiura T, Kouwaki M, Kibe T, Koyama N,
Yokochi K: Nemaline myopathy with AZHZ 40 mutation presenting as congenital totally
locked-in state. Brain Dev. 37(9): 887-890, Oct, 2015 [Epub Feb 2014]

Zhao Y, Ogawa H, Yonekura SI, Mitsuhashi H, Mitsuhashi S, Nishino I, Toyoshima C,

27



28

10)

11)

12)

13)

14)

15)

16)

17)

18)

19)

20)

Ishiura S: Functional analysis of SERCA1lb, a highly expressed SERCA1 variant in
myotonic dystrophy type 1 muscle. Biochim Biophys Acta. 1852(10): 2042-2047, Oct, 2015
(Epub Jul 2015]

Tanboon J, Viravan S, Hayashi YK, Nishino I, Sangruchi T: 2 Month-Old Male with
Hypotonia. Brain Pathol. 25(5): 651-652, Sep, 2015

Izumi R, Warita H, Niihori T, Takahashi T, Tateyama M, Suzuki N, Nishivama A, Shirota M,

Funayama R, Nakayama K, Mitsuhashi S, Nishino I, Aoki Y, Aoki M: Isolated inclusion

body myopathy caused by a multisystem proteinopathy-linked ZzRNPA1 mutation. Neurol
Genet. 1(3): e23, eCollection, Sep, 2015

Hatakeyama H, Katayama A, Komaki H, Nishino I, Goto YI: Molecular pathomechanisms
and cell-type-specific disease phenotypes of MELAS caused by mutant mitochondrial tRNA
(Trp). Acta Neuropathol Commun. 3(1): 52, Aug, 2015

Liang WC, Zhu WH, Mitsuhashi S, Noguchi S, Sacher M, Ogawa M, Shin HH, Jong YJ,

Nishino I: Congenital muscular dystrophy with fatty liver and infantile-onset cataract
caused by TRAPPCI11 mutations: broadening of the phenotype. Skeletal Muscle.
5:29,eCollection, Aug, 2015

Montassir H, Maegaki Y, Murayama K, Yamazaki T, Kohda M, Ohtake A, Iwasa H, Yatsuka
Y, Okazaki Y, Sugiura C, Nagata I, Toyoshima M, Saito Y, Itoh M, Nishino I, Ohno K:
Myocerebrohepatopathy spectrum disorder due to POLG mutations: A clinicopathological
report. Brain Dev. 37(7): 719-724, Aug 2015 [Epub Nov 2014]

Toyooka K, Kubo K, Fujimura H, Sakoda S, Tominaga K, Nishino I: Family with
centronuclear myopathy as a result of a novel p.R369G DNM2 mutation. Neurology and
Clinical Neuroscience. 3(4): 161-162, Jul, 2015 [Epub Mar 2015]

Kida H, Sano K, Yorita A, Miura S, Ayabe M, Hayashi YK, Nishino I, Taniwaki T: First

Japanese case of muscular dystrophy caused by a mutation in the anoctamin 5 gene.
Neurology and Clinical Neuroscience. 3(4): 150-152, Jul, 2015 [Epub Mar 2015]

Kawasaki Y, Naba I, Azuma S, Yaka K, Moriva M, Nakano M, Nishino I, Tatsumi C: Case
of dynamin 2 mutation-related sporadic centronuclear myopathy with peripheral
neuropathy. Neurology and Clinical Neuroscience. 3(4): 131-133, Jul, 2015 [Epub Jan
2015]

Uruha A, Noguchi S, Sato W, Nishimura H, Mitsuhashi S, Yamamura T, Nishino I: Plasma

IP-10 level distinguishes inflammatory myopathy. Neurology. 85(3): 293-294, Jul 2015
[Epub Jul 2015]

Furuta A, Kikuchi H, Fujita H, Yamada D, Fujiwara Y, Kabuta T, Nishino I, Wada K,
Uchiyama Y: Property of Lysosomal Storage Disease Associated with Midbrain Pathology
in the Central Nervous System of Zamp-2—Deficient Mice. Am J Pathol. 185(6): 1713-
1723, Jun, 2015

Suzuki S, Nishikawa A, Kuwana M, Nishimura H, Watanabe Y, Nakahara J, Hayashi YK,

Suzuki N, Nishino I: Inflammatory myopathy with anti-signal recognition particle
antibodies: case series of 100 patients. Orphanet J Rare Dis. 10(1): 61, May 2015 [Epub
May 2015]



21) Uruha A, Hayashi YK, Oya Y, Mori-Yoshimura M, Kanai M, Murata M, Kawamura M,
Ogata K, Matsumura T, Suzuki S, Takahashi Y, Kondo T, Kawarabayashi T, Ishii Y,

Kokubun N, Yokoi S, Yasuda R, Kira JI, Mitsuhashi S, Noguchi S, Nonaka I, Nishino I:

Necklace cytoplasmic bodies in hereditary myopathy with early respiratory failure. J Neurol
Neurosurg Psychiatry. 86(5): 483-489, May, 2015 [Epub Sep 2014]

22) Munteanu I, Ramachandran N, Ruggieri A, Awaya T, Nishino I, Minassian BA: Congenital
autophagic vacuolar myopathy is allelic to X-linked myopathy with excessive autophagy.
Neurology. 84(16): 1714-1716, Apr, 2015 [Epub Mar 2015]

23) Puppo F, Dionnet E, Gaillard MC, Gaildrat P, Castro C, Vovan C, Karine B, Bernard R,
Attarian S, Goto K, Nishino I, Hayashi YK, Magdinier F, Krahn M, Helmbacher F, Bartoli

M, Levy N: Identification of variants in the 4q35 gene FAT1 in patients with a
Facioscapulohumeral dystrophy (FSHD)-like phenotype. Hum Mutat. 36(4): 443-453, Apr,
2015 [Epub Jan 2015]

24) Sanmaneechai O, Likasitwattanakul S, Sangruchi T, Nishino I: Ophthalmoplegia in
congenital neuromuscular disease with uniform type 1 fiber. Brain Dev. 37(4): 459-462,
Apr, 2015 [Epub Aug 2014]

25) Nishino I, Carrillo-Carrasco N, Argov Z: GNE myopathy: current update and future therapy.
J Neurol Neurosurg Psychiatry. 86(4): 385-392, Apr, 2015 [Epub Jul 2014]

26) ZEEM, B —=: 27 )VERMFREE— GNE I3 0NF— (B0 EBREEDEMEIFNF—)
EEADFA. Brain Nerve. 67(9): 1115-1123, Sep, 2015

(2) &

1) Nishimura H, Noguchi S: Molecular Pathogenesis and Therapeutic Strategy in GNE
Myopathy. Translational Research in Muscular Dystrophy (Ed. Takeda S, Miyagoe-Suzuki
Y, Mori-Yoshimura M), Springer Japan, Tokyo, pp63-75, Feb, 2016

2) PEW—= AR RIRMRENRE (% FIORGE, BB, BROEE, Bh%E). M
i, i, pp831-839, Feb, 2016

3) pEEl, BAHED, P —= ' HMERF (hereditary myopathy with early respiratory
failure). Annual Review 2016 #Pf¥ (fifR @ B3 ARNIE, #MRILT, RABXR, FNE—, JIK
{58, WIEFH, R, pp228-233, Jan, 2016

4) BENEF, PE%—="Pompe JHOMIK. Annual Review 2016 fhi¥ (% gANIE, HRILT,
RARER, FINE—, NRER, PAEFEHS, RA, pp200-205, Jan, 2016

5) AAREMT, HR—= " THEBOSHFIHSBETHRE. & (A A-UPSEXL/NEMRER
BO—ERIN SRS Bl - T O A — (BE - RERAE, o N, iR BHET,
MR - BANEMREER), BB EHREY, WA, ppl5-18, Nov, 2015

(3) %l
1) =B E  FHEEY EWEH O A B 7 ¢ —. Clinical Neuroscience fifiz A k37 4 — up to
date. 34(3): 328-329, Mar, 2016
2) HpEsk : P A Q7 4 — &3, Clinical Neuroscience i A 07 ¢ — up to date. 34(3):
264-265, Mar, 2016

29



30

3)
4)
5)
6)
7)
8)
9)
10)

11)
12)
13)
14)
15)
16)
17
18)

19)

20)

AINEE : R — EBEHMEDRA > k. Clinical Neuroscience i A F Q7 4 — up to
date. 34(3): 302-305, Mar, 2016

RE 8 ERBZBIORA > k. Clinical Neuroscience ffi A 07 4 — up to date. 34(3):
309-312, Mar, 2016

HHET  BEHEHHT A 07 ¢ —. Clinical Neuroscience ffi’ A k07 4 — up to date.
34(3): 323-327, Mar, 2016

M Rth : IRWEBA D A RO 7 ¢ —. Clinical Neuroscience ff A 07 4 — up to date.
34(3): 330-331, Mar, 2016

BIEEE AR —= GG OE &4 7R, Clinical Neuroscience ffi A 07 4 — up
to date. 34(3): 270-272, Mar, 2016

Y —= L REN IANF - ORERBE SIS HILSER. BRI, 43(2): 540-544, Jan,
2016 \

RH i, An & AF—=, BpaEs, Rl REOI 22 RY Y DNA A3243G &
R LIRRER & OBEAVRIR S N7z MELAS @ 1 . #ifENEL 83(6): 520-524, Dec, 2015
HEED, EF— = BN BREZEI B MBI A NF —IIHT 5 7V TR, WeREL.
83(4): 289-293, Oct, 2015

B —=  RBOHREOES. MNEGEY. 32(4): 487-490, Jul, 2015

ST, P —= : Lipin REYE. BAEIIERRE C8 2 ) —20OOEHhiEREZ &0 T—
O H A BSRsBEEE S U — X, (33): 127-129, Jul, 2015

WRIEL M, P4UF — = :Neutral lipid storage disease with myopathy (NLSDM). BH&HiEMREE (G
2R —F D OMRLEEE S DT — M H ARK BisigiEsiEs U — X, (33): 135-136,
Jul, 2015

BEEWM P§Y — = : Neutral lipid storage disease with ichthyosis (NLSDI; Chanarin —
Dorfman syndrome). ‘BHEMHAEMREE 82 i) —EOMOMREMEREEZ SO Tl H A&k
P AERREE S Y — X, (33): 137-138, Jul, 2015

T, Pi—= ! MNGIE (mitochondrial neurogastrointestinal encephalomyopathy). &
BIEREE G5 2k —Z20MmOMRENHERZ &GO T —MHRHAEK FrispheEiEs v —X.
(33): 208-211, Jul, 2015

PEATYERE, PRI — = : NARP (neurogenic muscle weakness, ataxia and retinitis pigmentosa)
SEEE. EREEEREE CB 2R — 20O mRRNREEE SO T — MM H AR BEispiE 5
B Y —X. (33) 212-213, Jul, 2015

EREONY, WY —= R T7 I F— A& ESBEEIFNTF—. BFRUERE 82K
—Z DO PR EE SO T — M BARRK HEENERES Y — X, (33): 240-242, Jul,
2015

ETE, P —= : Myopathy, lactic acidosis, and sideroblastic anemia (MLASA). &%
SERRAE GE 2 fR) — 2 OO B Z 2T — JI H AR FaispliEmiEs J —X. (33):
243-245, Jul, 2015

BEBREONY, A —= ARY EREACHEBEERIANF—. BRIERE G2 —
Z Dl D PR IR B2 2 9 T — B H A Bk BrofigonbE i 2 U — X, (33): 262-264, Jul,
2015

WL, FEY—= @ ZRMH. Medical Practice. 32(6): 951-956, Jun, 2015




21)

22)

23)

24)

25)

26)

27)

28)

BERR, IR, SEEE, Y HAK BT S Pompe R OHIR & R B # AR
MRERIRE. 82(5): 537-545, May, 2015

BEEM, HFSh, KEREFE KBGO ANA T« — BRIBERE GE2M) —Z0ofo
MR R B2 5 T — I H AR BisspE RS> U — X, (32): 61-63, May, 2015
RNMER, BY = X#EEEIFFaTI—IFNF—. BRTIEREE B2/ —Zofh
DR ERZ B O T — 3R B AWK FisiEmERE S U —X. (32): 447-450, May, 2015
Ry, EY—= PO IFNTF—. BRBERTE GB2iR) —ToomMmEmkEza
T — B B AR FiiEspEREES U — X, (32): 443-446, May, 2015

SR, B SERESRMEY T A EE. BRTEER CGB 2 k) —E OO fhEE
EERZ SO T — Rt H A FFRBNERRES U —X. (32): 451-453, May, 2015

VERTER, EE—= Bun/MEIANF—. BRHEGER GE2R) —2ooMEmHKEZ
2T — I H ARk HiFRBERERS U —X. (32): 454-456, May, 2015

EHEONY, A= HIBESEIFNF—. BRIBEREE GBE 2R — 7 Otho kiR
BEIDT—HIMBARK FESRERES U — X, (32): 458-459, May, 2015

mIER L - RIARRIRCAR A & O RIGHE R 4 NF — (HMERF). BRERE GB 2R —Zoft
DR HE R Z O T — BB AERK B RiERE S U —X. (32): 460-463, May, 2015

