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## = . Duchenne L& 3% A K (Duchenne muscular dystrophy, DMD) & X 348, Batk. SErkisien, H
FUREE RN T X Ge k1) Xp21.1-3 X, gahdpiflZ40 8 1 dystrophin. i X2l WA WA, AAT
MW E O DMD PR RANWT BT, I AT R B DR . S Re, 380 40 i 1) 2 ML, B
I BMAN TR AR SR 2 AN 2 1 w4 it B I 40 R 7K A s WL B v Ty b gk b AT 250

517 : Duchenne JUEFRANR s AIWHLE ; 1697 : PUlE4iEA

hESHES : R7462  XEMRER : A

The research progresses of Duchenne muscular dystrophy

(DMD) in it’s pathogenesis and therapy

LIU Yan-Bo, XU Nai-Jun, JIA Fei-Yong
(Department of Pediatrics, the First affiliated Hospital, Jilin University, Changchun 130031, China)

Abstract: Duchenne muscular dystrophy(DMA) is an X-linked, recessive, and lethal genetic disease, and the causative
gene locates in the region of Xp21.1-3, which expresses dystrophin. As the researches go on, the recognition of this
disease updates from macro to micro levels, which involves many aspects from gene, to defects of cell membrane, to

cellular immune mediated mechanisms, and to fibrosis and regeneration of muscle cells, etc. This review mainly

focuses on the cellular and subcellular research progresses of DMD in it’s pathogenesis and therapy.
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DuchennelJl’& 77 4~ K (Duchenne muscular dys-
trophy, DMD) & & WL I AEYE N LA LA, &
X BatEisift, HDMDIERSEAE 3. DMD
B MAE20% A DR 0y g 3 0 /WP IR S i 1T AT
AL TILEER, B RmEE, FIHA ST
ZRIRZ.

H i) DMD [ 5E K2 K- & HER e, (H
BIT b, BRE B R T EE S I B 2 IE S T
FELZ AR I 1E AN I A Y, AT %A
J7FBto AHBEFE X 10 AR AL HI R ABIRE A,
DA K — S M I PR 96 97 SE B RO B, AT
7t DMD 897 FE S| 7ok 2 145

1 $t3DMDEE

1.1 BUwEHE
1985 4=, Kunkel WF 57 /N BT VL2 4 a5 (1 3

(DMD JE[R ) 52T Xp21, HLILRAIEs RN 2.4
Mb, & HuTC RN SRR KSR &F 79 4~4b
SR 78 MNE T, cDNA K 14 kb, %ifi 3 685 4~
LM, LS 4 T RN 4.27x10° M PLLE
4 75 11 (dystrophin). DMD JE[H &5 AH S 5 2%, &
DALFE 8 ANAUST ) LR S S B TR 2 A
PolyA N JEAT &S

DMD R A # i, 214 1/10 000, H AR
AR, AR, TR SR MV
DA B ) FE R R B s A Yo Ak BBk
B L, A7 55%~65% 5 sSEAR T 25% At A
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Duchenne/Jl 37 A~ B (DMD) & L % 1697 BF 9k fe 355

i 8% /ifi. DMD HELAAT 1/3 BFH R RAL S|
O

DMD & [A 25 5 1) dy strophin A7 T LR i it
W, T E RIS R AR K 8 TR £ R
% E A PDAPC (dystrophin-associated protein complex)
MRAR S PR, Hez 20 S8R, |
JULAH AR B Lo PR WAL 4 N 23 B LB T AR, B OREAIL
) BB B -l T S o LA MR PR E v R 5
#2, WELRE RO N VRGNS, &
2GS AR IRTE

dystrophin 5 [ FE 253 4 D UIREX : N iUl
BE RN MR, PR & R X X C ik
FEPEBTUIX o WF9ER W], Jf A& DMD J Bl JHOK,
e R IR T o L 2 B AR DX R 56 DR B A Gl 2 K8
SIS, FIR WA TR ) ] R A RS 3 D)
e, BEMKNEINTLURE . 52, PER
B A DR AR W 23 7 H R R dystrophin T HE 5 1M1 N i
1 C ¥ XF T+ dystrophin 25 [ ) I Bt A J& 06 75 11,
HC IR 2R 1R S R ke s AR AR L 15 B 1) DMD B0
T B A ) Becker U JILE F7A B (BMD).
1.2 JAfTi#R

