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(Muscular Dystrophies)

BUE 3 1 R 2h B LN IR RO Bh 2 WL By
#is B2 A B HHE— e 1EH 2 fE LA (my opa-
thy) BIEFIE, FELHE LML FHER
BILERA RELIE 2 HET %K.
BRI AEHFESORNERATE,: BEA
MBI o EUBRE RS K.

X BRI A A A R R B
e BT/ (LA NG R B B HE JR K B 5T AR
[, HHARBERREFNRLRERT
Rl {5 A R R N RE—
enEERRBZ—.

— BN T HERRER TIVE % BLE.

HERBERAENERTREXBER
K B FE FE A B EE 5 Dachenne 3R,

REHERERGENE X TR ER
Becker %,

H-E-ERLERTR &,

JA-HE BN

TR TR

HEAT B AR AD LR R,

BESMEAE E MBNASRH, XEER
B2 W BGE s E R LA EENALS,
X BB R B SR A

-1 BRERAXVNEFTRRLE

(Duchenne Muscular Dystrophy)

BEEXZNE £ 1 B & (Duchenne
muscular dystrophy) f—FhdkE R MBS
WU R #2317 RE LB 518 R & (Progressive
muscular dystrophy), Duchenne 3588 Duche-
nne de Boulogne f%, f5# 2B
B ‘

BHEE Turner SN KRS, TH
BEEXEAERTRE. RELXBTES
Ttk (malignant) ¥ B 6 ok B b 815 SEALIRIY
i, (B76:X 55 Bk g N & 436 Duche-
nne ¥4,

BEEREER S BIILFBITER, #
EXRRHEA, RADTEEGE., Hl
R, BTk LN - Erexn
BEREM. BAWROAH T —-BHEERE ST

BHRARERBILE, FT—AMBILETER
MR PR R BT & B, B —JF
B, AEB/LHZRNARITOETFE 2 ¥
3%, REEFRIEEA—AR, &3
EERER,

A RRAE A 45 R E 0 B L4,
HBTMEGREXT M, BEYVRER
ZihHl. ST RRARER LR 2ZMBLE
FApZEM. B, kEENAEFEHRN
REMERET . BB TREE DS
£, MXEUMHZTAM, ETRBX, HkiH
THESAR BB ALBRNR TNSE. Xih
BERAA KR THBI. BRTLF=4A
M. &P BE=R0, BEAN SN,

BETEN DA, B,
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BB E R R TR TR, 2R
BE B EMr g B, BILE 8 B N —a,
RGBT 2B BT g%, A
JUEHF RS L, REFHRAE, B
W T E R (GowerflF), — %, A
RITFHE B M A R Sz oy . S BRESHTARUL
Rk B R IRAT S i 2 1R T

AWM RERM AT AL MT. fTEHhpt
BRI IR R BRI IR, M AR R BT AT,
AT M e KB S R BB Rk
— i, THREE BRI B SE TR ENR
2R, BRTERBRMEEAAE kN
FRESIH b, AERBRBG L,

£ 5 P 6 FHF, Wipiay ity
P, HzhRTHEEREREE, &2
BE. RumRSas R, LEREEEL
REHRETARSTRERLREE, X
Hogw BRI, BN, BRI A0SR
W&, MEBRFREIBEZAEER
Eh gtk BTN E,

—HEETREEREE, REREDS
BENMEEMMCSEE T RAMM., 4%
BILERREE M+ R, (HE
1o, WREIFHEEBRBER=E
K5, MRIRE ST EH.

B BB R K A

AHELE 15~20 HRAMN R R O HEHHE
L.

R

DESE BROGE R, — BN HE 80% L)
L AELRZE, OHBEXBTL TR
ZEABE, HELBTHENGEROER
fERI, FELM EKG #RA: AL ws
B RER/BRAELFBREQNK, &£ Bl
ARAELETK, MR OGS
HLRERNOEFORRE.

DN ERE RAFHR, LU ALS
RERRBHEMNESER,

—_ 9 —

ghikzk

30~50% BEH DR, EREHA
M EHEHBAR, BREHE%S DR
HIBEZHH i 50~00 EEHN. & H K
TAH A JRIETE, AdRdbf . AREER
Brif RO, 22 SO 05 T R S ot
BAHRBIERE W, JEEIRZRER™
HETX. AR EHERERHRALEY
FEETEEHENESNELE IRTE
Wo

—HKBPEARIALL LRER, W
RBEEZBOEEALL Rn R
FIRIE AR LR,

BHERERY, BE5RHEFRER
WIEERELX,

REREEREERN, HLXS58HR
BHXBHAERE,

neA

WM ER, KB ESEsh A irdhtr, T
PR AR oL i, DL U B e v
BEWCARaAG W TR H. e kB RRA, B
ERHBH A ER Az (BSAP B Tak{E
HBEEEARNE SRR &R E R e
I LM K 38,

