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XA RISV F 72, 55 6 K3, ORBADEFNCHE
KX 4172 myotube Z/RE A5, T ORRICHT IR
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BT RBEAERD NPT,

z 2=
ED L OMIERHDOFENBIC BT 5 satellite
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B3R BICIFEERE 7013 2 TR BFEES HED S
BLEZ LN,
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(edited by Mauro, A.) Raven Press, New York,
1978, p 91.

2) Bischoff, R.: Tissue culture studies on the origin
of myogenic cells during muscle regeneration in
the rat. ibid. p 13.

3) Hsu, L. and Trupin, G. L.: The role of satellite cells
and myonuclei during myogenesis in vitro. ibid.
p 115.

4) Konigsberg, I. R.: Regeneration of single muscle
fibers in culture and in vivo. ibid. p 41.

5) Wakayama, Y. and Schotland, D. L.: Muscle
satellite cell populations in Duchenne dystrophy in
muscle regeneration. ibid, p 121.

6) Hironaka, T. and Miyata, Y.: Transplantation of
skeletal muscle in normal and dystrophic mice.
Exp. Neurol., 47: 1, 1975.
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5)

OZALDHEMTH 0% - 3R EY (HELSE
CRBME) TH S, HHVIRELLOERD
L VEETH 20 %HIcd 2 B TUTOERE
T -7,
FEBTHICER LRI TomL Th %,
1) thOBmHAEEST B LI BBICHHTEX B
BHWS, 2) +X MiloBmEBHEL HORRE%E
P ELDITEDLYDEHELER L B &8
M43, 3) BHBGONAS: in situ TRIET S
DEBBICT B - DICHEE KCMEDTLE 5K
gL DRAL TV 25EMV5, 4) BHEF~D
HREOBXEENS, —EHRNIC 2O MER
KEABILEE B1DITHE B PSS BFHEERT
%0 5) KOERNICHEMHERS DI, 1A
FtfR & OB LT BT YA LRV TH%E
B4 5 ( cf Hironaka & Miyata, 1973a ).

INSOEGERITODE L TER2~3HE
Ot 3 apREUFREE (ECRL) ZBfEfE L
TEATS

bl &

P 2~3HHDE 33 %7 b o U THILE
L — 5V CHBEL, FOLTIIREEE, EiE
s Fic ECRL# % & Lo ECRLEFICIRAS
BHRAIL BRLHIGEVETYIN LcR 2f%E &
DL, fipk 3 3DFNERMEL THHERI—E
DEHNZER > TARETHEIREEE Lice FI3EE
BHTITIE » 720
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BHE% 60~6588ik, 7 F o YEILE (100
2g/kg, i.p )% BRBRATICZ -7 VHE%
IR WERBERREEA » voxa -7 LiRBIEL,
X—-YVva—s—icididlic, MHBDOREIIRKE
FoElLE —EDOFFRES) - HLICHE L 7o, FhL
IKEEL=7 M) OREEVIVERE CORFEH
WTNT 7 4 T —EDL DFHDBES 41~42
CitfR -7,

ik L CMREORIBICIIHSEBEH, twitch
tension ICi3F%: 0.5 msec T supramaximal
DEE DRI ASZ, tetanus tension
i3 k50 v vz % 100 cps DHEE T 200 msec®fE]
Bz 1

Wﬁ%ﬁ%bt&,%§§%M§k,Té@#m
GRS L THIBLEIRERICE L 7R, =) v T
EE, HERBETIVHOEREmEOAEIAY

foo REXROBOLITAERIEIC X 5 FEH 50t
aY VI RF L— XEOHBMLFREFRIC LD EE
‘EE l_/f:_o

% g

JERMMECRL B OME: BilicAWECRLE
DOBHERIOERIIEEOE 33T 10.2+0.54m9
(mean*SEM, n=15), YXtwvo74—0Dk3
2T 10.3+£0.48mg(n=17) Th-7t D
DOfEOMICE#HET EOREEIRONIID > 72, T
% 60— 65 BHDIEHR 7+ OB ECRLFOER
31040x288mg(n=21), YRAbo74—FF
vDZHI3 1104 +36.8m@(n=33)Thbh, YR
b o7 4 —BRPPIEBADMER AR L 7208, BEE
[FEAG Y A

itk 60~65 BHicHX T 5 EFBMECRL BDIX

F1 EFBLUPYR o 74 —F+ VIEBHEECRL B ONmOHE

Twitch Tetanic
tension. tension
(kg/cm2)
Normal 1.14 3.14
+0.183  *0.253
n 8 8
Dystrophy 0.44 1.63
10.051 +0.140
n 6 6

