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H#R A —FER, VPO RIS U R A B0, 6 L BEI AT IS M1 T 1. 1Lk
AAHE LA LA I

1. hE

LAy S VRl 22 R 7 i, 2 B SR R 1) DR A B O e e = %2

28



PN

2. XTHIENER

Xl TR VAN B E R A AT LN 2 contractures BUE IR 5
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RS JIA A TR SR 1R T BT M SR R £ 7 0] 7 S 8 il S 2 T AN EL L DMD R
MR B RABEE, MRS AR T, i bk, wEEE
W), A ReE T L.

BT AT ER DMD 23 AR M ER B/

X ) B R RN S B AR TR AN, B (P n]
REMVAST VEHIFIAS R BIE o AH2 % SN AN IR LA SE REAEAT AL N, FHIR I

30



WY DMD B8, ANFRREATE T I NAR AR S I T ER o XN IR I H 124
T OR%F DMD e EJRCHIWLA i, S AR S O ERR, AR I D REAT.C LT
HEFRTIR AL, o

BRI

1. HATE &ME— CANY BRI AESZ DMD A8 L AR A0 4L 2 1R 24540) 5

2. —BHEEAMERG, FREERESZE ARG I, #E SR 4= DMD
A AR BER . Frnl & B it ST TR, B2l B R 24l &
BRI R G

3. MEHE-BJRMBMEG, WRAES AR T, Afe bl 2R
Ha, AREEWE L.

4. M EGE, KKNIZWEZ T E W LER, W 7 EERREA TR
o AN SRR A Ao LI EIE T, R IBCRH R 45 e

HEAFEWERTZE

DMD HE K KAT I o 1R 2, ANIRI A2 i B AN [] f) B A A I Lk S8 T T
RINTEA TR RIS TT 22 7 A0 FH AN R R Es 24 RAS [R] R4 FH D7 25 1R A
KA R, NIBAPRAETEE 1) P

LKA Prednisone S5 KA HF deflazacort AR, EATZEH
AU TR T AR IRUVE FR AN R I FZRIER, A0 T30 77 DMD [RATL B2 AH AR,
(1, ANBE VT SR AR I I8 R H R TR i H AT AS R 1 B KAl AN R 3R 7R 97
DMD,  RAA I 75 255 R 1) 7 Bl FH ORI 24 0 v A 2y e (R R VE FH AN TR . it
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1 SR SR DA Ay o R PR A0 75 B W T P B A NHEAT IR, Y97 I H
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FEASH 5 I 1% 5 R0 A Y S A 1 AL T B KU 5 S8 AT 78 43 (1
Wo TEIE I I BCE B 45 1T LAAR S 2z R I i R, [l B BB %
X EFRLER 258 PR VE T o AT S 8 5 AN RS 8 AN RNz A AR 1) &
Yy, TS S AT R LZ % 10 B ) USRS R BRI 77, st hens
TRFF IR E TR
BB 7 e E b ir R

ffifhConstipationfl'E R figastresophageal reflux (B &R LG
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AR I — AP T B R A A S OB B TR IS, AR R
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(depolarizing muscular relaxants) succinylcholineBEFIEAR. 1y HE L
EAL VS FRA RS DR AL, FF AR AT AT A X R R TR, 01
A A= BRI TS 247 FH 45 31 R B AR KA B 3K — 1t

50



FARMETEHRNEFRFAREE CIEAYE R

FEX AL FUE FRAN BB HEAT 4 5 BRIV AT, — 8 SEEAT O i R 7500 B))
RIS 2, AR A8 b AT O L PR R 75 Lo Bl R A i o T AR B 7R T R T
(R7-12 5 BIMEBEAT A7 2 U B o ) 0 PRI AR S AT O IR o B R LA
i LA B SR A A TV FRAN R B (R Lo JULAT o0 j50, AT ) 350 JRRIVAE 1
TEAT L E A 2T

FANEIEHKNERS REZ TR E)E

B —ANFE VB IR A R 83 TR A T RRIRLIR i 8, R T EAT (740 11
PR B AT T RIEATIHE 22 4 o TARHT 2] #BAL RNV F-A R 2 P ikAT
I )y B R VAt R AR TR, 3 T AT A P A B P B AT 10 e ik ) 22 >0 A
se s 1o FEAL UGS FRA B EE AT T RIN NAZA Y2 . E TR %
SR ) REAT , e ) S AR AL TRUE TR A R HEAT TR A 20 e o 2 i v
XL AT P T BRI PEAL TR0 B AT B A AE 1 XSS S HE 2% I N i
By 90/

1. FEPCHVE FRAN B A0 FH BRI A I 23— R AUy, ok JE A R
W B A3 . B B IK BRI (total intravenous anesthesia, TIVA) |
A ) i A H suceinylcholine.  BEHIAmN (BRAZAEVIFAZ) (depolarizing
muscular relaxants) )

2. XA VS FRA BEF AT T ORI, B350 T O JIERN T T g
(RIPEAt o

3. LERAT TR, — g Sk AR T R TR AL VS IR A K
Ho B VREEE H TR 258, Rponl o B TR .

BICHMERETER R

FEERIVE FRAS R a0 A5 2 a2 e 22 b B o e A IRIVE FR AN
R, HAEMEHa25dy, A I T ORI R GE 0 RAE o 11 AR R Rk
R IAL RIS A R B e SR A, YRS T 2K M #Es, wH
Z KINFIE, HOZXRKMETILR 2 5 A Ik

WR RIS IR A R LR s, e ds s e RO TER
SUEN SR Nistress response, —ANMESERKMIMAMEIAN, WHREZL

51



VYT I P AR R R T R RN OCRI R s IR S I 1 g 1 XU 7
FIMELL T, R F T RS 1 — 28I RRE AR 15 5 ™

HERNEFRFRBEREBNEETEMGE

FERWUE FRA R BF RS G KA B, T R MR RIS oA R B¢
St 0 AL DR M T A S5 1) 7 2 R T Pt B0V o TR AT BB 4
WIT I, B VRE AR T B MR NUE R A R o XN R REAT E AT ECVLE
FEARBE R, AR E BT, Sh TR A B BEL . a7 24 By 70
25, DAEAEAFAE VLS TR [ IR A Sk T Re bR s, At m] LIRS
TTEMIThRE . BAAE VS R A RS RA THES G 3D B9t A B E W
T, B R R R Py o Rk AR SR IE SRR ik

W R By i) R

AR AL ICNUE FRA R 2 sibs, 55 YR D AR dndf — YR WP B 1) 2
B, AR A KlE fE forced vital capacity, FVC. 415 7 ™ (%%,
XA B AN A BOVP AL AR B A US98 AN KR 1 T G ok i
K% Eforced vital capacity, FVCRIRZM /& (KIR5S. 5208 W% UL
BN R R R R R 2

1, HEEWAL [CHIVE TR A R BT IR

2. B VS FRAS R I

3. X AT PR

4. A I T ZIC AN IR ALK SCHE

VTR P 9y 700 R At B 24 42 2 5 OGBS AT TCJULE TR A R R I
S TEVEARR — AN B, RO IX 23 (A5 IR UL S R0 1 R A P 388 i — AU 1
fe o o Xof HS 2L CLER T LA TR W (A3 QU PR B AL IO IR A R 838, fER AR
T I AR T V67 S TR) BN A F 4 FH PR PR LEA T PIATT, S5 IR 8 2 2 I I
HURAT FCVE FRAN B AR A R A 7™ S FEEA T VR YT [ ZEE WP R £ K 5
5y R R 0 O PR AT LA $ B B .

i B B9 15) B

TRATAL BNV FRAN R I — Lo AR (R 75 CRE A1) A2 0 3 5 1 534
left ventricular ejection fraction, LVEF), /SUEmLEEZn B4 HRIEs
YRBE AR e H 2 IR VAT ORI 254, SXFE R LLLE G2 B AR T il IR BUE

52



HIFE T . B A ) B = R 1.0V o) @lheart rhythm problemsFlCMILAE
cardiomyopathy ] in) @, 14 75 B8 F AR E R L 0T BE 22 4 R 7 %8

