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L) EBLAEZ LS. 2O DMD OEIE
AT & L T19864F 12 K E @ Kunkel D 7V —
Tk o TXQetafhEliIc i ET 5V A b
7 4 ¥ (dystrophin) #fz ¥ 2% E & 7z?.
VA MO T4 VIIIREE S EE T 2T v
T 4T AL NEBRBEICESGLTWIHIEERED
EITLEABETH S5, FOHBOWITEICE - T
DMD Ti&, YA MT 74 VPRI THZ LI
& o THERENEES & 72 0 g o 2 M350
WEUHIETICESL L WHIEREBINT F A A8
EZOND Lotz

19844112 Bulfield 28 Mil{l CK HfHZ /R $ <
ZELTHER L mde = ZIZHREIEY A
raT7 4 Y REYTATHE. TOTTAEY
A 0T 4 Y EET D exon 23031857 H D &
FYUBFIVICF RV AERE B LS
BERRERTY. mde <7 BB TGN
Ha DIEFETEE B OV E DR e L DY A b
07 4 =D ED 5N T EHh 5 DMD DR
BEFVEZZ LN TWAS. DMD D iEMEIFE
LTI RO mdx<T A RHNT, 7
ANVARZ ¥ —=1lLoTIAMNTT 4 VBT
AT B TR, IR TR R
% BEIIRAT MR EREIHA DN T E 72
LAaL, ThbofREREDORRIEHIZOWT
W, AT METE A SRR & BT
FLTWA2OHIRTH L. —H, RiGHEE X
BoVWboo, HYA BT 4 —IEDHNE
NY 7 FVERELZRZIETLAI L HNET 55
TEWHEE LT, MR TGF- 51 Th
%A FAYF > (myostatin) D FLEHRIAHE %,
e EpI &R A b VT EF VL
B OB T HER B G BB BRA bR, Z
DENEDPMHEREINTE., INLOERNS
YA MBT 4 —IIxT B TR FREIT B
WZERIRA~ DG AT RE 2 i6R R & L Tt 2+
b L) hotz.

19984E 12 K [&] Whister HFZE0T T, ~ 7 A OH
HENO7-DICHERZHATZEZA, H48
B CTHAPHH RS TREMHT L L)
o=y HHERERS AR ENRET. 2

® MRL-MpJ (BLF MRL) ¥ A%, iz
XA RL, ARG OB LT
MLz RS " BRI ERD R, RIH 7L
HCTh Y 20 BGHEAITITEEICEAET S
L) TI=— 7 RIEERT Ly
XML EZBOTWES Y Z oalG R E
WEOEEBEZETICOWTIIBERL L7V —
THHEEZHELTHESF LTV IPREETD
B0 NGk ORETHREE SR, Mk
A% HIE T 0 FRERENSH SN S 2 28
MEEhTwaY,

Z 2 CTAWIZE T [ 845 6 %2 - MRL &
DMD O FEHMIHREZLHET S ] L v ) fEEK
MrEl, ZoRREEE MRL % DMD
ETFN mdx <7 ANTEAT LI LI 5T mdx
X ATRD N EEHIRENYET 59 E
MPIZOWTHGEEZ B o 72 FRIITIE,
VA BT 4 =TS MRL BILEET &
B &3 50 TR OMIEE HivE LT
(R i oYAR

R E ik
LGB

AT T4 Y RB mdx 3T ANZERE
R dei e (R 25, AlEnEIEE
MRL < 7 A & Jackson L CRE) 2 HHA L
JIWGFERKREEAE Y ¥ —CHF L. K
WFZE IR R K7 By BT H X DR & 15
T, ZOEsH% 85 LT L7-.

BI5GB MRL A mdx ~ 7 X DIEH
(mdx <= AL MRL ¥ 7 ZADKHL : mdx <
T AE MRL Y AZLKET S LX) Flik
T, TNFhoNT LRy XA 2HtE S
2. WnTZoOR T AMLERET A2 &1
X 0 F2UA T, ¥R mdx, MRL & A mdx
(MRL-mdx), K O°MRL O 4 Fi3H o0 & (511
BIRTY A RHE S

(2MRL # 15 F R D fFEHT : MRL T2 H 13 Clark
5O JFETIHE 6 Wi~ v A H RS T
dmm DHR%ZZEDL, 108 CTEOH#EORE
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R LPE L7z,