(4) ZOhh
1) P —=, #WEHEF 1,263 A @ BIlEESREM 5 20 ik, B, 3B, Apr, 2015
2. FERR

(1) ki, >ORTDL

1)

2)

3)

4)

5)

6)

7)

8)

™ International Congress of

Nishino I: GNE myopathy — mechanism and therapy. 5
Myology, Lyon, France (Lyon Convention Centre), 3.16, 2016(3.14-3.18)

Nishino I: Inclusion body myositis — Current status. 5th International Congress of Myology,
Lyon, France (Lyon Convention Centre), 3.16, 2016(3.14-3.18)

Noguchi S: Sialic acid therapy in GNE myopathy: Lessons from other HIBMs, 215" ENMC
International Workshop, Amsterdam, The Netherlands(NH Marquette Hotel), 11.14,
2015(11.13-11.15)

Noguchi S: Clinical and molecular aspects: Asian cohort. 215" ENMC International
Workshop, Amsterdam, The Netherlands(NH Marquette Hotel), 11.13, 2015(11.13-11.15)

T .
* Asia-

Nishino I: Next generation sequencing analysis on hereditary muscle diseases. 11
Pacific Conference on Human Genetics, Hanoi, Vietnam(Sheraton Hanoi Hotel), 9.18,
2015(9.16-9.18) ‘

Nishino I: KGS analysis in hereditary muscle disease. 10" Japanese-French Workshop,

Paris, France(Institute of Myology), 7.2, 2015(7.2-7.4)

Noguchi S: Two events in the pathogenesis of congenital muscular dystrophy with

collagen VI deficiency. 10" Japanese-French Workshop, Paris, France(Institute of Myology),
7.2, 2015(7.2-7.4)
Mitsuhashi S: Genetic analysis of Japanese FSHD patients (short talk). 10™ Japanese-

French Workshop, Paris, France(Institute of Myology), 7.2, 2015(7.2-7.4)

31



32

9) WO _f8:GNE IANF—: L7 VMEAKRE TR TRIEEMKR. 3538 BHAR
THEWMESES/HE S MHAE{ERKRE GRAR, M7 MPR—-LN7 152 F), 122,
2015(12.1-12/4)

10) FEYF—=: ORAIl I TEMNLRIMERSEIANF—2 KT, BIBRBASZTENER
/88 MBAELERRE GRAS, WP WHER—F715 2 F), 121, 2015(12.1-
12/4)

11) f%— = P A 07« —OFRBEE. E 33 B HAMRGEEZSRS, &hE (BhHEE
BaEsin), 11.27, 2015(11.26-11.28)

12) pE%— = HRRE DR DS LG H ~ RO NFE PO~ BRI A MO« —EERRE,
KB (CKBRAkZh 2Bt »—), 10.24, 2015(10.23-10.24)

13) Y —= : ACEARZEREI A NF—. 57 RBANRMR e MBS, Kk GrERT )V
KBR), 5.29, 2015(5.28-5.30)

(2) ERg¥=

1) Hamanaka K, Goto K, Arai M, Nagao K, Obuse C, Noguchi S, Hayashi YK, Mitsuhashi S,

Nishino I: SWCHDI haploinsufficiency: common in Japan? FSH Society Facioscapulohumeral
Muscular Dystrophy [FSHD] 2015 International Research Consortium & Research Planning
Meetings, Boston, US (The Westin Boston Waterfront Hotel), 10.5, 2015 (10.5-10.6)

2) Zhu W, Tto T, Tanboon J, Mitsuhashi S, Noguchi S, Nishino I: Variant to mutation —

pathology, next generation sequencing, cellular biology. 20th International Congress of
the World Muscle Society, Brighton, UK (Brighton Dome), 10.2, 2015 (9.30-10.4)
3) Mitsuhashi S, Nishikawa A, Zhu W, Termglinchan T, Shin JY, Takayama K, Uruha A,

Endo Y, Noguchi S, Nishino I: High-throughput genetic testing for muscle disease and an

exome database of the undiagnosed in Japan. 20th International Congress of the World
Muscle Society, Brighton, UK (Brighton Dome), 10.2, 2015 (9.30-10.4)
4) Nishikawa A, Mitsuhashi S, Mitsuhashi H, Noguchi S, Nishino I: Severe congenital

myofibrillar myopathy with intranuclear rods due to ZMNA E383K mutation. 20th
International Conegress of the World Muscle Society, Brighton, UK (Brighton Dome), 10.2,
2015 (9.30-10.4)

5) Aartsma-Rus A, Hoffman E, Bucella F, Flanigan K, Kirschner J, Kole A, Mercuri E, Nishino I,
North K, Pereda Alonso A, Rahbek J, Sejersen T, Wood M, Lynn S, Robertson A,
Lochmuller H, Straub V, Bushby K: TREAT-NMD (translational research in Europe,
assessment and treatment for neuromuscular disorders). 20th International Congress of the
World Muscle Society, Brighton, UK (Brighton Dome), 10.2, 2015 (9.30-10.4)

6) Endo Y, Dong M, Noguchi S, Ogawa M, Hayashi YK, Kuru S, Sugivama K, Nagai S, Ozasa S,

Nonaka I, Nishino I: Milder phenotype of muscular dystrophy due to POMGNT2 mutations.

20th International Congress of the World Muscle Society, Brighton, UK (Brighton Dome),
10.2, 2015 (9.30-10.4)
7) Noguchi S, Dong M, Endo Y, Hayashi YK, Yoshida S, Nonaka I, Nishino I: DAG1

mutations associated with asymptomatic hyperCKemia and hypoglycosylation of (1%

-dystroglycan. 20th International Congress of the World Muscle Society, Brighton, UK



8)

9)

10)

11)

12)

13)

(Brighton Dome), 10.2, 2015 (9.30-10.4)

Tanboon J, Noguchi S, Mitsuhashi S, Nishino I: Homozygous splicing mutation in ZSPD

gene in a girl with Walker-Warburg syndrome. 20th International Congress of the World
Muscle Society, Brighton, UK (Brighton Dome), 10.2, 2015 (9.30-10.4)

Kohashi K, Ishivama A, Takeshita E, Shimizu-Motohashi Y, Saito T, Nakagawa E, Komaki
H, Sugai K, Nishino I, Saito W, Takaso M, Sasaki M: Early scoliosis surgery may prevent
deterioration of respiratory function of in Ullrich congenital muscular dystrophy. 20th
International Congress of the World Muscle Society, Brighton, UK (Brighton Dome), 10.2,
2015 (9.30-10.4)

Uryha A, Noguchi S, Sato W, Nishimura H, Mitsuhashi S, Yamamura T, Nishino I: Plasma

IP-10 level distinguishes inflammatory myopathy. 20th International Congress of the World
Muscle Society, Brighton, UK (Brighton Dome), 10.2, 2015 (9.30-10.4)
Liang WC, Chou P, Kan T, Su Y, Hayashi Y, Nishino I, Jong Y: Probable high prevalence

of limb-girdle muscular dystrophy type 2D in the aboriginal tribes settled in southern
Taiwan. 20th International Congress of the World Muscle Society, Brighton, UK (Brighton
Dome), 10.1, 2015 (9.30-10.4)

Ishivama A, Sakai C, Endo Y, Mitsuhashi S, Noguchi S, Matsushima Y, Hayashi YK,

Komaki H, Sugai K, Sasaki M, Nonaka I, Goto YI, Nishino I: Mutations in iron-sulfur cluster
assembly gene IBAS7 cause progressive cavitating leukoencephalopathy. 20th
International Congress of the World Muscle Society, Brighton, UK (Brighton Dome), 10.1,
2015 (9.30-10.4)

Takayama K, Mitsuhashi S, Nonaka I, Noguchi S, Nishino I: Gene mutation screening

using whole exome sequencing in lipid storage myopathy. 20th International Congress of

the World Muscle Society, Brighton, UK (Brighton Dome), 10.1, 2015 (9.30-10.4)

(3) —*¥=

1)

2)

3)

4)

5)

6)

SHNE, FUPHRE, BENST, ES-=c AEEE YDA a7 —BEOIES )
LRHE. 38 MHAAR FAWERESR S8 MAAELERARE ARKSE, #F (FFR—
71T VE), 12.2,2015(12.1-12.4)

SEEREFRER EREHGY A 0T 0 —@) D4z4 TES ) AB X URTESY VNI B OR.
BEW HFICKSBROGARIES, &R WHKE HFy o NAa5R/b—var1-1),
11.24, 2015(11.24-11.25)

WEEEN, WO B ZREE FENTERE, BERNET, YT — = Plasma IP-10 level
distinguishes inflammatory myopathy. 5 7 BIffig 7 —2 > a v 7, #ig EETIHFEFTI),
9.12, 2015

WIERM, WO 8 ARMERR, PERER ZERXE N B, EY—= miEr-10 TH
REVERIE B & RN B 2B TE S, B HAHERERER, DME (ENLREM - i
EEmRtE >y —), 88,2015

ZRBHRE, AR RBOELG PRI OWT. F—RHAAHER¥NES, ME (EE
- phiREREMRE S ¥ —), 8.8, 2015

EREPE, BENEr, WO 8 hhEE, ZEEE AN EEET LWEH I A o

33



3.

34

7)

8)

9)

10)

11)

T4 — 2 NOBIETERMY. B—FAAHARFRES M (ELREM - phEERETTE

% —), 88,2015

e &, kW, MW E, HAEWR, AR M, BT, EE K SR, M
ReHh, MTRRGH, KIBER, SAMAT, Ok, G STRAR, B —=, %k

—, R KREFT, MR, RE—: Fadz MBI A MO T 2 —IZBTFBTU 53

2F BV ERHNELEENTAY ) - PUFEYA - AUTR Y LAF F NS-065/NCNP-

01 DTy —Ab A2 - ba—< il B—FHEHEREMERS, NE (E2RER - piiE

EEMRL»—), 8.8, 2015

HEENET, ZEEE, EPHE A= BEER RSO A 0T ¢ — (FSHD) OER

FHRNT 2015, 55 56 MAAMRERPINARS, HHR CREXAyt HRa A~ artky

4—)), 5.23,2015(5.20-5.23)

Uruha A, Noguchi S, Mitsuhashi S, Sato W, Yamamura T, Nishimura H, Nishino I: Plasma

IP-10 level distinguishes inflammatory myopathy. % 56 Bl A% SMRE, HiR (R
BAvt FRa ~NYYartr¥y-)), 5.22,2015(5.20-5.23)

ZEHEE Y= KR -2 HWEREEHEBOEE RN, 56 bAA
MR E MRS, BB CREBAYE FHRaN>alkr¥—)), 5.22,2015(5.20-5.23)
TENETE, EH—=  HEHROMREZEICE TS MxA REOH M. 5 56 [ HAMRY
ERMKRE, HiR CGREXAvyt FRaVX>2artr¥y—-)), 5.20,2015(5.20-5.23)

(4) T G

1)

Nishino I: Role of Muscle Biopsy in the Era of Genotyping. 3rd Pompe Disease Forum,

Shinagawa (Tokyo Conference Center Shinagawa), 6.20, 2015 (6.20-6.21)

e

D

2)

3)

4)

WIERM, VEAVER, 0O 88 ZEEE, WhET, MBS, R R pEE—= 0 RE
MR BRI~ —h — D PZE. JRESEHRI AN ABRMB G (EHAMRBEBERMATE @G
EBBORMIREH ) (HAHGIEMRBICBT 2RV (H26- BHES ) - —i#% -079) (BF
RAERE | FAER) H27 RFEIIEE, TREHX @ity —F57)), 2.5, 2016
My, WEF—=: FHL1 ISFINF—OEIKRE. BEHDRAREM S GlEERES
BRI SR GEETEERBBORMIASRE)) (R EREHEEICET 2MAENIFENE] H26- HHG
M () - —iE-079) (FRREZF HFAESR) H27 FEWSE TRERX @Htry—55)0) ,
2.5, 2016

BILHES, B RER, [LlEz, 8ERE, AkEez, L B ak—= cafRzERiE
FANF—DBETA FI1 0 OBTFLHME BEFDHRENARAME GEHATERBSFBERIITR
B¥E (EREMEERBBORMAER)) [HLUGEMHEBICE T 2RAEMFAN] (H26- BHE D
-—i% -079) (BHFEIREA © FAEE) H27 FENEE, TRER @dtr vy —FK57)0), 2.5,
2016 ‘

FERY, BE M, BEE-M, AEME, HERE AF—=, KBEP—, LHEE 8%
FHINAEPE R BE R AT 2 00 & U R 2 e - MBS 5 RO EIHM - MR
BHRL Y — B - RREBMARMEE (HPA 07+ —EF VM E AW ik iR
HOBIE] (EEMFRE © REM—) ERk 27 FEPER, N (ESDRE - phRERT T




5)

6)

7)

8)

9)

10)

11)

12)

13)