HERIMEFFREBEXRTRMII%ERE

EFE: MR

FERAVE FRAN R H R AT — S8 2O RN 2k, ) DU 85 R AR
PRI ZE 448 R I R IRS T 1) e I Pk B e /b o R FQUE 954 R B R AR T LA 2R
A U AR T, 25 BRI A WL A AFEAE T, b i PR IL DA 22 45 A B R s [+
IS B2 A 57 B AR S AE o ™ B AR B e F AL RAVE TR A R B H
(RIRPIR D fe, 4kt B Ay o DAL IRIUVE R4S R B I/ IR dE AT — L 5
LR RPN ot RN . T IIAT A X E LS R 7%,
TRATTIX A () TT VR BT 0 K 2 B8 1 — R DU, AN — € S84l &4 ol &
SO, PTRAZERE AR 4R TN, HATIE 2 (TR 4E, $3E &0 B 1 s o7k
PR FRAT TP A5G R A I 2 1) A 45
IIEETAL S
2 Prfi i
3a. Fu AR
3b. hr R,
3c. Hr B
da. PrifcE T
4b. PR T
5a. hr R,
Sb. Fr AR AN T«
6a. fufiiFi, TR,
6b. frfTi, JNFT5,
7. BIRPLARERIIL;
8 a. [ Fh R ;
8 b. [ Fhu R 5 :
9. IRWFIL;
10 a. HE 123

53



10 b AERSEOR I B R EEF,

1 PR

(DAL

A, BB PR SRIRINIR b, SRR, 3B A R

B.  §EER AT AR E IR, THRE SR

C.  HIRU AN AT 45 4 A B A A B

D. s HAFIMEEEERG, ARG, (R IIE T,

A, IRISEA B IR

By FRERHuR: A RS ERAE MR, w R B B B A, RN AT fE
s R 0 B T A L
ANEAL B HE R 7S

D.  JEUE T HATE AR B AT, B R 1) R Sk R TR A
73, MR R LU AR

E.  FEIEE MR, SRR Al fE R A2 1 R

2. HfRRREE

(DA

A, ERFEIEAPRAEIR L, R RS A IR o L

B. CREER SIS AR, RS0 EMA.
oA LR

A, AERBRORFEAZIRNE DL, Wit i LA R

54



B. i FMEHFEAFER B

3a. hI{HEEB

(A

A, EEMENMER b, FREARRRD BB

B. PHHMEEEEE, HNTRMERENEE, R g, S5
HFFR B TR S CRBREE T R 55 IR3B AL

B f:

A R OB ) R, RURT REHCRE S TR S UL S 20

B. N THACREHEEEAREE, 9 EE T DU S e e 58 51 R
Xt B T MR R EEA T TR RE PR i

3b.

(VAL

A, BERRELE, CPERER B, S ANBEAT R R RS s i S, R AR B
AT R EDEAE, WOREE B O R RIFEIX S

55



E0ALE

A, PEERTHE R ME RO R R R BT, AR R

B, XEEAMEEATRIFERIRLR I SR

3c. B ER i

(DA

A, BERREMTEMER b

B. BRI A TR R R U, RO R

A, EEE R AT IRAE R B SR A 2% DR ARG P8 8 3 MR i F) 78
fr) , RATREHAE B3
By AT 0 ) SR IREEAT R RE A A

da. Rl BT
B

A SEIREIT ., BN [, 5/ b A B
B, FELEMHT A S R T M L TR

56



oA LR

A, PEEER D AT R s B R A KRR GRS , 7E
M ESRIREIN, R nl e ) 37 B ) B AR

By X5 SRBREEAT FIRE RS 2

ab. PR T

(DA

A, BAEINENER B, R BB B, JF LR E

B. & NIRRT ES

C. YHEMTNER, REEREREH.

B f:
A PEEE S 1T, IERA R

B. R RS R A
C.  XHEHN D FMEEAT R RIRL I 25 o
Saf {H i

A R A A R N [ A0
B. FRFERIREME LE, ibEE R TEY L.

57



E0ALLE

A S HPRERENTH, MIm E, REl s i s e,

B. AW A TREAT RIS

Sb i AN T i

BE AT REHE R T AR R B E, DX ] DL T BN 0, JF
Re A, LR id o 1Tk s RE4ERFIX— DhfiE.

(DA

A, THRERENLE, LEETEN R,

B. PR RINYE S T BT %

oA LR

A, RIS ORFFOOE M TS 5, Fesh A BmrE, A 1T
E S EE

B. AW A TREAT RIS

Ga. FuffiFHi. TR
A AT SOERE T, RELREH N
B. K5 HPMTFEBHERENTE L,

58



oA LR

A, CREBENTREHE, AGEEREN TR, WRTHELEN, Wl
Xk B LB B oz A AN 5

B. X5 AFHAT RS

6b. fu T AT

(VAL

A. iR RRE S L, T TR e 4 2%

B. - HAFIMEREN LE,

A, BB  RATRBHERENTEMTR Y, REFEE N, W% EE
(T8 1) A, AR B AR o TR L

7. B ARSI

(DA

A, R T R A

B, JR MBI X b, SR, R DR

59



E0ALLE

A, B RE LAEE, R CR RS M, S RN e R, BB A
TR F8  FER WLARE A K

B. W& AT R R

8a. H H B -

A, BRI LA T b, R A S, AR T REBE

B. A MRHELRIHY, meSs 0 S, R R, R L,

Cv 3 SCMRESlr, A Auln il 380 b L TR PR R

A. DREFXFEIARSS, REfs i IR IR IR o 21— A VRS, RS
(AR S ) PRI BR ST, S A A A P 2 S A

B. X5 ST FIRE A

N E NSRS E DAL

(DAL

A, BT G THE B I

B.  BER SR B T IHEBAE 1 b, MR RS i, R B R AL
fii

C. 7 FARME e .

Frf:
A, BHEHCHIER A,

60



B. X5 SRR T FIRE R f .

CNIVNLRUE

(DA

A, EFNET IR REEER R R b, AR RS i, ZE LRk A SR
JEHBJE AN SCHE, KRR 2R S, AT DLk s A ey 1 b, SRR
INERE L E RS

B.  IEERONTRIHME RS & NI, BRI, SRR, 2
SR IRT e WP, A 988, AP B Tt

10a R AV E L

U VS FRA R R, FRA WA, Rl B E B, SRR R IR

LR, Rel W) B A Sy AT HE

Ay HEB T BB 7SS — L7 A B I, AR TS N A ENME X AN BT
Ty R IR S KT R ABJE IR I A

B, BERFFIX —LHA10—2000%0, FFEih B AT IR P

Co BN Z ) EEAT € IR MR R, 7 DU RR S S5 IR 3 2

10b. FEHR M B R HER LS

FWBOR FERNAERAE VS FRAN R, IFERA N AT gEAE S AT, KA
AT e M RARE I, AP A A R o XA 8, nERIEH L 3R
s B SRR R R RSk b, AR RN, IR A B T R R

61



HERIVESFA R EERER TSI EE

WeRiE B

1993 E [ 1 VS F-A R AR A RIBIMAILE TR ARALD , kKT
H1 Sylvia Hyde #£5[¥) (AL RIIUVE FoA R EHE SZE BT SCRHEFT) o IXIRERR,
FEJSORFRA [ HERS b, IS0 TIE-H4EK, AT B AR AL IR UL 77
AN LB R0 1 OB IF SR

- W

XA T2 0 T 45 LA 5 BEAT BT AL OIS TR A R I K
AR o A 22 BT 2 BTl HIE 30 5 AR 11 5 20 (838 9 B 1) B A ik
APRIT, AR RR IR RE . BT L K IR DTSl BONTE 3 B8 SRR AN ]
It AT BT, DURIE IR K I e o AEAL IRIEATPELE JRAS R AT B
JrRE s, BT L SR R 1 AR

(NI B 4 N < AL P Brs]<iop ey PR N R SR S N L el s 4 N
5

N
/

FRTE AN AR I RAE I 72

3. o4l LB (I, RISCE, ReRE. sharHESS)

