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Ry A—BBIOTFadr YIBPFIANOT 4 — L BH 2 ZI - BEOHMBERZIR
HEE, SVAOST UM N AZBREETHAERL, TO#RR. TNThOF 1 TOHIX
cOT 4 —BIUEEBEIAROBMABHEEZHL<EFED I LITRUN L, thoBEHAICD
WTH, REMARBRZToTWS., b MERFHARGHEKIEZ. <OROFNITHERTHEE
BEVLR WA, BERRMATiCidm A s s LI h B,

3. BERTFREBREH

mdx-sm Mtk &L EF BlO0-sm#llfakc & DBEETREAOENWER T2 D7 L1 2 H 0T HE
Lize 0 ZABPRBFIC BT 258 4000 FBED cDNA 2DE /=127 07 L1 ONT T 1
T—a UEFTOHRE. mdx HMEHTIE I0FEOBERT (FH 2281 O mRNANEES
FHRIDEOW LN TRRALTEY, FICSEROBET R 1280 1. REMEX
NTWiz, FIFECE,. 7V 7F 2 EROEERR THS aminodinotransferase, YA Q74
CERBTEMCT Y NI E, BRITE S ONVESCHIPL iR ENESEN. —F, BBEA L
A5 MR 2B Y S Selenoprotein Py LPS B EB AT GARGL6 I EMRBETL TW -,
NSO TOREMENCA IR T4 VEREEBRY VI LTWENES M, £k MY
AMD7 4 MG TYTIEEINES . TOWTHEEMRFLTNS,

<EFTE>

METHHEIA D74 REGHMBHBEOM IR L. 270227 FOXHBNTH
BRATALOEHBEPELEERDO A ) —Z U TR LB EIN S, mdx<T 7R
kORI ESTE MERFHEBRELDEHICEBETER LD TR & T SiEL AL
TR TFEWE - EZENRMBADEBEL RS D, ERIC mdx SHilIRGE TREMICRETH L
TWBEBDMDBETFERETAHAZENTERE, CNSEHPA MO T —DFEEE) 2L
TeHFR—1—LRah, BHEIVWERRBETFOVEDTHEFAELELH S, 5%, mdxBE
BETHORBBMELSA N 7 4 UBGHET 2 7N RER & OBEE S % IER T/ L
TS ZET, BEAEBREORWHERE DEF2EILETA3HARHENBRTEIND
L,

<HEE>
Arakawa, M., Nakayama, Y., Hara, T., Shiozuka, M., Takeda, S., Kaga, K., Kondo, S., Morita, S.,

Kitamura, T., and Matsuda, R. Negamycin can restore dystrophin in mdx skeletal muscle. Acla
Myologica, 20: 154-158, 2001

MBIV EEHE O - BERIRIL 7L
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¥k 13 FEEERZNHABRENSORIMERT T, MERZE) MAFEICRDLXORE
D ETEE & L THERRZEE Lz,

FRES KBRIPIUEMERARA L KBTI A MO T —OiEH

1964 FEIZWMAEMEMER THERLRUO LB O D8 UZBRE Streplomyces
sp.M890-C 2 #RlX., RHTA U EEET S, Tl 13 FEE. EHMGRE SN ZOEK
EIFRELTBEL, ATV OEEAGERRL . FOHKE 20-40meg/ml DRI~
AU EEERER L., CORHTA T OEENBIESEROEEIM EED SRR,
RIEOEHICITENBETH D, TEHT 50-60meg/ml DEENMMBL L) LREEEKRL
= AN EOEYETMEFROEENRE DR, FIT, ZOEKRICDODNTOERER
EOBHEE, 1969 EIZARONMER LERETOTVWA#HREZWUD TRELZ. INoD
FAGE LRk, M 1000meg/ml OBMEEHRELBINT NS, NS OFEEERLHE
WARTREFEEIN TN, THEHFEL, BESERETVEENMIZKRA L. TOER,
WEEDE WARE R SR DY 100-200meg/ml QAR HEISERREENTED, Z
DEFEROFHMEID R 0WAELTORBOHITDOE. BETOEEEKRT
SIERTH B,

WAEYHCFER R hm %

FIROSA BEME O HIFE - BERIRIT AL

1i



BERFMRAR (HEFAREE) Fi 3SFERER

RREFERKANEE mEMlF. SBEE

1) Duchenne BMH A A7 4« —(DMD)DBEHRROREBHHMRDE
AL ARKRERR O DMD ilatkoMiL

IHIYLRLORENBHSNIIL DMD BEOEBRBIEHMRICENT,
Blau H 23Bi% L= BiREGEEMROBERICHEL. IRERE, HillR/O0—=
VO ERTLE, FRROSERAREOCOREEELT LOERAMRICL > T, M
BOFRIEETL. cell line #BEULE, SEERIRELFEHRZOREE
BoDFEEEBT. 3EHD cellline BEITITRINL TWVS,

