1) BITHEHBC A a7 4 —ELEBRBHD Maximow
double cover slip #EiC & 2R R

AT % BT

WFFE N E S

sz
e 2 ERER E SO 5 L RIS
L BRI AT BB 0B T & R RS
T 720> BHERE BAERE OREL KA T
3. BUET CIOAE LS EERMRIIESNT
WS, B OEMBEICE ToOBER D 54
BARonizociET 5.

Mt & A&

BEFN504-11 5 10 H ZR4E £ T2 PMD (Duche-
nne 7Y) 14, PMD (FSH®) 1, Myo-
tonic dystrophy 1 f5l, Polymyositis 1 fil,
Kugelberg- Welander 5% 1 {7, Myasthenia
gravis 1 {7, ALS 11l, PMD Carrier 1 i,
normal control & L TEEFZHELFMIE) 2 51
DEFL06E > i & BEEEL 2.

R FiRIX Rat B L O#iH L 7> collagen
% #45 L 7~ cover glass CEEMREEMSS T ¢
EMRBDOFESE T RICEDIRE, BHnM
HWE0.5~1mm RICHYI L2y 0% 2MEF
& %, Eagle basal medium 13, Hanks &
B.S.S.9. Horse serum9, Chick embryo
extract 5. 10 % glucose 2 L 1) %% medium
#H1 ¢ Maximow double cover slip &2 TH:
FL 7. $EERER, RFEMERT CEE S
77wy, F7235#1-3-5-7HH (1ERix 138
WETEH) OEAR%L2.5% glutaraldehy-
de, 4 %5 0sO, T2 ERE®EL, alecohol B Lr
Propylene oxide | TRi/Kf%, epon |z @IEL
72. EIEFEAT thick section L 72 4L & %
methylene blue |2 CTYvta |, EIE CEIEE, |

* B EBRAPESHE—AR
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1) 3 > 7% thin section 7 7 =—, 5
o2 EiefE L, H3X HU-11D-S RIESHIZ T
BMEL.

w®w =R

£2%8 3 71213 Duchenne B PMD %4 %
TIRHLZ DT 2R D F b ) ICHETRZ OB
MO BAEMENREE HA L, 7 HHIZI,
P27 V) ¥ fibroblast O BEFEH A b FLIZHS,
HOBEIIBETELL -2 (R1) 2
Kugelberg- Welander % (LI TKW %) & 1
BT LRIV LG FEL & ERDORTR A
"oz,

—HEEE 2 Bl & EF OO B DERT
X 1HEMH E TEELCHMBMEIERXSZ L T
=72 (E2).

Epon G- k 2 thick section @ methy-
lene blue B 3E A (3 Duchenne &Y o) FE )]
THE4LDBICEIEEGRENET LD ICAE
7 phagocytosis DFF RA A 5 A, 853 1 A/
Hiziz—R myositis 2 B ¥ 5 L ) LEEEL
phagocyte X>[E o) fibroblast 7 X D IEFEHS
Abirz (43).

FRKWROERGORBETLBRETIED
LERORTRAF L. LA LIEE R
zEL, TOMORBORES TIE, EEHR
HEVZ X 2 2 A R RS0 PRV O R R
Atz A L NG -72 (E4).

FICEHAICEEGMRETERET 2 L EE
4R B ICITIERE R 2 56 T, HRMHED
mitochondria 2 EF HWEDE HE DILHE X
EEE A KR RS (H5-6-7). T2
BF T RER G D BN IITHR T 5 27,



|  PMD (Duchenne %) 4 #%8 DIEEEF, 2 TEEWNEGIORIEEA, HETAEHTL

7 g Hicidf2 DRk WEZ 2 7o o b ) (MBI
N2 %8 fibroblast DIEFED A L LS. A LI, (fmyefh X 80)
(EEyefh X 80)

E3 PMD (Duchenne &) {5 DIEEIEA, 4 FEENBHIOEEER KETHHTL
BETAHCIIHRESET L VIR BRRHEND Z H V121, 13X A LHRIIEAE
EEBHYS LS MBS 515 EEN R
(epon @3%, methylene blue Zfh X 200) ( epon fHE, metlylene blue ¥uff X 200)

HEI HH TLMBEES T )BIN Ty 9127 (B 7), 72 Duchenne ! PMD &

LHHMMELRONG. T LNHRHETIZZ KW 95 DIE 5l O B o B8 Tl MR B R HE

HAOBRIREYICHER L, ARIZHEa L (B2 ¢ basement membrane NNl HEADS 7 =

nTws (E5-6). FrIcEAMEEREL B LM (K8) X
£72, 85213 5B OEAROEEEI plasma MmN EK Golgi /IMEZ S MliBE N E AT L <

membrane & basement membrane > |23 & L2l (B9) rEEIN:.