4. WG EE WP IIRE, SO BIIPIR LR > SORNNE BRI ik, AEHE
TERMIES N, EFIATET . WA HH AL RIS FTRA R EE A, M
JERL ARy FH AR 3R A A A T BB . AETTIRREAT BT AT, AR
B LRI N FUR AT BTN 8], NS A% 7 AT 2 R8T R
FELRAT LA, n] UG IR T RIS TR) AR S T Ay . — BRI T, BER
AR AT B 7 IR AN B AT R BRI, AR £ 7RI, BB
s TR A, REZ 70T, XGRS K. BN
AU SE, AN B A ST, A TALRIVE FRAS RBFE R, S )

62



EYIGREER T o AR5 RS, TR SOAN 2 3 et B 57 (135 3, X
TELE 1% 1 RIIL R AL AR A B 13 o

WA

BUAE T, RATA RERATHE S ulhisr s — R H H WS . RN
HILETAELL R, (HANRISRBY R ULA JLLET e S R AR o S s0atiar LA
I ILET 2 250 ae doe K 8 28 47 g T i PR s WL - JUL PR3 o AR T 1) 748
— U, S HEAE . BRI B/ R AR A AN R 2 TR R BR,
AW (A% I8, Bkt e a2l LA AL & AR R 0, wT Lo
PR K e, WHEDLN, BRI, AT RILIA 2
Koo FEFRWVE TRA BB I ILET 22> Wr R AN R s A 4 2 LA A, 3 LA
HBATTE R Z A ARAL o IXFR AL I B AN T3 1Y 5 (R REA7 S8 38 AN [
JULPA R AR R B L ANTRT 5 2 58— BULIA R AR R R AL A I, 3t 4T
B AT R T, 38 RS

tanzegE?

AL T B A kR 55 I, LA R BEANE , DUl (5GTHY
Al FEDERR 5, EHIOCRSNE R KAL) 15BN A KR, N it 22 19
MERIEEGN, S AT T EAERE KT o0 AT, HRATREDE AR T [,
EGEREte KE. — HAZ A RIS TRAN R, B 5y b ) B L 50,
FERATIEBEAT AR W] 2 (T 1T, TR BT BT, AR 1E2E4H

FEERIVUE FRAN RSB i T 2 AR 45 (1 A 2 BRI S, Jit DR A PR 77
AR EEDVER AR BRI, O T 4ER AR, T
SENTAATE RIS (IR, B, $ORAND) o« HBEmE TR,
AE R A NAE, B AR I TR AE K, XS I 1 BRI B ) 28 40, [ I Jik it
TRk A2 GE: BB ERS L RE RN, B AN ga i, KOy &
ISR d AL T 2B HAPIRED -

HRYE BHA B AT

DAL RAIUE AN 8 WL AR AR BEAT RN, BRI, BE 1
G et DN, P DL DR S (K T AT LR AR LI T R
BB GEN S ARBRILATE [iEsh, Blane, &, e, e dekm =
EATY . LR, XSRS T R & 1, HX T RS A S

63



9 57 AL VB IR A RS R UL, T AT IE MR . BEA I T HERS , FLIK
VS FEAS R AR X e R ) o Bk 59 B 358 2k 2.

TEF% T A LR B, e B Wil % 12 & ) B e A iIis 80, (B
T B AN AT B Y o S I K] USSR T L 500 oot B8y
(K735 . X e KB an R~ LA

(NIEEPSIEE S B TN INA R e e Y N A VRS L PN
JEEBHIILIA . MRS A RE ) B3R, WM i B Ok el CEShRLD
WA O XMEE ), NMEHAAT B e (st

2. AT KT«

3. W EJHEE G I 28 bR, Ik R I 2R 4

10 LIS B b B, S5 s sh Dhfie st — 0859, XN AR L ReAT
&, HIE O B RO B T TR KIS B 8. X B2 % &0
LAFEBOAGATT: roah s Fahiehy . Slhiarke, Sl IR S B i, W AT T %
XN 1 B D RE T A 80R ,  (H i a2 B AR AT AT B B D RE I 1%
Al

X — B BOT B SR UK S

1 AR UL AR, BRI AR LA A )
JEE i R B AL o G SR R AT e ) E B e, EE A AT B e e (B
A s WA RERE A CReTe, B SR H O R;

2. P EILAL
« BEATUR UK BRI KT T s
A W TRIFE S0 I 28 E MR, IR IR (2R 4
PR AS

MEFITCPATE, A FRRG, BT R RS ERRIEORFE IER M B A B A 1)
[, RRYE S IARGL, HIn—Le3h AR, e Jl) R IR a7 ) 2B 4 B il BT =

X BT K g 1 SO A

1 AR R RE RV ER LA, A 3K L7 1 22 4 il /D 3] fe /)
FERE, AR e IR, 7 (0 2 A IRAEERR, LU ReAs e M ARTERC R |

2. A EIEIILA, T RER 1EAE 4

3. FHHSEHEHS Bh B AT SE N 2

w

(6)}

64



+ BEATIR KRR AN KT T
o R ATRESE N 27 Lo, Wk IR I 224
o T PSR HCART Bk ) 283
« AEBHTEANG TG, BE AR AR AT U, DL ) R
AR

= B

FZKATR 2B ENNIZEA £ EGEN, HOEahd g T et b7, KR
W, AHJR BRSSP fO2 AR AAERY, A7 ISR ) e S i, EAR
%A T o (R — g i ER, AR IR R S7 . S [E0
EEEG SRR, Iy 2 78R N AT 4812 % BORG3—4 2% (i
BORG3—4 bR 2B, SRR, MR afE, (HRZ BRI A
o AN, BEES AL, ek MR RIUE IR
AR EE RIEAT DL BOX — IR B B B, oy, #BEIL
Al REHB S A% 1B . BARIXATLEHE, UM I 240, AL S 557 Al
o], Ho2 HEEARHEAD, Ml 2 REWATE BRI, Aol Lo, ik
FEAE I AT, Flanyb el it . 30 i I N L E % AR SR, XA mT LA
IR 7, [N SCRESE N 7 Hs shya [, A ARAT T 500 R TR Bk o

FAKNIE A BEOR A RVE TR A R, IR . & i Brdd
MHAEIES), BEYEREFE VS A R WNLA )&, BE5m 5O WEK. 55,
Bt AT 4 AR REBUAMBATI S0, ATARAT S ta bk, [N R IR T ABATT S mAEASAE
[ RE

TEION A T FRAN B RE SR Ui A2 B A PRV BBOR 7 %, i B R AR L A ][]
ISR T MG i, 1 HOR 2 B AL VS IR A RS e Uik ) o ST
AL VS FRAN R B AR /K P B OR A S AR AT, X AT DAL SR AR 7K TR AN
Wes KA, AR AE LB UK TP UK, — FROR 0 LB TRV R ZK R B v 1Y
eV e, 0Dk It B K T A% R AT i e, AR 1 S R T K T e R

FERIWUE FRA R DS AT RERIG S B4, 1A A AR R LA I T
AT CALEARAT T8 45 Bo F I g 6, U P RALEARAT I b F) 7 DR L, 5 Adu AT TR A e It fik

65



AT PO BB 152 o EES il £ B R TR RERBOR S AR (V35 2, SEAEERANRIR]
PIAE & TP RE M K55, WIHEEE 5L 155

PR B

A RWUE TRA R E IS S B S8 i, HEAT PR B G B 3k
IRy, PPN LR I 1 B i A 2 SR, SR A g fls i, = e (1 gk
AN FATPS, PP IUBGR, 2 TRl i s e AR Sk . A AT 1%
WRINS, A P OUR 2 U AR S

IR JUL I 2 58 25 Y8 AL FRIUVE FRAN R A WP ORI R RE T » A A8 AT
HEBE A, 9> T ARSI, 5 g R RS NS 1T
WIS LB, L1 5 ST WR 23 1) A A B EA TR SRR IR 4B o

=, RIFEFHRIES

AL A B AR AL I L PR 22408 22 s AL IRAUUE TR AN AR 103, AT
LA 22 4 2 I A AL S CREAE U530 iR B AL PA) P 28 4 2 3 1A A
IR CRAEREA R TG o B AR5 1050, B ki EA
XK D9 ToRAMNILIA 248, BB e M BRAL L S AN GR K 2898, IXPEml &
MWL ZES, RS AR RS RE ST o B I R (RHERS , o4y B I 2R i R
RIIBRIL, Fpnl 2 A e, DR a] B ORFF IERA ISy, REIRD T AERIE 1
PR A AL 25 f ™ FE R

B

BEBYIE LA SE 55 2R RESERERD , ZEmsilA
T YRR AL L PR 2540 A AR B R DN 5% AL IRIDUVE TR A R, DIILIA D iz,
RERI S TP BT B AN 07 LS, 1A SRR P 7= AR AN
iy, TR MR AE S, N T Tl o3 e AR 2SS el R R R ) 1
FI SRR BEE SE L2 2R 45 (Y A A, (H SE B2 o VR FR B WP S Ao IE A A, IR
ANTER .

