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(@)  X-linked muscular dystrophies 1. Autosomal dominant muscular dystrophies
Severe (Duchenne) Facioscapulohumeral type
Benign (Becker) Distal myopathy (Welander type)
? Benign with early contractures (Dreifuss) 2 . Autosomal recessive muscular- dystrophies
Scapuloperoneal Limb-girdle type
? Hereditary myopathy confined to females Malignant limb-girdle type
()  Autosomal recessive muscular dystrophies Autosomal recessive distal
Scapulohumeral (‘Limb-girdle’) ) muscular dystrophy
? 'Quadriceps myopathy’ Congenital muscular dystrophy
Autosomal recessive muscular dystrophy in 3. X-linked recessive muscular dystrophies
childhood Duchenne type )
Congenital muscular dystrophies Benign Duchenne type (Becker type)
(©)  Autosomal dominant muscular dystrophies 4 . Myopathies
Facioscapulohumeral . Ocular myopathy
Scapuloperoneal Oculopharyngeal myopathy
Late-onset proximal ' Oculopharyngodistal myopathy
Distal (adult-onset) Others
Distal (infantile-onset)
Ocular
Oculopharyngeal
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BELTEY, ZANLX—-RBICBTEELEREZ2E> TS, T TI=b) v 7220
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LaENVEYBIZI P FYTIRBRDAEZNT FVCA L4 ) TCAY A 70z AB, TCA
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(M) = bar F) THEREFRERESNK

Succinate— 1] CoQ—[ M(Cyt. b, bk, C1) [ vt C=[ W (Cyt.a,as) |0x
NADH —[1]/ —

v

/\

ADP ATP

I ; NADH-CoQ reductase, II ; Succinate-Co Q reductase,

Il ; CoQHz-cytochrome C reductase, IV ; Cytochrome oxidase,
V ; Oligomycine sensitive ATPase, CoQ ; Ubiquinone,

Cyt.; cytochrome.
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EIEE, SENAECBIER 2T 5 Leigh iER, I Fa> FY7 (Mit) B - BIETIR, B
BRICRE Mito £ RO 5N5, EE YBOFEHIIOELE Y BOBILEE, OWHiERD
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HatauREt £ Mz 2=,

HRHEERDSI G 2 A D728, SEMpEICETR
L 724300 ~500F& DN EREN T %, &
Bi1007424 ) o AaRciRE L, A 3 [T o4&
FH300AIc DWW TogAEEHEHL, Tick - T
megahistogram #{E&IL 7z, {HL, ZE% 48R
U5EBIcBWTIE, X2 2T, 4B HEEE
& 3/2, 3/4ICHBRELTHEMALZ.

aRBHEE oW BHENXFIE, £ & L TNA
DH-TR #&i & - 72, ElbmWiEILILIC ATPase
s TIBYT 5 5%, NADH-TR 5 Tld, aR#R
HEIZ KT o) diformasan JERL 2 S %E& A, PAS 3¢
BRI T 5, W #RHEIT diformasan FERLAT
L D HET, »oMicaA L, PAS eBISIERR
#++ % (Ashmore R U¥ Doerr?).
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1. BEBOBBENFR

2% 1B 1%, JBEE E, myotube D iafkix
RORMIEIEME Z L, AL 5 0 e MBS EAR
MEDFEIZEL T 5, HEfoEME A% &, &
FEDKNAREHDHIL L, F#i2 Dy 8 T3 B &£
DL EHicAksne, EBHEIICAS L, BE
FHFRMED BRI ARME (X £ D BWICFZEL, EMHLL 22
FREAMESSHFME» Y A TS, 256D
Fr R T, Dy % & xtERBFICEFR L ZRIZ 2 WD,
HEMIE, BHFMIEOEIT Dy HiceReE L5
A L7z,

% 2ER U IEETIE, BRI EEL
T /NEARMEDIR BB IC BN L, MHEERELEAL T
< %%, M IZEN Dy B D EED K IAREH
H 2k 5223, 0D Dy fHicReR % &
511 %, EEEAYICIZEITE O heterochromatin 7354
fiml, 7z, mitochondria d % Wi E ZDZ
WIRHEE X BIHRD LD I2% B, HL 2 LEN
MRHEIZ R L 2 2w,

Z5% 48 B 1212, Dy 5 THBHED K/IAE,
PO B, R E AT 5 B DBIE & & AT
#6511, myophagia % {5 HIEEHE L PEGEED 5