V&), 12.9,2015(12.8-12.9)

o & K BE—=RENHREO S TREBEOMYL S NTHBHEOMSE — VIR
A= VREBIFANF—OHBIIEDS 2 DO N2 b —. ENLRM - #REEBERE 5 —
Kb - R B AR (MR a7« —EFNVEmE AW RBEREORRE] (EfE
Wryess - EM—) FRk 27 FEPERE, MEH (BN - MREENA TS Y —), 12.8,
2015(12.8-12.9)

mY—=, BEIHET, B0 F =ZREE, khiiET, BPESE : KR —-s 209 -2Hn
TR D A 07 ¢ —BIER B O TIRIERY] &2 Wi - IREERTE. ENCRE A - SiREP R

Rty — R AR EITAERESR [HYA N0 T ¢ — BRSO - BRI

(EEMFRE BT —=) ¥Rk 27 FEERE, Nl (BENLREM - sEERR RS 5 ),
12.7, 2015(12.6-12.7)

b2, EPHE, Sobczak K, Berglund AJ, Thornton CA, B AER, HHBETF, NEF
—=, SRSIER @ HIREMN Y R 0T ¢ — OIRERY] & IBPEBIRPIT. BN o pERE R
Sty — Kt PR BITARRER (i R b a7 ¢ — BB QLB EI - IR B 5t
(FEVIRE : B —=) Rk 27 FEPER, DFEd (BN - RRERNAEL Y —),
12.7, 2015(12.6-12.7)

SEEE, HPHRE, gt b, Y= EEEP EERHI A R0 T -0
BHZDWT. ENVREM - fhRRERITEE > & — K - KBRS (A o7 ¢ —
PBHHLE B D EL AR - IR B SE IS (EEMFRE I —=) PRk 27 SF PR, DEd (H
VEKED - AR > & —), 12.6, 2015(12.6-12.7)

W, R ET—=, KIPEKE] - ERMERE & ARIEE S BIEEREO S T
WBOMFY]. ENOREM - shRRERPIARE 5 — Kl - s BIERER (Ao« —B
BB OIMMZSNT - HMERRREDSE] (FEVSEE - B —=) ERk 27 FEIEE, NEE (H
SRR - PRRRIEETISEE 4 —), 12.6, 2015(12.6-12.7)

R, JubEE, B%—=, NUNE  BREFICBISEE CE-Y U RRE. B
- PIEREENIZEE & — R MR RTAREE (YA D7 —OIET VAR E
B & U= BIRIEZE & i) (EIEMRE © MRS ERk 27 EREBE= S, TRHERX A
£/ EIV), 11.28, 2015(11.27-11.28)

INEZSr, GLEE, RINEM, TR, AR T, WlEE PIERZ, MURL, AR
A, ApEsk, EET—=, HE O, SM&STL, B4 AKHEfT Ullich BEREH A O T ¢ —
DHEFT PP BEREIE 03 2 FHN BB IE O R OME,. EEM - hRkEENRE LS ¥ —
ol - MRERITERREE (HPA RO 74 —OTET Y AAIHZE BN E U ZIRERDFZ & 4 filf
fin)] (EEVFRE D DBORSD FRk 27 FEM=E FTRAKX A #£FEN), 11.27, 2015
(11.27-11.28) '

HEED, WNINE, B ORkH, A=, KR O, MHEER EFEHOARDT - 2A
RMOOMBEREICRET 2 8ET. ENIRER - RRERTIRE O & — K - s BT R E [
VAROT74—OIETF Y ABIHEHK & U BRI &ER8MmE] (EEmWAE - MUESD
SRk 27 AFEERERRE, TRHARX A EFEI, 11.27, 2015(11.27-11.28)

AEED, ZBHE MAXHE, KABERT, KIFMEEER, B ki, SHEFET, FHXERH,
REAM—, A Xy —HHOZ2 MO 7 ¢ —RERPADEDIT - BT —FRFET >V r—
MREE— ESTRE M - ARRIEENR L Y — R - ARRBTTRRRE [EERHRCED R

35



\

36

RIFFERAG & U COMBEMIEER T a IV P MY — O LA DR EHRTERBA DR Z H
HULHIR] (EERRSHE AR 1D 27 FEIaE, TREX A KEED), 11.27,
2015(11.26-11.27)

14) RAGREE T, —BWRE, REmEy, Bkt BEH—= :lonPGM Xt -2 T2 ¥ —%

MW= DMD B Fiddr. EL R - fhEERMR S ¥ — Kb - iR B RHARE [ER
A E D ERRMFFEE & U TOMRHER T a FIV L YA MY —OIFH & HDREREER
BAOEREZ E?Eb?‘:lﬂf%J (EEWTSE © AR M) ERR 27 SEEPIRE, TIRERX A #H3%
EN), 11.26, 2015(11.26-11.27)

15) SRR, ZHBIEE, NAREET, JFREET, NIER, BaRET, B B,

A 2, WEERlZ, SR, KM, HPER, EW B RH K, HAET, AR
—=, BAER VAT 2V CREER EOHPIRBHEREANOL VA MY - AT LORE
M &BIE T2 AT LOMILOET HMAE — VAT 2 VY VEIETFTRENOKRER -2 T
YU—OBA—. ENLREM - SIREREIR T Y — Rl - PR BT R [RERGNICE
D < BRPIFLEM & U TOMEMREB T2 a FIVL P A B Y — O ER/ADRERIERENORE
PlZe HIEL 2058 (EMENFSRE 0 AR D B 27 SEEMERME, THRERX A KEFED),
11.26, 2015(11.26-11.27)

16) B pkth, PEINET, ZHRHSE, FIUASET @ MR - iREBEHEL DA MY -0 RO -

HOBLTBEH AT LARCBET 505 —BWEMHE X a7 ¢« —OEETZHCDONT—.
ESZR N - AEERDIT 2 > & — K - BB e R (RIS D < RIRDIZ R
EUTOMRBRIKEBT > a IV LI MY —OER ER/PRBGIEREBNOREMZ HIF L 20f
F] (EEDIEE AR D Bk27 FEERE TRERX ARKFE)I), 11.26, 2015
(11.26-11.27)

BEHNHAREEESRE - ZE
BHFUNMEEEESKR

1)

2)

3)

4)

5)

6)

7)

8)

R gaibha: BBRUA B) EXREHIA MO T ¢ — i 2mMEEERAE] (W
R4 6% (WFRsEE B0, wib '
FHEEABRMBE HBRMR © [HEEREREIANF—ICBITE2F—FT7 7 O —nTH#
WOIRER G- OMY]] Wr7esEE @ k)

R mbhis: 2EBRR B MEENAINVIILRACIKVFIEECIENSHIA MO
7 4 —DIREEMRY]] (PR E B0

FHEprgmBE BBTR O [BEHEWERMHAIOT7 ¢+ —CBI5HRIED 2 %
T4 7 HEE T ORR] WIRRES =@

FHEEFABMBE SEFUR B) (1275 —LICEH U ZE AR5 ORER &G
ERFE] WFFEREE @ D) ‘
EISZRGH - PREKBRT 7S > & —Xadi - PR BIIARRER (P A o7 « —BhEREBO ST
JRERIRY] & W - IniRkPRR | (EEDFRE - )

SR - SREESBMT TS > & —REfh - PR BIFERSER (P A bOa T —EFNEmER
W Bl R BE OS] Grimpryed - o)

EISZRS R - SREEEIRIT7E 2 > & — el - pIEREIBDTFERI AR TIEIN T ANIC R D < IR RDFR Rl &
UTOMEMmRET > aF VL VA M) —OFER EH/DREHREREORMZ B L 2]



GrEprR#E : =)

9) BAEEHIFABAS MM REPIRRMER EHRIPKBERALIAEE EEEIFNF—-OXIk
R AL PR - ), @RS EE 0, =/R)

10) AAEBPIRASERN RIERMAER BESIRBOUARMAERE [BIR0ZREH 5B
WIANF—ICHTHI5ITEROVDIROMFGEN2RBEORMFE] WIFRARSE D) WKL
HE )

11) AARERDIAMFEHENE REVIRMER SRMREBEMEMRERE DEREMIINF -8B
B N-7EFIV) AT I BROENTEORE RO 11/ 10 HRAR] BHFRSEE : AE)

12) BAERIFCPASEHNE RN ABRE +—F A1 FEROEB TS SAH GE3HD A
MRS R CBREMEHER (RHMEHES 2 07« —HRER) ORIERET I % 5 b
KBIFHA Y —T7 20 ARBRICET 55 ) ABE] (WFFE0EE @ AL

13) HAPEEDIARMTFERN REorasER SRR HEE DHRE SRS R 5
BERAVET 2V VIMBH IA AT —CHTHII Y 2 - A%y THEOEMLITBT %
W] (WHsEnEE @ i)

14) JRAEFBRIEPIREME HEMRBFBORMIAERE (R MBEMERICHT AN 5]
(WF5Eo M : Pal)

15) [RAEFHBRIER RS MRRBEBORTIAERE THLWERRMNARER Y -2
REARICIEIE U 216 1 B 51 2 OERB K CERICD 2 2 BHEH O FESL T 72 R 5%
(WF5En 1 : Pil)

il

[ B3
» Ishivama A: World Muscle Society, Elsevior WMS Membership Award, the 20th
International Congress of WMS, Brighton, UK, 9.30 - 10.4, 2015 &

5T
RPAOHH : ¥ N BEERENERZBRETS-DOEE
FeRTHER P00 1B
% M % : W0 |G, Malicdan Christine Vergara Malicdan, PE¥—=
FeaF & FrAFE 5852785 5
RS FFR 2011-042435
ZABA%E © F¥BH 2012-180291
H B B 2011(H23) 4 2 H 28 H
% & H:2015H27)fF 12 H11 H

37



2. BRI E i

I. HERBOBE

BIAMIFLHE BN T, MREE, RS -E O DO 28 B SUIHEREM B8 ICRE T 5 %
EREBOWAZ, E&U THRANETEMSNAEZRANTIT>TVS. HUMSERBZHNEN
5, & U THRAEMSZE, LEFRICIREZ LU THSEMREFERANEESS @HEHERTER)
CHEEL, YU I—D4DDHEO—DTH B MAEERENRZHE> TS,
EMUTVWLHATOY 27 FEULTE, [F—¥ A FEBEEHETOS L], K- ik
BONAF YUY —ADMSE], [iPS HIlZHWAEEBIA (AMED-CRET) | [HHATER B IEALIIF
B (HRBERMASIT) ] BETH2. £k, FEEIST (ML - SR EBHA =751 7]
ICBDb SR, HHFAREDONA T Y Y — ZAORHE - BELEEHBICBET SR, BITBITFEINA
FUY —ZDOFHEBBREDT — YN —2DOBEICWTE2MAZFICHEb > TN 5.

EHIT, B, K26 FE 4 HOBRRELEAT AN - F ) hkyy— MGC) DRV —K
EUT, 57 LN AKRVEELE 6 Fa Pty —EEONA TN I REERY L .

I. HEES
1) R FaYRYTHICET HH%
P R —, Rz, SOETE, BiEEEE, KEMET, KOMR MRS OHD),
REH— &R, ZRER (BB, '"THAIA (BR)

I bay RY KR, EERZER EOPBHRERPHEEIN 0 TR, 2HF0H 5 HIE3RAE
WREEEL S 5. BFREIE, MGC T ) ABIKBARBCHREERIRRESEE rRaBWE S F L T,
SRAVERUTHOBMIINSE U THBEL TWS. ERR 26 SEEICH I E > kR -2 2
Y—Z2HOWRER O FRRES BT —=ELREW - hREENT R o 5 — e
B) 8NV T, S FaVRYTHROBALZVESH 800 OEIE T2 —EICMNTT 525 L2 ML,
BHOBETERORREE EDIZ, FROFREBEFOREMEEZITOTNVS. £ H22 EEME
F /2 CREST W78 (WFZEAEHE © S HRRBMLEMIR Ty IANVT ) IV AF—LY—F—) ZBN
T, H#MI P RY 7RO iPSHIRZERL, 3243 ZRZ2HT 2 BEMRROZERBE(LICIE
HRFEPHDZZE, T a2 FUYY DNA QEBICO—Y VT - =) ROEHEERDS
EZFGMLE. £, S FICFUTHOBRHFEL VA MY —% Remudy DERRICEHOE THEL .

2) L MERRE OB TR R R ER B O BRI

PYH R, JE R TRRR (HD

2007 SEICHHEE B 1L, Ly MEBRBOEMTELEF TH S MECP2 O FiERT & U T insulin-like
growth factor binding protein 3 (IGFBP3) ¥R U, /IGFBP3-Tg X AIIMAT, lefbp3-RiE
RUAZERNLLU . BNLU % Zefbps-RILT D A DBREF RGN, FBURN SFRMmc ko Bl n
REBEOETNVEWMZRBU . BBl mecp2 FHRBIET Uebpl) RBIIAEMVLE. Ly
NEBEREO R & MECP2 O MBD ISNEREOHBERH 5 Z b . £z, mecp2 RIA
RURAEDEBIZTFRER IR (Ugrop3 ' /mecp2®) & (gfbp3-TGlmecp2™)) BELU Tz, E7z,
L MERBBRET - X— 2B EMBL, SEET 100 FIIEL 7.