AR

BB TINS5 Q0% A, e T EERR ], ANEERTE, At B,
T 5 1 )22 5L 90° e A Bl 1] J5 10°. Ay AOVR BE 2 5 R BRAE G, i i
HEEE T I AR 1 b i AN B O A SRR R T Ry P IR TR R S Y,

66



A DAL R PRI PR CAE i, R ) DAGRSF o 1 (R AR S, B LR B A
TR o

RS

RIS R B D AR RS 7R A R R UL — FR L AR BT,
] AR 1R ORI i IR UL A 2840, P APPSR RN, 3 m] LI I 7 AR
o MR N SER b A b Sk BN, AR ARk,
SRE AT LU By S 78 080, By R B A 2R 48, A1 IR /) B 748 1 2k ) DA A i O
FFEE, X PR LA 23R, 2R e A R At AN EAL
B AAS BRI, DX 2 I UL P 22 4 A AR S

v
SR AE RS FRAS B E R VAR 2, EREOREF B R I L, [

67



NN T N Nl S B S Al e ooy B SN PR K I E S R sV ' S b
AR L /N 2iA, QR nl g w] DLt R I )42, (EORANEEVERE . 4 &
BRI RS, TSRS A AF IR AR, H5BIAT B MRS S EAE N T, X
IS Al S SO b A, AT Ji@ e (R 2 AT A AR R R ST Rl AT I R AT 28 A s
YL AR RS R0 4 ) 5 IX LR BEA% m LA B B A B AR LA AR AL IR SO T
shAe, XU B R S M URT N BRI LA 78 70 I e, AN(E AT
TEZ VN ZEAE FEATE A (72, I8 B FiE AR ARG 3 o

AEIP

[ 4 S, 3ot i W B, KRR . H AR
eI E IS I BRER P DR FF S AL &, B WL 2540 . SRAR i SR G AORSE, MR
o BT RS N7 o KRNV AZMATRFIE, AFFE R ik 7 IR0, LS
WA AR AR . BFT 7R e AR AR S sl iz fif, e dee A Rty 1
LA ZE46 1) T ik o W R T SRR AN BE AR B A, AT 45 B X R 5 74 fig
L B W SRR

BE _ FEE  FR)

M TCRAEIR LRSI, B R (LS, DA MM B I s A
HOOMLE o A BT IR REDR D B AR — DX 3 KR i) AU S8 DR L A
FRI%EH, (Al RE DD SR o (B B K PR AR I o IR . T &
K MRIGARAZ T 11 DU AR %7 Bt — B A RS

. #%3h

PRI 2% 7L R A N, % RIS 2 ERE A R T WAZCRI 225 FE
kit ? A RAUE FRA R IO 1o 1X 55T, JA TR 3R it
LR R . AR B AR T L S I L )

7L G AT ARG 5 BERGIIR T, AREES Ik
G ARG R BN #R GO AEAE T Ah, e AT
R AINIFA R, MR B TR TS . 2 R KT L R 5
I, BEOURICE LAk, 58 A5 iR T L S SRR, i R L P 2]
b, BEDE TN AR S PR o IX I AT H R A BT PR AL o A DL (R DL AR A5
TG, R IR AR 2540 O B T ICEATE R Im S R £ R IR
A B R ABURN FLA — S8 S et 1SR A RS A T 1

68



KSR (. BER. BIRE

A7 1% 1A R MBI T % S8 ot P SO0 BESE A AT AT AL BE T P 4
DAL RUE F-A R EE T8 R SR TR G T, iR HAR R
R IRL, AR S 2T AR B A T R Yy B AT E I BE ST

KBRS

EMHFE — BB, B RS T KRR ER S KBRS AR SR I
R, R AR BRE, PRI T AR N o KIS EERCR IR 4 1, T
LA A4 5 B

FRBESIRTEMN 2 %47

TGRSO, B 5 B AR Ry N IERR I A, sy e R, W B

HEIETAR, JEORERRE, KM . Xt A NTAR, AR KA o

BB AR BRI TR E ARSI
B E TOVEMAT L B AT L, FNE PRI, gt % RS AT FH K S 48
AEE RAAE ], 4 B S U Ry 2 AT ) ——— = A A ] i e 1 o EAE

PRI S, felif 2 B MR RAT L RE IR, A I SO0 o AR bl 050 5 2
Jr BRI, b IR A i S B S

IR L B 0 I ST

1. AR T AL 08 1 ) R DR RFT AT

2. &
3. ZEEARE AN B B S

i STHR A2 40

1. BEWEAE K N ST AT A8

2. RS RN AL X8R B8 AR T D

3. SEGEH NS MU S o A 2R 4

4. Jiflifeky TSRtk 2 a8l

5. & B

YR ZHUNALRNUE TR A R, A RATERE D ZHTR A BU 8], Bt
LA R R AT OV B (R 31, T3l 1K B Bl IR R Ar i AL (8 (R 2 AR K g
i o D BB PRIE NS S T RS R e AR AL B, AEPRIEIN B 78007 L8 F1 Ak
R TERE . ARE I . SE TS AL RE IO RF I TR AL BRI LR (1

1

69



BOE, ARR] LA BT & SOOI & K R BIR AR S5 D — AT Ak
Ja, EERYE A S ARSI

T WAL

JIUEFRAN AR LA A LS 2R 4 (V) DG A 3k, — S8 JUL A R 2 LA DL
WG . JIUE FRAN R AR d Bt DUL PR 254 (1 A2 HE L R A R
R AR e R A 2B S0 . LA ZE G0 A AR (RS s A5 S e, H
B A e % 2 B AR L DA )R R RS O 1 R o BT e K IR BEvt—
BT AR T IR 7%, SRR B) S8 BEAT Rl i A3 2 B & K (1 4
o

KEE =R 7%

pBhhr

D IEvALIPSSETEg & st I N 2 EA LTRSS v o) E 2 e = €A
IR, A KSR B REAT I, P MEAT I A 24 2B A e B 3¢
PHBNAERS, Bl P AT gesh it CHERFAE LS TR A R WL ) B i) 2
W, e 2 R IO LA BERS S8 B 1IN, 2RI REMARIMALLE S H E
L8, EEEAELEE LR ST, B A OARETE M EI, Wl NAZE T #
R o BB R EAK . BIANSE TS0 T SR A
AT LA FI ST, W] LARERIEAT o ROl R i LA 22 AT g bz K 42 565
BEMS 78 70 (8, T FLZEH 2 10 B Bh Ay, B AT B2 ESRAR i 72 S I ],
X AE DL E o 38 A7 BB IO 1, E e R It 2 IR R SR ) s
71, ATEEE AR, (HE HEARIE 2 TRCR, 1 7T HL, JFHf e
JR A AATI AT R R B N, XL [ U A D R 1 o

BERA AR IEAT BB Br 25 S AN T BRIV RLE  (HVF 2 N RIS —Ff H
FOAL, W AANSE M K 2 10 1E 5 2E 5 AL 88 SR TR A sl B A o Sl AR i 1)

