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MM LEewU R, BBXEREZL, REIZLVA
VA Mo T4 —ETVOREREDREFOELH
DML THT, B LTcer iz, A% 48NS
OBEMEEHELZARN LT, HE. BIHE, Hig~
DA DERR, MiFEEEZ R L,

BYREFD/) 2T U MU RATHERTGE
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B OITRETH oz, T2 T, KYREZF
I T U NONTOEREKEROZERTRENTE
TheoTc, TO@RT, £EKANT, T7F i<
AFASF ARBUOHEETERARS 20 ERFL
7

A A REF R GHEETHT D5 BT TH
RBEN, TIT, SAAREFLU ) v I T U VR
U:z Y hre—/=T XROFBREH N 5 mRNA Z#
LT, BEZBOA L5 miRNA 2 BREAICHE
3 L 7o, Argonaute (Ago) Filk# B\ i-&EitiiE%
AWT, =AM R¥F U BLUEO TR TEATS
miRNA RE# 53 F DKV iIABE1T 2o T,

B R AN THERS B OMEHE (LI B 59 5 Ml % 7]
ETDRED, vURAOTRHENS 2T/ —F0E
THEgMEZ 8L, Bx oREHRICHT 25K
EROWTHREE, FACS /LY —¥—& FWTHil
EMb L. BRR{EEEt, B fbasthTir® L, BE
P~ LREZ 58l LT, MERBHRO~—
71 —Tdh D M/REREER T2 E K« (PDGFR
o )DHUE% AT L L7z MRS IER A
HlR~DHLEEEF T 2EIM RN, b MERG
BT RO F ik THife & Mifk LR k45 Z
&R LT, RIEL-MERA, £ENTERIZEER
ST B L EHRTAHIDIZ, CAG e T—F —
O T GFP % #HE & ¥ 72 GFP < 7 A5 5, PDGFR
o RIS Z ik U, RTSEERRICS Y T o — A EH
WCRVIEEM SRR ETTBHE L, 2{uiEzF
L7z, ~UVAKRUE FOBERG (TR EX%
ER L, FELMIROBEL RERAREAELZ A
W BT ARG & LB LEERRICREST L7e, RE LT
MO L5 LRER ST 5 7= DIZ. TGF-B <> BMP
REDTAFTAEFURRTDHTGF-8 773V —

t

AFEEDRBETRV. 2oEPEME L~ DHE
SERELE,

2B, b MNABERWAHEICHEL TE, RO
RBEETERREETRY., £, BHIEBR_AL
ThH, FRNTEREE TR TEY . HBEROM
BT LT 5,

CHI KR

MEBICEHLERY RFFUICHKRT DA 4R
BFUHENFRBR U RATIXEERHFEBERL,
mdx % U A TOIEFENENRHEREN TS (Faseb J.
2008), FR Lic~v A AR EF U HE~ Y AIZEIEH
RAMEZEL., MBI ETol, FARIK
LT, = 3R F U EINECE. SEHE
BIEHZ, HEOS LR ML EHREDOER DK
THRER SN, B ERCIXIMHER I H
V. BEAEMIRTUCPI ®F F o u—A CORB
BERLI har FITOEBREMLTWE, £V
AU AEHHERCT RO EN R O, mFoFH
JERFR o VAT o —MEIME T L, 754 KRR F
ML T\, U Bk Smad8 215 L LT
RAFRAEF T FNEFM LU RER, BREGT
DHIAFRAEF L TFAMET LTV, o
T, HEIEMT HE T, IR ISTHRRE-CHT g
M TORERBRRICEERE L HEEFHL ML,
FTiR T OREA AR Tid. BFHERICH~RTA LA v
BEOEMABBEIET LTz, BRHEEEIL,
MUTWe, FRTHET S EEHERERIROLN
727372 (Am. J. Physiol. Endocrinol. Metab. 2011),
BRUYREFLDNT A v 7T 7 b=y ZAOMEH
T, 15~20%R2EOHEET. HAOEKT. Hfk
YA OB, HEEICKTT B HEHME & g o
RENBLE SN, A FREF L, AERNTH
BEAICHIETEN, T/F LV ACbYA T RE
FUCERIEFERNVS OOHEETEASSH D Z &M
FlEBA X417z (Mol. Endocrinol. 2010),