3) ERPERBEEIERA I D7 THREO R & IGEERR O O DR
ML R g, PR, oo, LERT, Mm%
Pelizaeus-Merzbacher J§%° PCWH 72 & D EREKMHEERAEIEICDOWT, BEEME, €5

38



ROAREENT, JREMN & BRERARZ B LEMREZTo TS, BEES (TS5 Y — %A
WERI Y - URY Y aZr FIC X DMEBENGEREORR, AAV ZHWEBIETFHRE 7/ 4
BRI X AEROBE, BAIRBREES EOMFEREICMDHATNYS.
4) BEHEAREEOREBHE YT —F - UY —ZAORE

LK GEkE—, JF RRE, PIERT HE), MTRFRE (HD)

HREEOMREHES T LD 2ENGHBETERETREZITO L L BIT, OB Z1EkD
MREATI2EDOREVATLELE LY —ITHEL TWD. AEERETIC 579 FRZ B
U, RS~ ¥ —EHWET ) LR ETTO TWS, 27 FEMNSEF —F— A1 FE
FEHEITOD 27 FOWRETHLENRETNEBAL TRY ) LY — I T AR Z#EL T
5. '

5) FEEENIIMIEE Z & = TR B OBIEBMI & T8 - A O ITE T 5058
Y 2, RIRRA, EARRAL, fEHEIL, ARES HE), WMEEE GHE),
KOEE (FR)

JE PE MR R E D B T VB 2 WS, sk & ORI R TIREERE, BEERED
FEMID R & & 2 TR B ORI - SRR 21T TWS. RIT, Bide RAKER F1E R i PERE D
HE< —h —Eas LG EEAES & LT, LOX-1 (lectin-like ozidized LDL receptor 1) %Id
EL, HPREE LU TH LOX-1 itk % Z51%0 5 BRI E T 6 FFMEINTOR G OA M2 iR L
7=. BREE PEERBICMG TGP TH 5. T aN—IVERERKRTD 2 X —)VIEETHBER B
(A RIEER) OWHEZERIEL =,

6) Kth - HRHEBOBIEA Y Y U TITET SR

PMH RN, MTRRRE (OHT), BANLE (HE)

WHGBIEA D VU U TEOERE LN S, BEWGEEAY 'Y O TITRIE U S & HE
EfioTW5. BROKKFRE NIKERGBUR DO EHEZZT AN, £k, Biofigs (B
BWHE), EizhoroeY o re3Idb— GE1M) Z2HEBL, ¥ —NADLBMEZE.

. #ErEBICEET %5
1) HERARITHT 5 —RESE#R
BT, I P2V RUPHRBEREOSOEMZLTHBY, £AENPOEA [ZVOIED] OFE
NAY—EUT, TRV RYTPHMELAS OE#ET O 7 MicBllb-o TS, BHEEE, Ly b
SERBERE - FER, HEIEREAMOBERASETRAMEI F— 2L, BEXEDHEZX
®BL7-.
2) HMEEFmIZHITSEBR
B, WK ZEEAROREAR, BRI OEEERE U T, EEMNREES
i, BREHANLRZPERE, NREERARY:, R KREEE, REREREART, BROKKTX
%, PIRMBERFOEFEEHMAE LT, PEBUIREREOMWBELZTo 2. FiHlL, IIFKY
DOEBMEBIRE L TELEORBICH Y, JF EiF, ENLBEREROREOMEB LT 2.
3) MREESEI R Ol EE ODHE R
MGC BEMETAHEEIF—T [ bary FUTHE] (&) OWEziTok. WbigEhY v
LU VTEERD BIRAD Y T EIF— (BB —DUHE D ALS, SBMA, SMA) | ZE
fEL 7.
4) (RIEEETH - BORICBIHET 0158 - HE, RESNOHHR

39



H BRI O EREDEA - HIEZTTH, MIROFERMIITBICERL Tha.
5) YA —CBITBHIKNIEE
Bl &I LIS, RBOHERER & U TEMMICEBEZZEL TW5S. FRR 13 F 4 AD S ZAKKIC
BEIL TWEHEEDD Y UTHRICBNT, BRESHKBESEME - R (A AFRIEES
). EUT, BA GREEEAY 8T —) LEBITEENY Y VY, KT, BEZRRER
‘oY T EToR. FHER, VY —WBREMRIREE U O k2 Y Uk, BHRIRE
HRBAEROEM (BHE) EUT, FINEBIRERBIES OFBZ BRI TITo T b,
6) ZOfth
U -BRATO NEEFRER] 2EEHAERICT > .

V. HER%E
Fl4TH
(1) &

1.

40

1)

2)

3)

4)

5)

6)

7)

8)

9)

Mukai M, Sugaya K, Ozawa T, Goto Y, Yanagishita A, Mas\tsubara S, Bokuda K, Miyakoshi
A, Nakao I: Isolated mitochondrial stroke-like episodes in aa elderly patient with ¥ 7-ND3
gene mutation. Newurol CIf Neurosc/ (in press) DOI: 10.1111/ncn3.175

Kodaira M, Hatakeyama H, yuasa S, Seki T, Egashira T, Tohyama S, Kuroda Y, Tanaka A,
Okata S, Hashimoto H, Kusumoto D, Kunitomi A, Takei M, Kashimura S, Suzuki T, Yozu
G, Shimojima M, Motoda C, Hayashiji N, Saito Y, Goto Y, Fukuda K: Impaired respiratory
function in MELAS-induced pluripotent stem cells with high heteroplasmy levels. FEBS
Open Bio 5: 219-225, 2015 Feb

Itoh Y, Inoue N, Inoue Y-U, Nakamura S, Matsuda Y, Inagaki M, Ohkubo T, Asami J,

Terakawa Y-W, Kohsaka S, Goto Y, Akazawa C, Inoue T, Inoue K: Additive dominant
effect of a SOX10 mutation underlies a complex phenotype of PCWH. Newrobiol Dis 80:
1-14, 2015 Jan

Yokota M, Hatakeyama H, Okabe S, Ono Y, Goto Y: Mitochondrial respiratory dysfunction

caused by a heteroplasmic mitochondrial DNA mutation blocks cellular reprogramming.
Hum Mol Gener 24(16):4698-4709, 2015 Aug

Tsujimura K, Irie K, Nakashima H, Egshira Y, Fukao Y, Fujiwara M, Itoh M, Uesaka M,
Imamutra T, Nakahata Y, Yamashita Y, Abe T, Takamori S, Nakashima K: miR-199a links
MeCP2 with mTOR signaling and its dysregulation leads to Rett syndrome phenotypes.
Cell Reports 12:1887-1901, 2015 Sep

Hatakeyvama H, Katayama A, Komaki H, Nishino I, Goto Y: Molecular pathomechanisms

and cell-type-specific disease phenotypes of MELAS caused by mutant mitochondriall
tRNA(Trp). Acta Newropathol, Commuzn. 3, 52, 2015 (doi: 10.1186/s40478-015-0227-x)
Kim Y, Koide R, Isoaki E, Goto Y: Magnetic resonance umaging findings in Leigh
syndrome with a novel compound heterozygous SURF1 gene mutation. Neuwro/ Clin
Neurosci 4:34-35, 2016 Jan

kMG, ARE, AF—=, P, RE—: SEOI Far FYY DNAA3243G ZERE
EIGRR RN & QRIEAVRE X N/ MELAS O—#l. #f¥MEl 83:520-524, 2015 Dec

Fukasawa T, Kubota T, Maruyama S, Saito Y, Itoh M, Kakita A, Sugai K, Otsuki T, Kato M,



10)

11)

12)

13)

14)

15)

16)

17)

18)

19)

20)

Natsume J: Two siblings with cortical dysplasias: clinico-electroencephalographic features.
Pediatr Int 57 (3): 472-475, 2015

Montassir H, Maegaki Y, Murayama K, Yamazaki T, Kohda M, Ohtake A, Iwasa H, Yatsuka
Y, Okazaki Y, Sugiura C, Nagata I, Toyoshima M, Saito Y, Itoh M, Nishino I, Ohno K:
Myocerebrohepatopathy spectrum disorder due to POLG mutations: A clinicopathological
report. Brain Dev 37(7):719-724, 2015

Tsujimura K, Irie K, Nakashima H, Egashira Y, Fukao Y, Fujiwara M, Itoh M, Uesaka M,
Imamura T, Nakahata Y, Yamashita Y, Abe T, Takamori S, Nakashima K: miR-199a Links
MeCP2 with mTOR Signaling and Its Dysregulation Leads to Rett Syndrome Phenotypes.
Cell Reports 12: 1887-1901,2015

Gage BK, Asadi A, Baker RK, Webber TD, Wang R, Itoh M, Hayashi M, Miyata R, Akashi T,
Kieffer TJ: The role of ARX in human pancreatic endocrine specification. PLOS One 2015
Dec 3;10(12):¢0144100. doi: 10.1371/journal.pone.0144100.

Zaha K, Matsumoto H, Itoh M, Saitsu H, Kato K, Kato M, Ogata S, Murayama K, Kishita Y,
Mizuno Y, Kohda M, Nishino I, Ohtake A, Okazaki Y, Matsumoto N, Nonoyama S: DNAMIL -
related encephalopathy in infancy with Leigh syndrome-like phenotype and suppression-
burst. Cin Gener 2016 (in press).

Sumida K, Inoue K, Takanashi J, Sasaki M, Watanabe K, Suzuki M, Kurahashi H, Omata T,
Tanaka M, Yokochi K, Iio J, Ivoda K, Kurokawa T, Matsuo M, Sato T, Iwaki A, Osaka H,
Kurosawa K, Yamamoto T, Matsumoto N, Maikusa N, Mastuda H, Sato N: The magnetic
resonance imaging spectrum of Pelizaeus-Merzbacher disease: A multicenter study of 19
patients. Brain Dev. 38(6):571-80, 2016. doi: 10.1016/j.braindev.2015.12.007

Omata T, Nagai J, Shimbo H, Koizume S, Miyagi Y, Kurosawa K, Yamashita S, Osaka H,
Inoue K: A splicing mutation of proteolipid protein 1 in Pelizaeus-Merzbacher disease. Brain
Dev. 38(6):581-4, 2016. doi: 10.1016/j.braindev.2015.12.002.

Yasumura A, Yamamoto H, Yasumura Y, Moriguchi Y, Hiraki K, Nakagawa E, Inagaki M:
Cognitive shifting in children with attention-deficit hyperactivity disorder: A near infrared
spectroscopy study. Jowrnal of Psychiatry. 18(1):14 , 2015

Saitsu H, Fukai R, Ben-Zeev B, Sakai Y, Mimaki M, Okamoto N, Suzuki Y, Monden Y, Saito
H, Tziperman B, Torio M, Akamine S, Takahashi N, Osaka H, Yamagata T, Nakamura K,
Tsurusaki Y, Nakashima M, Miyake N, Shiina M, Ogata K, Matsumoto N: Phenotypic
spectrum of GNAO1 variants: epileptic encephalopathy to involuntary movements with
severe developmental delay. Eur J Hum Genet 24: 129-134, 2016

Formosa LE*, Mimaki M*, Frazier AE, McKenzie M, Stait TL, Thorburn DR, Stroud DA,
Ryan MT: Characterization of mitochondrial FOXREDI1 in the assembly of respiratory
chain complex 1. Hum Mol Gener 24;: 2952-2965, 2015 *These authors equally contributed.
Mimaki M, Shiihara T, Watanabe M, Hirakata K, Sakazume S, Ishiguro A, Shimojima K,
Yamamoto T, Oka A, Mizuguchi M: Holoprosencephaly with cerebellar vermis hypoplasia
in 13q deletion syndrome: Critical region for cerebellar dysgenesis within 13q32.2q34.
Brain Dev 37: 714-718, 2015

Li H, Ohta H, Tahara Y, Nakamura S, Taguchi K, Nakagawa M, Oishi Y, Goto Y, Wada K,

41



42

Kaga M, Inagaki M, Otagiri M, Yokota H, Shibata S, Sakai H, Okamura K, Yaegashi N:
Artificial oxygen carriers rescue placental hypoxia and improve fetal development in the

rat pre-eclampsia model. Scientific Reports 5:15271,2015

(2) &EH

1) #%igie—: S AL FUTH. DNERBEN A F51 0—BHOZERH— CE3 R (R :
AR, #wEERERE, K5, pp.313-316, 2016 Mar

2) #kHE— : MELAS. ‘&#iiEmi GE 2 (F), BAEIK, X, pp.190-194, 2015 July

3) t%iki— : MERRF. BEUERTE GE 2 (F), HAERK, KK, pp.195-197, 2015 July

4) BB —  BPEE TSR AR RRELE R BE, kearns-Sayre JEMRRE. BIRESKH CGE2M) (P,
HZAER, KBk, pp.198-201, 2015 July |

5) BIERHE— : Pearson JE B HE. WHMIEMRE (B2 (F), BAFIEK, Xk pp.202-204,
2015 July ' _

