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BEAZBHEFREH DS EEESRBEMAEE (R - HIRESE))
WENEHRE &

BB v A 4 A& F L HERIEOBRKIS R &8 O
MEREKE DHEHFEH JIEERMRZE HEARE B8R

WRES

A FAEF T, BRGELAI, REFEZ ECHE L COA2BRHRFRATFB7Z 7 IV —5F
Thd, FFETIIvAFAZF U EROSTHELZIED L L HIC, ZTOEREEIC L > TERTER
LIS EM A HME TOH A br 7 4 — T 2 EENRERIEORB LR L Lic, v T AFF
VIEVERRERNE S LT, QREM 2T — 4 F /X U T2 AWew A F AL F 2 RNA T, @< A
FAEF L OEBREMILEEEE 7 FAL VICHKTIHEESTF F.O~A 4R FF DMK
ZREFF—FICT AESFHRER, @~ A AR F UBAERADWANVE S THERY AFF - FE
K. B~ A A 2HF AN furin RO Wnt & 7 FAER, O 5207 7 u—F TEriED, O
RNA F-#151T siRNA BB BITHBEZT 5 2 220 invivo DEEFEGFICEBESILELTWD, £2
CHEMEREETH T /¥ U T — L LTURIEBEBE SN TV AAEE a2 — v AR L F
SiRNA & O E S VERR L TEFAER KR NLGMDIC 5 /b= U A (E R caveolin-3 T IZRAT R V& H KR 5
Lo FXENE BN & 8 HICHT Uiz, FiZ, ZORBEEa 7 -7 PARo Taffith s Z &
N BEERMEA~DZER O L CRMABERATIINI 27— 47 v ORBIC LSRR S OG5
HURHHE L, Q<A FAFF L ONKER2/3DEBERTHL T 0 RAA /L2627 2 JBENLHE
BREN, CHRIE /3B EER~A AR EF L BELPBRADICHEL TCWAAEBEMNBEEERETH
%, MEICBA% L7 HEK293 fifa~ A 4 A X F U EREFEWET v A RHERANT, 2071 FAL Ol
EHMERTHD 29 TI/EBERELE, KO TINICHESTIEKT I/ 8 (Rp29) 2 FAERR T
LGMDIC EF /<= 7 A EHIFICRFRS L CEBRHED 15%0OEMaZR L, OhEM s L TERS
NTWBTGFBFA T T2 v« AbF=rdF—FPRERNR~A A REF B LERD TGF-B7 7
IV X AGEMBELINEER 23RN EET S 2 & 2 RICHERITEER Uiz, Z D& FIREA
FEAERENLGMIC EF A~ T ACRAKRSE Li- & ZAHBEEN, S KBERINEEEEG T
IHEREMIAKSEN L, @R Y A4 FUBEREREA NI VAV oy I U ARERARGIERE
SLEBCEENEICLIZ2ERBEECAZRY v VIERBEOBRNMEINREFETLHZLE2TRLT
FICZDORYAZFUFEERBEALER2 VA a7 4 VR pdx ~UDA~NEETDHEBH VAT 41—
HENRET L EEHLMNE Lz, TFRHEMLORITME L CHEEMiasiiel 2D
PDGFRa/BMEMIE R A RET 5 2 LICII Lz, &~ A A A Z F &R/ F furin & My BatERER
TRBIEE YA TCRUOBGEMNGOBIERNELD Z ERBHLNERST, £72 Wntda/BIT =
TCF BB A IER) &+ B BB S LA IEET 25T R ES FERANE LN, L EOZEARAFTIZL -
TERBNORET DA FTAZFURERI A a7 4 —(REOEB AL TH LN TE 5
FERERECA AR v VEERE Vo REOERELNH#HEAREML B3 _KERICH LT
LD, FALT UHEREEODREL ARG TE D,

WELHEE A. BFREBEH
WHFEH )IEERKXFHENEY - #iR BRGRBRENIGFB7 7 IV —aFL LTHRAS
THME FRREEERSE . . .
2 A AT A - S ﬁt74ﬁ%%%/ﬁ{<f7?P7W%@\¢\
B HBRE B KRR Y VAT S S YA T K, B hDORIFU bRHTT 0 TERENER LG
v AWTIEER - B ERERTZEND, BRHELAICHIET DR
RE # JIEEMKRFESTFEYS - #8097 HFELEZOLNTVS,