DMD % 7 1 2 AR U5 T~ H DMD 2 A i) ik b4,
N FERE L R KA 2 IE X B, ) DMD A 3
JERG . ik, BFEEFANERX S E AT A
W 2238, WAk 4 DMD 2 R 1) 5 N ] 38 1ok 41
MOREHE S o8 FE A S A TR A A ST I, T AR B
D[R LEILRATT 71U M T BkiR (exon skipping)
& |35 65 Tl (stop codon read-through) %5 P th 2
NI RIREGR By, AR B IR YT 7k,
121 T4

T AR R X B 5 A7 1% DMD FE A i T
M EBE PN EERN, BEiEk43 dystrophin ik
KT IR TT 7. H AT B IR A UL
MRS HE L L5 ™ A 1R T 40 RS A% ) 51 4 i
2T

FULAH A F2 A (myoblast transfer therapy, MTT):
1E19874F, PartrigeZ5 " i Je 2 HUEMTTAE y DMD
PRRT I i 2 —, 83d C57BL/10ScSn-Dmd"“ J
RN LSS, UESERS A ) UL I T 5 R ILER
Yram &, B RIL IER DMD, A 0E T LT
YEARYE . RIEAE TR . AHAZITVEAE IR TG YT I A7
TEW 2 ), WAl se T 2w, W BaE i
P, T HICR A . FMTTAIEE R 3 AN
I ASMEE B S L4, 2] EDMDSYER S, T

[lmAA N, RIS e TP, BB %K
B LN 2 T B RED IEAE AR A B Y.

ML 5 S 7= 2B 19T 41 Bl (vessel-associated stem
cells, mesoangioblasts) % ff : SZEGUE L, R4
JH R LA PN A 0 i R T L A R R
PREE, it N AR AR SUUBRS, Bk
BHINE 4 P (B —S8shseitrp, o1 ses gt
SRR M ) B ARG, A AR EE— B A U,

] )5t T 41l ifd (mesenchymal stem cells, MSC) %
M s SO B BESE A i, 2 — A 2 A
Ref A4 . RAASMETAL 3 ACLL ) MSC
By —VEhr, WRIKEEAE S SONAIR, &R KA 5
A MSC 22 3 K XU R (dko) Bl 5~20 J dko /)N i
WU ZH 23 DMD/utrn %o 3 ¢ D't i FE B I [R) B 3, 15
JA A WU G 6 e W 22 e, UE S AR
S NI 1L DMD/utrn ZER R 47 1k U2,

TN EHIR BT, HrAr e 2 b
fif. Loan DMD 4 B PELZE4e, i oK A = i
SPAMECLSEAT ¢ BB FEEIRDOA O, HARRAT
JAERES AT . Mg S U X 31 41 DMD fE 5 AT
‘B I R) 78 5T 4 R S VR T T T SR I, vk
POEA R WD 85, M IUA b & 9T
BELT,  Ham BT RO . R4 SR A A va T
WAFAEAR 2 T5 EE R N R A A, IR 250840, Jd
BRI RE . TEAE I 20 M s 22 55
122 AhE kiR

DMD J PR it 5k S AR A7 1% 1 5% A% A1 A 5% A%
PR . 00 5 AR IR T I I8 ) 52 A M T 52 3
EE R PINZE R A AR, 51 DMD ; 1
TSR AZ AN IR T TR S AE, o] LU= AR 4 i i) . A —
SEDNREMI PUILZE 4 e 1, 5 B0l PRI R BRI
BMD. Rt RSN FBEERBTHECOR, K DMD
LM ARG O SR AR KA, A
] RERPRE IR HE 1) DMD $ 45 S fE R B 1) BMD.