BEEME L LT, BN T 7 F 02614
LBELFUEEYEER L, 1TEIEMN TR
BT AR EMA T, ZTO/KR, T/FEVBE



VEDREZFTHAEI RAFZTF UL, BEOHEE
EAERHYAORMRIEERMAN THEHEREREEFLT
WAEMN/RENT (Learning & Memory 2010;
Vitamins & Hormones 2010),

A FAZFUHETERG TEBORLNAS
miRNA 2 RET DD A FREF ) v I T
U b U A LB AORMEEH 5 miRNA %
i LT, REEEIR 542 miRNA Z R
BREL, SAFREF L ) v I T U R TRT2
fELl oMo 5 1 0 FEELL EdD miRNA % FE
L7z, MyomiRNA & 715 miRNA O F Tk,
miRNA206 D LA PR S i, ThIMZh, #E
KEEH TORENSIZ T ENLTWiehoT,
miRNA300, 329, 486 E 3R E Sz, C2C12 MlaD
FHEbiz o T, BAFEIND5HZ < D miRNA
BRIEEIN, YA FREFL ) v I TV e TR
T, p70S6 ¥F—F L ZD FHTIEAT S S6 ¥
—EBDU VEHMEDBTLE L THDERHA LM E 2o,
BER &R0, A O Y UBICIIEBE O
R, Akt & 3R TIREET, S6 F—E R
EMEEhT, FUVERDOERTEI LR~ A
ZARAEFUEICLZHERO—RE 5 T &34
g3niz,

BRERNICIEIITLE 28 2 MR OB e AT
EiTIaoTc, BHRHPUCHFET 2 BEZMIROF T,
PDGFR o Bt DRZEZAIEEHIGA, HIPHREDS & < A
YR CEMO S TREMR~E L ok Lz,
BEFZRIZBO T, BIWESERET CidEL2E
ERLE, LALARRL, IAvd by a8
L OHBERMT CIIBEWS b REhoT, &
DBRLHM L. MR 5 M/NMREN, PDGFR a
HREDEMRECEEREE 2 R TELREINE
LEAD, FEMBIE~Y ARt hOBEH DM
BEORIIIMELFHFEL T\, HEEEETIC
FETOHEEMRLEZIRELR BoTW,
RERAZEME D3 A U 2 BEHICIELS L C, PDGFR o B3
Rohl=EbHRIN, REL-ME, HPX
ha 7. —REETR O L2 felhkila % diia 3 5 Mk
THdH I ENE AW Tz, PDGFR o BHEMARIT

s EARARE S DR RkAE & HIERT 2 L E ORI 4
{EAssR < Ml x iz, BHRGEEY B HEEMk
& HERAHEIRR % £ 2 3 PDGFR o (BRI ASHE B
AT 52FETBEVOEMPENRNAT VRAER->T
WA RMREMEA AV, PDGFR o flIfRIX, #EBR% TGF-
BTHUET AL, aF—4 ., CTGF &#iiEbois
BLigdv—A—RTORBEANFEIN. a-SMA
LA THRE S h SBMEF iRz kT 5. B
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miRNA SR EREEEHTOIENRHLNCRST
Wl L EELTVWA, IbiC, C2C12 MROH L
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BAZBRENREEDE BEENRREHEER)
SRt S E

RIS DDA FRAEF v sikNA T U RY — 2T ADFRRE

BESEE B B

WERFRERY VAT 7 ) AT ABER iR

WRES
BRI 4 —7 EOBEGERERBOEEC RNA THEFATAIZLERKHEHL LT HBYAL
074 —EF N Y 2OHRICH L TERGEEINGEGE T~ A A RAFF O siRNA £T778r327
—F L OBAKEBFRS L. HRBITS RNA FEBREZRH Lz, $REFRE5TH I LITX-TH
AT O RNA TSR AR L, SN 21T 7, BERISAZEICAN, siRM L T7TFuas—4o
VHEAKO 2R NETOMESARRET ALY, 7T ad—rroREERVBIRMETRELEDD
BEHMTAR2T—F v 2ER LETEHHARORNEZTV., BIRSIERTES L BbhoT,

A FFERE®

WHRR I N—T YA b7 4 —OBRERRIE
WL L BRISHDTIZ OB EIT > T E T, 1RKE
ELTRBIRL=DIE, RNA THOFIATHD, 21 5
5 25 B Xt D4V short interference RNA (siRNA)
BAEKRNICEATS L RNA THIZ L VENBRETFO
RENIEIT A LN TE S, RNA FHERHEEE
B LR ERIGHICRAND DI, TTrea7
— 52 (ATCOL) % BV 7= siRNA D AHHEARAT & 4%
BB AR 25 —4 1 (SYCOL) TOEARKOREF
BRI IEoT,