RAfh— ERE - ikt o 7 — iR sEeT

N — I 1) LS 5
TR B IAER R - HE VA A REF IO TF-B7 7 I Y —5F LR
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BIRTF RipOHER SN ORTRAEREBRE L LTAK
ENDH, TP furin BHSHERERRZEICL->TorE
v 7 SNEHBNCIER R~ A A R4 F U T &
EBLn, ZOEWRZEBEKIS 0 RAL RN
WAHRNE L ThHDERY AXF U7 8O~ e £ER
MEEABTLFEE LEERLE 2RO RA2MER LT
WA ERBFICEWTIEBIPL 2 EDERICE -T2
NbOshy+ L L TRHMIREDZ 47 11 & ) v/
AVvF =X —EREE (T 7 F 2B E
ActRIIB) ¢ #EAT D, ZOBAENEILHZA 1T
TV /AVA =X F—ERRE(T 7 F U R
F—¥ ALK4/ALKS) %V UEE{k3 5, 29 LTI
IRV A FRBEESEIMRANTY =7 7 —
THD Smad2/3 %V v ELL. ZOHFREN~B
17 L CRMEMICEZ 2EZNETRTFOBELGIH LE
HHELZRICHET 2 LEZ DTN A,

2003 FE IRy IR T KEZEO Khurana Hii< A
AL F A ROFRFEOEERNREIZL > TY
Abe 74 REHVA N T 4 —FTFT )V pdx =T
ADFYA A7 4 —REBHET L L28EL
Too —H . FeIIMA IR U7 BER L FER &
TOHRBEEERERF A a7 —1C
(LGMDIC) &5/ 8 caveolin-3Tg =7 ADEHK
BT FREF L T FADEMRIERERDO LN D
ZEERHULE, 2 0HE L LT caveolin-3
KBICL T, ZNERETHVAARET L DH
ATTEY /A= —EZFENEEL
OB AIEA L7, FIZZ D LGMDIC EF A< 17 R
DIFEMIL. 70 A VBB~ U R L ORER
T aA ML A7 11 B (ActRIIB-Fc) DIEEN#K
Bl Ko TR RBEN GO, ZhboD®mEx
BT, v A FAZFUMEEH YA ba 74—z
3B H IR IEREEE & LT A O, BEHR
FINCBEEORBREI TN TND, v/ FA¥
Frob MeseREERA MY0-029 CKE Wyeth )
IZ 2T, Becker RIS, BRM/E B L R OV
BfoA a7 4 —BELNGG L LIERRKTOE -
FEERARAFZEDMET L. BfRMEIERITER T 5 0D
BN ERIZOWTEHAN THD EHEIh TN D,

—%. KME Acceleron tRRAB LIzT 2R 14
1T S (ActRIIB-Fc) ACE-031 {2 2>W\WCid, f5
A bB 74— ROBEZETI T SR8 FDA T&
TS 2010 FEIZA Y | KETHERAFE SN,
2L, THOHEST af 2B/ EE Vo e sy
FEFEEFRAW-vA A REFAEZ, FBREHMEN
T LR RNI L, HEREICL DIHERTHP
PURMERRE 72 CREE T A MER P BEIN TV A,
T ZTCHA TG OREZ ELEE L 7R FIERIC
Lo~ AFREFAELELT.O FHHTY AU —
AT LBV A A AT F L RVATH.Q <A
FRZF o DEBPNEHEEEREAE THDL 7 u F A
A VHERBEESRTF R Q v AR FF U OEZE
K —Elost§ &0 FER] (TBRI kinase i
EE), D30DT S o —F CHAWICAHE LT,

—FH, TNETCRRAFTAEF ) v IT 7 b=
U A TERIEIEN PR L TWAZ Epmbn T
Weds, Bfiv A A A E F UFREIC X o TERER
EREMENERICKET 2 Z LB MEEN TV,
FILTHAEBTAFTREZFUIHEEBEOA XK Y v
7 BRI T D EIST RO EHELES D, @
VA FRAFFUAEASWHRNLEL THARY RS
FUBEED NI AV 2=y ey AR AV
BRI E T o712, BICHY A b7 0 — D8 EE 7
B THDEEIGISHEMEIZOWT, £ ORTBRHRR
DEECER VAT,

E72. FLWEANS D~ A 42 FZFUHERE
DEBENDF & LTA AR Y F URIBEERE
O7atyr7EED furin EANMRER L. ~
AFRAEZF R TTHLInt IZFEBA L, Th
b DGFF DB TFUE T R & LB HAENTIC
Lo THE~DREDRHIZOWTHRE L,

BIZBA% Lo ERORERR & L CRA Y
ThHHHVA T —RERER LT,

YU EDZER T 7 a—FIZ Lo TREFNIIZHF
VAT 4 —ORRLY . BEHEOE (o
NET) WK DERMHERIESA ZRY v 7 fElE
BV REOCERESCN#FABELMLETSZ
KERIZA LT, v A RAFFUREREOBRRK