1. VEERLLS,

2. AEEHUR BRI SR R s IR AT S, g SR U
[iE ¥

3. FENLAHZEELUR .

T N ORFFRGET IR 25, SRS, S 58 IR, AN BT TG
RIEh A o ANEERAGRE PR, IXAE 23 BB TR AR, JTaa I s/ 22T,

70



TREE/N, TEBFEAREOLT, S B ERIREL, TERimy, AWrsk &
BRI, WSRO, I AR

FER A B T I E3hhe

X B MR RKILFR SR A BE RN M€ T, EA L SE e
i, AESH B AT A B, AVET LURE S oS (2R, B REAE gL
PSR Bk P R a1 IR, 2 Y D i BRI, Joikaks: b
AN, SR BhAREL i, XA I £ 1 2 R, N TR AR

Sk EvdLd

H A MU AEX KA T T, B aie 3 D BEORBEAT R X RlT
T T BEATAE ) R A IAER L R e RV RS R Dl AT K

BEFKEEY NEERE L LRk %20

v MR AR U IN SRR 65 75 i T9 28 FLIES S SXFF AT LU o AR 11
RBRIUAAT )52 R, [RIIN ) ARG 115 8 i 4 403 5

2. RN EMTEN, RS RERMA S, AT, LUz

3. TRV, BERREELA CK S

4. ANEEBEFARIG LM,

RAESEEE TRV FESRAHH, A IRIE B WAL B4 Bk
I, SR, AR, BN LA A A B e, B LR
Uik 2 4 I sl /BB IR o AR RAE X R AT M 22, ARnT AT OB IRT & 5K,
KL BIIARIELEHAT AN, P AR B, ERR et a2t

I

TR DAL oo SNty o/

B DB, JESEETAT (MIRAR BRI H KBS B T 8L D REAh, 4%
DRFF T BT IE AN R, R BAT R R M R3G 1, LA B e kK
o128l VB A T SN AR DR T ) SR, AEWLR A B K )
FEATNOREF N EBMAT , PR AES B, Pk AU B o A7 22 A
A, BT SO AR MR S o ST RIS AN B SE A R, A7 IR R I
RARBIEFE MALE, P AEAT B A BBk i AR

) s FERAUE FRAS R WA RE S8 0 AT A AN Bie sl iRl el gk
B SR AILA o

71



e AR RIS TRA R EH LA 5 1EW AAE, SRR EIZAEA
REHT ORI, eI FNA . HE SRR BIER AL RIS F-A R B H A 7.

1)« DA A4 3 AR B 7 U S 3R R EA T 7K 7 i e S 81 i A P 27 AT 2250

B WARARMIIUA RESS TS AT, IKTy sl BT i, 1k 5 AR AR B XK
o WU SE AR, AR B EAR A R D) o [RIINARAE K Fh B sl LEARAE I | 8 i
7%, ESIRERIPUR.

) s P TR T A ity 2 2

B TAVTE R AT B, TRl g 2 i, Borf ks Xk n] i 4R 2215 R,
LA BT L5, M AFNE AT AT T TR R B

) JIS o 1 B

s AIREA A, RIS AR (R 22 DG L, DA DAy RS M RRER 1) 2R 4 ™ I
SATRICTR T AR o BB Aoz RN [0 2 B SR, R ST il D AT AR 78 10 2
Ao 3 SNARAE I DR DR R B4 28 DN DR K RS ) IE A S AR F L, A SR AR AR I
PR ) PRIA T CR 2 BB R A A A IR IS D0 ) » AR R Bt & 222 15 B 1 SR
R . (R —F) .

) BB E WA, AR

Zr LT T RIS TR A RS S A EARRC R, DR A AT o oz fi
Bk, T LA B AR S AT AE I T o A R AR e T 30 mT DA I i S 3,
FISCRMANGEATE T B Sl L HE S e 8, R Bty o S 2 REAT St 24TE
ANREATEZALINE UGS, XA AL o BIERANZESS, AN A
T AT R 53 1K LS F AT (AN G AN ] ASR i BV TR A LA
BRI AAE AT B AG L, A A PR A D)

EEEMAIANE
o REER ? B R ER TN ?
SEIR B hfE: HED AP b R 0 A R 1 i AR 2
fir, HIRAED IR BB (DNA) . 1953 (EAIINT « B

Wi« s B A L DNA [R5 R st AR e e (MR Bl (XURIEE ) et — /> 48,

72



ST A T E At R i A R R A I B, TR A ER DY R A 2 ) o A e CHE Y A T TR
BRFEEERAE D), ST IR | IR i e R R, 43 A
BEAL Gy T, C Koo H TR AN 4% DNA BEAE [F]— A7 sl B R —X)
FREATH G-C (A RN T; G HXF C) o Widf—/B DNA Rt & i 741
~AGGCTTAATCGT--, WA 5 —M 11y DNA J3751— & i
~-TCCGAATTAGCA---, il DNA 424 /& H AN

AR L] 100 JANGH L (1
ANz A 23 X
& M3t 600 {24 ALY,
XLz i A i k£ 25000 £
35000 MERH. HERER O
SER T NRBEDI A I AT
= XSRS B RS A,
R R SRR GEA o 5848 i NS FIT A2, AHE 5848 th 1] B 7 AR AR (¥ 45
R LM o

DR 22 B0 5 DR 85217 (R A 4 LB P SRRy s — b sl 22 e i 1 0, 11 0 p
MRAH R, AR IR IR P AN, FTLUB R 20 Z2 M SR . S B A
RIS SR AT B IR, 0. & R A ar ARL, ZEWR &
Tl 25 A0 AL R B O JTORA FS IR s 5 P g S SRR, e D A AR (2% I R e
AR 2R T B 2T T AR IE DR A 7R

LEAN A% P R B Ca s L, A ant A £ JEL I 2 DR 4 A 11 5 Tt SRR W A% I 5 A
[F] £ KA R B AR )T, SR T ) ST AR by WA (A AL R pre-mRINA. 7E 2 4 i 4=
W)L R T AR — ey P T OGP AR T84 A5 B PR B U I T
YoM LT AT LE IS IR O AR I AT ST 8 B B 1 s e A 1 P )
YD , WA G T — ML N S TR B KA, A (AR A%
1% pre-mRNA 53¢ i 5 A% B R mRNA I, W& FoOmes, # s e 7
FAHE B HE S — ke, X — R R N B . AR I 1S A B A IR
tRNAS K5 (A% AZ IR mMRNA 16 NAZ R ——— R (e 4l i o fof s A 45 B4l &
AR F R ThAE R A, R ARTTh R (B HD BLE R, MR shgg
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AT RGBT AR R VAR R (5 B R R, X4
BILRA AR T B T AR E WA S R T e I B 15

TRAT VN AR BRI AL AT DI AR (DNAD CHE H DU RG22 4)
TS (MR BRSL s s R 30D, ST 2 BRNaing . s | i i
e R GE, A FRE AL Gy Ty C &Ko, TMide RNA IR #RE (T) #iR
e (U PR, Tl RNA IR . Sy | bR e A0 I 2 BEAs) Jie 7l 1
FREAL G Uy C TR, R A = ANESL L 2 AL ) 20 2 FP 2 LR
HR PSRRI SN [R) G R (1 445 SRS FC T — 0 A A o A S A ) - i
MR EATAT A= AL ol 1RV DU S B A I A s AT s i b R 3 o A SRFRAT T
A. G. U. C FER&WE RN, WA IR Jeif i, 50 i A
[ PR S R A 2 FH = AN BEA e B IR A2 i AL Gy UL C XY
AN FBEPAN R ) = AN B2 e R RUEIR 2 WA SRR, — DM AL G4
(1) 28 35 — AN g5 R LR CEUEIR) |, 3K D27 B 1 o ¢ o P ] (22D
—HAF = UAA, UAG, UGA. JAzhaH4¥ AUG.