BV EREGTEINE BB T CHETA LT RIF
VEBEFMs)WER L. EOREE RNA FHIZLD
LT, A FAXF L OBETFHEBEEZMEHE L.
BHEOHRMEZMA D2 & TBUERZHERTH
AT AP T 4 —DBEEKEBRE L. siRNA
(Mst-siRNA) &~ 7 ZADEFEFNICE S LT TR 3 K
DEENT. B ERTEEICSIEmERB I Ro7,

1) P Aba 74 —FTNVEHE~ST R
(caveorin-3Tg < 7 R)BHIZ Mst—siRNA & 77 1 =2
7 —5 v OEEHE RETHS LB T O RNAL $55R%
LI,

2) AT 4 —FTNHEHETT X
(caveorin-3Tg = 7 A\ Mst-siRNA 2 H & ET 5 Z
Lz X o TRTSEE R T RNAL 2R % #Rat, HRERIAR
WL,

3) ERSHTOaX MEORBEREZUETLIELY
Higlo, 77u0a5—4FrOREERVEBILEMET
ZEMDH HEHEHMLEMK 2T — & (SYCOL) %
Mst-siRNA DEARIK L UCHER L TRV IR E KR
LT,

B. BFFE 5 ik

1) 24—28 BERDF VA bu 7 4 —ETFNVHEM~ D
Z (caveorin=3Tg = @7 X ) B L O H & &
(C57BL/6, C3H) HEtE <= 7 A D HRIBHRIZ Mst-siRNA
L7 TFuas—S U BERORFIEEEITV, 2 8
gicsmeME L., TOREREZAETIELE D
. FEERAR O NS ERIT A B Lz, 72
B, A—EECERNKH2HBRE L TR T T
JL-siRNA (scr-siRNA) & 7T o ad—4 v EeEE%x
5L, Mst-siRNA EAZIT > ERE L OLE%
To.

2) 2428 BWEDH VA b7 4 —FT T A
(caveorin—3Tg =W A) B L UH AR EE <Y R
(C3H) DHRE T 8RARE - Mst—siRNA & ATCOLE S KD
LH%5 % 2 BEOBIZE 4 BTV, BRESMO
1 BREOHBBIRZ R, AIRE & B LM
L. WIREHIIEHRAEL, BHGIRFREDRE
BRI T HEZERD 22 & ONT AR 2AORENT . B RERIRRAT
FiTol, 2FBEICBITARBEE. A~y X
CTHEEMIERLbOEER L, RETEHIREC
scr-siRNA & ATCOL A& k% 255 U THERE
L,

3) 24—28 EERDEAER (C5TBL/6) Mk~ T 2D
IWERHIZ Mst—siRNA S BB T a5 — 5 U HEK T
BEEE L., *IBREEL L TCERIRARIC scr-siRNA &
BHENTLaS—F U BekERfikEL, BE?
By - MEFRRIT 21T o 72,
HREE~ORE §xt3 28 EE LOREIZS
Wi, BERZEHYERMEROBMERICET D
HEC/E T, - BETHEMEZEZRICE L T,
EERZOREILIE > TEREITT,



C. FFFeit

1) caveorin-3Tg = 7 R Z &9 2 KE BT 5 I1CE
WTRTDV AT, Mst-siRNA & ATCOL DA K
BEDERGIL, TRMAE B LU CHER., Mk
MEWTHAE E BICAEICBM L, £/, Mk2rR
Brick v, BFENDO~A F R Y F B BRD
b, iz, BB~ lb~—Hh—ThH 5D
myogenin & MyoD, fERi#RE~ D b~— I —TH 3
PPARy & CEBP o DRBIZOWTEBLFHRNS
FAw—%ERHNTCYTNVEA LEE PR IZLEY
FEMNT L7-#5 58, myogenin & MyoD DFEBiL, I FE{AI
B L TRSMITHERICKEVDIZR L, PPARY
& CEBPa OFEBITFRIT/NE o7 (TR),

{L

|

L

2) caveorin-3Tg = 7 R &4 B E£H&K 5 TlIEs5
Al COKE, BHICIEEENR R -7 Fig.
2). caveorin-3Tg ¥V A IZBWTEIIREIZ L AT
FERERRAT DRER. Mst-siRNA LT T aas—4 L%
EHBEERIZB W THBEON 3 FORDBEMMR R
bz, $7-, ZDEIE L7=ETHAER (C3H) ~ ¥
DK BEWIZET D EBRD LN (FH),