ISHER O 2 B L LTS E2ED -,

B. WIS

1. A S-S ) dx UV T7—2 A< A
AR B F . RNA THORH

PERTE L CWAREEa—5 (T7nas—
7 ATCOL) IZEMERIE L TN B~ A A A Z F 2%t
3 5siRNA (Mst-siRNA) %2 R& LEEGBEERS®
7o ZDEEED invivo D<A F R 2 F L RNATFU
PHRIZOWTHEFT L, 3 ba—L e LTAZ T
L7 JLsiRNA (ser-siRNA) /ATCOLIE A R % 1% 5 L bk
Lic, AIBMT T raZ—F 0 BNEiliTh oDk
78N T = 5 —4 > [poly (Pro-Hyp-Gly),
SYCOL] & #EtH LRNAFHENR DG D D ENII D
WTRRE Lz, @ B4R~ ¥ X ~Mst-siRNA/ATCOL
HEERFRS : 24-28 BROFERBE T 2ADH
UM & KBE " FERRIZ Mst—-siRNA & ATCOLIE & & D
BRI & 21T 2B R4 IR & KRR BERS %
L& D f5 B B K OFh ML AR % 0 L 7=,

@ BARl-< 7 2A~DMst-siRNA/ATCOLIE A A2 5 #%
5 24-28 Bl DEF AT~ 7 R ITMst—siRNA/ATCOL
BEBRIRESEIE~OEFIZ L T2EERE LT,
23 ORI AR ER 2 TV R 52 5 LEB OFF
PEIAR D& IZ KBBIUERA 2 i L £ O EER U
RS HOMRYT 2 M L 72, RERIZ, @ LGMDICE T /L
ZRcaveolin-3 Tg ¥~V ABKRH~DORKRE, @
ZHcaveolin-3 Tg v VA~NDEHERE, #{TW%
NEIWE G R RN 21T o7, © K
EEGITIZLAFEN a7 — T ) Xy U T —
ORNAF RS R OREH: 2 5 —F )/ %
¥ U7 —Z AV TosiRNAE A DB IZ oW TS
B DI EHAERH, U /-scramble siRNA (scr—siRNA)
LEELRRETIHEBETFTHHAT /arF 1y
7 E— Mclr) IZ%9 HsiRNA  (Mclr-siRNA) %<
VA ERIZRAFTRGE21T> T, BEERENT LT,

® RNaseZ7 5273 37 vt :siRNA & AN T
2 —4 2 (SYCOL) o UPATCOLD#E A A IZRNase % 52

fih ¥ sIRNADFERIZ DT 5 F TORMAZFAIL .

RNase”’ 07 2 L a VEENEZHERIT L. @ L+
7 x5 —¥siRNA  (Luc—siRNA) /SYCOL#E & {4 /DRNA
T ROBR : EEEEN 7 =5 —ERE
B16-F10-1uc—G5 Mifi~+r T A7 =27 a3 LT
Ny T =T —ERBBEERMNT LT,
Mst-siRNA/SYCOL#E & (AR5 : BFARI~ U X
~DMst-siRNA/SYCOLE & & & B~ R & L
BRGEMEN LT-, @ /A7 = 5 —FsiRNA/SYCOL
BEEEHEES LT 2T —PRR
B16-F10-luc-G5 EMla % 4AEF S HX— Fv U X
{2, Luc-siRNA & SYCOL & 72 (FATCOLO M &6 % IRE#F
AREA~LEH LAY 7 =T —BHIHIT L > TRNA
FHRERET LT,

2. 70 RAAL VDA FAEF IEEBRERLR
7F FRBORE & RTFF FEE

DO 7a RAL OV TR ESR TS TS
FARTF R (T 2B 23), NEHEEEARERAL (7
I /8 91), BWPL Y uT 7 —REEA (7 B
99) & Nk TEE 33 BEOMER A 7 A
Y l7, @ T 33EEE T — 5 cDNA &, Fh
FNMV FeE—F#—TTt "M a7 ki
ICHA L TRBERY ¥ — (Prodomain—Fc pcDNA3. 1)
EEELE, @ Z0O~7 F—L Snad BEMELR—
& —#&{5F pGL3- (CAGA) ,~luc % t © A5 )R HEK293
M HRBE L, @ ZoMaO~A4REF
FIBIC XD VAR —Z —EBBIEHIC >N Ty 72T
—ERBHC LS TRIELZ, ® BEEFEEOEOE
AR IAKBAERNTIE 29 T 2 EEREE LD
FAEEHEFOEERE L, © ZOBEBIHEETS
~7F R (Rp29) % &K L HEK293~ (CAGA) ~luc s
MU~ A AR FF R & BEETIEMERE % fER
L7z, @ Rp29 BATRE : Z O Rp29 % 12 BWEHEF4
BKOER caveolin-3 Tg ¥~V ARIKEH~HEL
WoT 1 EEH L, 2 BEZCRKREGHEER,
B —fRMEMEmTE (Single—myofiber area, SMA, 1
EfEDH7= 2,000 FH#RHE, n=7) ZHIFOITHEN
Lz, BIZBRH~AAREF T FTAGFThH
% p2l ZfRAT L7z, ® Rp29 &5 %5 : Rp29 % 6



