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BRI R ATA YL BHURA MO T 4 —DBE
SERE | MEMLETRT B R R

1. TR 1 3EEICBIZEE, 21 <A > EER Streptomyces sp. M890-C2 #kic & % 4 1M

LBV DOHEFFEEZREMBLIZ.
ZORMSEEENERERVTEERZITORATS VY X TIVOMBETD ZENTSE .

2. FRIHTAIUEANT, XHTA I E RNA EOEENSHEEERZERT 5720 DR Z2H
BL7=,

3. BECEBINAEITTA LD ONEFRFELINRE LLEEEROMEOBRELRITo .
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Duchenne BT 2 b a7 4 —OIRRIEICET SR
(1R) R ERERFREFRFAR B

WREE
Duchenne B2 ha 74— (DMD) VR bra 74 VBEFOEENLRIEL, Z0XE
BB HRETH BN, —HILAEREREET 5, AEREREET 5 HEERIT 5%
B ORI EAT o120

Duchenne #fF X br 7 «— (DMD) i bHEEDOEWEIGHEFRKRE T,
LAt BEELREITHGEHET 20 FEICIIFEIZES, LOLAERL, REILE
BRI SN TE LT, 2L DBEEI DIBEEOHIIPTES LTV,
DMD OFELEMEFL LTI0FULANIY R bu T VBEFHER SN,
DMD DE=FRE OBITIXER, S TFREBOMANRKE {ER L, & T A0,
EEEGEFEERCEAT ZEETIRRELE D TRIEHEY SNRRIEIRR
W, DMD iV A br7 4 VBEFOEERPOREEL, TOERDEIIRKT
HDHHR, —HITREREREZET D,

REREREIRRT D H BRI T D DIZLT ORE #1727, Duchenne
B Abu7 4— (DMD) BEOHNOL T UV AEREZFTHFZRET
BZLIZEFEL, REROBREITRAIN 2P -TERT, BEOTR a7 4
YcDNAZFHT L TWole, £ LT, PRVPOTOEFTY R e 7 4 VEi
FIZF vV AEREZFAET DI LICRII L. £Z T BEDH D VITBETH
DORIEZHR T, TOBEOHMSHREZ R LT,

9, ¥ A7 RNA/DNA OMFRABEZ FOGZFA LTV A be7 4 Vg
FOREEEETIHECOVTRR L, PR a7 4 VB ETFORERE
BEEETEHEOIZF AT RNADNA 255 L, BEHRRGHRICEALL,
FLT, BEBIZHROVR ba T 4 VREERIToT, LML, AT
RNA/DNA EAIZ K B EGETFEEDRITEN -7, ThbbH, Hffaz X b
a7 4 T ESL—EOBBRHEN VR ba T 4 VBEIZR o T2, 1L
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MNEFREDEETH o7 BED E ZATIEF AT RNA/DNA ZEERIGHA
5L YUZIRNW T B o T,

