— fi% & i

REHEEHE /955 10 A

WU ZHEiEELEE)

21{E R /B I A S S RERAl
FAL /B BUERRALED

AN (=

" A ZE#ELE(muscle dystrophy) | FBHLAREE @ ER—EERBRIEHIERRE » =
AR A E R AR R » FTLL - AR R LAY ARESR/MEREE -
AR AT P A A T T R T AR RS AL - SE LT SZ RO iR
H & 4= {EThAEMERE 1) (van der Kooi, Lindeman, & Riphagen, 2005) - .

— A B B RS A - R FTHE - — 5 e A P U e
EHEREEA— - PRENTSEE A R A R EARS LIS RE B BT - S A B
AT E RS E SRR E e 7 0 T B A EAE BN - (E1S M :
ASEZHE - ARSI AZEREE E AR AR AR A E B ST
HERE E FE RS B 2T A 2R S A RS L A EREE R B VIS a8 S » &
SR LN EERE - 2 HThREMRES -

&l ~ APYEREIEVAREY

AAZERENEAARSE - AEZEHER TRER T RN AR BREER
R A - FREORERT - DUREIERIERAL ~ BUTEMHE R B SR R A B
AU R SRR RR A
—  NEAY (HBERY ) ALPYEHRIE(Duchenne’s Muscular Dystrophy, DMD)

SERNRONAEREES — R BRERE BRI - TR
bRy TERSIHME R B8 —dystrophin T2 (B TR ) BRZEFTER - Bl » IR
BAE 4 AAERERN - 10 REGHIRTARRAMALRERY - #RLEaas
HY3R S %4 (Tsao & Mendell, 1999) -

— » BRI PAEREAE(Beckers Muscular Dystrophy, BMD)

BEAYR b5ty DMD BUET 2 B HAL AV REE R L - T L B R R A
FOBEEY » RTINS - KSR EBEEGRE (AR 23 58AE
A EHABRERER - EEAGEE - il 0 f1 DMD LLEGER - T RS

EEBEE  BEOE BRI SENTERBECERE R 404 HHdEE 404 SRR —EY 16 5%
R4 ERE © 0933-306059 E-mail: skwu@mail.cou.edu.tw
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At e B E AT BLEThEER B A A& Tsao & Mendell, 1999) -
AAZEREFE(Limb-Girdle Muscular Dystrophies, LGMDs)
ARG T - BNTEAOTE 10 BRAAA © (B 20 M5% BN o ESIIRRE
HYSEAED - A8  EESWEE RIEEN A8 R AR - KA
M8 H'E DGC(dystrophin-glykoprotein complex) FREEFTEL » il » thaHl
etal, 1998) -

RSz &Y A PO #8 7 (Facio-Scapulohumeral Muscular Dystrophy, FSHD)
SR A B b R S o R E ch— R« SRR E S hREARE - B BT AR SRR e
Aq3SYE R - BRI G R85  MRREEE &R N
NS BSEERY R RS B EE 50 R TEIRE1(Sposito et al., 2005) -
BB 14 [l 4 (Myotonic Dystrophy, MyD)
) MyD TR HAEAT B REN > BRTFZGEETRS 19 BYais Fiy—Rstmbh
RSB - 1 - DAL - BRI - IBE R - RERE - R - RS,
LR 738 A LA S SR BT - AL — B ihE st R R 2 = E R (Aldehag,
& Ansved, 2005)
s AL#& (mitochondrial myopathies)

IFRIBRAE DNA(mtDNA)ZEHATT SEECATMT R B A S P VT 07 » B e b
BRSHLFICH(Grossman & Shoubridge, 1996)