B R caveolin-3 Tg = U ADEKERNIZE 3\, &
16 EIO2ERER{ToT, FRHICHE, BHH%
ML, THEE® (1288 TEEHEITEZITH

(B, & n=T), 2 bu—EL T2 73 /B
FEE DR &6 & 272 Rev-Rp-29 % JERENTR
5 LRIk ICE R i 2 fRAT LT,

3. {&%F TBRI kinase FEEAIC X 2 f3FMka 2L
BT L =T NV A~OROFRE

O TFB7 7 IV —FB~ v AHFEMQORL &
o LARAT < C2C12 FREFMAITIE ¥ ~ MBI AT
B LT, KEICHIEEARE LTE—E LR
2T, HEMRRICEELSLEZEZ Lok LT
ZEBELNTWD, ETHEERNEERFIZE
FEmEEESERE LV b v/ VABBRRERAWN
TvAFTAZF L EBE IGFB7 71V —ThHDHT
7 F ¥ TGF-Bl % C2C12 < 7 A F M &R B
LA b+ B2 B L-. @ #FMias
{EEnHN &4 A K457 TBRI kinase FHEHIOZHE -
Z O in vitro KR E - SRS T TRRI
kinase FAEZITH D Ki (bLEWERMT DT &IT X
LA R O LER~DEEIZ O W THT 2 B
Thol, ETKIALAYOBREIC SOV THREREL
B, 0.5-30pM F TIEAEKRFEHICHRBES -
MRS B Z L AHER L7z, 20 pM IZREEH
— L. MBI, T4 bFLAVREICE 2MEmE
f&4 (fusion index) MEMTHAT o7z, RWTHEL
v —H—ThdvA A4 =" (myogenin), 7 L7
Frxt—= (K., IFVEH MyHC) OFEHRIC
DNT, BRI FEAN AR 24T o 72,

® KifbEE 685 16 BEOFERKUER
caveolin-3 Tg ¥~ 7 AIHEFICRE TROKRE
(0.05%) ZATWEE, BHEHERTHIIZONT
EHEZAOR AT o2, @ FfRMERRHT 16 BT
B AR OV R caveolin-3 Tg~ U A B#KFHO SMA
EREHERICERIT L., © HEEMIRAENT ( Ki L
BEESEHRHOHEEMROEBMIZ OV T —D
—BE BB THD M-cadherin HREREEIZ L > THET
L7z,

4. RV AZF U HEEKICELDHBVA a7 48
BHRER RN X —RBEOBHN

O RV AZFUEREOEL R R FFid~A
FAEF DM, BE T6F-p7 7 IV —THDHGD
FI1 RO/ FECHEEREZRTLB. T2 F
EACEEESRWERE (FSI1-1) Z2{ERLZ,
@ BROERY FS -1 AR a7 0 KRB
mdx = T ADEHT A b T 4 —IRERNT  mdy < U R
CHEELTHYA a7 4 —PRWET L0EPI
WCBHETHEAENT, B - HAMER EIZL VR
L7, ® FSI-1 Tg~v 7 A~OEEHERS : &
AR 512 K AiitERe. IS Kk ORERA T AL
WKOWTHEARI L B LT LT, @ v/ 4 R4
FUBRERICBIT S nRNA 72 77 A4 V0 d <A
FAREF B EERET S0 THIBIITAARS
W, FIZT, /v 7T U MROTRY 7 AOREHEE
5775 miRNA 23 L TEENT 2 miRNA Z#BFEEYIZ
BRI, E£iz c2c12 Mlan i {bicftt > TERT
% miRNA DBREHITo72, © BEHRAENIEMAT
ERHARORIE: v 7 AR POBBHY L IANDG,
FACS &NV Y — 4% — CHEZMAZ 7R Lok
EBHEREITORE L,

5. v A ARYFAEMSF furin RO ¥nt ¥ 7
JVIENT DR Rt

O FHEMEIZISIT D Wntd OBERERRAT < Wntd (T~ A
A AL F L DORBERIZL O BBN LR 5,C02C12
< 7 ARG HHBZ BT B Wnt > 7 FLORREIZ O
T, WIS TR LEEA L ok TR L
BAOBGIFREAOENE~A 70T LAIZL VA
L7, F70 Wntd AHEEBNICRILT 5 MR 2 8 50
L, A7 7 vFT7TA ML HlRERBOE (L S
L7, F72Wnt/ B HT = U RE 4B+ 2K T
EEFAVTH O EREER BRI L7,