(3)mdx BAR T B D FEAT © mdx AR T B,
SRYAXPEARLEOTVA MO T 4 VEIEFO
BIBTFHDOY Py v B FIVvADFT kv
ABE (C3185T) DA X » THE L 7.
% 13 F 9719964 12 Amalfitano S 23F3E L 72
BRIFRN T T4 =277 ) VIR
PCREV AU E L TERDF IO VTR Y
V==V T % 4Tz FFITATIA T T 4
VEBEFD intron 22127 T — K754 < —F:
5 -AACTCATCAAATATGCGCGTGTTAGTG-3’
R E L7z, ZNIZH L exon 2303185% H
DEHETHB Y P EI-KMIZHOIE
HTIVIVHRK)N—ZAT 54 <—RL:5
-GTCACTCAGATAGTTGAAGCCATTTAG-3’
B D318 MY U HF I VICERL
BRT7TVNVERP)N—-ZATF4<v—R2:5
-GTCACTCAGATAGTTGAAGCCATTTAA-3 %
EFNFNHZREL:. IhoD T4 <=2 v
TYIARTY )2 %77 L— e LTEET
VOVEE S PCR B4R (FxR1) ROERTY
WVHEE PCR HE (F xR 2) % Z M ZNiEM
M (Tm) 58C, 3544 7 VCHiAT L. Z
DYGVEPEY % B KB CHERR Lt fn 78 % 2
L7z, HIZZZ 03185 + ¥ ¥ #He150bp D
DNA Mk % PCR L CHIR LE#H: Y — 27 = v A
PN X > CIIBE RO A MEZE Yo Lz,
B I 14~ 7 A O KBRIYBE G 2 $RL L <
TAMBT 4 Y CRERTF P 5P
(Dys2, NovoCastra) THIEMMAEELITVY
A b7 4 YRIBOGEZER L. FRIZY
A2 ba7 4 Y REH O T BB A X
F U Y SEAERBEADICOWTHH A NF
) V3R (Alexis) (2 X B SRk gt 2 47
WHREE L 7.

BRI MRL A mdx 7 X DEEG#E
B DIERT

(L) A% 155 0 R AE SR AT © F2IRAC CRiE2E L 72 85
PHL, mdx, MRL-mdx, J O° MRL ® 4 fi3{®
BIZFIAZIRT <7 2TV THEMEZ 501 T

fENT L7z, mdx <™ A TlZk h DMD B L[l
BRSO ¥ A b1 7 1 — A LI E K
HFVEICHRAET LTV 2S, —F, MO
YA ba7 4 —24tiE DMD BH L R ) A&
HeEETRK L ) ZOBREET LY. FZ
TE T 6 Ml & 14~ 7 2120w TG
(CKBRPUSER,) KUY, P (BRI % $REL
L7z TR 725k %2 /ha v 71237 T
TissueTek THIAR MBI N 2 WERBEIZFE 2 L 7-.
INEBWARERICE > THHTHH LS v X
YF UNTHAE L. o mRkE 2 ) 4+
A%y b T4um hEIOum ICHEY LT ) 2
YTA—=PLAEATA FF T AITHEHATHREZL
2. Zodf R EAT MRV Y A TS
(H&E) 12 & o THefn LG BmEE (BX21,
OLYMPUS) TH#i%% 1L DP manager ¥V 7 b7 =
7 — (Mitani) TEEHE T -7z, RVWT
H&E F R B 2 Ml & M % 2 R
% (NIH image 6V 7 b7 = 7 —) 2 X 2 W%
MPZ X o TP L7z, Zomsmgs b &
(2 1AM D & KRR BH % T 132,00018, AR
TS C 1 300 o 75 R HE 12 D W T B — 5 S v o £
& [single-myofiber area (SMA): um”] Z%E L
72 (0=7). BAZWE L 7=/ HE b o A o
2R3 % HOERAHE [Y%centrally-nucliated
fiber (%CNF)] 122\ T b E RN %2175 72
(n=7). TN 4 EEOBETHELZRT
< 7 A DFRHEF A AR OBERETEERBICDOW
TR L 7z

