23) A7 4 ——Jjﬁ‘?‘?id) preclinical stage
12 B 38 DOEEN NI LRI 5

W OE M

WEBIE N 5 =y
B o
T L Iz

oz 3 @ATEH P 2 P 07 4 —iE(PMD)
BT HEERBEOBFHED 2, PMD
B RO REREBE CHIRE Y R HET
LR EL, T oMMEEO LT, o
BB RIS &k ) g
B3O 2HERET 5 HY T, newborn
25 adult ICE R 3 F TF UHEND dystro-
phy mouse #{F - CEFIEMEE R SDSY
NEAKRIC L 5HRENRELRIT - 72,

M & FiE

1. BESHFR { ERICEZES1EHL S

148 H ¢ C57BL.” 6J 3& dystrophic mouse

(LT dy mouse & B&) FF56 PL, control
mouse 371 % vy, THRERBHIZ DWTH
K BB £ 1T% - 7 . & 72 T-system
DB OESFHE L L,

. SRR F4 5 ~ 158 0 dy
mouse 170G, control mouse 13PC > < BRI
BERIcB WL, T2 342> SDS &
NERIKENC & 20 2AT4 - 72 KENZIZ
EIZW0%T 7Y T 2 FHLERAY, S
1ARICDE 4 ~5 mA T 7THEHEE 2774

-7,

*ERARKRBEPHME—AR
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1. FEESMBFR © (1) adult dy mouse

OXFEFT R ¢ dy mouse FHZ NI R T, %
MRHMENF L KT ENE, o, M
DB KD B\ I EHETIRME, fibersplitting
DI % 5~ L, endomysium X perimysium
ICEEBo M, FREIHREA PEEICES L
iz, MERHRT, REMEOEV, ML
Ko 7 B RRHE R BREEIEIC RS, oG
DERECTI LIS L ITBEEI .

@ESENR  F-mEdic, fuigEo b
TIIEIER & Bb il 2 By 5 EENEHE
HIBIZ G - 2 i E ©, e NEHRKRIED
HRMEDEEI N, RS, 508
EhowibizREHEOELTHD, ZhizcZ
M OEMELH A LNz, —DlF Z-band
streaming TH 1, Mho—o 35 EHEHEED
ER A 5 D myofilament O REER PR 257
LOTHY, CTRLELHIEITL 2L DIF
RS E OBES P EREOBEOMERLE
B L7, BESRMOEEI/BATHEETIZ
b o B T ORReHA RO ERILS
AL, FEEEIC lysosome DN EFEDH 7.
ZHCH L TR MREORIEZL (, &
HoRBE TLFEEN T, FOMBRH
SEDGEN T MMEI TR CEMECE RIS, £
72 ¥R D —EBIT subneural cleft 2 FHE L,



REEEE o2 b DA LD, F I35
EEALEZ D D o T2

B T-system DEEL I JNAEICHE- TS >
FrE@BEML - LTHWSZ 2L,
T-system ?)RHFAJEEE #1T% - /2. control
mouse T3 T-system |3 A-IFEITERICHLEL,
W EARME O RBATIC N U T A & % O F 260
~3B0ANMEL L THESH, —EHIHE
A & PATICAED, EAICESD T-tubule &
BHEITELNDLEDH L7 . —F dy mouse
l2# v Tl% Z-band streaming 7 & 57 B 54
DEEZET 2 HBHEIC BT, BEHER
HEREBERD T-system DELNDFEETH - 72
5, HERHENEE £ RBH T WITIZIEFE
R b AHBEICBWTY, Tsystem &
—EBIT AT OB HELIL, BATEIILERCLE
7, & - ZEDELT, tangle DERL X%
AL (3, 2).

(2) suckling dy mouse

@OFFETR % —H B dy mousell B
WU BRI B A HEIC R E O RN B AT A S 1,
FERLRKREFT 5 H0ZD 5~ 152608
BEECHIML T e £ 2 BN O K g s
BRI REMA A 5 N7z . DT R
FBRANCTE ERED H T, BREESL B N
WHELIAE BB LRSI L o7 HHH#EO K
ATENRIZES S RICFREIC L Y, RESES
WO RS, WM EMEEILIHREE L
272, GHEICH KRB BERLIZ R T 5IC6E > TR
A7z,

@ESEFTE : newborn control mouse T
IEIRTETRIC KT AL E 22T L
THY, HEEOFEDL LI (RBREL TS
DIzt L 7, newborn dy mouse T3 #<
THRBTBHEBRMEE KELPLEEAET /0
PEDIHEHRME S BEINL TEN, F2Inb

1 X31000 ( Inset X56000 )
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DINEGHHHEDT L DB L 2 BRAE S AA L

X 56000

T FEa DD E—EANICEEI N

FomBEEHHEHELZBRbES LU KRELR
SRR R A L, R R ME AR 8
B CHE DL kX T, ribosome ICE T
IhE s L DRERS bz . TR
wa el 5 2588 5418, Z-band streaming
& B BT R 5 E R RE EE D H D
myofilament O HKBEED B THIICEEDH 5
NzHATHY), fHoOMIENHEENELIZER
BEInuwhroiz.