@ Wnt4 BRIFEBMENT . <~ 7 ZBEHICBT D Intd
BRIFEBFONEZRIET 272D, Intd KTz b
n—/L& UCGFP X 7T ) A NAREVER LTz,
8 B AT~ 7 RADRIISE I VA NV R E TS
L. 2% & 4B%DOFHHEBIERLIER L~ b ¥



VY e TR EEAA Ny FOLRBIZED,
ERBEAONREBE L,

@ BRAFREND Wntd BERER~Y ZOEH :
Wnt4d 2~ 7 AOBEHFERNICERRERSEDH
DT, BRZ T T ) A NVAEIER Uiz, F72 MCK
TuE—F—O T2 Wntd cDNA ZERE L2 A
FZ 2 & (MCK-Wnt4) %~ 7 ASIEIRRIEZLICBIRE
AL Tg = ADEHE RS ENENOBKT & #F
i, @ BHEFEN furin /277U ey
ADEH & YT © furin BIEFOX Y Y 2 2 O
(2 loxP BLFIZFEA Lizw 7 R & Myfb ' rE—4 —
TTCre BERAZHBRY LUV AZRETHZ LK
D, HFEEMRBICENT furin BEFABE SN
<~ U AwEH L7z, REREE, FHE. #HiZo0nT
fRAT L7,

6. KEIEMIcHT BvA AR ¥ F U HBERE~D
Wl : FFUR bu T 4 — RN

A FAEZF I ERBEOBBERFEOMER & LT
KREFIA a7 4 —ETVEMNTHLIHY A be
T A —ROFEMIIET 21T o7, O BART A
Ndiflazacorti & : EH KRR UFHFV A ha 7 1 —K
{Zdiflazacort 0. 9mg/kg/dayD R O 52T\ &
537 A TREFOZICHR L F sk OB
BRENT LTZ, © o XM{ECRPIE % AW - REIIRS
W & OBE{F3% & OBIEMIZ DOV T ORET : 1~TH#E
FTOR Y AMRRR, RO~ 25%# O E & RITEUZ
DT, FBIFHMAER%, Witness LH (Synbiotics
) ZAWTIHY— Y 28, LHF— KR53
Bk E6ABICREEZFER L, 1EIE DREE & Day 0
& L. Day 15, 225650 THAM L i iF 57 LDog
C-Reactive Protein {CRP) ELISA Test Kit (Life
Diagnosticsth) % AV CILIECRPIE % BIE L#EHE
BICRRMT LTz, @ ¥ ARSI HRIBEMBES D
DFAHZANZET DT HYARIZBTLHE
B AFZEREIZ OV T3-Tesla MRIZ VW 7 EEH)
volumeFF i & 1T o7, FRIZIT2» ABMOEER,
TARER, T4 AETLy A Z LT - 5858
OMRIRIE & AT > 72, & bNTMRIE# X 0 RIFER,

RSB 5 B VRS A 0 Wi 78
area: CSA) DORFFEIRIE Z1T>7. KRIZ6-T4 Ak
DEHRR O ¥ 2 RORMEBEHERFE S T LD
Myosin heavy chain®# & k(b . mRNAFEFRARAT |
ERKENE/SRREE AW EBRRBBTICL - T
Myosin Heavy Chain isoform®EBIEAL DS FIZENE %
T Y AROREERS TBH LMD RE LIz, 6
7 BB OTEFE R R U ¥ A K ORERFREE 7
DMyosin heavy chainiZ DU THIEERRIFHRAT,
mRNAFE BLRRAT . BRIk Bh s/ SR 2 VW2 ERRER
FRART 24T > 7o, SRR HBLFREITIZIE, Myosin heavy
(Type IIAK ULIBFi#AE CREBMN),
slow (Type ICYeEEEM), developmental isoform

(Embryonicf Uneonatal isoform YL k)

(Novocastra Laboratories) OHUAEZ AV, JEREA
fEIE % Type IIMARERHE & HIBF LT,

(Cross sectional

chain fast

(B ~ D BCE)
BERIT, STTERBEOEZEREMICEHTINAF
TA WS T T2, Fio, BEFHABRLIER
[ZoWTHEL, BJHE - XA - BREED Te 7
Lo B TREATIIRICET 2 mEEsH A ETF L, &
HERBEOED HMEREICESVWIHEZRED
ARBEHTUT- T2,