2) DMD (2§13 2%hEM G mANA ERIGERIIRERCLSZA D
7 « ViBETFRT

SHEEIZ. DMD O#3BICRH OSN3 LEZShAMNEROVMENRE X
AT AO0OBRREREZTo>TVS, PXMO7 45/ A DNA O
WTRE - EEEOKRERERDVEELBEM /= DMD EflExRE LT,
WMEDELZ 54 30 flzxReELTHY., JhidHilo DMD/BMD m#) 20%
[CHEL TS, FOHRTHHRIC. RREZHEHFZELTLIRR. BLUBE
HIBEEMITOHTRABZHEZII TLARRICOVWTIIBANICHFN Z2E
. PEHBEORLEEZEIDN>TWS, ELINSMRERDZEALEICEN
Tid. ANA 258 & LEA00KEM ) /880 cell pack # 3 MT
WBMOH &I TWND0, REOEHI 7O obEE L YMELLE
ASLF v bokBHEE HLU Roberts et al(1991) OWERR R O
7 ¢ mBNA (§5HIRED 3000 4 1) @ RT-PCR IC k2 EHIEEEFIRE
EFEICERDE, FRENOFBROEFZGLHBLLEOSBITEZTO>O TS, &
SI28%EFvESU— - o= Y —FRAVBRIF. o007 bAERE
ZRFTHITFETH S,

KOROR FEME OO LU - BEGRT AL

1%



Duchenne B A b v 7 0 — DOIEFRIEIZET H83E

RS, PrEERSL

R PR FBEE TR FER
[RZZ
TR IR R EE S AT IR
mHER—

RINKFEREFEBH S LM ILET

Duchenne B A2 b o7 14— (DMD) iR bHEEOCEHVEDEMHGRE T,
Lash EE R EITHIERE T 20 FBIZIIFICES, LLgnb, REI
%&m%xéh136¢\@(@%%WB%ﬁﬁwﬁiﬁﬂ%éhrw
DMD OEEEBEEFE LT I0EL LRIV A a7 4 VBBEFRER SR,
DMD D& n T BH O IIES S FREBOBAPREER LI, & TANR,
EEEEFLEFICEAT HRETIBREL SO TRICHEIL ENIRERIERR
W, DMD IV bo o 4 VBEFOEENLGREL, FOERDENIRKT
DN, —EITRBREREET D,

DMD TiZ, BGFROREERIZLVBEFHLESEEN mRNA TOY
I BELARORMCI TR (T 7 L—A) ZEL, Ay FUABERL,
AR T 4 TR ENE DB, —F, ALYR a7 4 VEETOER
TCHRIET AIEROE Becker B2 ba 7 4 — (BMD) TIEmRNA O 7 3

JEETELE D SR S (f 7 L) A AP E RV AT 4 B
FEEEND,

Fiebix, DA a7 08@7) 2WH VPRI 4 VBETORREGMRE
AR FOBERITID mRNADRAT S A 2w FEGIET 22 H2E
ﬁ%%%ﬁ#émﬁotofmbéIﬁmA%%W®x7§4vyfﬁuz7
S A TRV OMEELY 7 o F L AV IR 7 LAF NICEDEEL,
T VDRAFEIEFETILOTHD, THIEED, mRNADT X/

B A D eE A L 7 b—AIk, VAR T4 o EEAZIVFLIETEHL
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OThHD, ERIZ, ToFRUVRAFIIRIVAF RFEHWNVTRAT S A0
FRZT Y Vo DAF BV EFEESH T, BEBRBRHGBEATYA M7 4
PRB|ITLEICHEIILTER, £2TC, ZOBEKREILIZEBHTRIYA
o7 4 o BEBEFORZ Y RFINDR TS A 3 T IREETN >V THEAT %
FEhE L7,

Fh, RERBERETERT D FELHITHTDIC U TORMN T,
¥ A 7 RNA/DNA OHFEEAE: R EFA L TIRA a7 0 Y BIcFORY
AEELLILTHALOTH S, BED L I ABRBTFERSFRITELS, BRE
WREFEREEFBETELROBLIZAEF L, T2 T, GFP L) fean
EHRERT I ORBENLERBEFIMEE SN & 2 RRMICKRIET
EOREMELLID L LIz, £T, EFERII»LRHVA a7 4 cDNA®D
—HOEiH| & GFP BB~ & — O ERICHPAALTZ AT REFE2ERT S, %