A Wild type mCAV-3Tg
[ e
{4 3
| ™
— [
] J \ e L S0
‘control Mst 3IRNA control Mot siRNA
B 0J control
B Mst siRNA
=
Wild type mMCAV-STg

3) SYCOL % FAV T Mst-siRNA &< 7 AR IZ /AT
BEL, TORBERI-FER, ATCOL & REEIC—
E#REG LT T, 2 ERRICITARMICHRN O
KEMRTE 7, Mst-siRNA & SYCOL DA KI5
DOERMERT, TR L B U CTRER. ARy
S BICHEICHEM L, mRNA OB LA EIZED
LTW\/=, £7-. SYCOL & ATCOL @ mRNA A L v
VIRRIIREORR Lo T,

in vivo T siRNA/SYCOL 25 #& 5 FRIZSW\T
25 TO siRNA/SYCOL 3 L UYATCOL @ RNAi $h /1 &2 4%
FET AL — R A CEFER STy 7
=7 —E (Luc) BB AT/ —~ % Luc-siRNA T
oI BT L, NAFA A= IVIS THRE
L7-fE5. ATCOL IZMEI DN Y 7 =5 —F DEEL
B L7223, SYCOL 135 L7=fHEDFELD A4 % )
il LTz,

D. B8

Truas—rr, FHENIER=2 77— r2H0
T ~DRBFTEGIL E blo~A A Z F U Mfilic
LR DIEKREZBON, 2HKEE5TIIRFRS
BEDHEBEERZAONRD -T2 B 61, HkE
BeRIEZRBDE/ERE Lo, TOERE LTI
ki Z 4 TS TV A FTREMN b B, fEkiE
A TIZDONWTIEIEBHOBETH D, siRNA T 7T
nad—r U BeEERE LA T, siRNA 24
BEANTHEINDIZ LR<BEEDHILITE T~
IZ siRNA 2SHEEANICER D IAEN B FIZ XL o> TR L
72 RNAL DB HE LoD EELZLND, DT LI
Lo T, siRNA &7 T naT—4 U EE KRB L
S ORI L TEIICH D ERIE L TNDZ L8
RNEIND, TFE. EEEI, FFIZ siRNA DT U AN
U=V AT LADRENED N TWAHR, mFHD
WA T IZ BT siRNA O E(LIZREE S & % 2
LI T&T, SRIOERTaS—F o 2EME LT
N7 AT 27 v a VREROKTG B X KB EE
~DFFTHE, 25%E5T 18282 2EHET
D RNAL DA ZRETHZ LEBRDBNTZ, Fiz.
A IR T 4 —FFT )7 Z~D Mst-siRNA D JF
FEEICBWTHRHREFOREIRD b,
Mst-siRNA/ATCOL D fF I~ FATIR 5 Tk, FHERY.
BENLRIEZRDIZ 00, 255 TR
ETHLND L) 7L WEEMEIIRD R -
Too ETo, FHsiRNA F TR T7 2723 VRET
&% SYCOL |% in vitro, in vivo TS T ATCOL
CRIEOM N2 HRTHIENTEZ, LLER



5 SYCOL @ in vivo £F#EEHICEAL TR IANLD
HBETHD, 5%, BEGALTW LT, 25%
EE%H%%K%%@\7:/¢47kLTﬁn6
FCOHBMOBERANEZIT D & FRFC, RERLREE
FER LR D BEERBHUND LG, FERH~DE

ORFABMETHD & Bb 5, AIZERARICEL T,
ZEEOHMRITLHAADI &, IBFITHND IR
NEh b bEAOERR, FHAREEZITV. LVEAE
HTRELLBRHY A ba 7 4 —EDIRERIERESL %
BfEIHXERH D,

E. i

ATCOL 33 L TX SYCOL & Mst-siRNA AR O BATEA
X, BHENICRBR T AT RAZ T VB FERE
I L, BBERICEEEZRIEZT LN
77, F7-. ATCOL & Mst-siRNA BEEDOEHFE 5T
BWTKBZHEBOBERERLEZ LD, BEH
HREDOHIEEL LTENTH LI Exbhol,
L% DX D R BIRSEEREICH LTSHATE D
- elaEiE L LCHEA L, FREMHORLRITIT
5z LnARE L T, BRHRE LN REBEE
DBET T Tl X REBIIXT 5 RNAL BIFED
AREMEN ETETEN D LD L HIFEND,
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BEZBRFNEEMNE (EEENRROIEER)
SHEBRREE