C. FEERLBE

1. AT S/ 2x V7T X35 R~
A A A EZF RNATHIEDO RS

@ ZEHRcaveolin-3 Tg ~ 7 ABFH~D
Mst-siRNA/ATCOLHE & k@At 5 DB 2 :
scr—siRNA/ATCOLE GG v b o — VB & i
L TMst-siRNA/ATCOLE AR S H T EER U
R EE S bARICEMER D, BHTR~
AFREZF U BIEFREROEERBETHED LN,
IO0F)Fx ¥ YT — \ZXoTin vivo TH<=A %
ABEF RNATWBARETH D Z ENALNE >
2. @ ZHcaveolin-3 Tg ¥ 7 A~D
Mst-siRNA/ATCOLE &2 H | 512 & 5 5 B K%



B 2HFBR500% TREHY UV ADEEROH N
WHEBZEIBLNZ -T2, LMLEIREICLS
AR FERMRAT TR E & X CRIRIRIZ B W TR E
Biior be— A HORMMEORIERVEBD LN
o ZOEIELZEIFAE~ T AD55%I2f8Y
LLGMDICE T VO AEFEREDWED ER Sz &
Ezbhi, FERBIBEFOBEEIEML TN
72o @ siRNA/ATCOLE A IED BRI BTEDHEHR -

Alexa—588 scramble—siRNA/ATCOL#E &1 % B AR <
7 AR OE T~REERS LASBRICE OFEH
i RAE % /REt Lo, W CIIE S EOBRMERBR O
RTENGES b, KT T B L K TRER
BRICESEORENRO O, T bDRFBRMN
LAEEME D 7 — 47 il Ko TsiRNAIRRBIRIZ E L
THEEHBO2 57—V RIEIC—BLTEEL LD
EEZbNZ, @ KEEEMBITICLIAEE=T
—F ) F U T — ORNAT V58T R« 8 AZE
L 7-Mclr-siRNA/ATCOLE &A% ~ 7 A LERIZRFT#HR
5 L7z MclrB B3 BITHEEICHED LRNAT TR
RPN ERoEEZ LD, LA LTRE
F72 Y Mclr-siRNAR G- BEIIBE B L < BAEZ N
THZEREETHY, MEBOFREIZOWTHRET
Lo, BAEBOEEIIRABH LN TEDF 12—
T4 7 NOEHBIELS, BOERLEL LEAY—D
—OWntl0b & BAT =V IOFEBENBFA LIz Z &b

B, MclriZ X 2 EHHEEE OFEEN TR S iz,
® B TI =5 —% 2 [poly(Pro-Hyp-Gly), SYCOL]
2 L D ETHRNAT-H O BAZE : Mst-siRNA/ATCOLHE A&
& FEERICSYNCOLIE B R DR RTIR G b~ A A X F
FURNABZ A BRI S8, HEE. DR &
OFELHEMBED SRR L,

AEtEa o —7 v F v ) 7 —d & m7RATCOL
E0 0 TR BEMARSYCOLIZ K » Th~A AR ZF
VERER L LTZRNATF 2 138 U TR AER AR /11858
EHl-b T I EMA SN, SHRITEICKEIOR
VAT 4 —ETNEMERNERL LTI OERKO
B & Rt R D ATERRATZE RN LA L R 5,
FIOBERIT. v A A RAEF UEERELT TR
SRNATHEMRIZOVWTOHHRT U RY —v 2T A

ERELTBECRBIGATESEBEALND,
L CLOFRIMEE T — T ) Fr VT I
xf L TR R L7,

2. T RFAL VHRYAFAZFUVEESXTFF
FIEO R REMBR
@ v FAAL OEEBESLOFEE : HEK293-

(CAGA)-1luc W= invitro7 wEAIZL - T29
TIJEIhORIERIIT e FALVER 262 T
I VBB T T0%D~ A AR X F UPRETEM A
B, TOEMHBHEFEETLEEZ LN, Zh
YT 22795 F Rp29 % & A L HEK293-
(CAGA)~luc IZHIM L ERRIZ < A AR F F R
X HEREEEE AR Lz, @ Rp29 RFTRSIC
£ B invivo TOREEMEOIERA © Rp29 & 12 EHEHEF
AR OB R caveolin-3 Tg ~ U ARMEE H~ 1
ES L7, 2 BEBICIIAEIREEICAIEE S
E O & AR (SMA) D RBBH bz,
BRG~AF RS FUEBADFTHD p2l BLETE
BUX Rp2Y HEIZ L > THEICE A L7z, @ Rp29 &
H#E5IZ B85 6 @# LGMDIC ET /L~ T AD
RERENIZ Rp29 N7 F R B 21T o7, 6 W ORE
Tid= > ba—/b (Rev-Rp29) & HEZLCTHRE, H
HOEAIRD bhieh iz, ZEERHERE, RO
SMA D RILA < HERME I A TF—OUEIEL
highotz, RS LRERVASEO25HRE T
VA FALF AEHEEFTH D p2l DREBETIT
Bwonihrol,