1teEmRR

HAb v 22 LA #E R L P %7 75 UL sk
M6 B¢ & (creatine phosphokinase, CPK)¥5#:4n
R EANAEE. Bk, 0niE CPK AR
W IR KB LE 5 B+ o AR
BRI,

Mm% CPK W AW F®E, ULEE
Y BT I Y Be iy, i1 8ksk
i, HREFRENER, 07 CPKHY
ARIPTRAD. LR, FEBERD,
iini& CPK 2 MB [fl Th#§ (iscenzyme) B E 7+
whs FERBE A A B LT RO,

miE R BIER R EG (pyruvate kinase) I5#:



BEFEAHERERE. HEhEmnE
i, (51} dn B8 4 B (aldolase), FLER IR S %8 (tactate
dehydrogenase) , A RHEFE, FHHEE.
IR EE, HE&REFR - BHlXWiRk
5 CPK KA S EMIL e g
B/bo

EEHPEHDRENNRRE, OLH%R
BY, BRFTRLTEEE 2 RHEXBHES
WL B HSe

VA M rh, AR BE# T (glyoxa-
lase I, XAFABANKHKEES EHESR
MH RN R ERR. RERR AL
S RE, DEBDHILESE X H®T
LG,

ILERES

s NWALELEETSE, A%
R %, HEUARRELNSHRRERN
BB AE RN, X S S sl
FRFPBRES,

Fr—=A W B R B b e i BT 41 4
ETRAAN D, BNSEHO—KHERR
Pt R B RR A AD UL R R A £ B ok e
G HEALENSFREL, FSERN
RiX SR AR R E BT, Wi
R, XHEUR 2R TR R
FRARMTHEE, BREATEIVEFRE
WLEF R 2250, H MR DA RRE Y LT 4
FEBURR. BE, HEEDIRBRHR
HTARFRSGHNAFERY, FOEHRTH
BN, — BB pH 9. 41 ML B
% ATP BEREX SIS XM B i
HA, AR EREE; i NADH,SDH &
BRI AN THRASENEBURTR
R G AR TER L,

‘PR (internal nucleus) ¥ E Wi £,
BALRHE, SN IR,
BRE MR,

* UL B IR R R A B AR

FEBfTHEREHMEFAEMIERE. FHX
H—Fad, INEZRRHAIA P8
MR BRA AR E L ER b EX BN E
e RN R, R, AR
W B B R BT

AL A R 7% (] v 38 I L P B A UL e e
SMAR BTN &, WA RIS A4 %,
HHF MR,

BB LRI RS, B
DEHMBRERL,

ERHLIE

HEA R EERARPERF RENER
WHEZBREEH =M hE. HEER
WL IR .

1. mER#. Démos BRIGHKTE
WEMANABBERERCALE. ERA
PRI T AR X . RN
i EE AR, BRRkLE FE—EERER
WO E - R RA. FELIERMF AR
JOU A ifn 2 B DR SRR AR, /D RIUE SR (LR
(diphenoloxidases) 3t /> GLRE T HE SR T JL 2%y
Rely 2, BiEi ki BEiaIY A%,
B TRBRAERSREE TRt d, BF
WEREAMEHRHRHEGI%), kAE
WIRA RS54 (50%) .,

ETHEFRBYEHRN, RN s%
PSR 4. Engel A ik i 8 41512
ETIABRHERILE, #5003 K
E, ARSI AR LTS 5-2alk
B S-RAlk 5 A (imipramine, —FpPH ¥
AWy s A ML /MR D 258 B RS, AT e
A Farb A S B A 1k,

B TR B /R 5 88 H (initial uptake)
S-RABREFEAR, BxH ANNA4SE
RGBSR RILE B B & 5Nk
(indoleamine) #Ei IEH, BRRILEFETR
o TR Y e dp el il & B3k,
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HALBFITE Rk % B 3 He i B 1R 1 Ao T 1%
HFELRTHIERBA R BIER: Xenon HifE
MREBTRMEXRE. teEki 7B
BREREI /DI, THME f b 8§ kR
e B2 EHMEHATFAZEANEMARNE
EERERE, HXFEEMERERRI/ G
Bk B B Rz Ao, AR E 40 i B Bk
PRy PSR ERARER. BRIEH
R TE R BE R AR 2/3 fEMME
HEF P (replicated ) i, {HE ARG
EFBEBRHEEZERRZHLERIE.

sesb, 70% R EEN I, AL
RAZEERHRBRNGRIERG SR Z
REHET R,

2. MWHBEHIK, 1971 3£ McComas %
F AT — TR b L I R A L B
HEA, RABREBARNWERIRESAS
Z G LAY ThRE # (functioning) BEhH {7
ZEREBERY, XERHE T RE Bz
£55 Csick’” motor neurones) LA B Hh 4

REMEHERMOER.
' BHGAERREAE T ELBUE,

FARBEFRBENBRERATHAP
BN T BEE MBS RARIER . R
4R H A (terminal innervation ratio, —%
¥ H MR B 303 4080 BT R DA S 8
H)ARIER .