Twitch CT 1/2RT  Pn/Pp
Tetanus
(msec)

0.38 29 20 0.96
+0.074 2.0 2.3 +0.023
7 8 8 8
0.27 ‘ 27 18 1.01
+0.018 *+1.2 *+1.5 10.032
6 7 7 7

#%60B~658H Pn3EHlguc £ 206, PmidBE MBI & 2008, ni3flEE
7~ CT : contraction time, 1,2 RT : half relaxation time,

FOMHERKXIITEEDTHS, YRbO 74 —F
FvdD twitch tension BRIEEDHN40%THD,
tetanus tension 3¥I50 % Tdh -7, Twitch

—tetanus ratio BYRbo74—FF ok

DIN&SWMEAERL . —F contraction time
(CT)®BLU half relaxation time ( 1/p
RT) BAETHREZBD M -1 F72Pn/
PmMYR a7 —FFVTIRIF 1 IGEWEETR
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UBHER IC RIS L D0 T E R E e,
CDHER<IRADIR b7 4 —TiEPn/Pmid
RO ETR 1L & & HBITEH 7o

P ECRLEOVH | &2 IBHEHOERICH
TEHHERLEELEDIDDTH D, +R MPBIEFEDIS
BRIOHBIBNTHHICRIILIZD YR ba 7y
—DIBARI 40D TH -7, BHITHRIIL 7-Flic>
WTOBMERDOTEES + X FHIEETH 25413,
L DEVEEERL, FFr—BMBERTHEMYR
b7 4 —ThEPIRERICDTVEEEZZ M1

Animal

B ECRLEOIHEIIFEFHECRLED =1
L SROTFNDOFS /NS WEZR LIS (K1,
3 ), twitch tension, tetanus tension,
twitch—tetanus ratio & bick X MSIEHE TH
OPIRAPUT 4 —THLIPILLOREEEZEL,
Fr—OBDENCL->TREEDEEZHELLTNE
WHRETH -0 —HCT, 1o RT TIRIEBHERD
DENITL 5, FHEIICE, PPEL 3 A%
mUTHS, BRIDS 1 70N & 5 RH 5%
BRLOIEM T,

xR 2 HERICHTIBHEOBE

Type of Number of Survival rate of Muscle weight
transplantation operation muscle 60-65 days for successful
after operation transplant
(%) (mg)
Nn 19 58 444 * 99.8
n=11
Nd 25 60 , 344 £ 72.9
n=15
Dn 25 36 241 t 81.0
n=9
Dd 19 37 235 ¥ 62.7
n=7

#1%60~65HE Nn, Nd, Dn, Dd : N, DEZhZTHhER, YR+o74—-0DFR b

2RL, n, dBFF—%RY,

= 2
%2 OB BHERICHT 3 HE5 L UK 3 OBH
BoRmEORE IcEEd 2 #ERII=7 YD YR b
7 4 —ERBOTHHMOERNEETHS T E
BREL TR, HERICET S 7— 5 REREE
RARS Y BIOBHEERE R 56D THBH,
TR A1 -7 (D e D& BoHEIcE

Wb Bo I VA LTHIATHHETIREIOBAERE
RS NIRRT L5 IBbNE, ADFHY
Aba7 4 —fEDEFNVERE L TIHSEEHK
Fo MRS NTOBIEEBRT 5T LAk
DEETHAI,

BEEMISALIG D 5K 3ITRE NIHE ) 255 S
EAHAUDOBRM IR b o7 4 —DF2 MUK



3 YRba74-BLUEEF+ Ve 2 ERATARNE OB 19

% 3 ¥H ECRLEOIHEOHE

Twitch Tetanic Twitch -
Type of muscle tension tension Tetanus cT 1/2RT
(g/cm2) (msec)
n =7

N 45 150 0.35 24 18
n +19.4 +49.1 +0.003 1.7 0.7
Nd 83 247 0.34 26 16
+34.3 +82:8 +0.020 *1.2 +1.1
15 62 0.23 24 19
Dn +5.3 +19.9 +0.046 +2.8  *1.6
. 17 55 0.25 26 20
Dd +6.6 +23.0  *t0.051 2.3 3.6

#1%60~65HE Nn, Nd, Dn, Dd : N, DRZEhZTHhEH,

%;RL, n, diIFF—%RT,

T AEEBHEGHEILETHAD, TOHNMED
TR, YR bo74—FFVOFEBEECRLET
BRSO SIEAPET LT AEE (K1)
Mo, ] 5hDOHRICHRYT 5HEFORIBHTRRE
3, R0 7 4 —DHBEFEDH X FTIEED
HEFRA CRICHHEAERT AL, S (K2, 3),
IR+ a7 4 —OREEEORENCETIC UG
RIENEF BEX BRFRCRA72/35 A 5 — 1Tl
FTEPEDITERIESBNKDITH %,

4

5)

7

X 5

1) Gutmann, E. (1962). “The Denervated Muscle’’
Czech. Acad. Sci. Prague.