<A FRAEF AERNTHERT B Wnt 77 IV —IC K D HEBOIER
mESEE RE & JIFERKE HFEMEL &R

HREE

BRBORELIEIT B~ 44X ZF - (nyostatin) OIEREEF%Z S LT, Wntd & furin (2 E LB
BRRICRBITDERDEEZBITL, HUR a7 —ERERBEOERMO T LY 55/t LT,

Wntd 13, v A FREIFUREBTVATEORBRNBLER L, =V N BETHRERERT S L ERH BRI
T5, MBATT ) UANAEERL, vV AREEH CHREIBR IS L 25, BB TICIEERS
BEINE, FHEMIE 2012 ZAWNWT Wintd DY T FAERBRERIT L= 2 A, Intd (X T =2 /TCF &
BLEHT AL VBHMEEZREL TWB I EBbhol, SLICHBAKIE LTHEEINTZB AT
= /TCF AR EZ FUS35 ICHMLIREERARH D Z 2RO, BT A b T o —BRE
2R D DR RWIE L,

Furin (X, <4 4 A& F RiERE % G0l LIEHEALT 2BER TH D, furin BEBEFDIUT 4 v a TAER
<D AZVERR L Myf5 RIEDGHHR CRE L2 2 A, BV ATHBE L L~ 3FIEERREESETT
b0, KBEMUEEG e SEMHAHEIZIERET 2 Z &b o, RAPLHIERFRIRbNIT
M, furin BEFPBEBSNL TV My REOHHROSTHERTLIZE T A, BT AR EORE
DEHGE L OHBRHET furin BEFIEESNLTWD Z ERbMro T, Furin iZ2oWTiE, B EX
LERIPRBHHLOD, BEFORELMEH SN TLE ) =, Furin[EEZ ML LEHTA ba 7z

4 —TRREORRBIIEE LW BB LT,

AFFEBH

VA FREF L, TF-B 77 I V=BT HY
A DA T, BRGEREZAICHIE L, £ 08
BHHI &SN D EERGBEXRET D, ZOERER
EHEIL, A FRFFUEEBICLAHF VA T
A —TREEORREPED N TS, RelidvA A
AEFoDLEHRETHRTERALTA TR FE
PR EERB LT TEELOND Wntd &
furin iIZEB L, Zh b0 FORERBERIZE &
TR EBEITTALEbIC. HYAIrT 4 —1h
HEORFEEN L 20 ZHDRFT L,

Wntd 1X, </ FRAFF U BEFREVATED
REX LHTDLERMONTNE,

Fxix,. =7 P URRIZBWT Wntd ZiBFIEB T3 &
B MR SN ERGBEXE T E 2B LM
WL, vV AREORBRBEEFTLEICBVTHE
RONEDH DR T OLERH D, £z Wnt 7

7 IV =DV T FNMEER, REORBIT =R
UMD EROBERH D Z LBMON TV DA,
MO SLIZBIT 2B BIT X <o TR,
T FNRBHRIA LR, FREOEREE
RETHZENAREILR D,

furinlt, X7FV ALY o7 uTF
T—ET, w41 FRAZF RIME LI LIEHR &
VR BIIERTLER L TREN TV AR ERIT
FRADEFTH D, Furin@8F&2/ v27 7V L
ey A3, BMEBE LR T-OEBRHIEEBAER
BT BBECOWTHLFRATH S, BHRAHFRNC
furin Bl F2BE L~ R2ERK L. BEGHE
FRICRIZTRB BT L, RREREOERSF &
709 BRI L,

B FE R
1. FF3EMARIZ 38T 5 Wntd OIEMT



FEEEE TOMET=U b U IER L OF MR
(C2C12 #Mhfa) % E-7=7 v A TWntd T~ A F A
ZF o EERT HERAN S 0 b 2 RET HIENE
WD EBIT =/ TCF BEEIS LIEHAIC @)
CTEERALMNZ L, ZTO/RRIZLESE, KE
B, BAT = REEEWT 2K FEKSE A
W C2C12 MR DR i LAREER 2 Et L7, E17
v ZAEEHICET D Wntd @BRIREBE O R A RIE
THDIT, WIntd ZRET MM TT ) UA LR
R L7z, 8 AR~ 7 XA DRIEFICHES L,