\ SEENHAAASEIEEN MR

AfEJI(muscle weakness) ISR BB IO - T » (EES) -y
B HFSERER B LA A B S AR AR R B TR 4+ DA 2 4
BRURETERE ST » (T REE R B S A AR S « T3 » A LB BB e A
BRIEE » 4t B MR 3 R A RO A 2 R T R R BB B R ha st » Bt <
fifl EfRZ. dystrophin SRS YV ERUNLAZSAEEEE (401 1 DMD A1 BMD) e »
ISR 7 5 2 SEB I - BRIt R7E(Swash & Schwartz, 1997) » B »
MEIGR A H O - R — A T MR - It WL A e e
B SR N T BERL - SRR B RN - FIA0 ¢ John I
(1971)12 43 £ 7o 785 S s FSHD B LASEIHIEIE © 535) » Wagner » Vignos Al
9B6)Ha 8535 T35 i P BEU R 1k 8 7 (facio-scapuloperoneal )L A 2S5 48 AR R R 7
» BRTE A BRI IS M SRR A SR » B » SHEHb
#Mﬁﬁ RFHIFEEEBATREE - KB - SERAFRIR « LU TR — AR s
IR Py A 71 2 T L 3 ey 5 2 e R -
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KEREEE 86 81,795 4F 10 A
SE7E 1966 4F » Vignos Al Watkins @4+ B EERIRINA ZEREIE B & AR IR
R RE Al » S SREEE © LGMDs Basfedlisiee 4 (AR - AUREES - B4
AR BN e A S R BT R BRI » FIE
HIR R IEEE » %) - DMD B DUEB R AL TRAAEE -
de Lateur 71 Giaconi(1979)HI${%t 4 iz DMD FE{EHESEA BAHEN /7S
HEREYEE T LIS E TR ENEIERRE IR AR N R SR A R AR SR
Hyde + Goddard ~ Jones A Dubowitz(1981)t1 87 DMD B B R R AR DRI
AR IR R - ‘
Bohannon {1 Jones 7E 1986 4E§1 i —fi7 B4 #H A DMD £ 1% » Eﬁﬁﬁ%ﬁmﬁ
SE 3 7K~ SHURE 12 SRS O — e CBEL RN - B AN ki R R AL P 3 A Dhie
F AR, RO BRI » ORI - WU ARG -
Kilmer + McCrory ~ Wright ~ Aitkens 7/l Bernauer(1988) 15 8 i AEEE A 2 o EERY LG
e 12 SEEsERE I e feE 3 K- 8K 1 4 - =4 10 g BAURSR E » RER
4 F 4G S AR - A 10 RO - RS RBE BRI REIES - 155
ALAATE L DA B AR 2 - L SR 7 Ik SE R R R R A A HLERA
EIf%E - Milner-Brown 1 Miller(1988)th 383 © JII5E#EE 15%LA L#y LGMD BE
L R SRR DR AL 80% + 48% » TS A5 HEI Ik 53% + 8% 34% £ 74
B SHANL D BIEARE] 0% BETE » AR REHERAER -
Aldehag®:(2005 (455 3 7k » 5 3 1 H PR A skt B3 MyD fiEf8EHIF Z185)1:1%
2k « A58 » van der Kooi%%(2005)383 10 A -HHR EERFRERIBINRALIIAIHRES 36
SR R AR - Lindeman Z(1995)HIE4E 33 {iZ DM1 (MyD AL ER
SR — R ERHE 24 SE - SRS ZHUNRI RS © B EEL AR A AR
o B R - EIEA kIR A  Tollback FE(1999)HIILL 80%H) 1RM
FI7E 6 A FTRETIHG MyD F & SRR, » %3l 1258 ~ /58 3 K ~ 2K 10 a3l
38+ B SMEILAE ) LR LD (30785 SEARI@ NN » {EL IRM AGE 164234
%] 21.8 + 2.6 kg » fi L. Type 1 PSARAEASTIIR LA ALK » ERHURE B
HABITEF 4 » HARFRALIRTHZERTEAE - B AR SRR E SRS
2k SRR EBRARS  FHERSRRRIRCR
van der KooiZE(2005)553 10 EAYhR S A IERIBIENL 7SS 65 (i FSHD B8
SR - {HIR » Vignos i Watkins(1966)A17E 12 {H B EE5RE I3I#kEES: FSHD
SR - 5E8E Milner-Brown (1 Miller(1988)41%f FSHD /i 3 SER AT R ALRE
et L s i A e AR B AR AR < SRS IRE TR ¢ $1% FSHD
H3 s REE R R A - FIRE - SR R E R — R B IR - ‘
SHELL_E A RRAYAORA AT AR -
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BRI SRR B » DR T SR BN 7 5 AR BYERE: -
RN SRS - AR RENISRERE 3, eSS TR TERECR -
DMD ~ BMD & LGMDs t1:it i B A MEH RS e B e » BEE(E
TR BRI » RS EEIEREERS (BIA : BRI CES)) TTaEs
BRI E SIS SERR RN § N8 SRR RS B B BT LGMDs
KifiE + AR A ISR R 2514 (Vignos & Watkins, 1966) -
e e t R T e MO TR — » IR ¢ B SR o & R B
PRSI DR ST R e
Jff1:FSHD 7 - MyD 75 515 FSHD %) )» B 2 S P B M7 i A A 2 (submaximal)
BRI (near-maximal RS RE UL EISR » F SEESIEB SRR - T8 - AN
FBREEE L R 7 B MRS - S — BT © — T » BT
AERELE (40 - DMD #s BMD &) S » B teERE S 3 ek ke
RGP - (B2 A ARG ES S R R 24 /NS AL
B FRIEG R -