T CHEMBICEALTYR ha7 4k GFP & 2ME LI g 230 25
R, BTH2ENMLHICBEHETHE L, TORBR, ZOGFPREHRIR
TABREIMEET S T LRI LTz,

FI T, GFPESID LRICHTZLRER L TWHLBEDRERIVA a7y
> cDNA BERFNEZEAAATIRBET ZF—RER L. ZO~7 Z—%fia
CHA L, GFP LOBA S v/ kRRE R, TOEETIE, YA ka7 4
Y cDNAWEERHO, 71 /VEBRIBROBITNEH B0 GFP L DG
ZoRFEFEESHT, BIBR I b o T,

FIT, LOBGBFOREXEETATLORE TR RLINLEBEG T RE A
HYTHERDOVA a7 4 S BIEFESEN G5 % A5 RNA/DNA %
B L=, ZOEMLIZY AT RNA/DNA & GFP B ATEEFEE2F v Y
TWEE L BICBUTERMMBICa NI R T2, LT, E
BORF EBERoTATEEFISIIA 2T 4L GFPORE & 737
PEASNAEEMER L, LrL, GFPBMERBEIT £k BEHE
WEVRMNKRIZENZ DR S, BES GICEHRRESE AW THERDEICE
EHEERECDLEMERETTHD, I LICERATRBRAY ERS 57720
(Z DMD BEFHME D NFELEIT- T,

IR BEME OO HEBR - BRERIRI AL
14



TR 1 3IFE WIARE .
FMBXE ARBFIH ARBREFR BF IBIRIEE

OO APV EFFERBEO O OBNEIRHERONE

ZT MUK EBERHBOIEIE S SEERIRT S, REICEMOSERINEMEDNSERK
2 EmnEEEEIISERLE (Zool. Sci., 17:201-207, 2000) ., LivL, =Tk
JEeEpEMmERIE, HMES{EO-OOMAICEIR<BAVWSHNTS, BPAMOT7 41—
DL HIMLBGFRBOWROLDCIAHEIYRANSAEL., EOLY, COENFE
BREUZEL, YORYKHEHERICOAATESLOMRF UL, TOER, Ml
ABPCEHFORETICLY, Tarr »RBGHCA A7 4 —DEF NI TH Smdx
TIOARERETOADSOFHE %, -—iﬁfaﬂfi&“t“ﬁ%‘é‘ﬁéﬁif:i‘(‘ﬂiﬁé#éﬁm
%Eﬁ%émﬂbtgammsﬁ,E%E%ﬁ%ﬁ?@%m@ﬁ%ﬁii%ﬁ%mr

OINEMEIC L Bmdx T T RERED IR b O 2D « BHEEIE .

CAMAT7 4 BETFAOTF ‘/25“‘:%?&!14: YPRAFAT 4 BPRIBEY, B
HMiEOREERIL TWAndxR DRI, RUZIVRIAEVATHLI R A
/5T LickY, MFIVFFUEF—-EORD, SAMRT7 4 v OREEEE
IEIEIC, mdxT I ADBEREANRNTESI L2 LE, £, RERODRERED
CEMBEENTNBRF LI EVRHERBLRRWI EEEN, BEMGH
S/ o 7= (Acta Myologica, 20:154-158, 2001) , IRTE, mdx~ 7 A HREH#AR
ok Moty ABRMER R ERVWEEBRICENT, AL ESDLS
%ﬁ%ﬂgﬁgzt$évzbu7479ymaﬁ®¥ﬁ%,ﬁﬁﬂﬁtiﬁ?%c

OB R IC IS (T BHGF/SFOIRE

R ERTF, 98 EF (Hepatocyto Growth Factor/Scatter Factor : HGF/SF)

(&, BRHEMICAFRIRTH Y, MARESIUBERCARFICEC SHRMERO
BEEMBEIEALS/FNAFTHLAMENEELIC, TOBMEELNICHEETS
BAFTHSUTRERSBERENT VS, ZOHGF/SFOERICDWNT, REBRRBORIS
=7 hRHAROEFRGEMABRERAVLT, S - eiEs - il F TR EZEK
B3l &ickUBHLARE, SEHIBETRTE— M2 & U THIFHMBRROEE -
S EREL, WEBERMEBICHLTIEYA M L TRIEEEET 5 &, HGF/
SFO LTI —~THDc-Metd /NI EEHGF/SFE N O EDRBRMRBICERET S C
EEPSMHIZU, HGF/SEBA— RO SA 2/ RS54 HBICK YRR OIES)
ICBES L TWBrIgEEE R L=,