6) HiEME— : AWRBFEUI Far FUTH. BREIERE GE2K) (F)., BEREIK, KKk
pp.214-216, 2015 July

7) BEEHE— : 2 P32 FUTEEBE. HEBEROLODOBEMOAN - (GE : WHXCK, #E
IEE, FMHEZ, RKMK=8D, PIEFeE, Hal, pp.7202-725, 2015 Apr

8) ki — : BEFHREEREFHRED [ORA SR, HRERIEZE - BE< = o 7 IVEET
3R (R - 5~ Rikfr, FRADE], FEER, SBiEingst, ®ai, pp.230-231, 2015 Apr

9) TREHE—: 3 N2 FYU 7 RIHIEDRE, NRAERIZE - B = o 7 IVEETHE S il (ke %
Ay, ABRWR, WMHEER), 2ZW &G, #H5t, pp.346-350, 2015 Apr

10) BEEHE— : S PO FUTH. DERBET A RS —BHOBEEH— CE3 ) GRE :
nHEME), #wEESe, W5, pp.313-316, 2016 Mar

1) HXEfE, P2 : Ly MERE BEHC R Ty o, KBRS, 2015

12) Inoue K: Genetic risk factors for neurodegenerative diseases. In: Wada K, ed.
Neurodegenerative Disorders as Systemic Diseases. Springer Japan, Tokyo, pp.117-134,
2015

13) PR PRy MZUNEYF—Ya iMiivZa 7V, &k &iGEet, i, 183-
185, 2015 '

1) ZBOEMIEH, BT WNABEN A RSA VRERAS BT ONABEI AR5 12
2015. (HA/NRREERERE, 2ETONABENT A RSV RERBREGER), B SihEd,
2015. ‘

15) ZHUEM : Alpers SEEE. I HAERK  HiasE &S Y — X No.33  BIEEIEG (B
2R 217-221, HAEKEE, 2015

16) ZBUEF:Leigh BjiE. B H AR  HisEBANEMIES U — X No.33 BIIEBRRE GF 2 i)
222-228, HA@EWL, 2015

1) ZBOEA : BYERLRIANF—. BIRHAEK  FRUSANEREES ) — X No.33 Bk AEREE
Gf 2 R 229-232, HAEIKE, 2015

18) ZHGER : HWARBEOEMELOEBOEBELIEER PMREKE DMREOTVNIA.

Medical Practice Vol.32, No.8 EHINHEZFHN A MEIOKEBO O HEZE &MUk 1251-1256,
2015



(3) K

1) Hatakeyama H, Goto Y: Heteroplasmic mitochondrial DNA mutations and mitochondrial
diseases: Toward iPSC-based disease modeling, drug discovery, and regenerative
therapeutic. Stem Cells doi : 10.1002/stem.2292, 2016

2) ®EE#E—: S Fa 2 FY Y DNA KA. SRL EBH 36: 44-46, 2015 Jul

3) REEME— ¢ 2 b2 FY PIHARE ¢ Bis T ERRY. Heart View 20:42-47, 2016

4) BEE#E—: S AV RYTH. DEVEGEY 75:1-6, 2016 Feb

5) B —: Bz THRAE, fiYA MO+ — up to date, Clinical Neuroscience 34:287-288,
2016

6) Osaka H, Inoue K: Pathophysiology and emerging therapeutic strategies in Pelizaeus-
Merzbacher Disease. Expert Opinion on Orphan Drugs 3(12): 1447-1459, 2015

8) WK, /MBIERET, JTAEM  TAMAORERE. DMREREBE 2:247-252, 2015.

9) WIEEZ  ITAMAROIERIRF. NEARE 47(9)  1481-1484,2015

10) WIS R5Hh - FHREEIRD 5 A B TAh A SEEREL TAMA. BAMERE 17(2) : 90,
2015

11) YIF#H : MERRF. /NERISE 2 iagt, Hat 110, 2016

(4) =0fith

FEER

(1) FRlEEE - O RII L

1)

2)

3)

4)

5)

6)

7)

8)

PRI —  Incidental findings (MFEMR) 2EA 5 - KD LFEROFE. HANRERT

=5 60 PIKZ, HH, 10.17, 2015

Itoh M, Nabatame S, Tachimori T, Matsuishi T: Study of Rett syndrome epidemiology and

database in Japan. The 4th European Rett syndrome Conference, Rome, Italy, 11.1, 2015

H*%iﬂi‘zz : }EZEEIP"% 811 RMRERHE Y BV F a2 SLB8EFELIF—. 3 56 BIHApREREE
SBEEMR s, WNREAERE, HM, 6.3,2015

et 2 ya/\~)bﬁf§ﬂ¥®ﬁﬁﬁ€lﬁj’%0)ﬁrﬁlﬁ. TaN—)VIfRH & T OBEB L VR

b 2015 ~EHRHEFE EXRO DO~ WERFEREBHERD, Hat, 12.13, 2015

PSR - Reh - SESERD 5 A2 TANA GEERE L TANA) 5 20 BREMPER E ¥

ez, HEL, 8.9,2015

PR NROTAMA (BEIPNSHEELET) B2 MIHANREE¥EZFEMES, WA,

7.25,2015

P R TV VLI Fr— MRTADAERERHE 540 MAATANALEREH

EI%, 10.30,2015

MR A7 4 —DRIKHEBICBIS2T7 Y P LA v —OHR. YA ROT ¢ —

IR S 2y hO—2E4RI -2 aw /. AF—aryaAr77 LV AR 602 RS,
I, 7.25, 2015

(2) EHpgFs

1)

Itoh M: Clinical comparison of Arima syndrome and Joubert syndrome: consideration from

43



44

2)

3)

4)

5)

6)

7)

8)

9)

10)

2)

3)

epidemiological analysis. The 2015 FASEB Science Research Conferences, Biology of Cilia
and Flagella. Snowmass, Colorado, USA. July 21, 2015

Itoh M, Nabatame S, Tachimori H, Matsuishi T: Epidemiological study of Japanese Rett
syndrome. 11th European Pediatric Neurology Society Congress 2015. Vienna, Austria.
May 28, 2015

Inoue K, Mangalika P.R, Nishizawa A, Li H, Numata Y, Nakamura S, Morimura T, Saya H,

Goto Y: Seeking drugs for Pelizaeus-Merzbacher disease using drug repositioning approach

targeting a novel cellular pathology. The 65"

American Society of Human Genetics
Annual Meeting, Baltimore Convention Center, Baltimore, USA, 10.6-10,2015

Nakagawa E, Nakamura S, Kubota K, Ohkubo M, Yasumura A, Inagaki M: EEG
abnormality and pharmacotherapy for developmental disorders. Asian Society for Pediatric
Research, Osaka, 4.17-19, 2015

Sugai K, Honda R, Saito T, Motohasi Y, Takeshita E, Komaki H, Nakagawa E, Sasaki M,
Takahashi A, Kaido T, Kaneko Y, Otsuki T: SSEP N20 and developmental autcome after
hemispherotomy in Ohtahara syndrome with hemimegalencephaly. Asian Society for
Pediatric Research, Osaka, 4.17-19, 2015

Nakagawa E, Takeshita E, Motohashi Y, Ishivama A, Saito T, Komaki H, Sugai K, Sasaki M:
Treatment of TRH for Patients with SSPE. The 13th Asian and Oceanian Congress of
Child Neurology, Taipei, 5.14-17, 2015

Nakagawa E: Sleep disturbance in developmental disorders, 5th International Conference
on Neurology & Epidemiology, Gold Coast, Australia, 11.18-20, 2015

Nakagawa E, Yuasa S, Takahashi A, Sugai K, Sasaki M, Otsuki T: Evaluation of burst-
suppression pattern after hemispherotomy in hemimegalencephaly. The 2nd Neurology and
Neurosurgery Conference (NeuroConf 2015) Guilin, China, 12.18-20, 2015

Satoshi Takenaka, Atsushi Sato, Yu Kakimoto, Hiromichi Ariga, Yoshiyuki Namai,

Nagahisa Takahashi, Masakazu Mimaki, Masaya Kubota, Akira Oka: Clinical Features of

Epileptic Apnea in Trisomy 18. The 13™ Asian and Oceanian Congtress of Child Neurology,
Taipei, 5.14-15, 2015

Yokota M, Hatakeyama H, Ono Y, Kanazawa M, Goto Y: Mitochondrial respiratory

dysfunction inhibits maturation and survival of iPSC-derived neurons and cardiomyocytes.

CiRA / ISSCR 2016 International Symposia, Kyoto, 3.22-3.24, 2016

(3) —it¥=
1) B, BIAT, IREROIKER, SHEXT, BH&FE, KIFRU, RRHE— ®2BE_

FHANAFVY—ZAOAEMEANZHIBLUEZREEES AT LAOMME. 5 16 R HAEBERYES
MK 2015 11 H1 H~4H M H ST
FE @ HUA - TUT T, WEERT, M, HHRAERE RS, SREeh, &

BnHT, BEE— BMEEFSY Y - UKRIY Y a = JIZ K 5 Pelizaeus-Merzbacher Ji D 1
RAFEOBR. 857 MHA/NIMREEZES, Kk GFESTIVKER), 5.28-30, 2015

IR, PRASERE, AGRE—E, KAGREEY, QHY, RERERE @ SEEREICHT 2 Nk

WBXUEMBE. % 118 MIBAMNRRIEZ#RER, KR, 4.17-19, 2015



4)

5)

6)

7)

8)

9)

10)

11)

12)

13)

14)

15)

16)

17

IR s RERFICBIT 2 M RE & RoE. 8 62 B HA/NRREHSFMES, ER,
6.20, 2015

IR RBEREIC BT D AR R R S EIRRE. B so M HAREREYS, KA,
7.4-5, 2015

IR, WaabE, M FeR, AlEE, BEEES MRS BRI, L ARIEfT - RE
RIS ST DIEIRREE S G, i 41 B HABERE O BEEREMES, A, 9.18-19, 2015
IR - R EEZHFE L MLC O 1 Hl. Eose MHAREBEFERMESZRE, HIE
9.29-10.1, 2015

PR, M FeR, flmgeE, mEREE, DMOES, FARVE, 4 RIET @ TADAEINE
KBFRETOTY VEEOHR. 49 BMHATADAYE A MES, KR, 10.30-31,
2015

I SR T ADARKN T ZRET 0T VEEOBEIRMNI DN T, 55 36 [ HA K RIEM
%4 WE, 12.10, 2015

ITich, #ese MR AERT, A, WEEE PR, ARPE, A KRiE
FrHAAT 2V VAMH I A MO T ¢ —OEBREVREMBOER. 8118 MHANE
Rlpe i, KREBRSES /U —HaA P UET VKRR, KBk, 4.17-19, 2015
MIFieH, MUEX, BWRT, MAAR, ZFmA, IWEERE, ARG8T GhiEE, EikE
&, WP, FARWFE), 4 ARIEfT ¢ Duchenne E%VXFD74—®E¢7DDX97‘5?/?).
VR OBE. 857 BIHA/NBMRRESAMES. WEKRTIVRER, KBk, 5.28-30, 2015
MTRBHPARO T ¢ —OEKARICBFE27 I ML AD »—OBIREHE. B 1PIH
AirarpmEs. B - EEEMREE ¥ —, Hi, 8.8, 2015

KT, ZPOEM, KHXRH, FTHAOE, @EEA, ARdz, WY, FlcgilT, £
B, KD¥E, #%BEME— : Blue-Native PAGE (BN-PAGE) I CIHEERBIHEGKIBLINIVIETF
2, POLGELGTFEBAHMLAZI FaY RUTPHO—H. 5 57 o HA/NR AR 2E 2% i
2, KBk, 5.29, 2015

TFTHADE, KWEF, KHZPH SHRA, GWiEZ, ZBGEM, WY, KIOUH : 15 Hj
IR EIICIARIAO R % % Hd - BIE Angelman FEBEIEO—F. 45 57 B OADNR R R E¥
e, KBk, 5.29, 2015

ZBGEM, b E, RREE, WABH  MRIBEOD OS2 RERAE. 857 M
ANR RS, Kk, 5.29, 2015

mERNh, RERE— BEILDKE, BRX: eI IV RUTPR NIV AZRETSZTOT7 —
¥ Lon OFRNEEOBREK. B 15 BIHAI a2 FUTERE, B, 11.19, 2015
MEHE—, &EE, WAL, BRX e 2 AV RUTPI NI ARZRET S 7077 —
¥ Lon ORRMEEOKERE. HARZLY¥= 2016 (FFE K%, 1L, 03.28, 2016

(4) FOfh
1) #BHgE—: I bV RYTHEOBERT -7 ABRROBIREEE. fNVIF - F L3I b

2015, I, 6.4,2015

2) BERHE—  TADAMN. E2BRBRAEAI v 7 ARMRNE I - — (BER), RH, 9.9,

3)

2015

Inoue K: GJC2 promoter mutations causing Pelizaeus-Merzbacher-like disease. 2015 PMD

45



46

4)

5)

ELES

1)

2)

3)

4)

5)

6)

7)

8)

9)

10)

Conference, Hyatt Regency Baltimore Inner Harbor, Baltimore, USA, 10.9, 2015

BHER © 2 bary FU T ERERRE MR - OHHRANO L2 <ES %, AMED BARE
WEBHIR ARy b7 —2 70555 [REERENIPS HIRZFERU 20k RERDITE] Tk
2T AR BT 7 7 L U R, HE, 2.26, 2016 '