43~53 5 A R R, B DL I DMID S A (1)
45~50, 48~50. 50, 52 J% 52~63 ‘FAHME TR, #B
CIRGiBUN (§ R RSP A A B2 S £ RS PR £ 2
SEAG AN AN [52] SATE DAL 1T 89126 4B TR (B 58 40 Dh fg
Y dystrophin 5 H .

Har, &4 E7 51 B2F 2 #4217 PRO-
051 F1 AVI-4658 £ A 1T 3991l R R 36 B B¢ ™, 46 3R
UESE VLA Ja) 3y S Bl ik e SR o7 3 m kAR A
BEERAVERT, WLPWE K AT L dystrophin 75 mRNA FlZE
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K254 W B 380 1207 V50 75 e R AR Bl Al
W2, 30 | S5 e S5 BE AR b, 24 ki
{HER 2R AR R e S R R PR Y, H SR T IR
NG MR G, nT R e Ik
1.2.3 RSBl T

2y 5%~15% DMD (4 K9 2 T3 DMD [
RAETCNRAR, PR T, TE AR
PEHT £ b Bow. BRI, AR PR
F—— KK EREWAE dystrophin H13 1 72 A
TRAZ AR R IE 5 217 Re T, Bk IX 26 e
b ARSI . 1X — 45 AR mdx /) B Bh ) SE 5
WA IR A ] T AL, AR SOV R R I T A )
BE (1 dystrophin 25 [1. {EX} 26 5] DMD 4 IIfi A%}
HEARIG T g2 2, JULAE S dystrophin & F /K1 &2
B ob 2 (/- 1L 5% N R 1A S N T S i NE N i
FEA R AR R ZWM B RE R, BRI &N
MR REREIER- . ik, WHRFZHE T4
80 JIFi b &4, e Ja ik th—F 44y PTC124 (ataluren)
I HALA ), 3545 DMD 3% L0 B Fl mdx /s i,
PRSI SZEG HHIESE T AL T IR R 2 s fEEFREA
I RIR S, PTC124 DR K&, W EA
R W M, 7F DMD g TR R, il g2
#I| dystrophin Lik14 2%, LA R, DLAVLA Dike
oG, HIS AR R AR 25 WA OC 1) 7 B R FH SO 2%
1o AR VEAR AR i, BB REE SC5AE, LA
ST A] BEAFAE R A I E A
1.2.4 95755 A B35 [f)minidystrophindk

V%715 Y B 2 JUk S50 (1) A 2G4 53 (ade-
noassociated virus, AAV), ‘T AN T.BY# )5 2B
I3 FPARIX BRI C 3 %)) f#) minidystrophin JE [ ',
7F mdx /N USSR TS RAFRITRCR, JFCHEAT
WG RS, AR EA RN 175 S
T4 DMD S DR B S B ok e, AR A7 A1 00 B
B A RS, HLP R A B, 2694 (1) minidy-
strophin TREAFAEAAE, 5T i MR ARRER o

PLE B AR AN E S Y PE dystrophin £
H 3R IK BRVE T J7 V2 0 35 R 1) 0« 285 1 g M
P BT £ B dystrophin 8 AT B8 ARy A DT,
BET 51 & A 5 s U

AN, IEAGERXT FH Y dystrophin 5 [ 5 B [H]
YA utrophin A FERI R IA ST, LAEEAR dystrophin
(o Thiae U7, (EGT 3 A0l 0 2 G 5 I
1BITLHAE T utrophin 85 AR N AT, R REG G
SN, ABZEAEY) 2R E Bl fE S dystrophin 3B £ 4F

Z25t, LUK Bl ey R —SL B IA T AN R

2 SRR ARE TN SRR IENH

2.1 BumEHLE

7E DMD A, U T S B ik b 2
FEMNE, FHBAGE R R DMD (1)K &
HEE. AWK, DAPC S2k, #ETMSIKR 295
PAE AT S5, & DMD B J mdx /) R
WA =K. 76 DMD HHAM B, 86 45 k3
DL Can g i R 7.tk PR 7 R = A SO A R
MHC) %3k b, FEAEREAT SN B e (W T
IO L0 R W A i ), T R LR 4 1 3 b Ok
PESCHEVER UL Rk, 72 R RT T LA S i e
I RENS WAL B4t A 2 7y T B,
211 RIEAN AR