BBz B, RME YRR
R 4 R (end—plate terminals) 5
JEHL (sole plate) 5 B8 SEX B AN FE B, &
RS KRR E TR, L2 R
HZER/NVBLF B R ZEM/METERIBIES,
RILBEHBEREBEHNRAMNE,
Wz, WEERRGRE BEEFIERE. &5,
RSB ETHEEENME CPK £
BakERHEIAETS.

FHE AR “Ph-E” Rk, ME®
PR BB BT 2 hEE S E B EIE SN

— 4 —

) (active muscle) fyThak 8k

3. PBLRfRR. Y251 2444k
EHFEEXRETETOFR. RHAFEEHN
FEHE A (myofibrillary proteins) B EZE,
ALEHE B (actin), JLERE H (myosin), LI
B E M (tropomyosin) K BLIEE H (troponin),
FHIX RIS E TR, EBRE
BAHPEFAREHEEREHES, &
it i £ 884k (muscle polyribosomes)E &
B n,

IRBARR R BEEANIERT
REZWNAREEEERY. BAEZH
1% 1L 4% B8 (sarcoplasmic enzymes) IGHEF-#,
MMBEREXHERE, RREXSREDG
A— B B AR .

W H b EE RN /DEEK Garcotu—
bular membrane) FHELFH; R KE
PR BRI, MR (sarcoplasmic
reticulnm) CHESEEARSRBIEY, HE
Fhik AR A b B 4 i 28 A SR BR X8 (phosphatidyl-
choline) BEMREMR, AW, FARAERER
MK 5 g o Be & B AL SR RO S 4 B e vl i
B AR B B R RS AL A B,

EEFGFERIET b o] A FH— A4 LA
EHWERLCATRID, HECTHEER
o, frFXARLE M (inner plasma
membrane) R 7 BT 34, 1B SM A (outer bas—
al lamina) ¥ EZEN, BEREETEH
e LB RS, W R e
BEX, FESERERL 2K/, BEER
ARRFED R, EEEEAMIEXAR
fE, XRMcERIA DRI 2 R —
MERHREREEESHIE, AHMbERA
WA ENR D3,

TE B TR AT I E 5 A5 R o P 4T SR
AR PR NRE, BREXHDELE
B S BB . 4408 spectrin peak T 7%
MEREENS, BRARRE. BHEE



SEUEREERIREK. ROfh 25
MBLER. BERBHEOARRERESE
&EO

MEHNLE

BHABRERABIESR FAREHRL
HETH, BREMEEREREERRZ
BEERETHERE,. Y8 1TROER
YRR BN EF AR A B A R B, 0§
AHAREYE, AN &R TR N
W#, BREEHEERAERY, A THE
MLz RIS E B A TTREH:, WL
WHEERERN, HHBE, WHITH ™
R, XFHERERZ -2 BTEE#EL
BN, Pl hidy J,
g —REBWENERBEEERER.
m LA RERLBREHEE, NERERL
3 m s B Rl B SRR R A B

HF T AR 100% HAEDEEEN
Fi, FUBMMNEEREZ—~, 2TER
45— H AR IR B H k.

5223 P Sl IR S Nt S e g ey
-FS

B E (definite carrier), B4 —H
FILTHERE, HEUTEM—REED
FRAE. R, BH. . —4AR—ILL
LBAFPAFRBAKEFHEBER
B

W EE A% (probable carrier); O
ETAR AU BN EE, BEEmkE
BB AR,

A EEE #5E (possible carrier), HA—/4
BILAvER, AXHGBEAHNBHERS
SARERIL, HE-IBHERBEHRE, Flu.
eh. 55, BBREEELGHD.