2) Guth L. (1968). Trophic influences of nerve on
muscle. Physiol. Rev. 48: 645-687.

3) Cosmos, E. and Butler, J. (1972). Differentiation
of muscle transplanted between normal and
dystrophic chickens. in “Research in Muscle
Development and the Muscle Spindle” eds. B. Q.

8)

9

10)
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Banker, R.J. Przybylski, J.P. Van der Meulen,
and M. Victor, pp. 149-162, Excerpta Medica,
Amsterdam.

Linkhart, T.A., Yee, G.W. and Wilson, B.W. (1975).
Myogenic defect in acetylcholinesterase regulation
in muscular dystrophy of the chicken. Science
14: 549-551.

Linkhart, T.A., Yee, G.W., Nieberg, P.S. and
Wilson, B. W. (1976). Myogenic defect in muscular
dystrophy of the chicken. Developmental Biol.
48:447457.
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OEITIR 2%y VEETHEF 2 BETFD 1 ORE
RBBL->T0BH0EEEREI N,

KicZ DERMEOBEFEHFHERF LiplicE
ALIBARKF 77 ) v HERICEREEBIGLES
DEIPBERE S, RRMABRO k% Y
YEBEA N Y LS VCE CTHAERIMIICIEA LI
DOLF7 7Y YERTEEES 1o =—HMAIES
N F—RIIZOKRTHS, 10° MiEHKD

200 5 3 EDOftE D o = —MNHB L /cds, TOHE
RTK LifaicHamhmbamA L THA TE
MNTHEEELBRLDSREVETH -1
PEOHRRIZDEF 2B =FEBVTCO-
transfarmation #{#fFL Tk +BEHFHEOS
EFRITHTIEETH B BERL TV S, SHROIEE
ELTREFDORDICDNARZRWTHALEDE
HINCIEREF 2z FD/ 0 —= v /%1758
185, T>FTEHIFO LWV IBERERORT
WKL T EMBTE B,

PB—FK EF2ERLNTF 77 ) Y ERMUFL

IR ORGBERAIC L HFETFL
RO R R B,

# H Mo o= —%%
BEkis LoxtR -
% (%vﬁ&g) Al 1817302 10° Mk
%(I%AS%MQ;E)A 231.030=—10° &A1




6 MBHEBREICEIBHGYR b7 4 —EOWHE

ErDYRMOT 4 — DR

*X R
HmEBAHE B B
Brid, b FERBEMEELT, Duchenne
BI2bo74— (DMD) RUZDEFEREFHDH
MR, SHETR, MEXRICESE TOR
BEHEREEZAVTRAL, CoBBOEMLTY
A bo7 4 —FHROBEERRET B EARAT,
Ffo, MO, SHERRICW:5ETOD
P BRI EES RO CERNICETT AR
AR LD T, ZOBE% 68 THRET 5,

1) BEsE

ERHK S LU
1~1 0% TOEXEDMDEELTICREE
G4 0.5 mEICHYIL, 05 —4 vBEH/ N—
752 IR DT EHEL, FTh—Miz 1~
4 HRgicWistelr %25 v 7%/ 1 CRE~Y X5
fF BB 1 3~150) OEBHETEIL £ Hag
EEICHEmML TEREL 7o, BV FEHIIMaximow
QEAN— 75 AT, RBRERS & O

BEIC s L bk I LT 1o 7o,

#% -

D x5 BB ER LS BRERmT 5 &,
1~ 28D bicHHL b #Rss SoFic i L
BUCEES B, ChIREDBL ST, ZHETHRHT
REFICRIc TO e B R O S B R RIS v
BRICRYET 5, T LCBER ARBCHORMER
HkE Bbh 2 ML OmFRIasER L, Z0%

* AR R AR E

L
xR

TERISHEMAR LR, BOICRISEEEEL, 12
HEWEZ cicidslato SR OMmEMRR (K1) »
BRI SN T 3, 3/, COETTiK, B
Bk & Fricic ERE N TE 12 HE & ORlic s
Rohsd (1), 2o cidshFiamh
CERL, KICRZDOBREPFELTRTEND
%, 3EXREICIHFMBORHEHEIIBOL, &
BEHRIERICEXEREYDD, ZolkoRi
AR EROMRBHLABRDE L OIS, 48%
KRB AHICI, DHIEHOEEER T 2B
BELLN(K2), By AREETRIEERINGES
DELEIERBDHBEIL L 5N THIIN,