B & 4B%OHEBIERZER L~ XV
VoAU YL ALy FORBIZLY ., 1@
FIRBREDHREBEL -,

2. BEEHICEIT D furin DOFENT

Furin Bfsf0ary T4 a A ER~wU R L
Myfs RLDOFHHEEMIIZIBNT Cre BEEZFEH L
furin BETFPEEI NI~V RZEHLE, &5
IZ Cre BERBERANCB AT 7 N F—EBBETFEHE
9% Rosa26Cre reporter ¥ A & ZEL L, Furin
BETFRBEINTWSD Myfs RLOBEG & ik
HEIZ DOV THENT L 7=,

C.HFFeRE R

1. Wntd OFFAT

Wint 77 V=DV T FIREIIREKN L BT
= /TCF EEELISMIEEORKE R H 5, C2C12 Hika
EST Wntd O S 7 F AT DWTRET LT-
LA WIntdiZBHT =2 TCF BEZ N &9, M
Wnt3a I X B B 4T = TCF REEDIRMEVER 2 )
THZEEALNILTNDG, Flz~vAf 7T LA

WL VRNEOBGFRAT 7 7 A NVEMITT 5 &,

> T B AT = /TCF DOEFERIERNE
{GF T D cyelinDl & c-myc DEEEDHIGI S5 =
LPb b, WIntd I X DHAMEDOFEIT, BAT =
TCF M EPHETHZ LT L FHEFMIRD 2L %
FLTWABZ ENEMT bk,

MBAFE LTHREINT-B T = /ICF BE
ARKBAES FH535 (1uM) ZEE®IEICMZ-E 2
A, B RENERH D Z L& RO}z, FH535

LB (15 M) BUEICT % L IR E A B bR
oo BALOBET, BT = ITHIED bR
BRI AT L. RS3RHIRA ORI & 53k % R+
BAL v FHTELTHIEL TS L iibholk

(R SCHEGR )

Growth Differentiation

-

K1 BAT=rTCFERS FLAMFIS351C
D LA ER R, GW9662 ik, FH535 L i T X <
Ll #MEEE LT\ 20, B AT = TCF I
FLE L722V, GW9662 1Z1E. M {bIREIRIT A2 >
770

Control

FH535

GW9662

Wntd @ cDNA 27 7 / U A VAT Z—|ZHF5A
ATZ Ad-Wint4 (2O THE, C2C12 IR I ¥ D L
SEDRER R bz, ZOMBZTT ) T4 LA
(Ad-Wnt4) ZRAWT. 8~ 7 A DRI BRI

BRIFEBR LI-E A, BEBETICIEERE B2 X
i,
2. BRBICEIT D furin O

furin @Bl Fo0arsT 4 a L ERY Y R %
RN TCreBER Z BT D Myf5-Cre vV R &
REETDHEL, BEO~ T AT, SEBEEL ~EEN 3
FEEDBRRREEMETT5, MEOHEEL
BEHYOHERICHEE TS & KERMUGEG 2 E



OEPBBERIELTWBZ ERbonoT-, RFTHY
WRHRBHBR LT 526 Cre BEFR A2 FHL L Furin
BEOFIBBESH TV AHMBEMT LILEZ A,
b7 A EREDHAB L HRECR LT
2o

D. %%

Wnt4 38 L OMES FRREFR FHS35 I XY, BT =
Y/ICFIZ L 2 BEFRENMGE SND L, HvlkE
RET D Ldbnode, MBRATT /) VA LRIT
&£ D Wntd OBV T, B# 503 EHEE DR
Wb Lie Db, FEMIRICHEZ 7 A L AN
LEZ LI L DMIEN R BESTVDEDNS HIT
REPLETHD,

Furin {2 oW T, fH#aOEESF R furin
BEFOBIEC X 5 RFMRHERRIZONTIE,
BARBVAMa 7 4 —ORELBEEL TV EE
RTINS,

E .#&#%

Wntd D 7 F RO L, FHB3b e ED B X
7 = TCF B % W 50 FLEBHBH PR b
07 A —OF T RIBFEOERM LD 2D 2 Mb
Mo fo, Furin 2 2oWTiL, ENFHEEXR{BEIES
HRRHDZEOD, DOEORENIB SN TLE
57z, Furin [HE#BME LB A r T 11—
TRREORRITE L2 L3 LT,
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BEEFBRFMRERMADE (EFEFRBEMEER)
SRR E E