(2B A& RAE T LIRAT © DU (R RRIY BE )
JeOY, MR, (BERRIE) o B Y0 Fr % Masson
M) Zu—aZE (MT) IC& o T LER
2G5 IBIRURRAE & B8 LA LIS Do v TRET
L7z, RWT, 1488H~ 7 2 OREREIE & $RIL
BEHEOLERK T I /VBTHI L FuF Y
7aY) y&EFE (H-Pcontent) = illE L THH
RRAHEIL 2 A R L7 (n=7). 19974F1
Niedelmoeler 523K JH # M EHZ 25 —7 v 2 M
KELCTZFoe Fufxy 7o) vy EHEZIE
LTwa725, HABZOBFEEZUTOIIIC
WETHILICL->TERHOL Fuxy7a
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N rEARERELE. TERBIKEAZ R
BEEREENE L. RWTI OEKT % ke
F T THELIONE (B /ihERL) of
HWAKEMARESF A4 AL 4T CURRHRE L
72, Zh#1,100 x g TLOZ R OBk Likik %
iz, ZOWEIC20EEDY ¥ 7 VI AT
8% L 65C TO0 it kg L7z, € D1%1,100 x
g CTLO O L ki #1587, Zoik
hAEICBREAOMMATHEEL N7 44—
7 T125TC, 60 A L. Lo T
Bonhizag—7r MEmiconT, 7ivhY

E=ny
I\'FL

Al I

FHREOMILFEHME (Mean) + BLHERZ (SD)
TR L7z, 5 REM O f R AEM0E E— 7 R ok
ANOVA, Bonnferroni #: % i\ T, P<0.05% 6
BEHHELL

wOR
MRL X mdx ¥ X DIEH

mdx <™ A& MRL ¥ % X % %K L FLt4
TENZFNONTOER T AT L7
RKWTZ O FHMCB ORI & ) P21 T,
PR mdx, MRL & A mdx (MRL-mdx), M}
O"MRL O 4 FiF IO BIZT AR <7 AN
AL 72, MRL 12 T8 Clark 5 0 3712

MRL-mdx

MRL

TNAK 53 fR WLER % 47 v HPLC T 5 2 & 12
roTeruxyruy) v EEEZNEL.
A
wt madx
B
£
K-
Q.
(<]
@
5
@
£
S
g
S
X1 4:5@%&%7“9“7'7;«0)1’5&

H4BEBICEERGZ L7, N— 4 mm.
A2Ata74 YREBTVA AT 4 —FFI (mdx),

MRL-mdx

(A)MRL genotyping : H/XHSHDILEL © 6 Mk~ 7 A IZEE4mm @H/\%?

(B) 14:E l KBRS, O SRRk g i i N— 550 um. BpARL ( v
AR MRL, AU G MRL 35 A mdx (MRL-mdx).
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e 6 i~ 7 ZZH R A T4mm O H K
2L, 10T OMORE 2 BEEE T
BLELA (K1A)., BAER<y 2K
mdx X7 A TIETERIZHS L 225, MRL &
"MRL-mdx < 7 A T H IR ER - FISH L 7=
mdx BIEFEIE, <7 AXEBRAEEDOT A b
074 VEETO3NSHHFEEDOY by F 3
YANDOF vl AR (C3185T) O AR H
Wy — 2 AFICEoTHELR., Zovy
A DFREFHZ O T LR~ 7 A O K BRI GER
FHRMLTCYA MO T 4 ¥ CRBRTF FIZ
W APATHRE L2 A, BAER<Y AR
U'MRLY Y ATIEV A M7 4 VIZHEERE

A
wt mdx
H&E | !
,.h:: i
MT
»
3000 -
* =

& 2500
£
2

© 2000 4
o
S
3]
&

8 1500 4
=
3]
>

£ 1000 |
2
=)
£

& 500 A

[

dx MRL-mdx

IZZF o THRBINED, mdx <7 XU MRL-
mdx <7 A TIXRIEARO S, En A E
ﬁIEﬁE’Céf)é EDHERE N (K1 B). i
N A1 X TR X F ) v
ﬂT%h%fﬁEﬁ%m@%%ﬁLtkué
mdx <X 7 A O MRL-mdx =7 A TIE AN+
V3 oMEsEL LN, VAT 4V
RIEFHIZBIT B A Y 3EAERB LA L
W BEOHED L~ L7

MRL #E X mdx 77 X VEERHE DI
B A mdx, MRL-mdx, % O° MRL @ 4 fii
HOBIZ TR 2RI HES T 21200 THE#

MRL -mdx MRL

100 -

90 | n=7
580
£ *
L=
© 701 1
® 60 -
) *
© 1
S 50
=4
2 40
©
-
£ 30
3
2 20

10 A

O A
wt mdx MRL-mdx  MRL

2 6~ AKBRIUBEAG AT (A) Hematoxylin & Eosin (H&E) ¥eftt (1.E%), Masson's Trichrome (MT) #¢ft (T