FEBULA, T bR B 40 R R 058 40 P 2 e = 2R
BN, AR R RN, A R E e A
NO iy SRR NLAF2E, 346 0] DL ok #5703 K 3 5240
Y5 T MIMTEAG S %, CD4A™T 40 ks 28 M B e 1
(UG R 1 ) A4y CDS'T 20 i Az HA 5 128 40 i,
Ifi Ji CD8™T 41 i fis 5 LA M I 6 T WS IE B0,
L% LGN B 2 1 A /D0 1) MHC-T 28550, 17 DMD
LN T4 3 4% () MHC-T 2505 T (AT LA 4 6
HRBEATA I ) 5 TERTEAIE R . A0 Ak
P B SORE AN A S R LET 4, 38 7] 30 %2 %)) MHC-T
EPrie LU SRR S L AT R i A 1
MHC-1 &5t Jf 45 45 1R S IR AR DG e Js i B0, R
IXLEH] IR A

UEAh, RN A I PR R 41 A AR A A
PN R AEWLZE S s THER

H R 41 B B R T UL Al R R —,
WEASE 2 8, AE mdx /N T W g B SR i
R i, S nl kB A TR T LA B A
R FELEST 19 d DAPUHARTE B b R 40 v S 2 ik
21 d W WLAIRAE Je 2 Ji 28 d B A 22

75 mdx /N B S 4 I, R 40 i AE B DY
SLILARGE AT IA 20 £5 7, HUBE B mdx /N UG
JUL VAT PAY 8 it 4 A LT S PR BB , OF HLR
DU 4 R THARAT 5 W IR b 40 B 0 75 (1) 3890 9 1 4
R, WEEZRYEE T (MBP), EEFATT
AE95 HEPE LA B A2 T 5 17 I U 9 2L A0 B 1) g 1
FLAH LA 1) MBP U B LR, HALCT- 981 1L
JIEE . W T R 0 YRR B (1) MIBP A JH Atk B 85 7 4k 11 4E
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FOGN MRS B LIS, TS M K, ST
WS Q: LNk s S DA

HER G0 M AE U I 2 5 T 80, 75 AR
SELZA 2 55 L 380 K &0 b 348 L J B s, s 3
FECER IR, 1A BT 1 A R R A e
AN L. FERIEHT (19 d) 45T mdx /N ERETFIR
BhIETT . AR AT LR SR BRAE 59%,

2.1.2 SRR

DMD K, ALV S8R KPR A KM
AL A7 B A M S 7 ) s B e dn SRR 4 ik
| -1(MCP-1) 7E 2 ¥ 2 s A £k Bl Y. 78
mdx /N, TNFo fl IL-1B 7 16~60 d A3 ik [ 184
I, BTUUA R mT R A, BRI S5 T ik
JRELLRE . WK, XU AT YT NF-xB i
PRI AR, i S 0 2T DAPC {5 5l 2% 1 B
fig U HF DAPC {55l AR oe 3, 455 7 Wi
PL TS P40 (ROS), L4 P 145 5 @ AR g R
SEOE, WA AR BN ) b B TR, 30E
THEE N7 NF-xB, 1 i & WHE o A1 2 (S
TES LA N LA LA ) RAVEFE R 0L, A
i A 55 A

MCP-1 # I\ A 76 UL A P A= K 15006 4 44 1)
RYEEZAEH, 0o SEUIRFAE R )RS W
S B, 1R 40 i R kB B MCP-1 i K I
N Huatk, i BB B s A KA
FWLAMES . Rk, MCP-1 J k40 fva i B 7
SRBE R, HR IS 2 1 g MR 1 3 A
ANV

IL-1 625 T WA # RERL R P, R AL
WIIRE & A AR R ke . BH9 R
TN AR P 1) IL-1B 5t T LA i ik 2 22 A K A
T -1AGF-1) 5 K (1) 8 1A B UL i 23 A6 1
FH, T TGF-1 2 EL A 77 T2 40 1 1) 45347 A 2R 4R I
FERAE AR .