YR a7 4 —RKRTORBHR EEEEOHEN
— B UARR T A —RICBITIAEGEEDCSFA I =ALIET HHE—

BrESEE KE B

ESL R - Rt o ¥ — BT
BEFREBGRMER BE

Eis L OBFENTR I,

MREE
Duchemne BHF PR a7 4 —DEFALBHTHEHYA b7 4 —ROMEHEMRT, MOMUEF
BELEBLGEERRSAL D EEICEZIBAZIEBEZ LN TEEN, FMLRIPREAL TV
V. RS MRBRICLZNEGEROEENFTMICLY, VA a7 4 —ROMEB BT 55
ZEHBMOTREEG LV VEFICETTIENTRINE. SO FERFHIMEIL, HVA
ka7 ¢ —KOEER Tt Myosin heavy chain isoform ORBNF — VIZERBH DI B0, H

A. BIEEEH

Duchemne BT A hu 7 4 —DETFLVEHTH
DHVA T 4K HYAR) i, BRERS
FRERFRIET R DMD IZBREL L, 25 B BICET
MOBEENEBT 2. BRI V—7 « » 75 E»
b, RIEER OFERE IO & ORI O E
BMFEHEL, RBrEECEZDLEEXLNT
V% (Shimatsu et al. Acta Myol. 24:145-154, 2005).
o, BRI THEEOEREENSERD L
STERIZ, DMD 22X U® & LT, thoBEER
HRE (BHEBCA M7 4 —EHERE R i
BoPAbPaT—) THRO b, HREMEE
(Karpati et al., Am J Med Genet. 25:653-8, 1986),
FRHERL (Webster et al., Cell 52: 503-13, 1988), 8 X T
fUNHE # 4 7 (Edwards et al., Lancet 1: 548-52,
1984) DAEEENREETHIHbDLEEZELZLNTVND
B, REFHZE L.

R ORIGER O 7 £ OIS TIX, Myosin
heavy chain masticatory isoform (MyHC IIM) 73475
ENCRBTSH. £ 0 isoform BREET DA
R CIRBR KB APERMEINMERRN LIPS
LT3 (Rowlerson et al., J. Muscle Res.Cell Motil
2:415-38, 1981). MyHC IIM OEE&ETIX, AT
3% 6 Pk, b NTIRE 7 REEEIFETD
MYHI16 T& 5. MyHC IIM iZRAREHHR—FHDOE
EHEOHBH TREANEDLNDIBOD, b FOF
VAP —TEMYHI6 DT L — A5y 7 MERIZ X

¥ MyHC IIM OFEZFE® HiL$ (Maccatrozzo et
al., Genomics 89: 224-36, 2007), € DfER L LTk b
RF L/ V—TIIEMEHEED volume H3#E/IN LT
LW 4 H D (Stedman et al, Nature 428:
415-418, 2004).

ABFETIE, IZUDHIZMRI ZHVTHIARD
ERGEROERTFMELT . SHIZHIARD
{AISERFZEREIZ 3 T Myosin heavy chain isoform @
SAELBEE LT3 &) R %2 3L T, myosin
heavy chain isoform DFEBUKHUZ SV THFEHF
HICRRE L7,

B. Wik
O MEERFR L O TR volume D E &7 ¥

BYARICBDERHERITOVWT3-Tesla
MRIZ BV - E B voluemefF i 21T o 7=, R
27 AEBOEFRIE, HYAKIHEEA, 77 A
B Cly A Z LI TR - SR OMRIBREBR 21T o 7.
BONI-MRER L O A—T v Y —ADOEBREN Y
7 b+ T3 BO0siriX (Version 3.8.1; OsiriX Foundation)
ZAVCRIEER, iR, X UHHER OmE
(Cross sectional area: CSA) DIRREFHIRIEZIT > 72,
® Myosin heavy chain isoform® F B B2

K iZMyosin Heavy Chain isoform®> BHIZE(L23, £
ERi xR T H Y AROWER TRD b1 % D REt
1Toto. AHRIZIZ6-Tr BBOEEREB LU
DA ROMEEFBEFE Y 7 &RV, Myosin heavy



chain® 2 R LY, mRNARBUAELT, ERIKBIE
MREEZ AW AR 21T o /. SRR
{L#IZ1E, Myosin heavy chain fast (Type ITAZS K OF
[IBRAFRHME CTHREEM), slow (Type ITHA M),
developmental isoform (Embryonic3 & U'neanatal
isoform T ¥ 154 ) (Novocastra Laboratories) D
RE AV, FEREEIRE MR & HIWE L7,