Br). 3= 0100 pm.  (B) HE— i A Wy e A

(C) Huiv B e 3

*P <0.05.
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M E4T 572, mdx =7 ZI2BWTWUF O Y
AMB T4 —REVIRDENTH S Lt sh
TV 5 6 B O T~ 2 KBRIUGH % 1t
WEFRAT L 72, H&E #efa T3 HRI~ > 2 & b
LT, mdx <7 ACHiMMEOLEYE, B3,
FaiZ M s I, Wiy 4 X DA HED 5
niz. Fl—CEF.OEEAET 5 FERMED
WA Sz, —J5, MRL A HEEEE
%3 A L72 MRL-mdx %™ A Tl, mdx <™ X
& IREE U Al O 25 L OV HEBE I A LT

1800
n=7
1600 -
X

1400 - * I
1
1200 4
1000 4
800 -
wt

600 -

Single-myofiber area (um?)

400 -

200 -

0

md

X MRL-mdx MRL

1]

7z ToWRMERMIIREL, PUOEERAET S
FAERMEORMA D Sh7z (M2 A).
WWTZ O H&E Jefti e b &\ H— Rk
it (SMA) ZAMEHFHITIANT L7z (0=7, X
2B). SMA EBAER <Y 2 (21025+107.9 4
m’) RUTMRL <™ A (2201.6+1899um®) &
HHE L CTmde = A (1000.5%107.7 um*) T
AR LEARHRMESEmIE L L
AR SN2 MRL-mdx = % A (1721.0+103.7
um?) Tid mdx =7 A & B LA IR

100 4

90 | n=7

80 -
70 A

*
60 -
*

50 4 [ |
40 -
30 4
20 -
"B
N

wt

mdx MRL-mdx MRL

%centrally nucleated fiber

3 14~ 7 AMBEIEAENT (A) Hematoxylin & Eosin (H&E) 44ttt (1-B¢), Masson's Trichrome (MT) #efty (FrBk:

SHPEK, TR MIK) o 28— 1 100 um.

(B) Hi.— 3 atAde W i g

(C) L AL ™ P <0.05.
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Ei O EDED SN MRLIBEEAIZL 5T
VAT T 4 YRIBH DRSS T S
ZEBPHLRE LS T.
FTICHHEOBETH P UL AT S
HEBDOEE (% CNF) IZDWTHENIT 2175 72
(n=7, 2 C). %CNF iZFAM~<Y A (1.0
+0.6%) TIIFELERD HNE VAT MRL ¥ 7 A
(20%1.6%) THHBETH-72. ZhH Ll
WL TCTmdc<T A (43.0£3.7%) TIEAEEITH
ML Tz, B2 MRL-mdx < 7 A (60.0 +2.2%)
TlI mdx =7 A L L THEIZ %CNF O3
MATHED SN MRL IPEEAICL>TY X b
T A4 VRIBW ORI NS Z LAY
FdHEN. MYy ADBHTHHE~ Y A L[
BOBRTH o7 (=7, 7—FIEFKR).
MRL BIG R ETEE AL, 6 HEEHF mdx
<7 A VB O A ZE AR 2 B L, 5 P
AR e L7z

MRL A mdx v O XBPRREDRG > X P T 71—
WD

mdx <7 AT ORG Y A M a7 4+ =KL
ERAREIEICEI TS 2 2 HiF S hTw5. 148
Wi~ 7 A REREIELC D W C H&E Jeft & M T

B OMBAEACD 72 ORERRBEITFZE IR L T 7z
(M3A). MTHtETREFBETRBEINLH
W 72 BV 0 BB IERRAE DS LR I S iz — T,
MRL-mdx X 7 ATl mdx =7 A TRD SN2

5 RRAE D ZE M T OVBEAE I3 R L CNF I8 L
T 7z, BRI L IR LA R B IR o>
WwEHED SN,

SMA = fEF =M IS T4 & (K3 B),
mdx < 77 A (350.7+89.9 um®) \Z B ERI < 7 2
(1095.2+107.4 um®) JO*MRL <7 Z (1136.6
+65.8 um’) IS LA EICHP#ED LR
ZWHRHMMEERRSIHS L TH -2 —T7,
MRL-mdx < 77 A (650.8 = 72.5 y m®) T & mdx <
v AL L LA HEIZ SMA O %E LD, MRL
WAL 5TV R Ma 74 Y RIEF OGRS
MElT G L7z,