7z, S5ABICIZZEE AT 5 BUHECIEEIERMEDT
¥im3 5135, EIHEEORBELIFZEDS S (K

1) EEMEDRMRE L DI 2/ IMERMED A 51

-

L - 5
L

®omh - % i ~ § R
1 =% 5:8H9 Dy X > %599
B R HE D KR/ G, B 6% o 8,
myophagia, HEE DN & fEIHETE 2 A
5. H-E3f X220,

7. Dy B BIRETIZI ZHNEE BT 5 R4
AL, LITLITEELL 2EEMEsE- T
W5, %I HEELEY chromatin (22 L K BH 2 W\ 2
L AL s, ERIZIZ electron density D E WL A
BT BEMBAMED A 572, FKDBAREE H 7Y
RLZBIBHML RS SN D, F 72 HE /MK
Z 3 LB WKEIDRL & # ha B I RHEDS, 538
Ho Dy 85I U 5 L7z,
2. BEHOHEBILENRRERE

fii#% 1:8H T, Dy %, &t & L i2T~XTo
AT aRBHETH - 72, 2 BLRNEG TIZ
BIRIC aW #RHEDEAN L, 588 T3 KRS D&
HEAY a W RMEICER L Tz, 2SR L, Dy %
Tl oW BHMEDTENNIIIEL, 5B TL LB %
D aR BHEDZ SN2, M2 1 ~5BBD aW &
MEHRBFEZRT L, R1oWM THE, Hb, &t
BTl 3B B LI, oW #EHEA B AE D #9809
ZEDIZIT—ENEEZ RTHY, #F Dy HD aW
RAEHIRERIL, RBIC >N TOREICHEMT 3 i
Wz, 5BBIZBWTL A BHMMEN#I43% % 5
DHBHIZTETF, WNEEEOMICHS L EREHER
572,
3. BEBHOMRMEROEL

ZHE 1LABLUBEOBARKIZ DWW TKRETL 2, B
EHERTA L E, MEBHOERIIZE & HICK
BICHAL TV, ZoiRICH L Dy B

K1 aWiH HHA

TR mmE ) Dy(%) P
13 0 0 -
2 3 63.0£10.9  2.4%30 <0.05
303 $.0£2.6  3.9:4.6 <0.00
4 2 80.5¢2,9  25.9£59 NS
5 4 80.958  43.7+7.2 <0.001

B | F 1 P il K o R
Dy : 2 2Z2+Fva7 4 —.
P oxfhg

- Dy B A WD HE.

NS: fFE£% L.



R2 BHBEEOFHE

Zi5%

D2(E) *HH (um ) Dy (#m) P
aR-Fibers
1 23.2+6.2 (1007) 20.6+7.0 (668 <0.001
2 24.0+6.4 (558 21.6+5.8 (1473) <0.001
3 22.5+6.8 (247 30.6 £10.4 (980 <0.001
4 24.1 £8.2 (200} 35.9+13.1 (786) <0.001
5 24.5+7.0 448 30.0+14.2 (1151}  <0.001
aW-Fibers
1 0 0 -
2 29.5+8.9 (49 29.8+7.9 (36) NS
3 29.1£8.2 (1297} 21.7£9.9 (599 <0.01
4 29.1+8.2 {819 26.1+8.6 (274 <0.001
5 32.0+£9.2 (1917 19.7£9.8 (900 <0.001
Whole fibers
1 23.2+6.2 (1007 20.6 £7.0 (663 <0.001
2 26.0+7.5 (1507 22.2+5.9 (1509 <0.001
3 28.5+84 (1544 29.4+10.4 15719  <0.01
4 28.4+8.6 (1019 33.8+13.5 (10600  <0.001
5 31.0£9.2 (2365) 26.6+12.9 (2051)  <0.001

FfHIE TP £ R R 2,
Dy:>2bo74—55.
P:xHE - Dy MloFEZOBE, NS FHEEs L.,

B, 1HARUC2EBHTIINIEL, 3BERVL4Y
BAHTEEHEICHREDARELS LY, BIC5:EH
TRBUVEEDRLZRL2(R2). Bk L2iE
Y % aRBHEE oW BRHEEIC DWW T, SEHBEED
Zb2RET 2 & (H2), %3~ 58D
RHEREIL, Z20#80% % L5525 oW RHENTEEE
ZENCHEHIPATL T AL T3, ZhnICKL,
Dy Hioi@k# % L6 % oR B2 38, 438H
IZBWTRHEICFHEREIEAL, 5B TR
LT3, BIC oW BT RE & i3, 238
PIRIR B I FHERDPRL, FFIC 5B 0 He
FELw,