Fi-, IEMBOT v I~ A Vo EBE-TRERERZEETHZ Le®An
e T U AEREFETABEMBKROBERIRIZS VAV ENA, &6
TR LT, BEREHABAE A b u T o VRELE, TRV RAERERE TS
—EDEFI TIEF VAV VIERKIELTYR ba T 4 VOEADPRBD b,
L, —EOEFITIIV R br 74 VOEARED NP o, Zhix, T
VEVRAEROBREOEIZIA LD LRBINT. SH, SOIZELIIT S
FETHDB.—FH., FrF~<A VY ARISFITIIBRISHARTR EZ X bk,
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YA SO 7 4 —HEEERHR OO T £ EITF
FEMRT. EREE, WitEHRT
HRLFERKZENER, RAERERERERERELECTEFENE
WEES
BOZNOT 4 —OFEORA L BAREEORRBICAT T, REEFEHMEeEEL. 1) SEHVAMIT7 4 —H
SEOERGEEMBOEERFER. 2) EROREMRR DD ITEEMEON T EMFNRFYERIT U, TOH
B DMDEHEIHEERTH YA MO 74 VOmMRNABLUEBHORERENEEINTH D, Ex vivolBROEELL
TISENTEETH 52 EMAS MR-/, T, ETOMATAOY Y ORRIIRSNAN /. S 5ITMEDEA
FERETRERL T AHEEHERH B LEX 5. MEEFETEIREEUL THS ZEPLETH D,
HEE®
B2 NOT 4 —OREOMRE LIEARBEEORBEICHT T, BEERGMEETEEL. 1) &BHSA O T4 —H
SEDBREESMEOEEREER L. 2) BEROFEMHAD O IEEMRON FEYFNRF-ETAN, 3) Exvivo
BT ABEIATLERNTHIEEENE L.
B EFFERE
KBTI UTEYES AR 2 5 /- DuchenneIf P 2 kO 7 ¢ —(DMD) 141, BeckerBlffi> X b0 7 1 —(BMD) 1 41,
REALARICELNEZELEG DX h O T4 —(FCMD) IR 2 #I(8E, 20i), FCMDI&RE 141, 3> ho—)b2
BN S DEREGHIATH B, NS DERGEIILIRGNS, ERFEEMIEEET. IRERETR k. TO—
WErO—=FickDEgEiary 0—> & Lk, £-—E8E2SV4A0Ic& > THEL 2. B5NEHRAEEMRICSBL
T, #BEH, SMEHIcBTBCKOEIE, Tagman/ O— 7% BNz LEEERT-PCRICE STV A O T 4 mRNAD
HEEQHEE, DAROT L2, ATV, o VA MOFU N VICHT BIRE AW R L FRAZTRo T
REE\OIE
IEEER L TFERRZHERZEROERREZIT TN,
FoERER .

(1) RS, HMeHicB T 2CKOBE : FEEMATIERMEH T 2 ~ 4 B TmyoblastidconfluentiZiE < 72%.
IMEEEREMITZS 2 T 4 BTHA L TEEomyotubelc/in s, M, MBZNTNOMBOCKEZRIEL., #iE
NS OMEEIN ECKENE L BoTWB Z &R LR, 32 ho—)L EBMDOMBIAECE WCKIEZRL T,

(2) Tagman7 H—T7 & A W=HEEERT-PCRICEZ VX hO 74 YmRNAOREHEORE : BEHMRICE TS
DArOT74 YMRNAORBEORBNELE LD XS0, JAMOT4 VEEFIIY 43-4 T3
TaqMan Probe % B\ /= hEsE ERT-PCREITRV, BREBRETEH L&Y TIVOYHMEZARI > bO—)LD
GAPDHE CHIELFEEZRHLI-ECS, RESIBEEHA LD BIMBATHEML THD, TOREREFI > bO—
VTR 1 345, BMDETTIZN 1 2 &icktL, DMDEF TR 2 L EVW T EMbofz. Eiz, MEHIR LT THEL
4, O ho—)VE 1 &7 %L, BMDE CIIAENHICH 6 SORENH S Z Latbhh o720, DMDA; TIEK1/2
THotz, L. EB/HIRGHEBEH TOMRNABZRH LI-EREFAUEMER Lz, DMDIIZEN, BEOE
EDEVWBMDE T, FiBENEETH S AIREEND o7,

(3) P2AROT4 >, AOVY, VA NOFUAVCHRT 2HUEE AW REERBLERE . 32 ~O—)b. BMD,
FCMD®myotube DHMIfAEIZ A NO 7 4 Y ORISR H 5120 DMDTIRIA MO T 4 VidRETH o 2. —7.
A0 UZELTIZO > FO—Jb. BMD, DMD, FCMDWE'IN® KD A 53RN0 . AT Y NIMEAEA TH
LEEL T AREENZ X 5N5, -V 2 MOZU A VORIRED > B—)) EBMDMIfE OMIfeE 238D 531, DMD
TiEhThicBD 5Nz, FCMDOBEMRTIIRIEMNE & A b0 .