TNFo 7EQW VF 2 s B A 25, HK
oyt B A, BT VLA R A . LA e
{EH R MR 3L TNFo 32 4K 1AL, 20 45 5 TNFa
T 435 N S 5 % . TNFoa/NFR1/NF-kB 13 5 i
5 45 A T LS i ROS [ 7= A= B 36 vz 3 28 (1 1
PRIEAEIEPE, 11 ROS AT 15 TNFa/NF-kB {55,
T 5% e B UL A0 AR I R (W E R R,
ARG 7 d 1) mdx /)N LA TNFa o R4 25 %) Rem-
icade PHINTIL T BE 2, AT WA 3L 21 d I ALET
PR, 5 mdx/TNFo /NRAH L & 3L, TNFa 8L

Pk BATXHAE R, RIAE AR 24 L 40 B e 754
A BCGAILET 2 b 3 AR R

IEAh, 71 DMD )L, nf WAL KD B (TGF-B)
s, AR, JLAE R TS 3 A 4 A
SRS M LA R Zhae ok, ik mT DL ik BH 1 E 9 5E &
N MHC-T F T SR 5T 2 TE S 2 40 i DR -1~ 1 i
P s R4

Zx I, 7F DMD #35 J mdx /MR, RAELENLA
WA AR, RE IR SR RN
1 L R ERAR X E T Ty 2a o
22 AT

DMD &7, Bl R i s R L A ARG
J7 DMD W EUR T — € i v e %, (3 L E
VERH W IR Ak BRIITVE 2 BT RGBT T ik AH 4k
WL, WG T, il T2
W)} NF-xB i P75

Kirschner 25 P [ 53— 251 W H G 22 41041 751 24
HIZ A BENL. XUE AN ORI BoR, %
2 BB B B 5 R 9697 X DMD $& #5485 LI AL
DI REBAT SR, AR A S 52 R 4F o fi
]3] Wissing 25 2 5 — I g se g JIR BL, SRR &
F0#H17] Debio-025 7E ke mdx /N FUYL A 451 2 1
BT oRAIAS o 3BT I JE B DAL, DRI 491 6
¥ 5 2 U EEL, B LT RE C R BRI
BNUA 2G5 L A4, & RS T &R A
LI T T B0 RAEAL, SR A7 AR
B, T — DS .

IR TR 7R, FEEE SR 41 LA 5 Z
e S NI fE S, TR 4N i 40 e A
JiG B RUR 1) 2 e+ 40 B AE H T B B S i 1) s R 30
HH G A I G T e B DRk, WSS
TRIT BT 40 i 5 R A G g A TR) (¥ A E AR
Yo R RERLIATT (1 ) T R B o

EEXPER AR T, HEr oA LR T
HHIPAN BN 25, U0 Remicade 2 Enbrel,
25 4 FF SRE L BHL BT TNFal™*) Sk iy 28 Rt 56
RBP4 TNFa m] LI IL P (e 46 IF 55
RIS, FrLl@% Eik, X DMD & BHKX —
RPN R —Fidy7 LIRS 5 Zhsethir se 3L
Retig R U 78 . TL-1 24445505 Anakinra £
28 FH T 28 IR P 51 6 R LAt 28 M BB v T BY,
PR R AT V697 DMD [ hE. Hofh L85 254,
U1 MCP-1 B ## 771 *'(Bindarit) & TGF- #5415, b
CEHILAE VAL A B
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EEXE NF-«B @12,  H AT Ay ot o8 4 i e v 7
B R 0 S S A PO SR B BT NF-
KB AT 1545 &2 Ik (NBD peptide)™. AAV 4
1) shRNA fFE R PTERF AR B, BLR BT X6 ik
AL RN NF-xB B2 MG S 07 . thdn, @i
AAV 4 3 (1) shRNA ff 5 R0 BRF2 AR, ] LA 4l
NF-kB i 12 # 2LV 947 25 [ p65 i) mRNA £ ik,
11 3K 230 NF-xB @& 235546 109 H 0. £F mdx /)
BB R, ¥GI7 A 1A H, NF-xB/p65 K10t
e i U R I R VNI 087 7 ) A s )
Bt 26 B A 0 ) NF-«B 3 46 () Bl 3, Ben 3238 R
(curcumin), — Pl RYE T AE L BRI Sy, RIS
HATFi 440 SR NF-«B WG A6 (1 g s W0 I e
U 22 3 0] DU 2R DU 56 M I g L D, i HL
G 95 A B R LT 48 1) 4 R 4 ki, Az DA
L7 BRSO A, DL TNFo, IL-1B A ]
731k NO & il iINOS) 7Kt B ik 55 —Fhok
PT 2 75 W $EEUY) EGCG (epigallocatechin gallate)
A e B, LS L ROV A A 1) Bh fg
CL7E mdx /) BRS04 256, 1 78 A AR G RIE
AHN, —Legi AL 41 PDTC (pyrrolidine dithiocarba-
mate) }2 NAC (N-acetylcysteine) t &0 48 F V897 A
ey, oAbl AN NF-«B (13805 . 78 mdx /)
BUSEI huEse, HIH B SGENUIER, 440
i B, WORWUA SRR, FRARSE .