HERE A AL R ) » SRk H BB EhRE D KIEIRE - RSB T A0
TGRS FEEROIGEMRR - IEEGERE R RS - B4 e
F B E AR O B TR R (M3 2 » BRI - BIGRANERRYERE -
I —fi \ VB HETE SHHE R -

SRR 13 SRR AL SR A 2 R RS B AR » AR SOMR SR © IR AR
e PRI P 25 P R S R T3 (Rodillo et al., 1989; Stern, Martin, Jones, Garrett,
, 1989) » {EZ » Topin 25(2002)A0{¢ 8 {ZSH4EMS 14.7 $%AY DMD REEHESR2 XK
IR AT FTRIASHE » St AR A BIAY R A B (maximum  inspiratory pressure)30%
6 ERTH © BEAIPRAG TEHEL 46% » T ELIPUR A3 sl O ik
R RBAIGR 4 » ERIUEE: » 31 DL T SR PR U e R ) — (1 B B4 - Vilozni 5(1994)
BB HEPIR A B T3 R, S AEE 2B h SRR AR E N A TR
B3 » 3841 DiMarco %(1985) » Martin ~ Stern - Yeates - Lepp # Little(1986)1L K
ATFEHAEE] il » Vilozni FE(1994) 383 © WHFERTHEEE B ZREEAIVLA
VaI S - R AATRIISR LR B S KE%EE » i B » Smith ~ Calverley » Edwards - Evans
poell (1987)tHEEFS# A ER) DMD B & B HEr PR I AFE Dm0 fahens - FES
DA e ThAE B B B R 2 L 1o R R B 73 e 18IS R LR DL
NETLE ZHBERN -

SF(2001)6¢ 10 (TRARBEMEN R BE R 14 BRI ES S8R « BEns
MR NSRRI R - RS AR EE S E RIS B
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R 8 SR s » 70-85% A L BhER AR ) By — AR FIIFZEAS S ARIR] (Taivas
1998: Taivassalo et al., 1999) B, » jiff ) ISR FEREREE bR T PR ARAS ML R AT
Olsen ~ Orngreen F[1 Vissing(2005)th$% FSHD #EEHE 12 SEHE R A SRS
HEMEABEEEERENYE - LR ENABGRRRRE - _
Timmons 2(2005)HIZ835 8 EAHElkAESE DMD BEMAD » FLFHE
(phenotype) H:FRIS 5 R MER24CES - ;
Orngreen - Olsenc F{1Vissing(2005)E#¢ 12 {7 MyD BE W 12 LA SR
I BTSRRI 14% - B REE R - |
B > SHEHL SR R TR R R S R » il » ST L LR
TR — AR B T DA e e LIERE + 3R DRIV » 28
T3 - B AL T B RN A SR » B B SR LA
HEEDESH T RS R S S A S - FR B AR AR
RERE - [RGB B S + LR - IR ) R 2L )5 Hergometen)
BB RNTIEA -
EE \ {558
SERHEN  HTEYEREMBES - SN EREESEEE— SR
T4 DMD fiE i el 4 MU s Ry AR ISR (prednisone AR i 1 BRBHAR:
¥ MyD fiLAZ58E(quinine) « PIREEREE — %R (dilantin). .. Sl AR MEAEIRR
1999) » FEHAREAIEEYIEROT 2R -
A S A EEEARES: SNSRI BETES - N SRR
FERER S » DL SEBNE AR — (R TTRERRET (B4 : A RMEE) B
W RS > B R RSEEIAE NS - RSCERE R R R R AR
T A TR R TR ) 25 B R -
I - ARRBEBN SR,  SEBIR BT B SR AR R R
e R S S R B A REFE L — i A E R (e S R BB R (RSl » LA
FiAHR - FEBHEAE - HERE LIPEEERIMAREE - DURIITHREMERE ) - AL EEEE
PERT A B SRR T 2R YT 7 7 kT » BIPEEESR FR K R i Se A
i BRI - AL %)  FRREI T R A RO St o HeAh o
(P22 SLEBY. BB th R R RS R E — -
1 B A TR SO R R A A B IR R 1 BB R R R S R - 75 E R
(PR SRR AR » R AE T ZC i A2 B B B R R AR
HEBN RN - FREEIFBMAMHRELS « EREESEERIR S -
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