%CNF Oftat =i (K3 C) Tix, ¥4k
< 2 (6.0+21%) BLUMRL w7 A (11.2
£34%) LB LT mde = A (39.2+4.4%)
TIRARICHWINA»RED 5Nz, —F MRL-mdx
<7 A (54.6+65%) TlI mdx =7 R L HEK
LA BT %CNF Q¥ MR b, HHLED
RAEITRENT. M7 AT TH <Y A
ERBDOMRTH -7 (=7, F— % IHFR).

s TR % 4T - 72. H&E 32t Tld mdx < 7 A MRL B AR - AN X > TI4E S mdx
WP CII A2 T B O BEAEASHEAT L, EW AR <~ Z O O SMES IR L, BB
20 -
18 | . n=7
[ 16 - |
?
2 14
g 121
E 10 |
©
I
>
3 6
5
z 4*
[e)]
3 2
0
mdx  MRL-mdx  MRL

[ 4 ME%VWXﬁMﬁEBD%/7DU/§ﬁ$Wﬁ

* P <0.05.
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DA RS N

MRL A mdx ¥ 7 X PR D5 1B RAEIL D
XF

B AR RAHEAL LS D W T 14 R s I o i f o
EhlzY)or FuXr Ty v EAFREIRR L
LCHBLZ (=7, M4). BAER<Y R (22
1.3 ug/mg of tissue) MU"MRL ¥ A (31+
2.1 ug/mg of tissue) & HEL LT mdx =7 A (11.3
+2.4 ug/mg of tissue) 1IHZIZEIAFED S
7z. —F, MRL-mdx =% 7 X (6.03%+2.3 ug/mg
of tissue) 1E mdx v 7 A L I LAEICHRD %
7z, Wi ADWHTTH <Y X L bk
WRTHo7: (0=7, T—FIEFR).

MRL BB RS AL & 5 T mdx %7 A
TR O N5 FRBHBMEILIZER L 7.

E

RIFFEILEAEFEH S hCTw 2 8l E Y
MRL % BIEMICEALZZHI A a7 4 —F
TV R &R L TE ORI W TN
B holz.

MRL Y7 ADHRHAE VW) T=—27 )P
BlE, B4 MRTAR <y 2 ERE L THR
FEENDEMESNTE2AY, ThEo®
BETN< IR LDORBOHE TV, FTxld
FTFMRLY YA E VA M7 4 ¥/KIHDMD
EFNTH D mde <7 A %5l LEREHZ
RS, Ao EMETR (AR, md,
MRL, MRLEA mdx) ZpR$T~7 A E/ENT
AHZEITHEDILT:.

mdx X7 AN OWTRNEFHOHBY A b a
7 4 —ZAG (B - BT - RS - R)
2 6HEMmE Y- L LZOBEET S, —)
IR O Y A b a7 4 — AL AR AR A
WCHEFTT B EHE SN TS, S ORI
LoTHEL mdx <7 AIZOWVWTEH, TD
FIEAIRE ORIFIEL RO b b 2 L &1
L7z