3 R4l

3.1 BumEHlH

7t DMD # )L, TGF-B [l &iE4E 6 Ak )E
COLE, MgEsbl ek, T4 7 HEEEM . o
FUPEN T Wk ELYH A S WG 40 2 TGF-BL (1 = 2k
Y5, IKE G 7 5005 VS A 0T SRE S AR A T
FEAEM . 28k mdx /MR T 2 B 40 j mT WL TGF-B1
Fak Je WU £F e b 5 2 o b, o DL B Ak X R
TGF-B1 W52 12 J i b 25 2 21 23 0 25 ek /b 31 il
EF AT AT, e 5 TGF-B1 [0k v] fig 2
— PG S NI, (H R 2 EN S BT WL i1k
R

FEHJE R, w] gy DAPC B [f 5 55010 i 3 iF
PEXEIN, 5 BT PN U S B 1 O T S UYL AT 4
INGERI R 5 SEMMOR T 900 R N RAR B &, (A
XRpig AL EIEG S EUSYER O, BT 4L
90 M PR R R 7 2R K e AR 3 T (ECMY) B A 1 i
FE A AU

ECM 25 [ 3 2 i AL I 4L 2R R 2T 4 4 i = A=
MG G & B A a e 72 5, A
TGF-B1 Je ifit /B P 2E K K -F (PDGF) % ™1, £f
Aifk T TGF-B1 WAk, A 7l A i
Je 555y W 7 O 42 G818 | R A R 32 4 (B
3 B . TPRIMI) 15 542 RIEMEH . TGF-p B %
b S I AASZ AR TPRIL 454, @ B o ir
TPRII #03% TPRI, Jr & {2k N i ) Smad 5 F B 1R
1k, 550 Smad 5 A5 RB AL  7EMRAZ N,
Smad &4l I R ARE R 7 U DNA 454, HEifi
W2 HAREERI e s, Sorhogh A0 & (e £F e fh 2
Al TGF-B S o8 1A A M AR, kb 2
JUT B R B T ) A5 B, R T PR SR T ECML 32 4k
MIA
32 RITHRE

2R YAk DMD SR LS A B LI — b 2 3
i BLREAE, LT S BUNLIA D e 1) 35 Sl OF i 4 3
P AR YT WA 4 LA D g, 3k T (2 ik
WLFFA S SEPR SN S e AR, OBk
DA R A ML v 7 i B AR o U IAE mdx ) RS
MR T URRER R EF YA 258, 45 RAR BT
DLk LA Dy e A L 36 R R 2R