C. AR
@ MEERFFE L U F BB volume D E & 324

EHRORTER OF CSA (em?) (¥ +1EHE(R
) 13,2 r Al (2.58£0.26),3 » BlR (3.060.13),
4 5 A (3.52£0.15), 5 » B (445£0.52), 6 »
A# (4.80£0.57),7 » A#B (5.17£0.79) Th-o7-.
=7, BVAKIT2 r Afh:2.44, 3 » Al:2.60, 4
y AER:3.07, 54 A#h:2.99, 6 ~ Ah:2.87, 7 » A
§n: 281 THY, 4 » AWML TERETIHEMCH
0, 7 AEORHH Y ARMEERF O CSA X, FRAE
DIEFE RBGET O 54.4% & 72> Tz,

WICER ROBMEEHOFH CSA (em?) (F£+
EYERZE) 12,2 » A% (06510.12),3 » B (0.73
+0.08), 4 » Atw (0.86+0.05), 5 » A (093
0.08), 6 » Ak (1.02£0.05), 7 » A#R (1.14%0.06)
Thol. —FH, BYVARIEL2 » A#H:0.58, 3 » A
#5: 0.71,4 » A#5:0.83,5 » A #5:0.94, 6 » A 091,
77 AR 0.89 THY,6 » ABLAR CERE T 2EM
ZHY, 75 AOH Y ARBTEERHO CSA i1,
W REDOERERASERHD 782% & 72> Tz,

EHROBEES (BEMEFSMUSE+ NRIEE) O
¥ CSA (ecm®) (FH HEHERE) 1%, 2 » Al (118
*0.19), 3 » Al (1.642027), 4 » Al (1.98%+
0.29), 5 Hilm (2.25+0.33), 6 » Af#p (2.53+0.33),
77 RS (2671026) Thot. —F, YRR
27 RE:1.07, 3 7 Bl 144, 4 » Al: 1.82, 5 »
A#Ep:2.12, 6 » Al#:1.97, 7 - A#:1.90 TH Y, 6
r AL CEMIT 2BMICH D, 7 A0y
ARG D CSA 1E, FABOEERBESO
TL1%E 2> Tz,

@ Myosin heavy chain isoform 3 SLAZHT

6-7 » AEDIEF R L LB L, AABMOFH Y A KIC
i % Myosin heavy chain isoform @ mRNA 3.3,
Myosin heavy chain IIB, IIX, Embryonic & & O

Neonatal isoform THEIZ LH L T /=43, Myosin
heavy chain I, 1IA, B LU IM TIXHEEREITFE
Doiehol.

%72, Myosin heavy chain isoform D% MHERKILZE,
BXUOEAEERKEDN L, FYAKTI Myosin
heavy chain isoform @ 9 %, Myosin heavy chain 11A
¥ & UEmbryonic isoform D FEEL L F BB L.
%12, Embryonic isoform D FEH L TV 2 H##E TIT,
Myosin heavy chain 1A BSIERE L TW A EHEICH
DT ERRBENE.

D. £%

RIEE FHvolume DMRIZ FA 7 #REFAY E B AR
o, BV ARMER IO BT & LB L, g
DEMPOEEICRI B ENTRBINT. &5,
mRNAF R B L OEAEREBT» 6, HHEE
IRy I B 1 % 388 5 Myosin heavy chain embryonic, 35
& U'neonatal isoform721) T4 <, EERTRED L
FU72 v "Myosin heavy chain [IADREBFRD L7z,
ZOEBE LT, fiddMyosin heavy chain isoform &
LB L, USERS RHRAED50-100%% 51, FHES -
ATPasefEHEN B <, EE L X ITRTWVEEZ LN
5Type IMIZRPD Y, TR DIF O Type A AE
BN L=z, b L < iXType IMiZfFE4L -
FRBBRRIZIE VT, TAZNTHHREMENE X bh
7-. ZOMBERERT DD, B2 Myosin
heavy chain isoformDBERAETLLETH S & Bb
na.

E. &% :
5 ARIERR TIE TRREHE 5 & b L, AhZERE A
BHPOBECREISZ ENRghol. ZORR L
U TR #EIZ 31 5 Myosin heavy chain isoform®
BAHOBLBEE L TO A AREMINRE S .
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