® T-system HELE :
mouse = V> T(L adult control mouse &
MEgd 3 &, T-systemlIRBEETH - 72,
Lo L#ds, Tsystem? % < (FHEET
HAOERL- T, (JIFA— IBATHICME
L, BEMMESHL CEMAICE S @E@EE

newborn control

L#7r (E3), — 4 newborn dy mouse T
(3B B AR AL R b FE L 2o BB RHE
=BT, T-system (3 A—I #4786 4 B
fFiz4£< at random {2 & D, FHZLEH -
4T, BATEYEEE £k L7z (X4 ). Honey-
comb structure & LIFULITEES L.

. &fbLZRFRRE | BERRERAEE 5~ 8
@4 dy mouse T T 7 F I AL > DE
KkBhoey — > 0BEIEH F D HETII .
L& LEERASE 12—~15 Haan L 0T,

~ myosin light chain 2 ¢ band D Ej#£iC 2 1H
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D447 band H¥EED 5, ERARIERIC FHRY
LCREICFEEICL-72 (BA5). EHBEE
HOEFEICEL T,
2, troponin T-tropomyosin complex, a-

actinin |- DWW THEFTZEHICEEEZE RO 2.

myosin light chain
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5 Electrophoretic patterns of myofibillar proteins from the

normal and dystrophic mice

& =

VAR Fu 7 —HoRMEgEDS LT, &b
BEJIc L% & 723 organelle (DWW {fEx
DELDBHREDDH BH, BEOBHNIEART
{3 Z-band streaming % & iHIERMEDNEILE
PITDMED S, 4 adult dy mouse
BT IBEETLRFDIREIIE SN,
newborn dy mouse T3 Zh3E f R HE O TEh
WU TH - 1205, B HT5 RO E
b3 8%, FEAUIIZIE Banker O HIL
L722FrR218 5 7z, 7277 Z-band streaming
2 RO EILZoRZEHERICB Y
TLBESNB 2 Lo WES N TH Y, PMD
IR LATRTId kv # 2 535 . PMD
2B TIZ R L8 2 o WEERESE o 1L PR
Hson, BEEOCBRHIZIVERT L2
LRI N BDY, FEEICIIIBEREIIS
EHORME TL{ 2TV B L v ) D
BHTH-72. L Ldoiiflnsnis,
Zr7EBE L —Y & LT T-system &

R EHEE 4T vy, Duchenne 5 PMD |z
BWTEBY T-system DERFE E i, Fiz
—%% triad OBHFEZ TR T HHRIDH L &

EWEL., ZOZ A LBERDOBM LA
T % Z & HHEETC, T-system, FEIE, £/~
AT EUERD PMD 2 Bl 2 BDESE
AL & L CHRIEER 2 EH T3, Fore Ddy
mouse X DWTHEMETL, £+ PMD &
IR B R ARMENE RN L WFREIEF &

BN HgEcs-T, FHEY Tsystem

DBRERZEDH, BLIZ2Z20 T-system DE
HIZBRICE TR I DEDS LN, TLBEINE
EELTH B LRI nl. —Hin#EE
EADBEARKBNCBL T, ERDE V- adult
dy mouse N AIZikEN < — > DL A L
N, BRoEbL VBN THRT Z2ELEE
Z b/, Tt dy mouse iCHB T HLT-
system ¥ EULEROBREHRAT L, HiEE.
EHOEIIEORFICERA L THREMICH
HY HENT, HEMECL > T 51D
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protease DfEA T & 2 TTEEM L E 2 Li/z.
PAFET 4 —HOERIZ DN TOFHRDIEL
WALHFRIC & - T, B OB #
SNBZ VRTINS .

& ¥

C57BL.” 6J % dystrophy mouse T4
1 ~148H 73 dy mouse, 84PC con-
trol mouse # FH \»T, ZFDEHEHIKREICD
v CE TR o SDS L EREKENC
L 2RFEEITR -2, Z>FBE L —
HE L THERAT A &ICLED, T-system %
FREENC BT B Z EATEE T, ZoOfERdy
mouse |Z BT HHd BED, »OBEFELM
migiE N bl T-system HDBETH 72,
adult dy mouse (3 Z-band sfrearning %
75 BETE BRI EOBE > LB E O
BWICii- iR TRy oT{bE L2
2, BREGHEOEIL2BO T RETEE LR
HNDFHREIZBNTY, T-system H—Ef
IZIERH DA — 1 #T8» S B CTEFnELN,
BEESHLIE, 48fT, TE - —EOET, —
D LT OEEREFOELERLE., 251

Z o T-system ? 54 (IBEIC newborn stage
L NS LN/, RLFECHT 2 34
> OBAGREN & — > OEALIZ adult dy
mouse ICEB W THAKBEI N, BRERDE
EE LTz, TRLNDEREED S
T-system % S UEADEFH newborn sta-
ge HHNEZSLICLATENVFEL, HBRDG
I B R AR ML) organelle MZEMESEML R
nNT, BRHENEMEREIEITT B 2R
H®E .
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