HESHERRETRBHEZLILE
SERBENEHE LR, NEH%LE
AWHEREHEENER.,

mEAERNEHLERR G
BB RROIHERE, ke LERRA
FirEREL BT E TR AR,

Baraf AT AR E A,

1. HERE #F-hBoRe Tk
(#5%) P H KRR ER LT HRM, AET
EHATERETHRABAF LN REENTH
X Rtk TGRS (Lyon M), fHEEHL
ZX Qe RERA RLREER — R E
WAL AR Wit . BrCARTRE A R
WA E T,

Bt FSRtTEIR, 8RR
W R R A & WL

RuirE A BN AERX, #E
RELEFREREETNER. AARNF
mELmiliiiE, TRAKBRERILALT
B BAN 2 RBERRBRETTRE, R
BI9AFLAEA, HRETZRKEE A
L, AANEHNEE, BEHREE
B ep I A R B

2. MFEHReERMRE (CPK) i5hH Al
o PLRXFRE RN, K 60~80% 1
BEBTE LSRN ERHETUMEN,
EekmiF CPK LY, MR £
ERELREEWANAREE, B2
CPK WRELME, RABNE A NE M
B fhiEdE 3~4 &,

HEMEHE S, HERD ¥ £ D&
CPK A EHTRHREH. HBEFROEZ M
ER /AR Sk Bk BE R LD RHE 2, A
ZEHBRAFELE. AEESHEEN
EHRER,. EEELSEEE Rk, B
ZARREREENHRE CPKENSEYE A
N Z AR CPK EHE., BIE Y
ik, faf CPK B EREEIRENE o
Rz —, ENBHEBHRBEATETE
AERARE, RE,SREHERITIZHR

—_h —




3. MFEREEREE(PKEEHNE,
R E s PK 2 BEEFA ST LS
CPK ¥ A#l &,

4. M{FEMFE hemopexin) K3INE . i&
WAk T H M EEL, Askanas
ROESLREQOMIATROER > H — B
Iy, FEME CPK A RHE EfHE,
B AT RE A R TR R, MM
ERRE R FE &, CPK G IEHE MR
HEPIRA 3% BIMHEFE ., R R %
5 iECPK MM AR, AlS e
ERHETRENEOLHERET 87%,

6. I IEM S (LD R i
BWE, LDH [FIZhgg 1. IH¥#, # LDHI
~ VAL, BAHREES ZHI2W R,
»—HH, RIAFAHELNHE [l % LDH
ErEEE E¥.

6. LLIRME Peak I MERE{L. £ B 5108
Fh R MBEE N FEE Qg > — B
Hgkap iy PHE R LR, A, BAHA
MEFE 2EEEREEN, FHUTERR
AT XA B AT

7. A#RERHSTEMERE. R
BT RREREER, RBLEHIH/RE
AR AL 2R (3 O 4B e stomatocyte) 2 7 43
RRAEE, BEHWHIE, BE2RERHTE
HEREE, REMEEEE R SRiEdE
P RBFHERER, LEPRER. &AW,
K& 5% AT BB AR, B,
AREBBRNAXHTEREERY L.

8. AHMFEHIRE. £FRHEHRT
BHEAREDAMBIRE RE, B2

—_— —

BBt R AL AR YE, ZHE
2 T E L AR FLEER H Cnegative  pressure
aspiration), % B Gt 3 & RO AT 40 BB A 28
HERE 7 (deformability) BRI,

9. EREWARMFARE HEZE
HARMHAREE, RA—LEHEHH
& 40 R ad L 40 7 A AR M i e R R

10. HAEHNE. BRPE LTS
B, BNRERRERLTE LRI,
I H &L 40 Rb86 A4 R MG, SR H
B E U A BT L PSS R IRER
FAHE.

11, MRRBELE FE-BoBEs
h, MGG ERETERERETRRE
B FRLRHBRIEREHR L, AW
“BET L4, BRETHEHSEARRERIAL
g, DIREWNENLSREE®Mn, BE
WG KR A 2 fh St B R B F Bayes o2
H, A% HEtERIBEEOER S
o

AR S 2 o S ket LR T SR i e,
Z/EKER (streaming), HRErfeFEIIET
BREINERE T K,

12. LEAAR 763 AB\HFERE
. BERBRRAEEEEE), 42 4F5K
Bk SHERG AN, EXEEOARYE
m P, 2540 R ETE BEE, T
REL 34 FLITE K%, HERENE 5 &
HEAAREME CPK &, w{ERMEE w
BiligREaE 0%L k.,

13. MABB S LDH) R8s, £—
BB RHShRBE—FRE B LD
H W ZyEg 74, A 2% 18 8 47H9 LDHGS 354y
(slow migrating L.DH 5 fraction) &b,



4. MEEORYE EEEEREER
GBS sHHEXmARINFIRE D
(actomyosin) FALIRE B IEHER K HERR LA
B 2 M B A — A THRERE,

15. M EfIE AR EiEC
ERHER M R, 84
A Z M E SRR e s, FTEEsh
—MENBHEREF AR, Ll el

BRI, RBHERCNREEN R
frE S E AL B, IRE B EIAE
FiZLE GRS, S5 & CPK &t W
REAM, #ERRLRTER.

16. LE BRI KEHIBIHE ZEKG
T, AW, FHWNE V. SR BRAS
U, RAGHEROXERE I RENRES X
HERE N,

FY REMEBEMINEFTRE
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