PNERELER

FECVE FRAN R — i i W B A A 2 LR 2 — . K& 3500 A5
B A FLRAUE FRA RS, AR NUE FRA R B R B TR
PUNE AR R IR TEAR, g B LA g v BTV AR SR R i, 45 28
& WL PA 40 0 1) B D e R - PO S B AR AL Uk Ar TR

1986 43 [l L1 ik K 24 1K) Kunkel 2804% 558 N1 IFE N X et fh b
B TP I 44 A DUV ZE et AR, R S5 R Hoffman 2 IR T 4t
VAR R I G548 o PUULZE S R 1 R N S DR 2 v B K IR R DR (e K g A%
WHFEHD , EH 240 TTAMEEERT AL, X LEGRIEX T 0.5%, 13993 AMHAE
X 79 AN, K EIES 595N h 11055 H4A ik 3685 N LR
3685%3=11055, FFIN— M5 1EAS TAG & 11058 ANl o IX LERg It A7 36 M i 3k
PIFEA, A2 L A 4 i UL 4 B A

TNESEOEEO SN
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Extracellular Matrix

laminin 211 laminin 211

Q- O00-10@-  wiaes

alpha-dystroglycan agrin

glycans
mrergnn
sarcoglycans ‘ Muscle-fiber

""\ Membrane

.’ ...... \J \J CIOCON ...................

rrrrrrrrrrrrrrrrrr

4 ‘.‘..’...6 ..‘1.......‘......
fukutin | Inside of

PoMT1 Muscle
dystrophin fukutin-refated

Fiber
' POMGnT1
AN protein

T POMT2 L%

beta-dystroglycan
dysferlin

syntrophins

VLSt SRR T UL G M BE L o 50 A BT K R S, X
B3 i 254 dystroglycans. sarcoglycans. synthrophins. ntegrins.
dystrobrevin. nitric xocide synthase %5 fl1 HAth — L4 {441 dysferlin. sarcospan.
laminin. caveolin.telethonin. myotolin. agrin, neurexin. desmuslin.syncoilin.
fukutin. aquaporin. spectrin. collagen. calpain %%, HEiXL&EEAZHB L
R, FIA ) — SRR e ——E A .

LY EgE R AR, PUVLZEGE S A R EAS R A A TR
Kr5J2 dystroglycans. sarcoglycans and sarcospan 5 )5t it & e b 2 K KU
DL TEAIY R o RIS DL S 8 1 W) A A B 1 JBORE 6 B (14 5 DR A ] g
HERAR, it A S LA R GRS AR BT RLVE IR AN R L 4
RYEAVE TR A RATHARSR I VS FRA R

TUEEEE RSN
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AN =24

O():%:;O Laminin % IJI_l E/‘J C jﬁﬁ
‘Collagen Q
Sarcospan 8/\ ( ;ﬁ%jﬁé ) 5?_
Extracellular A {
matrix Sarcolemma P e Tﬁ%#% ﬁIJ 5
4 o P Eg RN
Intracellular
(Sarcoplasm) FH I R R A
=
C terminus
i A7 S
Cytoskeletal pectrin gz;tg:::;in IJ:_I ’ Ij\J ﬁlz\ﬁﬁ N
F-actin 1 repeats TP o naly
Ui (%, 3 P9 i )

N terminus €& IHinges

Dteptin SE ML K
(IBhE 2

VAN BB B, BT LABEHONLZE 200 0 1A S L0 L Py 501 R 4 47 ) o
A, LA, ek BT LA 40 M4

PUULZESE 5 1 dystrophin £ PYUANX 4351k

1. &IEMR N N-terminus. 2-8 ‘S AME T

2. AKX R-rod B ILEEAESTE X spectrin repeats o Jit Al R ) 24
AN AR 2SN E AR, CEMERTAE, e &I/
hingers). 8-63 S4ME T

3. PR E 4EIX cysteine rich domain. 63-69 54k T

4. RHEu C-terminus.  70-79 S4ME T

PiLZE%E 85 H dystrophin B2 FIHEF AKX E CN R

C ¥ B Z AR T S LA R F— R E, BT AR R
FIERE AR B BAHIE o IR HE I ) U 38 BB R SE R ILE IR AN R AN LAt —
SERUR H SR R T HTHLZESEE E, Rl C Smit Bk, 2t BUUL A0 iR X
BB AR R R )

N i 2 JE A0 i 9 A = AR B B A R

R S AR R YA K2, ARG 1) A ERRPUIL 24 B A 2 R A

CRERIR ) I, XA F KK TGVE 78 2 N BE R A - IR AH OO 55, BF9E

XS AR UL ZE 4 B VAT T e, I ZE A A ) R SIR XA A
HHE ., 2006 056 E 1A B AT BRI RS MR OO 2 4 o 3 R R A
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JUF28 T T i 4R X R Gite X T R EBTIE A LA R W5, e
LREBELRTFAN RN 16-17 318 (42-45 S4NGET) BWEE, K5 %4
R A nNOS AHIE, G/ b—8 AL A S B IR s 8 Hh & F .

HERAVEFRA RA AU FRA BRI R AR
ST FRAIVE FRAN R I AE A 542 AT =Rk
1. BN R——PU =4 B BB AN Ak
2. BREES— G E AR A LR A EE 2N T RAEESR
3. N IR ——PUNZE A R LD B2 MR AR T oA R el
N

A RICRAR B B A R R SR R W ORI IR (T (M R R IR
E2 L))
B. B CRAE Bl B A ) AR JEOR B SR R AN T L (A7 L
B SCRASE W A SR, A AL 5D
ToSCRAE B B RN B IR AL T A LIS R 26 1B
UNEAN AT A ECE 2
PN D T A B 2 AL
BIYIRAL AT A S ) AT R A A B (BT DI D
KA T B, BTNl W 2R A T B
N TANE T, BEAZ B T AN 7 A
RRE R B (At & sl Y R 128 ) i PR R LB B = A B CRX TR D
G i B> ] CRIEIRD » ] CREEIR) L Hudal 2 [ A AR 22 Bt i
I RASEAT 53T HL “ =787 MBI BAE, gt i i v 5 GBI
SR BRI B RERL 3 HEER, BATARE XFME DL POV A R A e
PG, (RN R A R A AR A SR BRE X, Bl Z= i s i B S T
LR CRAERAE T (MIIRE, XA T ALK DU UE FRAN R
AN PTG R HE A R AR S8 AT L T R DA B A, th st ik 5K s 48 o 1)
P IRBCEANRENL 3 HEBR, A NI N FEAR AT i AN Iz A it o 18 1T L g 52 1

mome o
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i, A AATE RPN & A GVE R S WIE R DiRe, IXFEE T FE IV
FEAR .
L K] ) B2 AE R RS MR I SRR

VP2 DMD B8 K KALFZ RN S, & B E i b o k. K
HAT L TR A AR, AT ) Bt IR IS AT, HSER RiX e
R TE A (B AR FRAE T BRI , St i s A
Ky W RE— PR AL XA SR ™ A ) 2

FATISNTE DMD 1™ FERE e 5 A0 M Hh SR A 0 B UL 2 A o 1 1 SR A T R A
Ry TR RAR DR TR B AR R O, AT R A UL ES R A
JIT LA MR TR IR, IR AL S AR FT L T M B A, o™ 2R T Re it
g, B B ™ &

A ML DR [ 352 2 A I B T ) 15 ATE 2

M i AR BT R, I R BT B4R DNA (i SRR LR« ME]
ARENHI = b 2 ) 75— R AP IR X Be PR 56 i DNA e 55 445 48 RNACL
WL |, B S By L N 1 B RO sl 5T AN 7, TR U A
RNA, ARG ALK RAAE 540 RNA th AR R (B AUCG (4 DNA Hp YA RE:
ATCG, FfE 1 RNA T T AR UD el sl d F

AR GIE 2 5T AR 2 A5 A RNA IR IR (7 BF) AUCG, X FEsl
WIEZ U 2o BT HE R 2 IREE S VP 2 AN SRR AL T — AN IR R
H=AMZERA S, T AR AR B i e R I = AN B, AR = ANk
Ll PR B A
HARAEA]
CATTTGGAAGCTCCTGAAGACAAGTCATTTGGCAGTTCATTGATGGAGAGTGAAGTAAAC
HLEAPEDI K ST FGSSLMESE VN

XANEPUILZES R A FE 5 1 RNALO 5408 T I UR B ) R 81, 3 42
IR RN T A IR T AR D B A 5 B R A SR AR G &R, AT
N CE AR RAELE D .
CAT TTG GAA GCT CCT GAA GAC AAG TCA TTT
H L E A p E D K S F
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TR S BAT TR T R 2R HERE = A P REOCAE M RE, XA
MR DA AE T HE HH ) = A7 RS SR —HEA— M2 R

SARAT TR T A a S e DA [ 5 AN DR B AT, X 48R S AR RS AL SR AR 3 FSC PR
fEHE AR A T .