VA FRAEF KT HRERAEAERIEE LT,
Ta KA OREEEFROICHEE T 2EERTTF
F& e U CTREf L7z, Ro29 ARSI~/ 4R &
Fo T NERE LB REAIERSES, £
HEGIXERGO~A T REF T AN E
RENRNWZERALNERoT, o T2HEE
WKEST, XTF IRBEFIIHBERTD, DDV
T F RRERH~ZEI N THRWEIRES
N5, T, 5%iE. ZORp2IXTF FOT I/
AR A R L R 2 T I WIBEIZHE T 2.
EAF AT F KRS LENBIRBLERT S,



FHORTF KT UNRY) =V AT AEEBRTHEIC
FoT, 2H5REIZLDIBRG~AFTREF LT
FEI~OR Y #HLEFEL TS,

3. ®#O{&%F TRRI kinase FAEANIC X AHBI A b
074 —< U AGREOKRE

® K437 TBRI kinase FLEHNZ L 5 TGF-B7 7 2V
—EREIE M DOINHILH R : HEK293- (CAGA)-luc 7 vk
AFZRERNWCRAFTREF L T7F L, T6F-B1
EREVEME & HIE U7z, 85T TBRI kinase PHEH (Ki
{bE®) LT IhbEERIIMAENE, ©
TBRI kinase FEHIC & 2= v AFHIFEMNERS « &
LAREVER . L e oA VAN T Z— |2k 5 TGF-B
773 U—FEIC L T 2012 FHIEMAA O MR
& - ERITEFERICME SN, —FZ ORI Ki
{bEW % BRI 200M Eed LRl E D
A, 2y ha—)b C2C12 Hika & 1T F% F CTHERaRE
& - b EIE L=, @ TBRI kinase FHEHID
LGMDIC EF Vv U AFFEMOHE : 2 hu— L3
ARl ZA R OER caveolin-3 Tg ¥ 7 AIZ 6 A
2o 16 E TKibLEMEMEICRE TRE LT,
BE, BEHOBMREFBENOENBBDOONER
caveolin-3 Tg = 7V A DRFZEMEORENFEH iz,
ZOEBEIC OV T 2FEED M-cadherinfiiFiz k-
TR B 2 MR Uiz, IEREBOLE TIIH
ARl A LB LT LGMDIC EF A~ A Tidfh
BT OMEEMBIREIZERICEDS LTV

(3.64 vs. 5.19 /100 fibers), —7. Ki {L&®
BEHTIE, AR TR LMDICET LI TR E
LEBICHEMARD b/ (8.66 KT 7.39/100
fibers),

A FAZF R OBEE TGF-B7 7 I U —4FIZ
X4 B LAERREZE L LT, TBRI kinase {Zx4 3%
FEAREENAS THHZ A L, ZOMH
EFID, AT ORI T 5 Fh R M
BEEMEE5Z L, w0 AFFMEE C2C12 53kl
HlZBACHET LI EARMEHA LT, TOBEL L
THIEDERS (HHEE) MiaL~ L kO HMa
LAV TCORRTERIBERZE X b5, #oTZ

DOEEFRIT, HPAPrT 4 —DHTRIBELS
EEEE R EOFERERE, EEAOEL (T
aAN=T) WWEDHHEMRETH, Bflla L~ Rk
U FHE L~V OR G CHEREEFENZR TS
ETRESND, SHREIRIREOLEMELEE L
A HFEIE R BUT X 2 AERAR T L 2 ET3 5,

4, RYAZFUBEEEAZLLDHBORA a7 4
—ROBAZRY v 7 REGEHORENE

O ~vAAREFUEERTHR) RAZFUERE
(FS I-1) OFEHFENELRTEACLSHIEX
ZhER : BEFS 1-1 Tg v~V A THIERB RS
ZENFERE, @Q FSI-1 AT RADAZRY
v 7 SEGEEHRHUE : FS 1-1 Tg = 7 A THEMIEKRD
fi, EAERFREIZBAD LEEBREARICE > THIEN
FARECRNENS B REFERBB/ LN,