BNz - EEIPSHIRZEBEHALZI Fay FU THORIZEPFRICHT T, AMED FiEERSE
RS Ry b —2 7075 RERENIPS Ml 258 L 2B %R Te] FRk 27 4E
ERHTEE T 7 LA, WE, 2.26, 2016

BMER

EANE, BEEHE— @ URICBIT5MEEMRREORENZHICET 2 80 Y V7D
BUR & RRE. REfh - pRR TR E [N—F 2V VR IRU® &7 5 iR EERBOEKIE
BICBT B8] (EERFARE © MHEM) SERk 27 R, B, 12.5, 2015
PRIREE— - I3k, AMED AIZEELRHEEN AT E [AIEZBOZDONIF YY) —ZAF—F R —
ADFRy bU— Bl EBUR - mENEEICBIT 5% (FEERIRE  RILESD, ER 27 4
EPERE, /AL, 7.7, 2015

R — & ) AEREMAR ORSE EaRITH - RAERERKPETE (% - R R VIR R 5E
B5]. AMED EREMERLREEHRTE (AT o)V -5 I L0ty —RICBI55 ) LE
WRBARORMEE AMBERICHT205%] (RIEHF5EH  PEF), Bk 27 EBEMRE, Ha,
7.1, 2015

Bk — WYY T T — 7 2. AMED RERHEMLRALHATE (A5 h)) -
TFILtry—FIBIT2Y ) AEREREHOMKEE AMERICET 2058] (EEMHREA :
WA, FRR 27 FEEPEEE, WAL, 11.30, 2015

PRIRHE— : NCNP IZBIF AN ANV I REOBIB. LA - bR BITRRRE 1B
i HRERBAFEONAFYY—Z - LRI M) —OBHEAVHRICBI 2H8MEROBR] (X
EWIRHE - BRME—) VR 27 FEEPEREE, Ha, 12.13, 2015

Pz, TEHBIL, EAREA : 8EETADAOL FRBLER BRI, FETREM - MR IER
Mgt & — Kth - MiREBIIARRE (25-3) [TADADBRIHER ORI &ZW - 1Rk
D70 DR - WIKOBANIPIL] CEMERIRE IR TRk 27 ERNESE, /INE, 6.14,
2015

2, EHBIL, EARRA : SEETADA DS TIREEIREEEMRIA. ESIRE - PR
MRty — [TADADEIHTT ORI & W - BHRTERNTE O 2D QR - KOS
(25-3) (EAEWFSREHE : IR FRk 27 FEPERE, /DE, 11.29, 2015

Az, EHRIL, EARRA : NEERESEOTTOVEMEE LR, B R - phERER
Bty — (27-71) [7 ) MREENZE AW EZETIVEIIELIC X 2R uaigR B o e
Wl (EEWRE © BE®HE) Rk 27 EEIE2E, R, 6.15, 2015

GHEEHE2, TEFRRZIL, BEAREAN @ ANEREENE O T TOVEMIEE L RREMRIL.  EALR M - AR
By — (27-7) [5 ) MREEM 2N W ZET IOVEIERIC X 2R siit R B O R RR
W] (EEWIRE © BP0 SERR 27 EEENERE, Hu, 2.19, 2016

DhigHE >, (RALHE : A APBEUIFSHAERERE [P 2 X—)VEBRS X 0D o N — Ve BB HE B
DIFRESRIA & BL AR W - RIE DT | (FFRREE BN L) Rk 27 EEPERH, R, 8.21,
2015




11)

12)

13)

14)

15)

16)

17

18)

19)

GHHENE 2, (RALKE © AASEEBIIERRBER [ 2 N—)VEMRBED X O 2 X — )VIE BB B HR B
OFREEFRI L R EM BN - HEEORRE] BrRAREHE © UL VR 27 FEPIRE, R,
12.13, 2015

B, SRR, ANET, PHET, SREEEEE, BRES, ARTU, REEHE— A8
BEENA AN 7 Okl 2 RO RINE R Pt 27-6 B MAEH - whikR BFEB 3
T RN - AN A AN D 2 1B B A RO B & BB & RIS R HEE O 72 0 O AR T
8] ERE 27 EREPESE, KRR 12.13, 2015

b @ XHVA-TVT T, BRI, ZH, PHET, ESET, REE—F5
FYRY Y aZ v R KD HBREBENEEEORR EEFIHERN - thikR BT R

[EYE = 2 — O N F — O BWIHEN & BELEOMRICH T 2058 ERk 27 FERXHE B,
12.3, 2015 ‘

JEE @, LEET H ) AREERWE PLP1 BEOBEETIVOER 3. KB kR
Rith (7 ) AREEN 2 O ETIOVEIIIERIC X 2 iR BORBM] Yk 27 45
Prxg, Hni, 6.15, 2015

L @ cEEPMD h YTy LA REBBEANERARMNE HHHEBEBORMIAE
¥ DEEMEARKBOZN - B - IR AT LAORE] ik 27 FEERHE, HR, 2.14, 2016
FE LB S KPR FVETE R A 2IE OWRIRILBI R I O T = TF RIS AMED SRR B R
L B2 [EEIERRER A 2 OREBICE D < SiHi R BELEORRED O OWE] Frk 27
FEMRWE W/, 2.14, 2016

rEfes, Hm#E RBEZMHPANOT ¢+ —OBKRABICHETET7 Y M AR Dy —H%.
s - MR BITARRE HiPoA MO 74 —OIET V AAIHZ BN & U 2RI & kil
B CEAEMFZE © NRCESD R 27 SEREERHE, JARBENV DD 77 LU AF—)), WA,
11.27-28, 2015 |

MTERR : Falz XMHBIAIOT 4+ —OEERRFICBIT2T7 U FHLAT Yy —R. BILL
WFFEBRRIE N BNl - MRS T2 > & — SERR 27 AR5 R - MR EAFSERARE R O A b
07— JAXBENVA T LU AFB—)b, EE, 1.8, 2016

HE O RERT A ARERTE R U 2R KRB B R A 2E O BIRILBE DB

Kt - R IR RBRRE (27-7) [5 ) AREEMNZE R W T TIOVEMIEINC X 258 whdhies
BORBMY] BE v 7 FTI—F 127 k27 FEPISE, EE, 6.15, 2015

V. BEHHRRERSIKR
(PR iHERE—]
O XHF¥H

*—

F—AA FERFEHTOT S5 A

TR E R EEEFEE EHEEHD A SO 7« —HERE) ORIRER TN LI {LIE
BTy —T7 20 RENRICET S /) AWF] FRRER)
O REAEBBHREMEEHHDE
HER MR B BRI R
[RPaYRUTHROFEDIL] BFRERES)
[REFEMEOIE ICBI S 2 Bl (PSS )
O AMED W5t

47



CREST [BRTES /AL AV FUTH ) AQENGHIEEZDIRRA] BFFR3EH #H)
F—F— XA REBRETOT S L [SREMLIEICBT 51 25— 7 x 0 VEENR RO R E
LOY ) LEHIC X BRHE R = X LRSS (FeREH)
WEREBRRSEREMRTE [REAHEG T BER B O 2 EBERREFINE - N2+ 7 EMEN
fEdtl (WFFesriag)
WG VER B E A LF R
[+ Y FY PG MELAS QIMEHRRIEICHNT 25 DU VIREOBSE] @F7mnEE)
GRS A NF— ORMRYBE BN RATER] GFRsHE)
RISEELIR I FEHEME S
[RIREE XA 2EMERT — I N—2O8IfHE, BUK - MBEEOMIR] R HE)
BRI ST AEE (K - RRHEEDRFE)
[(AF A AW T I 0oy —FICB I35 ) AEBEEGHERHOMBEE AMERICBET 5291%)
(75 aE)

O Kt - phiky BT R BHAE R :
[REth - RHRBZEONAF U Y —Z -« LIRY MU —DBIE KR O RICB T 5 A 5016 O3]
(EEMRE)
[N—F 2V URERUD &I HMRETEBOARKERICET S0 GHERH)

Ui )
O AMED
SEATERBENEIREE (BWo'm L)
[P 2 N—)VEEBIES & U0 2 N — V(G R i R O SR BEIR N & RIEIIB I - IasRiE O BISE )
(FFREH)
O UMFEE/ HAZRRRLA
KPR (B) [TEF ) AMREOREI M5 2 M oM 5 E O SR O iR |
BIRREH)
PRSI SERTSE NSRS C A A OIRIKZEA O 72 8 O TR AR % BRIE U 7= 2 M 095F58 ] (FF
RIREE)
HARPEZR (C) (S ® OBys & A8 BT 2058 (BFgesr i)
O Kbl - R BDFS IS
[CAM A DRSTEE DIV & B Wi - BIRIERIED =D QR - BIROBMSMIR (25-3) )
Gy HFREH)
[ ) LRSEE & W SV & 25 aRR B ORERN (27-7)] GEFRE)
O NP /NR PR E S 2
TELSN R INC FEAET B WEATE T A A DFE AN EE DR & IGIEDBITE ] CEIEDFZRE)

Gtk )
O AMED

W PR FB S LR 78 58 26 AR TEBEIE B A 2 DR BRI B D < EHM B REOBR D = H O]
(BFFARES)
O o - PR BT FER R 2

48



(A= 2 — 0N F — OB WiE il & IERHEORMFICBT 2T%E] (SrHEpisEH)

[ ) WREEEA 2 A W E T )VEIEIC X 2 stk BOWRBMM (27-7)] (rEbRE)
O RAEJHMEPFEUABR &

TR BEBCRMIAEE BEEAEREOZE « BF - IR AT A0S WHEsEE)
O XERFEPEABR &

HENEB [BAFGY 1 —IC X H/NEIEL R B OBRIEEMTE] WHFtrEs)

(Rir&pTsE R BEPESX]
O XER#EPEIAR M &
HTENAB [EBEEEIR 2 O 2B RN A B R A 2IE O RB R REOREL] (FFRARE)

(REWIER ALEET]

O HRAAREDIER B &
HEWZE (B), I AMRERCH T BHEHE CAL HHARIRROBUERIR Y 7 8 & /v U 7= BB ORI
(WFFEREHE)

49



I

Ir.

50

MR DM E

3. BIAWIFEH =

ORI =R, A RIVERWR D Diile & QMRS M B2 0T, & U TEWRWNE
2TV, HLWBK - WREOBNT 2 ZEZ2BIBL TV S, AR, NI —h—BEPH
KIGBERERE Z 0 & Uk b Z2#BRE & T MIRFRICNA T, BimER, MREMEHFECK
HEBPPIRICL Y, RBETNIHMOMHL PRI L VOB 217> Tns. ZhiZk- T,
RMRBOS TRBZMYIL, BW - 6% - PHEOHRICENRLRS TORE L ZOFBHKIIONT
MREL TS, FEEONREBOBBIILLTO®D TH 2.

& )
(s )
G B O R B
Gh ok OB R R
BB R R

& R o ® B

W £ F % B
(R B 2 BF 52 46 Wh B

(z> % —wrseaibh i)

Qg Ak 3 1VED)
(WE5EA /BIERE &)

MEEB R UAEREN

ThII¥

ARERDHRER, KHESE, BEMAE (41~)

mEEE, HEEET, MIEXKE @1~),

MNEE (4.1 ~), WHTFH (~6.30)

Tikhonova Maria Alexandrovna (10.22 ~)

SRt (~3.31), BEREAH (11.1 ~3.31)

HHTFHE (~1.31), GH—&F @.1~), HHZ B8.1~)
AEPET (4.1 ~9.30)

mHE, B, TES— (~3.31), UKW, #HIIBEL,
wgEi (5.1 ~), K (3.1 ~)

=X, YEshH

WEET, KHBT (~8.19), BB (~3.31),
HHAT, MAKKE, HREBEEET (101 ~)

EEWT

htE&T

ek (~3.31), TEHE, IEEEE, NIIRE,

FWEN, RFNER (~3.31), FEAER (~3.31),
HWRTIR (~3.31), Pk (~3.31), RJIESE (~3.31),
A F (~3.31), Yoon Hyung Shin (4.1 ~),
AENMES (101 ~), BHHRTE (2.1 ~), FEER (8.1 ~),
KIEdht (8.1 ~), LAfFET (11.1~), WH&E:} 3.1 ~),
M (3.1 ~), EBER (3.1 ~)

1) BHMRBOEMFNBERLI Y FTx ) ¥ 1 FIZHT KN RGPz %S 50)

HRETERS IR OB WP BIEE OFHEE, FICHBICX > TITbhTHB Y, EWEN - FEOEE
WHREBRNOPRIRTHS. 2T, HEBKRTHHAREDENREEZ2EITS I E2HMNELT,
Flbe & OREIMAZT> TS, HOEERE, ENDEMS - REENAL S Y —RROEHEET
HIRRERE, FEDERE -ZERE, WHEBEREINSHOLEON N 2T, BEROMmIE -
IFRIEEREZ IR L, 7 L DNA DRFFHRT O > )8, KO RNA 2 EDNAF YY) —
ZAOBWEBITOoTVNS. INETIHRAERTECLLK I EROBERCEEHR L, A5 3000 £ L