HERDTRAL LR EEIEIN T 3 MR IR 3 (AR EL 1M 65 S ALl 2 B
REH BN T AR 3 ARSI .

PATIEFEZE LR T, SERUTRESRAR . A% 384T 10 41, Wik
TR, HAU s A AR A

TTG GAA GCT CCT GAA GAC AAG TCA TTT
L E A P E D K S F

EFPEOL R EARAD T ARSI, (U HAD RS2 IEF 1, BrAginl B
TR EA TR ER AT SR B HINA AN B BE, Al HEE S
MNOT ARy, AT AR, HATRE T
s b T T HLASTTT
CAT  TTG ~ GAA  GCT  CCT  GAA  GAC  AAG  TCA  TIT
H L B A P B D K S F

CAG GAA GCT CCT GAA GAC AAG TCA TTT

KFFRISURS S T, [T T, (ERE =R T Ae 2 BRI
ARG RA CH L FAEB IR SAEE KA, KR T)
AR —Hb T A JATRE— MR

CAT TTG GAA GCT CCT GAA GAC AAG TCA TTT
H L E A P E D K S F

ATT TGG AAG CTC CTG AAG ACA AGT CAT T
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FATAT LG B GCHEVE RS SR, Py 20 1, i HAEAIZ AL 218 )5 7L
fa ik, B A BRI E R Ik T

DU I T AL FRAT T L) T A i RS A (R o (2 EL 1 2010 4R
N DMD B AL ST e 1R 23D

T 5P BFRAR

PRGN XX & X 4 X ¢
1516 € 17 118 € 19 D204 21 $22¢ 23& 24 € 25¢ 264
28€29€ 304 31€ 324 33 A4 35 6 37€ 38439
A1€42€ 43044 € 45§46 €47 €484 49€ 50 B 514Y 52 53
541554 56 57 € 58 59€ 604 61 262 [ 63 2964 3565 N 66

67€L 680 608 70N 710 7207374l 75 T 76 R77 0 78 I 79 |

JRERFS

SEIN R BB B R FR 2> 455 1 R A n) AT, MR, oM, Fx
o A5 WAL EE PRI ERE AN 4 55001, lE 3 ST s
5 EANETHIRR, 35 MEIEM, 55 HISkIE N T LI, BT LU o B
DK WAL B GO BUNZE DG R A5 6 SANE T, BiUE 5 SN TS T 54
RTHIRR, 5 FHREGZEM, 750k A LR, LR Ak .

SENER A BER NS ML R S EE KRG M TR,
DR, O, SR 28 WAL R UL g R A AR L 6-—18 5 4h
RrEE, A 6 SHMNE THSKEE A T LU 18 AN R, 6 5
o, 18 SN, WM, PreE M ER ;s WA B H PR R
PR 7-—18 SAMNE FHER, A 7 A TSR R LS 18 54T
MRMAIRE, 750k, 18 SRRM, AnLiHE, PrLoEmEs.

HRAVEFFA B E# &7
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MNAREA A Az I 28 % (46 450 ik, Jirp 22 % (44 %) Wi
Gt tk, JyhhXE (PG MRk, R R R A F v e T 55 Lt o
LAERI PR AR I ) X, B4 X S35 N Yo NHNZ=g R A
FERAL T X GQetafh b, etk —40 X QO i BTl 4 i R DR W R A1 52
A, T2 X Gk LI IER U4 i A L 2 Bl aMET, % X
et ph B IEH UL B A D 2 MR L EANR I AT VS TR A R
AR B R R BAEAR, (2 2% X Gt AR b 5k DA S AR AL Rl i
BRI, Al Ret R g S AR TS AT 4 X Qe fidk, Pl X
Gtk EMPUIES B AR R R T RAR M S 45, ikt rosah, Bril—ig
K, A ERADUEHHATHENVE FRA R B L T, Ll

KA =73 Z AL IRIIUVE TRAS KBS S A (1, RO AT TR RS 2 L2
A 1 AR DN Al o AN IR TR R T RO T A, SO AR
AT 4 X GOk, LMYl i A AR i a5, W) — 46 X
Qi By AU A SRAR R, Sy 4 X QREOAREZRIER . S
PUNLER a5 1 SRARFE D I O 5 550k 145 45 )i, SRAS I DU Ze 40 B 11 ik PR gt 2> st A%
23R A IRARIIERGE T 200 A B s R Lo f2oRs O PO 46 3 11 AR R I
I &, AT Al REfan i b A, BB IR SR, B BUR AEIXA K
A UL RS TS A, A RS X e on 7 5K 1
iy, R AR EE . Prel il D oulLZELE 8 AR D 5,
JEACH R FUE TRAS R 1) 8 B UL 46 8 11 RAR R D Al 2 IO WL o 50%.,
X 50% 2 Fa g — % TSI A 50% 1) U, T AN Bt — M LB+
5 % 1o IR BURO AR IE N BT s 1053 B T IRAT RIS, A7 ] g
TAZTHIER, WA RN THAT H . 2 DMAOR PR R AL
SLPHEA A, MRS RO B HLACREROIE 7, Wb B AR RNl Al
PUVZE G 82 1 SR ARHE DA, B AT I 0 G 11 10 3 4 o 1) 3k DS ARG 000 REA% i IR FL S A7
UL A AR A 457

KW R 2 IFERIVE TRA R, At e, HEERAZEUIIZE
A A AR I, I ERRR RN O 7 AR A T RAE, BATHER AR
PR AR RAZ . R AR R T 9842, Prbh =il o — AN i, Prifoxt
RN AN S T NS
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R+ 22— FLRIUE TR A 8, HRER BAR AR BT Z 4 B 1%
ARTED R A, (HE SRR O 40 AR A i) Tt A 2B T 548, AliAs
HBON U AN L T DU B AR N, IX R LR Y A SR ek A, R T
e T AR T RAS, WA AR T A R B, T e
JI A FEASHE DRIP4l 2 IO K1 1R

1T FR) 35 RIS I A TR Asr I B 22 AN B -7 AE b B UL 22 46
HARENRAE, Hiteadd - MERIVE A REE W, fF 4T,
AE U RPN ZE A A RATE R 4l b 34T i 2 W

A FE Rk & germ line mosaicism

PA VSRR — P22, A AR, A5a e 5 vE Rk
TAN AN B R A, BRI B R T R i X B AR A AR 4 LT, TR
FAVLRIP A BR T A5 A M DA i AR P, L 40, B P
JHT 4 P 55

531 DMD SRFH AT A0, A =M RE.

L, At B SR X Qe @ik L dystrophin R T4, XAECHTE
HIRAL

2+ ABBER I BT 4 AL AR P BN A B — g% X Qe ik B
dystrophin JERIHRAE, HAL4S T Al

3. W RESE AN M B AR AT 455 R AC I dystrophin BEPH, (HJ2 T RESRIH
A TE A0 AE S I A A T RAR, B DAL RESI IR 20 A= S A0 i e A R AL
dystrophin ZE[, 2 /DEGRTRESATE AN MR AR K AR RN AL, i iR A RESRA A
KA I T 5 AR NG 45 &, 1Al 4n T4k

TESRG ORI ) SRR oh . A7 — B0 2 A7 TR BT A L, K48 AR D 4 i
AREE RGN, MERTFHEYA R, MAE DR AR I B m e
RARA, RARAEG R A RAH dystrophin ZEIIOE 74 E, R
AR EAF RESE AT AT RAL I dystrophin FEPE 1 OF -7 40 fg sl

FEVEA UEAR DMD S 10 B0 = A DURT, #F9mid— T 3B A E sl 2 —A
GNFARIR A T RAR, R T RME DU BRI B U TR AR T RAR, S RME
SRR O T R T RAZ

82



BVt HRESR I IR RIS SR IR T4 57 AR, RS NI AZ A 23 55
gt dk, aRACRF GO R ATl an i, At AE R 46 X R ta A, T LABR -1 5 KG
TEEHTEIATIREU R, ST 23 507G INIXHELIRATH AT LA
frabls @i, Wl DAEHER LT BT IRE0 22 BENLT, T
FRER A X RIEER, MR,

SO, BRI T AERER, FEEn B RN R T RAR, T
B3, XA T0ERE R, BEETAESE A LT IR 5 1 A [

9O, BERPTA RO T A TR AT AR X Gk, FEE 2R
AT E N IR IR I X Qe afk, L IER A, R DMD B .