@ FSI- I Fc@EEREREIZLD mdx vV ADFE
BEREDOWRE FHTA b7 —EBRd L,
@ TI/FENCLDBRGEBROER . 77 AIR
BERBEANLL o TCIAAREZF U ENEFTHNEDOD,
TI2FENCHOBEGEEZAICTHENTIERRH S
ZEEREEALE, ® vAFAEFURECLDLH
NERDFI 22 FRBORR, : <A T X ZF 0 H
BEFRET 50 FEBEIITHAANE N, v/ 4 R4
FUBREIC L > TERBH TEET S niRNA ZRET
1D, ~AFREZF ) 7Ty ey
B~ 2ZO/EERHH S nikNA 2 LT, REE
AR 55 niRNA ZMBBRICRE LTz, <44 R
BF ) w7 T UM URT2EULEDEMDS S
1 OFEELL LD miRNA 2 [R)E L 72, Myo miRNA & &
N5 AR A miRNA O T, miRNA206 O - F-H3He
DIz, TALSMIL, ERERFH TOREN S
EERRIT STV 2D o 7, miRNA300, 329, 486
LRRE ST, C2C12 MfaDfhabicfEoT,
HAFEEINE5HLL D nikNA BRIEENTZ, <A %
REF )y T e ATiE, pT0S6 FF—+
EEDOTHTHERTS S6 X F—ED U VBT
ELTHWBZEBRAONE RS BEHETRARY,
Akt DU UELITITEALR R oo Akt & i



BB T, S6 X F—E¥nEgbIh g Ry
BHNTLET D LB~ A A A F UIRBIZL D5
BRO—EERDZ ERERESR, © BHEHN
N B ZEME RIBR AR D[R] : FACS ARATIZ & - CHERF A
PERTERMEAE & L CREREZB X b TW - ihfF Bl &
IZ#72 5 CD31 (-) CD45 (=) SM/C2.6 (-) PDGFRa

(+) MERMAEZRE L, ZOMRITEEHND
MEFTFEOEEICHFEL . BB LRED RO THERE
ThHZ L ERLI  (Nature Cell Biol. 2010),
T @ PDGFRofifid % TGF-B7 7 X U —4rF TS 2
&, TCF-BORIE TIX, =7 —4 1, CIGF FHk#E{b
DIREEL R D~ — I —HFORERPFEIN,
a-SMA FLiE CTH A S 2 M SE MR 2 o E T
b, BHEERICBNTH, MMLERTZ &5
AN, —75. BMP ORIBRE 2 Ml 77 (ki T
i, CEEEMRaRRRIC b TS, T KD, B
B ICTEET A RIEMRIL, ZLiER T 285,
M iR &Ry, —F, ok BRI
BEMET EHEA~OSETIE E A ERI TV,
ML, B OOMREILR > THDH, BEW
IZHAMER L2 OB OEF AR RIZEE
ELTWDEEZTWD, BRRHICIIT D HERE
TERSHEEE D /3T o 2 2 BAH LWV AT R L
EZbhi,

FS I-1-Fc @EEBEEZRAW L~/ A2 FZF
ERN, BYVA T =T EEIMEDH R BT
AERY v VEFERICTOEIMEZ VA TL L
BRLI, $e~vA A A FUREBICLDHERD
SFHEE L L CRBANEHT D S4R/2 nikNA 2 FE
L S6 & —vEHic L b & v /0 GRTLEL ]
&Lz, TavozrXBFYA a7 41— &
f (Fax=7), Bl CTEBHAEIEENEL
DZENRINETHMONATWZR, £ OMSERIE
FTHATH o7, R TH S M I/ PDGFRafG 4
REAHRTERMARIX R Y A b a7 ¢ —OIREARASEH
MR EM I T DB RIENMIE L L TERES.
Nature Cell Biology @ News&Views THEY Eif D
NEEEE 2o,

5. furin RWWntda 2 LEFiHvA AR EFF
FH

@ Wnt ¥ 7 FAOEEMIRS~DEERRER
C2C12 #ka % AV THMEIZIT D Wnt 7 F Vg
AT LI 25, Wint9a OXRBENFEFHFIZLFT
A& Wnt LRI OS5 E{RET S Porcupine
DOEBNE L ERTDHZ N oT, Eph
T = RIS LIMERIC@ < Tle2 ORBADES
WA Z L BHEA LT, Wnt9a ik, Wntd L &%
W - BAERREMLCRE L, BT = BRI LI
HlRZ @< Z &AM BV TV S, TOP/FOP 7 vk A
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Wntd OBA T =BT HER TR, #HiZ
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207> D fafFE & D BREMEH L 5 23 K71 Day30 T
RLERTE DHERPE LN, MIECRPMERAIEIZ X
> TH Y ARDOREMRIGR VBB RIAHND &
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LB U7 & 2 ARIBEE B R AE D50-100%% (5 & 7z
FRR 7T - ATPasel&EtED @ < HFEE 232113 W Type
by FHRADFHN
Type ITAB BRI L7272, b L < iZType IIM
IR « FRBGETRRIC IV T, TIAZ 4§ 2 FIREME
BEZ b,

LSBT DOKRBIE T NEM~D~< A F R 5 F B
FEORRERATENELLEZOND,

TIM (masticatory isoform)
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