FITIORREZE L L2, BFEEFRZRYT
<7 ADFRERHOWT 6 WM 148D 2

DDY A LKA Y MTHERTZBZ ko7,
6 B Y BE A OFFHT 2 51, mdx < A L
g LT MRL 3 A mdx <7 A TIEZHIEIEI
WA LTS OB AR © MU RHEZE A 12
HUEDRD NIz, F 7214 B R IR O AT
2 & o TH FERICHEE DWW, FEARHER N,
AR A OBIMASH S & o7z, K- T
MRL JEE O #IZHE A2 & - T DMD E 7V
DEETIRENYHET B EHNW STz,
MRLIEEEAICE A A ba 7 1 —ths#E
DHLHREF 1 BB IO W TR B S TIEAR
HTHb. FHINLOIEMT R .0 Ko
Fr7u) yEAERERWENS MRLEAIZL 5
THER E DML A EIWPT 5 2 Las
HONERSTZHTHA ZORRIZ, Ih
FTO MRL ¥ 7 A7 CHAMRENHRE SN
TWBERBEGY, 7vhy mBEsg?, Tk
G SRR, OEHEESY T S h
T B RHE RULRHRAEIL % 21 D 7 WA G
HEHG, LA TH ) 2035 13Tkl
BOFENEL L E VI ML~ LT
Wiz, L2LeRS I ToOHEIZMRL <
v AN — IR 22 385 & 5 2 I R o B T T
UEAZBERL TV L, & 05X
HYA MO T4 —FEFTNEVS EMMICHhT-
THERIBEG S EIT T2 REET VI LTI D
MRLIEE #EALCTORBEZBEEN B LT
RBOOENDLZ L ERAMEE LIS D 5.
—7J7, MRL EE I & - T A AR E
B T R AEREBIR S L2 00 & v
SFEREEICOVWTIE, I CTHRKEETSE
ETH A EDREL Lo TR EHAE
ATWRW, MRL <7 2 DHE RIS &
fRFBBRM R 7O T+ I 7 AR R &0 D
¥, TGF-7 7 3V =R M) v 7 AR
ya7us 7 —E5T-ORBAPIH S WIAE K&
ORAHEALIIH 2 K L T v L BEShTWw5
10.11,20—22). ]ﬁ]ﬁ%c: MRL < ,7 Xﬁaﬂ;‘;@ﬁ’ﬁﬁ?ﬁ‘ C)
X, 2y hao—n=y A& kELCHllist~ b
Vo 2 ZAVET) VTG RERBLTwA E
W ENTWBE? ., —7, MRL <7 A DL
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L% O A TN A 5%, M H AW T,
FERNIESE T 7% &0 HAE R T OB AT
FHRLTwEEHESN TS, Dokt d
P % &, MRL BIHEIZEEIZ, DMD ICB1T
BHYAMBT 4 YRIBICK LT RICAEL S
EEZOLNTWDRIE - ML & S FAEEE
B2 s BRI 5 2 L 12Xk o T, BT
HERELG YA a7 4 =L 8E Sk
TREVEAE 2 5N D, SRITEBIERT O#
fZT M E B o T, BHMRERAEICES
ST ERFE LTV FETH 5.

ﬁ%@m&%gﬁl’;é%beu

1 =BT EZ L ERNREDOTVA T T 4
kﬁ%wm%%ﬁ“®&§#%%tﬁﬁﬁT@
WHICE D DI DO TEIEIIRNTT 5
EHRRFEE L. VAT 4 VEETE YA
WARY & —THEAT LI EIZE )R
VEET L EVIWME 2D Y, o lZBE
ZO7IV— 7 LT MRL EA mdx %7 AD
TS 7 M OBE BRI DR ER IS D W TR % Bl
HLTW5A

ABFFEIC & o TRIMREIEE MRL B AIZ X
% DMD O [HIE#AHEf LI f O T AR B 5k &2 H
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Introduction of the MRL-MpJ wound-healing phenotype improves

skeletal muscle pathology in Duchenne muscular dystrophy model mice
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ABSTRACT MRL-MpJ mice are uniquely characterized by complete closure of ear punch

wounds and have been highlighted as a mammalian model of accelerated wound-healing



HE¥F, il MRL-Mpl BATF 23 x Y XEFHI A b T 74 —EFNI TR 305

and tissue regeneration. However, the deficient gene in the MRL-MpJ mice has not yet been
determined. In this study, we mated dystrophin-deficient Duchenne muscular dystrophy (DMD)
model mdx mice (Dys™) with MRL-MpJ mice to generate and characterize offspring carrying
Dys™*/MRL-MpJ to investigate the effect of the MRL-MpJ wound-healing phenotype on the
DMD phenotype. Single-myofiber areas (SMA) and centrally nucleated myofibers (CNF) of the
quadriceps femoris muscle from the Dys™*/MRL-MpJ mice had significantly increased at six
weeks of age compared to those of the mix mice. In addition, SMA and CNF of the diaphragm
in 14-week-old Dys™/ MRL-MpJ mice also significantly increased compared to those in the
madx mice. Moreover, the hydroxyproline content, a marker of tissue fibrosis, was significantly
decreased in the 14-week-old Dys™*/MRL-MpJ mouse diaphragm. These data suggest that
introduction of the MRL/MpJ wound-healing phenotype decreases myofiber hypotrophy and
accelerates myofiber regeneration by decreasing muscle fibrosis in dystrophin-deficient muscles,
thereby could become a novel therapeutic option for patients with DMD.
(Accepted on September 4, 2009)
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