BREIER ‘

1) DMD, BMD. FCMDE#mROFHERMAEER 2IER L

2) DMDEMFAIIEERTH YA MO T4 Y OMRNABLUEROREENEEINTH D, Ex vivolBEOERE L
TIAMNRIETH 5,

3) 2 TOMBETAOY Y OREIRSNRh o/, IMEDEALBEETREL T BHRENH S EEX 5115,

4) -T2 MOF YA OEBEIIFCMDEROHHIATET LT, oYX hOJ 1 71 > OMEN TOERRICEEN
HBHEREEERR LTz,
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ELSENERERES (223 0RERNSHEER)
HERRREE

TABAFEME R4 P VIREBHOA a7 4 —DiRE; ITHT 5%

SHEPEE ERBE

(i) BEBEFERUEY ¥ —FL Y7 b

WEES : mdx<Y A%t FDMDEE RO GG ERLMEZ ALIERRL,
FHFRAVVIMBIZE BV A MO T 4 VI URIEOERERBRH L,

A. THEB® ‘
FHRATVIZEDE, FadrVIEHY
Abr74—iE (DMD) kKBIFBYAMR74 Y
ZUR2EOMEER, A - b Mgz in
vitroDZTHRILT 5 Z L2 BN E Lz,

B. Wi ‘

BEmdx 7 ARG (REENR
L, PVAbREY 294 NABEERPLAT-E2H
WCHERR L 7= RS2 S V40 large T antigeni&
BT EHALEBRLER) ZRACT 394
YERUHETS () MEMLERERIRES
ZAPERCRARIENHDODRZ, 7VT7F¥
FF—EBEEPTPR Fr 7 4 Vo HRENS
YAZBOEERIEEL LT, ELFER - REER
LN Lz, %72, TRV AEREREZE
3 3 & F DMDEE ALK R B O Rk {L
MREOEEROMEV 2R AT,

C. MERE

mdx? 7 R BfEihEtkLiilic B 3 24
24 LV NMBOMREENT 2 icdioT, HGH
R ENEEREEHVS 2 2T, fER0ERR
XY L EICHECTHRS Z LA L oz, M
HIERROERIE, EASRERRE LTIy
2EHEA — INBRD LEEER- WP 25580
1995582 1 1:208ATRA LD, T
FRESVRAZ72YY, VL VAV Y, VIR
PAVTEIY (725 2vavV), ebYyavery
FEEEREFRERERT, €V avEF T E
A VAR VEBRERTFL b7 7uRrFv%
MEAHDC, MESEHBEZTOMRAID LEY
DEBZEBEIFEINEDBDTH D,

BREE~OIH 2 -7 VERPT AN
EVBORMEY, BEERIEH IBREWRES
N, AL VABIZXEYAIR 7R VI VN
2BOERIINHBETRD oI, Z2OFHE
BEEETHH Tz,

D. %

RH =4 R Ll Emdx R
T, fiYA P17 4 UHifERAWEDEREERIC
kDDA MATZ 4 VI UATEORRABRETE
&, EHRMEDOY Zu—=vF Gk bk
VPR ROBABRO NS D) ®, IV
a5 -5 5 I = VEOHBNAEERS OB
T, BERBRRS OB 2TV, KVERLL
BB EEBR T BRBRADUBVLETH S,

t MBS HEEMRIZT Y R LIZRY
Y, FicDMDERAE MR M I RA D
D, BHEICELRBECSILFREINTRD, &
B, ZoWhEaEH, S{LBRORBOEAGIES,
EB LB L 2 5 HROERVEHETHY, TR

FOBELEBRIN T, BE, 5EODMDER

HRdERRLdIEE, 32°CTORMIZ®RRE L T19%
W 3 BRAFIE-5% UltroserG-Z <y agik{ —2
RS UEIEERIE, 39°CTOS{LEERE LT5%Y
VIBHFILE-2% UltroserG-# i v a%E 4 — I
B pEEg N SHF12EE (1:1, fitwEr
&) ZHCTED, iRE2REIERE v
NIBORBZBERL WSS, EAGRIERELE
HMEEERT, ©¥ 3 VvEOEE, BEEEN
OHENEEOBA» 5, BB Y RIEOHRE
B - EE2EE L LRl - £FENTF
wEREWTENL, XyaftREBoRw RB{ak
T HEBRRDWITEEL TS,

E. &5

t FDMDEE OSSR hR g RN 2
SfbaEr bol- X IHALL, W - S{LIREB2HER
cENE, in vitrolc B 3EADRBNREZBET
%, HiYAIR 74 —EDA—F—RAL Fickait
SO REENRPN S T2, EREH oMK
EECRH LD, ZOEERIFVEEDNS, &
B2, XVBEECGREIRVBENTEDIAZY—=
VZROBEARDERL, in vitroTOMEEN:ZEGE
FTHZEBWTLTRITBTFETH 5,
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