BREEROSH 2 A 512, ZEIBLUKED
Dy B FHERDZHEFZIZ, BEHLKIcs
WTh, 72 aRBHEICBWTLNEBS L ) EE
2L, BEEDAKRIRENE LI & 24853
N3 (R2). aWHMICBIT s ERIZBEEE
13, MEICHLKEL2 AT,

BERSAT DAL, megahistogram iz L ) E |z

() PUZMERMELR 27T,

Control

Dystrophy

Fiber diameter (um)
&

25

20

[ 2 3 4 5
Weeks after injury

2 HAEBRMEEERTFAMENES

F2icEDL,

BAHER | HRMESE D BRLBER D aR
BRUE | B | oW B

M TH S (H3). ElH Dy fhicd - TidEf 4
BLIBE, F#1260pm LD KEFMRHUEL D 20 5§
BH LN BT, 5EHETIZ15um LUT /ME
KRHEDSIEINL T 5,

2 =

FEAAEICHE R 2 N2 BB S L LTI, B
B, wH (Price 5?), FREFEEKEA (Jirmanova
2% UF Thesleff) 7 EMRER L LN TH B, Ak
BRI L 72 cold injury i3, SO, M@
E, MEMIBLE2HETIREAZL->TIRV3
P, REBIBEMR(FREFEINL b
(Price 62), ZBENHS LIFESMIE 2 —F
2T, BEBBRELRZELSVWHETH 5.

BIREBIIERMG L ESICL, X b
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3 BEAEHS#ENERE megahistograms
B EE Dy F x> ) AREER AR
FXx >

07 4 —& L TCOREIIRRRETH B P, B
MR, BFELAEL, BF
%72 cold injury I & D BEOEMTH A2 ES
IBETE, ERICHFHETH D,

F X > DEIEHIZ, ATPase 3 & ¥ NADH-
TR &% AL T, aR, aW RU SR 7 31EMR
DHRHES 4 7 I EE NS (Ashmore B ¥
Doerr?), x{f8F %> & L THMA L 7z line 4120 H
i aRGHEE oW BRHEE D 5% D, SHMLLEE
IZ aR BHED & aW R~ DD, Iz
&bl 4 & A DREE TIX, aW RHEDT78.2%
58, oR HHE21.8%TH 2 (Nonaka KR Uf
Nakamura®). = &3, BRERIZBWTEE
3EE LM, NBEAEHD oW BRHELFI80% & &
HEEE L —ETS, ZnicKL, Dy F%>D
BIEEG TR FoEENENR, HMEik4 »ABT
L 7% $367.2% 2§ ¥ % \» (Nonaka R Uf

B Z —EIC L &<,

Nakamura®), 2223 Dy FX > HABICBITHHE
B 5 A TEBROBIEII A ERDBEGRMEIC b
E{"&) LN, B 2BELMED oW BREEHBIERIE
, MBICHLHALPICRETH D, »rbHEE
%, Dy X% > HERHICH{LOBIED D 5 & FLiE
Lz&I.
Dy +X% > BAHICH - T, ZHF%2:8H

DR 2 Ic EEFRMES AT 545 S5ERBTIZ
BB LD LIRER & 3. 202 EEHENES)

» aR MHEDEENIC L  —HT 2 DIL, aRBEHE
DHRMEFER OB B2 LD B Z EIZE DI TH S
5 %% REFIZ Dy FX > FAEHD aW BRIENRER
HIcLFERT 2L Bbna, BIb, Dy FX%>D
aW I 238 DI RE & I EERFHED B
U3, Dy #X>DZEMIZ oW BHEICHET 22
& (Nonaka B UF Sugita®) #FE 3L, aWHR
HEERDOBAIIHBEEEE L EBRTIEH Y 2L
Vv, FRICEE% 4 ~SHBICEEIESLNE S
LEEZAHYD L, SHBICBITIHFHEED
WA, BHENZEME, HIIRICE > THIT /MR
MEREDTFEICLZLDEELNS, THIZS
BBICA L N ERSAORT 5 6 L IEEHK L
5.Dy 5D aRBHEICBWTLHRRBRERLD, &
BLHEEOEKNE ZDOKANRE DAL I, R
FrR%ZmRL 7.