NEDOMNZEH/THS, BRKLGETICX5RABERESCRE - HEEE, HHULEREZAZTL
FOVAIET A B, G TR RO 28 T RMERARLI 25 TH o TWa MRI 24
WAEBSERGPIEET >V )Vl MRS BERmER, AL ARIVEYOBEEZ A S DEX/CRH T
A&, i F 2827 % mRNA BEREZRTORHZ1T> TS, REEEEDHDOTIR> THEH
BREENEL, INETIZ750 2BAIBEEZNETHILNTE, ZOBERNITFTUYY—R
ZHWTERBAA I 2 AMREZT>TW5. £z, FABRKREMARL LR TRERMEZ
R HAREZHNT, BAKFERLR S BHEIZELU TRETL, BBNIRL DRI DN THR
FLTWS. U7 I TINVEZY —2HOWEI DHOEHICEAT 2B H1T> TS, AEEIE, 5
DRBHEDO—BIZBWTHEMRBPO 74 TY ) —FUORERMNALNE Z LERL X
(Hattori et al, Sci Rep, 2015), REFRMETERZLZRY T LT 7 D ORKHABEICE>TDD
FWOFALZVRIZDWTHETES Z L E/RLUEMX (Sci Rep, 2015), ¥HMEBIZHIT 5 HEE
HERNE NI EZ2RLU 7SS Matsuo et al, 2015), T2 F 7572 HWTI DROETERCHEIR
Rz 2 2 BT 5 MIC L 7235 (Hori et al, J Psychiatr Res, 2016), 3 DRIZHBIT S KHIMDE
=T B R B9 5 33 (Hori et al, Sci Rep, 2016) 72 EMERERTH O, KHEENPOIZIT-
TWDMERRHR T, BEFRETORMBEEEAREILZMS ML WX ( Affect Disord,
2015), A AY—MS5DRHEIEEM S OROUWEB T > V)Vl Z gL =i (Psychiatry
Clin Neurosci, 2015) R ERHREN-.

2) MR B OREFEHVIZ

I DR, MMMERE, HORIEBHORBENT —H ZMNEL (BXE 600 A HEHAR)
ARG Uk, 5 HIE 2 TR R & 5 TR A IIC 51 B R I T B b5 T
W3 HEMRR). REBEFNEMAI - ZHiERBEEOMRELIT > THEY, TANT HAOHIN
BOMBEEENRICHT AR/ INZH EIN (Jalsrai et al: Neuroscience, 2016), #FEkgD—DT
W I UBEBEMONE%E U L-theanine B RFEIERZBIHL, WMNOT VY I VBRES
WA REZRHETS I EEWENTU ZMXAIRE N/ (Ota et al, Acta Neuropsychiatr,
2015). ®EMEICK> TREED T (57« D VREPEUC D L 2W 5N L X bk iz
(Wakabayashi et al, Psychopharmacology, 2015). X 512, & b E&NBABREZ %E T 5 I BE
M AR R EBITO> TN S.

3) BmETI

ROEKIMERKRNBETIE, SEMERZTTRS, BEREPA U ANRIEICHERBEH 2R
Y. FIT, IUARTy FOMBERE (X FLR) ITXS{7HANOREC PR aRE O ] 8%
THHEEALEOIC, THRNTES TEWFRRRZITo THS. BiRKBEREEETOEET
WEI YU AT S17HEHTOH U W ISR OREIT BN BT o TS, YT—Etky bIX
LHMETIVER DT> TWA. SEER, B PET Z WA KRETTIVICBET 53 (Ota
et al, Psychiatr Res, 2015) ®REMOREERE LEZIMRALA B L X2 AGDEEETIVOH
¥ (Furuta et al, Horm Behav, 2015) R ENTEREETH 5.

4) HlEEHFRTER

AR B & OBENRB I N B TICRT 2HREMITOEDN, A RLVAR K> THWNINET S
AT A FHOGEEMNEHIREEEEIC S5 A 2B BIZDOWTOMRN, IS5 DEOEMNALZ

51



b, BERIEREREERETSI 722UV OERARZALIDNT, Rk aRs
#FET (BDNF) "OEEICHEHULRDBSMHL TS, FEEE, ARLARVESTHZ YV
Z)VF A B BDNF OfiBNmEEEICE{LE 5 X5 2 L&KL X (Adachi et al, Sci Rep,
2015), BDNF ORBIZ BT 2 B FABBREICE Y 55 (Nakajima et al, Neurochem Int, 2015)
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I.

10. SPEWFTEE

RO E

MFFEE TIIARE - RAEROBRICEET 2REMNFOEESZHSNTL, ST - %E
A & T HIAE RT3 2 SN BT TV, BICERTRE MBI THBER
PEM{LIEE (multiple sclerosis; MS) AL R (neuromyelitis optica; NMO) DJFHEEMEA & 15
FHERRERELTEZ. LML, ISIRRNAHOERTH HBMEEINERT (ME/CFS) OfikE
e LIREEEBR O HFICANTNS. HEETLUTWSHEIX, FSUAL—2aF VU T—F
(TR) KHETHHONEL, ERFWRLBRMR, HOIVETUANRLE FFREORELICES
Bz Wi - T - BEOFEOHRZMEEL TS,

WRFZEEETIX 2001 £EIC MS OFRBEE R & U TREFEMIRTSH 5 NKT Mgz iEHts 5
BiSE OCH ORFEICHKRINL 72 Mivamoto, Miyake, Yamamura. Nature 2001). SERE 21 FEENS
BE-SREBRA-N—FXEHEOTOD 7 b (BAEGHBRAHRE R B RVIFEEE [
& 5 S RMMILE OB BEREN 2R T 2RRBROTRD, sl &k [ FEMMILEDOHH
REEEHIE 2RI T SRR EERER] T0Y V7 Mk NCNP &ERE, TMC QOBJEiEkRE & Oz
% T OCH D First in human iRk & R 3 3122 D, AMED OFARIC L DHFEADEHMA DN,
¥ 72 2011 FEITII NMO IC BT 5 IL-6 IKTFHERAFEENIR OB 2 # e LU (Chihara et al. PNAS
2011), ¥iIL-6 2Bk Hilk tocilizumab O F R EHER L 24, TOHENCNPHEEICENWT
tocilizumab 12 & 5 NMO s 13 FliCxd 2168 (HKDIR) MEEV, ABEHOAMEZRT
ZERTHEMIU . BIEHRWT, NMO IZHBIL 2B ZE AT 5 MS BFICH T S tocilizumab G D
BHIGL TW 5. '

BEEOY — XBREMEE LTI, FiECTRETTR MS (SPMS) OB#ETIVERMIEL, SPMS
DB NE R AR BV TIEFH T Eomes 2RBT2H L WU NREFASMETHZ & &2W5
Mz L7 (Raveney, Oki et al. Nature Comm 2015). ZHDEFINERNDE Z Ik > THERIBE
R EFET SR ZERL T (AMED RS ).

2006 FEEH XV, HAAMS BEOHMMIIEHL, ZOERNFL LU THBNNE&ZORANBEE T
DA IBL TE 2. T UAETIVTI 2008 FEICIBMNIERRAIC & 5 EAE RO BEHE
%R U (Yokote et al. Am J Pathol 2008), BEEME2RANEZBNMERZY ) LARETOT 2V b2
EDTEE. IR —EDRBNELEVMILFEEZL & (PLOS ONE 2015). JEHNHIERNBEY
U OMBREE MY 5 A DV T, MBRERSNRHETTD, KRN ELEok
(Kadowaki et al. Nature Comm 2016).

[HEETE = 2 — 0N T — QBB & IRE ORI BT B BF%] T, PRI 1 CDP
DOBWT—h—OWREREML .

WO REIIL L Y —NAOBE S DELRIIZALNTNVS. EEMAEFELUNOENE, 35
HBAY v 7 OBBEMRERZ VICIXBREOMREIZA 5NN, ZOREHEY TLIXOEILZHRL
kT

G B iR &

(=% B KAMRE, EEmMER

W% B EERTE BEXAS (~7.3D), BRI (~1031), PlE 8.1~)
(RIF &P 5B  JKEFEA, Benjamin JE. Raveney, INOJAR, /MNEET, {ELBTH,
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fHE— (~12.3D), MIBE (~7.31)

DF 1 BF 58 B)  HhohfE (NCNP %), FEAE (NCNP ki)

& AR B IKRE- @RERKSE), B4AK— GERKY), miEth (EEmHKR),
HJIEF (ERREREELKR W), B h#ify GiEERRERIRRT) ,
Ve CEREMEFRARN, =8BEF (HREXA,
FEBT (EREKS)

WF % A WOZEKRE, ANAE, REETF, BB K (8.1 ~), MNEFREE (10.1 ~),
hRE— (1.1 ~) '

GVRRPIRMBIR)  WENT, AWETF, TEYT, WEEHL (~4.30), WBET (~5.31),
SENFET (~12.31), FAEET (7.1 ~), IR (7.1 ~ 8.31),
HETE (101 ~)

0. WA3E;EE
1) PhiE - 3% - M ry bT—27, MRERIE, 7Y 7RO REEARICBIT S5

RMAEREICBIERWT, MEWRRY, 27077 O in vitro FERE EAEETFIVERAWT,

BEERRAR Y TOA 2V =V T ERilEd - GRiiRh).
2) NKT #ilfa EHiIREY 57> RIZBT 585 ¢

NKT Ml Z 1) &9 5 1R E OCH O EREEE MR (@5 F O First in Human k)
TRONAET—FZFMICH L, &~ NKT filE R e o iR o 70X -2 240 T,
HOREREBEOMHIZDRN L RBEREZFETHI L2HEL 2 FEEVMRR) . BENRBS
(STEP2) iIZDWTIEH AF—;NOEEZT (L. 12F— FUEO O a—)VEHE, OCH R
BRI EITDNT, TMC BIfRHE QRTINS 2 1547k,

3) NMO D5 FSEes e &Gk S IC BT 2 5 ¢

JRPE ANl & 2R U TSR (neuromyelitis optica; NMO) DRFEMEITFICEIT 5 g
Wiz, BEESE By 2 7R > 4hiF) 2FESET S CD19int+CD180-CD27+CD38+ D
TIARTIALDOREEZWMS ML ZOMROREENS, BEOH IL-6 ZAEFUAN NMO
WIBPE R 2 ST D TREME 2 2R U7~ (PNAS 108: 3701-3706, 2011). Z3MM{LEL S ¥ —0
BHO—RELU T, HilL-6 ZAEHAD NMO HHEHITH I 5 G ZHE T 5 BRKMREMIEL,
7 B DOFEHE % E & DT Neurology s&ICHE UM (Araki et al. 2014), AERTEFERNFERICINE X
NEEG TR, ARECEIBLBMTIZ LN/, BBERERNAF - —OMREED,
NMO OIS THT 7 7R Y ¥ 4 HiE QAR it OMmAR oD Z 2 W5 i
L 72 (Guthy Jackson round table conference THZ&).

4) MS BHEFNZ T 5 H GRS -

BRI 2y —7x0r BIRRIBE LRV MSER DL T, TIAITIAMBEMLTHWSZ &
EMWSMIUE. CORRICEDE, MSIZBWTH IL-6 ZAEHAOA T E BRI 5 HKTHR
R 7.

5) MS DIERE & BNMIEE - LT REZICB T HaF% -

WIRKZIRBHE ORFEHRORREELL T, MS BEHFBABEMEEOLRNOEELZHNTIIUD
THGMZ L 7= (Miyvake et al. PLOS ONE 2015). Principal component analysis 72 EIC X T,
MS TIFHEE OHIAFBRET (dysbiosis) WRIZI > TWAZ L2ERLE. £ MS THEDL T
W5 19 FBAOBNHIERZFREL, ZOEIBZ7OA MY DL cluster IV & IVXalZBL T3
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ZEEMLEMILE. INSOHOHBRIIEHEEHROEEZAL THEME THIRZFEETS
M5, MSHHEEORENHERE N, METERIZHCEREY > NRICK 2 RBEEMO A D =
ZRIZDNT, CDABPERIE LAY U NER (intraepithelial lymphocytes; IEL) Of%H]% LR L
7= (Nature Comm 2016). E{ll2Z EAE BIET VARG TS L, HRRMREIIESRMICIRMEL T,
LAG3 3 F %4 UT EAE ZHEICIMHIL 7=, = D regulatory IEL fIlaIL, BAMIERICKEL, T
Oy Y —RF P RXVORATHS AHR YN FiIZXk > THMEEINH 2 Edbholk. AHT
MS DRGEICHML T3 —HE LT, REROBKIL EICX S regulatory IEL OEFNEIH % 7]
RRHEZIICDTRLULEBETH S.
6) NR4A2 53T DL FEMRELIER e & " KETH MS B -

BRI —T7 7 VBNZARRTH S NRAA2 B, RIEWEY A A VEEORZRLEFRT TH
HZEEWMELTNVWS (Doi et al. Proc Natl Acad Sci USA 105: 8381-8386, 2008). KAZEEEL
Ben Raveney W72 Hi3, NR4A2 7\ EAE QMR Th17 MIRICB W TR REIICERTHIRER T
THU, NR4A2 Z[HET % siRNA X EAE QL7 = 7 ¥ — I U T REENRERTLE
HISMTU . T HIBERAN NR4A2 RIEY 7 ZADOBLICHRINL AN, 2O TR E bOKIE
7% MS(SPMS) EHBIL =0REZE R L, NRAA2 ITHKFEL ARWHRMEY > N8k (Eomes+ Th #liE)
ERHUEBIERIERZES 2 E2HERALE. BW/ZZ &I, Eomest Th flllald SPMS B#H O AR %
B THRML TV, Rz R &3 5E8ED NR4A2 cKO Y AD EAE ZDWTHANTH
5Z &EMRL, SPMS OJREIR & FEZRBRBIROREISNT, HBBRZY VAN
(Raveney, Oki et al. Nature Comm 2015).