F 72 satellite cell (21X, Z+ & B KNIz

lysosome #& A TWa0PEES L (K5). £ =

F /- OB AAIEIZ (E primary lysosome, A0l D AR D BEEE TIIIEER24B R I B

secondary lysosome 70 X% &8 L » &  LIEFEH O Z A DMENR LD, FEE

MRS A S 7. 7eFT B 1: Mastaglia’ |z £ 2% ¢ transplan-
FEE 1AM Bz 3R R O R 1T tation DEBTL R LN T 5. P #

g L, mitochondria (CIZ B EFEEWH Ca* BEA10 ML L2 3 EZDLI IR

DkE, FHRBREAKICLITLITR NS & AL, Ca**DBEF107°~10"*M T3
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X5 PMD (Duchenne ®) HMFOBIEEAR, HIEUBBBRIC IHEBEMHDZHNNE
4 mitochondria NEBET BIEWH HILAE, satellite cell N lysosome D Hi 3R
wAHLND. (x 24, 000)

@6 PMD (Duchenne ) A ISFEREAR, 3 HRICIHEEHEHN Z FoiEE,
mitochondria BT EEMEHNDRBL XHALNE. B ENBRETIIHE
HHEDEFTNIFEN TV 5. (X 6,000)
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ERARAOZIEEA, BRTEH 113G MRAHE O B IR AR MEOFRFATELAL, mito-

chondria NS BT H & WE O, cristal WERBREHAKROHBEL LITLITE

Bansg.

(% 40, 000)

s
LTwb.

LD BBRIIBHLNLVE VS D, Masta-
glia NDEBTIZIZ HOMEE L XRICEFH B
rod-like body DA A LN 555, Fae D
EBTL Ca” " BEZ10°M~10""M - 3 3
EZHEDOMEIEL L L BP0, 2L A rod-like
body M AFES LN ATJREML H D, 5%
BMEFPEST2HTHAI. o n k)i
myofilament OHEFAEEEE 3 HUEELEE
CER7Z2M T 2554 #E S, £ < myofilament
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PMD (Duchenne %) % ##5 DIZFEL A, AR HEN R EE O NI 2 B satellite
fMhanA L, £03LHEMADLDEHN 7 oeF o IiEAL BOMBREL S

(3237 B B ¥ 6, 000)

DEFUDIE S SIT > TL & ) iR D
AL NT2AS, T fiber type DEIZL B
LOPE LB ELIHTHAS.
KiIZHERE L B B 5B 1589 mitochondria

N BEFBEWENONES L U eristal D
linear 7 #&SBIFE AKDO HISBE I L2
Z ok 9 7% mitochondria %14l Masta-
glia @ muscle transplantation HEEY Ka-

rpati @) experimental ischemic myopathy



9 PMD (Duchenne BY) HiRFFNIGEEAR FGREDEEBORMICEFET 2 MR
13, MRS % {, secondary lysosome LHEI 5.
(tz# 7 9 H X6, 000)

%8> Melmed @ experimental mitocho-
ndrial myopathy?EEY L HE S Tus
L. 2oL LEEBEHARIERDIZASL
#L 5 mitochondria NG &FER AR L D) 8
ST HET DD, FORREFEDORER -
LPDNFHNN 252 BEBETLELYD S
LHREMEEH L T3 X Bbns.

S TCBIES D satellite cell |3 FEE - 13
TIET 555 LBHISETFELST, HOBEIS
BET3Lubn T2y SHonfFenx
BRTIIFHMHEE TOEEME - DRI, a7
o-=F Il E AR satellite cell Ofx B
50, MEEL B L M, M/
BDIEEIZ L iz L 72—B fibroblast BT
x5 35755, HIKAIZ secondary |ysosome
FAHTHMBSR L1, ZSDMEAT sate-
llite cell A3k & DA, R D migrating
cell RN HEB 2 FILL TE 2L Dh

IR TH 5%, satellite cell HENL DT

B, FHEBIZAREEZLL LS B
HELHN, FHEOBRCOE, FHiCHET#
mz 6 LEH»H5LEbiS.

VLB, MR TH L NIRRT

DEEFOERELMZ 2. SRERE &,
TN, 15 AL TR L S YA
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