% EE]

Dy F % > (line 413) ?1%[5EH51C cold injury
2z, =% 588 F TRMIICEERBRHED
ForeZzE7e L, X & HERET L 2R IT R0
nT :?5 5,

. "“1%1&1:554415’“%!1#1%%%%%1:%1
én%ﬂb‘, AN XD LREERIINSC, &Y
% { @ myogenic cell #{¥ - Tw 7z,

2. 1V ABOBEASHII, MEEKT T «R
BHEE DD DY, 2:8LIE aR ML 5 oW RHE
ANEHRIZEN, SEBICHEWTL oW BRHERR
BB DBETH - 72,

3. 2B 3B B RO FEARICIE KARRED
FEHICE ), BRRERZEN, 4 ~5EBICIEH
BRAEDZEME L IB3E, FREHEE, /o 2 4h3E BaE



HHL,

58 B DB EETFHEIZRA L 22,

4. Dy SR AMHETIY, B & R D oR MM
DEEFELS; BT KRT 225, aW BHED
BEEFEEIZ RS & s Lz,

& E

Dy #% > BB Tit, ZHHRECHER LT

IFFRRREICIER 2 B EARRD b N B,

2L

BIZHEHOSILHASEEE L, KEIC Dy Hi5ED
TV LEIEHERAEYEICAE U, /e e S AR ME D
M, BREEENORDZEKT.
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3) WETFICBYAERRUBI A b0 7 4 —F %>
DT-system DHEHEEIE

O &>

k& OB

wRmAE N KR om | OB

oA

[ S DA I e

HrRre 74— (HPRERE) DREEL
T T-system % E DHHNERDZELARILEE
&, Oguchi 592 (%, Duchenne B> X v 7
4 —fE T T-system DFETRE, FHRE, BE
Ze&R4 0, honey comb structure & T-system &
sE e, T-system & sarcoplasmic reticulum
(SR) o anastomosis & & ##HHEL T5, L
L, oD H Y AHORER L D HFET
BRELDY, BEEHEOWMIMEL D, HEWVITH

EHICBITIRZEPOHRERDGEEZ A TSN

BRBEROMBECH 72, —H, HP XHTII,
Scales 53 % Golgi ZEE##HA L 723if&tlic L 9,
T-system % 5 AKICH )% SR DR EHEE
Z#E4L, Kidd 5 i3 T-system o ballooning,
swelling Z#t& L T 5. SEF<E, EFRY
By AgsEE, S{LERRE D T-system NDEE D
HiE% 45 BRyCHIRSEEZEAL, BRET21T
272D THEET 5.

MR UHFE

IEH (line 412) B U#5 ¥ & (line 413) $8l£11~13
B H KM 2 EH. EEREREET T& 2 DKRIEH
ZYNEN ) F T 4 — =N ANKE SR Z B
F, F 2R L T0. 5mmiLL T Ic MY, 0.25%
) 7L~ AN, 37°CT 7 ~ 8 4y incubate L
72, FDHBREY T 4 > &7V, 750~1000
rpm, 2 HELE R Y B EREL, ) S
T4 — =T, By T4 7, ELBER

* FREMEMAFEFREERT

B & N & M

3 EATV, BARICEERERE AN, F) T DE
sk &7, BEMEEEREE Ry T4~
7, EOBIERITR v, LiEZRESE, BHLCHE
FE 6 ccimz, ARy T4 ¥ 7, V¥
Zo)—=> RN a7 4 NVF—%EL,
KA v — L IICERE &, 3047[37°C T incubate
L, BHEFMEEES L, Moz %<
L7z (Yaffe o FiE)., =72 24EAL, &£&
TWBEIEE %2, 2 X10%ell/cm?(8 X104cell/
coverslip) I2%c % & D icHifa %L, 27—
G AT Gy oN— RN T LT R AT o 72, HEEE
HWoofERkIx, Eagle’s MEM with Hanks’ salt 80
%, BImiE15%, EE 5 %, glucose 6 g/1, penicil-
lin G 100u/ml (NaHCO;T pH # #8%). &2 [
FEETE A ACHs, REROYIC LA AN TG T
% rFEEFIC, 3 HZ & Ic&~« % Jenner-Giemsa 3¢
&L, BICEREARZERL 2. BHEESRRI,
cover slip # #» % £0.1M PBS buffer (pH7.2)
T3 mEE%kEL, 2.5% glutaraldehyde T15% [ E
s£. PBS buffer T4 ¥ki#i%, cover slip &9
M %E 37— LizizdTL, 0.1M s-col-
lidine buffer T¥#%, 2%+ A2 I TLE, 2%
WEET > F i AL, 34 7L —F—T3051%
L, Fo®kIY) —XTa—nTHREICBKL,
epon-araldite ~EE L 72, B U2 ERE
»F % B H-800%FH L, 200KV TH#ZL, &
WYUK IIEEE Y T - 7 T ERSR _EH B 100
KV THRERIT- 7.

& £
KRR - MEOHFMIL, E#2~3HH