7) MS RIEICBITEY ) LH—BRERFOMAFRICBEY M5

Ve3P & OHFIT, MSOA V¥ —T7 0V RIBHEERET S ) LRRITHT S5 2 R
L.

8) CIDP B & UMM FREMRBE O EE < — 7 — & W EHER FEICBE 9 B SR -

CIDP Tl 70 —HA hA—¥—iZk 5 THIRY N1 2B M EEL, WUESyEDAL
SHRERBRTOT 0 VOMEBFREWSMI UL (R, MmD). £2Pi2 I BrEESHE RN (ME/
CFS) DJREEM S 2L, AEEIE B HIRZRDEE DA EII DN TOMMZMIGL 2 (o, /hEP).

M. #HeREE

1) EMEEmICHBIT S EHIR

KRR, BHEBKY, BRAFEOEFRIMREREOWEREBICHZo. IIH ERKRITRRERE
KERB T ERCTHBELITo 2. IWHIETERZESRE QBB M, BEXFEERTHE
Etio iz,
2) EEKROIEZAOEIR

BAEICBITS MS OEFEL V2N X521, 3E, #HE A2IWMMEN), NPO Ik
A IMSFPEV] OEIF—REEZBUTHRER 2o/, 12 A 13 HIZIE, REFEFELIL
AMS F¥ EVEQRMET (5 12 MEZRHUERLE - HMREME T+ —5 4] ZRELE (RAKR
7HhTFI—kIVR 49, HAZRENLIEDXEER).

TAAIMER:

(MS —f%)
B SoediBdm. EfOVRY X SREEUE (1) =EikEke BEO 8L (2015.9.2)
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B FomEEgn. ERVRY R SREMLE (2) =HER WEAHEHICHER (2015.9.3)
(OCH 1B 5 Ba1%)

B Medical Tribune Vol.48, No.16 %t & i 58 OCH O % O $ 5. T % 3 1k /8 {b 4E O s e AV 2l 2%

(2015.4.16)
(B PRI TR B %)

B H®&ENAA5 2 ONLINE. K#f- #hiFt 4 —, ZRMEEERE O M UIBMNAIEO R
EREZIER (2015.9.14)

B MXRELAEELE. FEOMBRD TRIED ZFMEMILIE ORRBMERE.
Infoseek = a1 —A, Excite =a—2X, livedoor NEWS, fBER# (2015.9.14)
HARENH, E5LAUTT, FEHHE, maANE, SIHEBRH, WelyH, S X
ZAF on the Web, Web HIR, LEEHH, #EHE, F—U—Fit, JLHALHE, HAWHH,
WACHE, tEEHE, EEFE, RGHHE, fP%E NEXT, ABHE, PHEE, 47NEWS,
I1FEZa—2Z (2015.9.15) ; SHIKOKU NEWS, #EEHH, WkEhRyms (2015.9.24)

B MULTIPLE SCLEROSIS NEWS TODAY. Gut microbiota imbalance discovered in multiple
sclerosis patients. (by Patricia Silva) (2015.9.15)

B FaHEST. ZREBEREORE BRHE -8R < EHIkkm - wREEMAE ¥ —
(2016.9.16)

B Medical Tribune. ZFEMEMILIEOBE BNME—#HPR< BN IREEREE D & — (2016.9.16)

B Science Portal. ZFE WML R FICOLRVWEHNNMEREE THREE RETHONFS.
(2016.9.16)

B {L22T¥HM. NCNP MS, BAMIEEICEE ZOARUTYLREHED. (2016.9.16)

B [E¥ NEWS. QLifePro [E¥= a2 — . ZIMEMLEREOBNAIERE 2 A THD THE -
NCNP. (2016.9.17)

B THE HUFFINGTON POST. Z¥EMMLIE B E ICDRWENMEREE FHREE, BETFHO
WEs. (2016.9.20)

B YAHOO Z—a—X. ZREMMLIE BNHIEOBICKY  ERLE R - #REEDF (2016.9.26)

B mOHE. SRELE : RBAOETF - £0 8EHE< P RNMERE B - At Y —R
# (2015.9.27)

B THE MEDICAL & TEST JOURNAL. £ 3 PE ML O 5 MERBE R & O Ml B i 2> T RIE H.
(2015.10.1)

B SoocHii KBOREIT. ME T2 RMRILE] 19 BOBRMEDZR<. (2015.10.8)

B ObEEEn. s bR o2 MEMLE  BRME S RE. (2015.10.9) .

B RefiE 9F 1w MSOBEAMEORE. BREMNEBE 20 A\OF—¥@REN6. HEY

NCNP 72 EB 5 Mz, (2015.10.9)

B Neurology Times. Gut Microbiota and Multiple Sclerosis. By Anna B. Boyvum (2015.11.4)

(Eomes BaPE T kg BE )
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NCNP (2015.10.8)

RAFEZa—A. SHREBLEICEDAHLVY NERRER  BEERRICHIR. (2015.10.9)
ATI%E 14201 5. MSOBMERFEICHDIHMY UNKRFER, AIEOFEMIC, NCNP
(2015.10.13)

NT 4 2 B UBRA B BREMLEEICBED A H L WY DB R EEEB IR, (2015.10.14)
K= 5 — 2T KSRl - PRI S —  [2RMERILIE] OBREBEERERVEHY
UNEREFHE. (2015.10.16)

Btk
H A2 R AE =B E (UAD)
R MS PFREARMEEA  (LFD
H 7 2 S PEREAE il 2 X 2R (LR
MR REECE R =MES (MSIF) RSB (UF)

3) NCNP &RIZE=N55EH) :

4
[ |

Uik i3 NCNP e sl MARHIFEPEED & U T MS QPSR ZHNE L, #1400 /D MS & NMO &
BOBEIT Yo7, EMSEVY—ORBMWMS B2 77 L RIHEL, BE#Hs E O
K720 T A1, SA237 hiulk, BG-12 ORGSR TIHRRETEMZBDEZ. EREMt 5 — (%
RUEMLEL > ¥ —] IZBWT, I3t Y —KkZzBDE.

AARIHAEZ DNA R2BAR, FHRLEDEENEZERSR RIZEROZFERRAZDOLOE. &
LR LEL > ¥ —BeWd 2 (INCNPERUMI{LEL 77 LA OWEAELT, B
V77 LU AQRM < HEICEHB U .

) BRAEFEHTBUIBT SEM ¢
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(RIOTERITFERBIR) KRBT

M EE R U SAR T
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WRALKFE (H.S) IO REZR T HMN BB ATHS. TOHRMEITDONTIE 300 FFHiMh SR
SWFEENTNSH, FHEMEPMEELLTEZALSNTW Mo MTEIAYFFAZ o RN—=F
VT —A(CBS) WH.S 2GR T 5L L, H,S M NMDA ZAEKEFEMHALL, BEOEFIVELT
MOENTVWBLTP OFBEZRET ST EMNS, 1996 4FIT HoS Z MR EEMMmE & UTIREL,
B o7 HEITIEDD 1 DOEEBREIAYFFUH I T4 L —A (CSE) DIFEL, FihibiER 7
ELUTOHS ZRELE. s, RROERIZOWTIE, Science 320, 1155-1157, 2008 IZ#H4T
ENTVD. 2004 FITHE, FRALKED RN Z BILZA B L AN SRETHZ E2RAL, LIEP
Bl i i PR IR B E 0 b OREDFRITDIRM > . B, D-cysteine NS RILKEZ EET S
HRES AR Z 3R LU (Nature Commun. 2013), 51T, WRILKENSTELZRUB)IV T 7 A
B (HSw) A, WICHEEL TRPA 1 F v )V OWEMLETT5 2 & (FASEB J. 2013) ZmxRL, Hil
TN T OUREEE PR L 7= (FASEB B. 2013). A4EFXHIC, H.S, DESGERBRERZREL,
H,Ss, HoS:, HLS; BWINICHFEETHZ L ZRRE L& (Sci. Rep. 2015) TDH%E < DMHEHMNZDORY
YNNI 74 BHRICEAL, RYYINT 7 RARSHE, EMGIF-F PTEN A8, Nrf2 BNBIT
BN & 2 Pl LB LE I F IS UM, MERMREZHBETLEMAMEINTNS BH:
Kimura H. Proc. Jpn. Acad. Ser. B. 2015).

. HELEMMMBEEE /N FRNAICET HER & AR

BEHETE RNA 53 T TdH 2 siRNA ICK > TiEH I N5 RNAL Y, BifiRBEr /v 25y U EilE
UTHRABMESBTHRAINTVS. B41T, ZOENERBIBFICISNT 5 -0 5ER%E 2T
TW3. FEFE, ZEEREFRIENTAIN-F 2V VEBIINL TEORREE TOREHRRE
IEFLT SRR RNAL /v 2 ¥ D OERBRZHIBUMIR Z{To k. 2UT, TORREEEEKIC
WG L. 51, BEFHINTVSIIET O Cell free B (cf ) ITDWTHMFZEBIEL,
MREE MR BR BRI TELT S cf BBOBRRET- 2.
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12. Bin TR BIGEMTLE

I. FREOME

B TR BIEETESE, SFNVEIMERWETY A PO 7+ —OREWATHE S Az HR
M ELUT Duchenne i A 07 ¢ — (DMD) 23U % &9 8RN R B O BBRIREEDHE
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AL DY B T M AR TOLEBOTH 5.
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OF7 UF U ABBOMRERE, BRELROEAPHRGEN TS, HRERERIKE, REET
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MTIH 20 2 HOBMREEZBOEREOH EMADOREZIT > /.

(&B ) RKHEMp— BHE)

(% &) AFEE, sskAF, HAEMN

W £ B % R AXEH AFNH

& B o % B AT, BARA, AAEE, PR, BEES, REE-H,
BB, BEAE, WEAD, MM, MESE, KEEH,
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Ghi M o % B Urs T. Riegg (27.5.20 ~ 5.26)

G ® M E B AMES, Janek HYZEWICZ (~ 27.8.31), BKHT (27.10.1 ~),
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(2) kb induced Pluripotent Stem (iPS) #ii %3 H L 7= FE[EEE & A ERyF 5

AMED BAEEBREBEIE Y N T—2 7055 A0 E T MGC BFRBIZ B E X iz iPS Ml
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recordings on a monkey using e.g. laminar electrodes. We then performed the three necessary
surgeries on a fully trained monkey in order to start the recording of spinal interneurons during
action execution and observation. The monkey unfortunately died during the last surgery, and
we could not pursue our initial experimental plan. We were however able to record its muscular
activity in 24 muscles while the monkey was doing a complex behavioral task. We used these
data to assess how common patterns of muscular activity (“muscular synergies”) are influenced
by the task used to compute them (data will be presented to Japanese Neuroscience 2016).
Another monkey was trained to do the task, and surgically implanted with a head post for
head immobilization. The implant broke two month after surgery, but the monkey survived
and the training resumed, in order using a non-surgical head immobilization method. In
parallel, I analyzed data recorded by past and current lab members and wrote the results in a
paper nearing completion. These data show that the input to spinal interneurons from
peripheral nerves is differently modulated by behavior according to the type of nerve

(proprioceptive vs cutaneous). (¥ : Confais)

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

In the last fiscal year (2015) we successfully finished the EMG recordings of the first monkey
which started in the second half of the fiscal year 2014. The data were analysed and prepared
for presentation on conferences and subsequent publications (work in progress). A second
monkey was trained in order to perform the first tendon cross-transfer between two muscles (a
finger flexor and a finger extensor). This second monkey was trained in a wrist flexion-
extension task using a manipulandum instead of grasping objects. In order to gain more
experience and to prepare for this type of surgery we performed an EMG surgery and a tendon
cross-union in the second arm of the first monkey (since this monkey fully recovered from its
first tendon transfer in the first arm) while the second monkey was still trained. The monkey
fully recovered from this procedure produced valuable information and data helping us to
prepare the tendon cross-transfer in the second monkey. After the second monkey reached a
steady performance in the wrist flexion-extension task we implanted EMG electrodes in several
muscles of the forearm. Subsequently we recorded control EMG data while the monkey

performed the task and prepared the tendon cross-transfer in this monkey. (8% : Philipp)
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