PRI, — M1 E SR AR IR R A
decorin™® A] L 4 & TGF-B I #4203 M, 7£ mdx
/NERIE I 5 decorin m] g/ H UL T RS i mRNA
(R 5 [R] EFt mT B k52 A% 1) v B UL A T4 i
2 4 40 M () % 4. Andreetta 25 ™) 3 5o i s v 5
TGF-B1 H AL, W H] mdx /N FUBILEF 4k 4k B
% I/ £ B TGF-B1 mRNA J2 3L 8 1 R IL K i 2b,
T JUL DAY A A AR P AR UG B B R o AR, %R
HIMEEH] CDA'T MG 2, $ox KIPHHl TGF-B
(R 7 923097 5 BT LX) £ A0 AN 98 i 5 (1) 255
L

Losartan {4 Ifil 5 57K 25 111 1 B4 52 AR45 507,
B HAH0H TGF-B 455 (K12 fiE. Cohn %5 M 45 mdx
/NEUET R Losartan, M 7 JA 22 9 AN, 45 B oR]
W RILET 4idr, BT R RIE .

LAt v 0  TGE-B & 1% 1) 24 ) i& 47 Halofug-
inone. ancrod %%,

WEFUR I, FEVF 2 S0 US4 44K
JH R AL 2 Rl AL 4%, 3@ 3 BH O c-abl % PDGF 5 %
B AR ] kD T 440K & A . Tmatinib /24— BT
J g 2590, Rl LA IRk T A A0 L R 1 2 IR
(] ATP 45447 14, £ c-abl.c-kit % PDGF 21k ™7,
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Duchenne/JlE 354 B (DMD) R IG L S 67 B 50k Ji 359

H 8~14 Ji, T mdx /] A H IS Imatinib, w]
DA kD B IR BE . 980 S RILET4edb, FFn]
FEmNLA D) 6E .

e A, DR E R R 40 i Y5 'k MBP-1 0] {2 1 mdx
UL £Fded, BRI pCh DMD (835 P 21 4
1R R ¥, B, Vetrone 25 M RN, £ 41 s
P43 WA ) B #r 2% (osteopontin) A ik i 715 41 a3
FE I UL ¥ TGF-B it i dE4F 4 fb it k4

Zx bR, TGF-B {ElLIN£F 4t it 1) 7 OG5
YEH, i TGE-Bp S A Z 4 44k K41 PDGF n]
AER A DMD J897 10— M 308 1%

4 SRAEAERE

4.1 BURHLE

W AR, DMD &, PR R K 1 i B
ol WA TGV I LA M P AR AR ks S
i, BT LLZEHT S BBl O VLI KR AT ik
(P A, e 4 R P s i ) Lo il K e 1T 380
WG, JULAH BT AR 00 S 4 B S 40 B DR 17K~ (1)
W

BT AE mdx /N BRI, R AR R A AR YA
FE M1 J M2, 0] g1 ik 3G L 491 >k 52 mm UL PR ) B 4k
KA PO, Horr, MWV BEE i iNOS AR #HL
AR B9 SRR W )V T M2 S ) i
T 1D G i 8 A A UL R PR AR . T 4 i R A
A 42 W A X AN R R R T AR
TNFo F1 IFNy ¥ 3% M1 ' [ iNOS % i&, IL-4 Fl
IL-10 JUJ ATy /b INOS ik A it M2 jiffk. RETE
LA TP AR E B AR (0 M2 SERE, B T HURA 21
EVEAN M ke, A4S 6 d Frels 4 J, w9 s
I 75% LA A2 457 o

WG, FELCA LA -, W IGF-1. 2% %
B IR EI) (BBIC) %5 BY, nl LU HEILIA () P 4=
KRR . 76 14 F# mdx /N AMEPE R IE
IGF-1 W] DL 35 34 I LS IF oD IR L EF 4 db s 2
mdx /) R 1% BBIC o] DL LA W) R 3L
SERENE, SEEENE, 8T D LA
11 5 Bk

Li % VRO, 1E R TGF-B 5 (1 i i 2 —,
Myostatin 1] DL PR 15 E a8 LR A, H 455
£ ok 0 f K IA 1 52 44 (activin receptor 11B) 1My it i ik
SR e 4N M 34 5, 4 1 S Smad. p38MAPK Al
Akt 38 12 ] R AT 4 A L N ECML B A IR A k.
Myostatin ft = I}, 7 FENAE . PLEF4EEAR LI
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