A, T RER A O A A AN IE R X Btk TR
IR RA AR SR T A A IO TR IEE W, BRI, AMERSE
PO, B S R TIEH I X ek, LFsRIEw A, R
DMD #47.

HI T H AT CV2 AT AR B R R 5 1 i) L, e DAL 23— DMD IR RESE I
IRUEAT 7 T PR e PR U

M BT BLR 2SRRI O0 740 M A7 7 AR R ik 5, W n] g
A AN PER DMD B, T REAE AN E AR I %, (AT RN T RER
A .

B FIRAR

— LB A MLPA 7 79 XAMNE A SR, B A BN A AT,
R K S VOB T T TR AL .

T AN I B DRI B JUL SRS B A2 AL IR DUE IR AN B DMD
Jo s BEAEUTRXAN R AL, LG BT HoAb B K Kt sl &, 31l BAR
LA, B Ay 2 is L e ?

X i) 50 5 LB

— FAIFKMEF UL R AR 5 A BRSNS AR A . FATTU
R AR SO RHERAL 4 T 21, RADRIRIXAZ IR R A T oA, e
PSS TIP3 — AN 3 o B ATRATUL X AN 5 5 iSRS AR A 2
Al AR, RURAR R B RISAT K B R M B IR AA A IR (i)
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R BN B R B N, T I BEAT R R AR AR AR T FRAT B A 2
TR T RE RPN

AR — NI 2 B X A IX AN AR 1, ST 40 AN S R R R A2
TS0 P 1 25U Y A mutation SEAR, T S A AN B B LIS new
mutation FAERAR . WIRHLIIXFEX 5y, FATHA SR T

JIT LA AT A2 A I BT 5 A 1) T 2 (FERE PR 2 471 o R 502 ) UABOR e 2R SRR
KA EERAR . HRA, B AFEP A8 R IO B R A, X—
) 50 AR 300 D IR T

TR AR, RN AERY XA R, S ARl R
ROl A T FriE AL e AL 4 oA, A 2 LAUE TR,
PR 45 HELFT AR AL . e4eih RAYH =432 — (1) DMD G328 T8 E 5.
WAFREE AL, K2y DMD HigiAE 77 Ao X RO ARRa i, A nlRedkbait
PRIAAE T KGR 2tk 5 Eegar U T, R NS, Alaee e ) Z45 1
Wi, AT BELF JUAR AT AT AN AU AR A 2 I PR By 5 AF R AN 0 o X 0
IRAE ] DT I ot 2587 53 P e DRI WA 1] o

AT R OLEF BRI IE RS, B MA@ AENRE . BEREE
(RIAEFEAN N (57D ZEBUR I o R R AR T A, AR B8 RESE IR 43 Y A4
HEHERITEAS o BT R A2 A T LI A IR B IR s B R R IR
T A IEH I IN-FAEIRE T R IR T T A IER K X J Ok 5k 145,
il fess B DMD 8% . B IXMIG LRI, FreA 2B —4> DMD
H IR AR RN AT AR A

=R R

B KK ECE B, WUETRA R AME L, At Aasf kg
7 SR NI IUE FEAN RANR R X . DUE FRAN R 3RS A Uitz
%, WAL AWM S LRy U = RO B R AR
FlEmifl: X JOREBRIERHL . A X JOREBF UL g s 1%
AL 2 (2 TP Ac X ORGSR T RENE, TR BAF A )
AT LD

4

3
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- W At R P
P xR R E B4 E i

() ) N

£ 9 LD LT R SO, T LI T
“ (l l:‘ \‘ ';‘ '«? | . R
tq“" "ﬂjﬂ AT B4 50% 8 %, 50% 2 IF 4

)
LF EX¥%IL EXILF B

RO E R
X R ORI SR R O AR LA AR R B A B, R
R EAFAEAG RR IR RO Aty o 3 ARV 53, AT 120 it B3 22 50%
ML, 25% e B, 25% 2 1EH A
L BEHIEE NIRRT A A

MBEILHE

WinEERE

;

ERILF #EELL WiwEIL
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X EGiR LT
v IER B S X G i DRI D 4 T 1 8% S0% I
50%EIEH s JITAE IR LBk SO%AEIER N, 0% Ak # (— AR W] 511
AR
T BYERESIER G, PUER T AR, TR B R

o b
. *I 8
(iE®) l' (ML)
I I

| |
o b

® L 4
N N N N
Il

F X o4
(BE) (iE®) (IER) (BESE)

SRR

o | | e
, gl
Y I I\ , XX
W ERA | |
B Bl
I s =T .
e O
XY x b DR - x XY
3 Il"ryl Illr" =
i |'
( ¢
B ul | [} COn B
) )

FEILF  mEEE)l  BEELL EELF
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DMD B HNIASATE G X BENZ B B2 FIRB AT A TS ?

2o LA RS TR AR5 U DMD B — M 7-12 8 & R AT E M BE
H TP 5 B 50 A 58 1 & TR A T o, BB AT A I IR T R 4 n] UAE K
3-5 4. Hiir E¥) DMD &5 ISR i 2 0%, BIERE 7 iGs, #2 H
Iyt b, B Ra T RN REATER I H R .

7  ET DMD R B O S T T A, HASERAE, —
SR KB ARH 2T, 7 A XA I iR i AR, [
NI 7 S = 5 TR KA E, SRR EREE, w5
£ S NCRIVA

B H BRI 51 K, 3% F DMD EFEFACH L, AR KRS
e P ANCATE e I3 v B DR 1) T R AT A5 AL I R G B, AR TR
HH PR PR S AR B B /s o SR IRAN T REAE B P AT A 1), 88 HH PRI IR S I AN 5
IEf. A BEKATIAT I IR A S, 2t D58, IEEZMEEMEKZ .

BATERED FN UL B 2 AT 4 R4 T R 33

AT EZ T8 5 Ak il A -

1. JBARZEgE 0 Rl

BEANATEJR A R R, B ST A In) U SR AR AR 4 (o 32 A 28
eI HR . MR BER. T o L rh ORI AR (1) 2528 B A m] LAA T L I ot
FAAE, AHIEAR ER R IX P AN R AL (0 2R i Tl o

BFETEATEG, KINARIER A b, BEULA — B 2 iR, o
LA DMD 38— HAR BRekya, oot s e i 2s 24 el o

ARFE R 1) DMD (5 BRI IL DA 2545 22 B Dl ™ 5, DRDAARAT I EiRAT 58, BRE
LA AN ZRHE S AR (0 B, AT A R AN 21 7 00 B A, P AR it UL ) 25 4
RIEAHR, MR T M S, R AURZ B RN ERE, RS SR 1R
i, BT LU A 25408 (R T LR 1

B AR LR J5 L 231 R IR TN 1284 . DMD S AR R AR AT,
AN IZESE, — H DMD 8o TiEATE, A b TR RS RS 2y
MG, B AERe R b, IR an & DR P iF IR RS i A%y, Raa i LIE ),
p/ne S NRAN S R S SR EN R VNSNS e ST
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RO R R b, TN ER 2 BN 8] e e R A T b R
FrAE B IE RS HRAS, e DU 25 i 254 o i W R AR S S, IR
T AR AR s AR S AR P I

IR0} fi it

BATATLLAE 2, L E RS B 24 (1 )8R 5 AN REAT AL Ja (AR AT 5%, BT
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