20015 7R, WYy (FUYJFM) TiTN/=82EFASER Summer Research Confer
ence"Muscle Stellite & Stem Cell" EIRS, 2001F10FAMERKETITONA
7R AEBMESRSICT—EHESE LR, EISHAL, ::UI*U*J]ﬁHHE’&HE]L\T:
K=Y RERAEICET BHGF/SFPc-Met, ERFEEHIHEFEHEORIRICDI
TiHE, 2002548, —a—F—-U2X (b4 7FHM) TiTbhd7 AU HhRBREY
FRICTHREFETH S,

@FMERFIC & B REIR MO H SIS ;
RTEMEDActivin/FollistatinR IZHFREOEBE ARG EAF THY (Zool. Sci., 14:
327-330, 1997) , Activin ADSMyoDImRNAMD $IR % down-regulated D &b, D
HAMENSIVE R & HEEMIBOARIESIEOBEICONT, REBMHELER (AT
FRF O ~BRREBEE~DORESICLIHBIEORR) LEGTRFERICKIHE
EREFRELT, BEDPTHS,

SRS PERED HIBH - BERTL AL
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Nonsense-mediated mRNA decay (NMDYZFIRL /=L WBHERBARBEREORRE
FHE— (FEXE - KBEREEXIHRRED

NMDIE, MRNAH —~~A TR RF AT, premature termination codonwZ$FDORE
mRNAZ MERRE T D, CHICBERT 50PhSMG-1F F—ES NI EATH S, WZEIRE
Thid, SOBESRBEINERES VAIEANERL. EREMSITIENEHD
=%, BEFEROBBEOLOOEBAESBAICITONTIVS, hSMGe-1FF—F D%
RUBERICIIVAN R RN T 24 BHONTVND S, ;2 REEENE
HEROEZEHBZERVNVTINSOYMBERFTIEBER AT /.

FORE, gHI =10 AT 1A 7. 5mMOFNE16EFB B 1285 LY TmRNAL X
IWISENRFN, 3468, 2 MEICERL TSI &EMbrok, /e, REBLERELLS
WTHBASHICHREEMNIERL. hsMe-1BAEDMRMSDH SN, FRIT, XATAY
g@¢>9?49>a®mmﬁacifﬁ%éiﬁémcbUfmﬂbru<%ET&

Sk
Sakaki, M., Takahashi, N., Sosagawa, N., Archaota, K. & Ishiura, S. (2001)
Interaction between emerin and nuclear lamins. J.Biochem. 129, 321-327

Usuki, F, Y.asutake, A., Umehara, F., Tokunaga, H., Matsumoto, M., Eto, K,
Ishiura, S. & Higuchi, I. (2001) In vivo protection of a water-soluble
derivative of vitamin E, Trolox, against methylmercury-intoxication in the
rat. Neurosci. Lett. 304, 199-203

Fuke, S., Suo, S., Takahashi, N., Koike, H., Sasagawa, N. & Ishiura, S. (2001)
The VNTR polymorphism of the human dopamine transporter (DAT1) gene affects
gene expression. The Pharmacogenomics J. 1, 152-156

Umeda T, Kouchi Z, Kawahara H, Tomioka S, Sasagawa N, Maeda T, Sorimachi H,
Ishiura S, Suzuki K. (20@1) Limited proteolysis of filamin is catalyzed by
caspase-3 in w937 and jurkat cells. J.Biochem. 130, 535-542

Takahashi N, Sasagawa N, Usuki F, Kino Y, Kawahara H, Sorimachi H, Maeda T,
Suzuki K, Ishiura S. (2001) Coexpression of the CUG-Binding Protein Reduces DM
Protein Kinase Expression in C0S Cells. J.Biochem. 130, 581-587

Suo, S., Sasagawa, N. & Ishiura, S. (2002) Identification of a dopamine
receptor from Caenchabditis elegans. Neurosci.lLett. 319, 13-16

Sasagawa, N, & Ishiura, S. (2002) Myotonic dystrophy protein kinase.
Wiley Encyclopedia of Molecular Medicine 5, 2203-220@5

Suzuk?, T:, Nakagawa, M., Yoshikawa, A., Sasagawa, N., Yoshimori, T., Ohsumi,
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