Zhicxtl, BRRFZMA5C &1L, Bl
DHEZRMTEELBSIE, K1 8%kic, A%
F R /DB ORHEEE AT & FEREA R4S,
BiRZzDbDRIBIFLEICOI DERERIES T
I BOADBIR I T, UL, BHERER
i1z » THEFHEEZIMT L 7o S0 (2 Bereic &£
MEC, 28RS EICE, oWk HEMED
W& HRMEMBEL, 3BRE TIRHELRSS S
h, —MRIBHEAHREERET 5ICES, LhL
ZTOEERRZ, BHEMAGAICKL, B350
ICHIGTH 5o

2) DMD#i: DMDIiZ2WTid 6 Flic >\ Tia
RET -1, BHREMAIIGE, HEFMaLEH
D OHELR, BEHMEHREOBMICESLETO
FeREIRIRERI, REHORA LRBIZERTSH 505,
Eksh T 3HEIHBOZhIC L TOHE»
BETh-7lo T/, 4BZRIIJELDDEOH
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BHIICEEDRD St, Tk H AT RIinT
DMD#TI3REEBARG % | A ¥ 2R 5EK D, Mg
XEDHEITH D 6, BHEREICANOILP,
WA EMGERD (K3) , = O RIZEHRO
oz bo7 4 —BOLDER—ZILEBbN S,
FHIEFRNTREIHSHBDMDHE IIHRBO Zhic
HUTR EWHKT 2 EMSA SN,

BB R DISE O BABROBHIRB L 20
BEICEMBEDOMICELVERS SN - 1,

7o R R AR ME & M BRIREGEIC b 1o » BIFITF
BEEhTuni,

3) REER : BET TIHOADERTIIHS
2, ZORRESRMICHBEZIEFELL, L,
BRAMOBS, 27 AAE4EIY, DETES
5D EERMEEIC DM DAEEDOMFLOHIERE 20D
MOBRED FRIREUABD B L0555,

1) #fak:&

EBHMEBLUHE
kDO DMDEEL LTREREDSE 1 Filk 0 [EH
IR L% 0.5 mf I ik, &2 0352
T5RAF g VIR VvBLUR MY I ANTRE
HAEEES (CO25%, Air 95%) NTHEEL,
B&EkiE, L15 (85%) +haff4miE (15%)
HIEHEL LTHY, —H0RYIE T 1 BILHH iR
1 0 %%MA THER L, &I 3 BEICB T

ohe 2REBRUTIORTHE T, RESES
KU DMD EZEDHEEED O [FIEFIC 5 3% 7 B
L& 5 x 105 viable cell /dish(5¢cc) HEiAA
B,

Trypsinization (0.125 %,

37°C)

!

Wash & Centrifuge (1.0004 2 min. X3)

for 1 0min. at
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!

Filter through lens paper for elimina

tion of myotube

!

Incubation in feeding medium (40min,

at3 7%C)

(= absorption of fibroblasts)

y

Collection of floating cells

!

Cultivation in COz incubator

MRUI2KRE»M 208, 3B 1488, 4K
Bid 2 4BHIB BV, BHEARBRENTHS,

¥ S

1D IR : FREL LT DMDfIh bIZIZERED
R RE & > THBEER LI, B1L, 4HBKKHE
fh X o IFlaEt =2y, 108E~17H
Bithrid THEERSET LI,

2) 2fH : REEHFHRIMRKR 2 AEEX
DIEFLEARL, 4BEIE 1 OB LOBHE
ka2 HIEK L-oikxtL, DMD#&iZ, SR&
g ML, 1 ORI EOBEIR 68
BTy ohd, TOHBBEE GREEHICHL
Tl »tce SRE~BITHROMIIZDEMIILR
REDHHBDMD LD 2. 415% > 1,

3 3fRH : 2RE LERDBED S SICEE &
iy, FRETI48HI 1 OB LOHELSEH
ks hicoicst L, DMDTRAkEDOHMIEILIZE
AEBONT, MAEDEBEGLIRET, 2 4HEET
BBRET 8 BD/NMHEZDEERD 5DHTH 5,
4 REMR B0 MioRmt, REEDOHHBDMD
DR 4 EZ D -1,

£ ®
Maximow ELiC & 3 SR EISE T ZBURICHER L

1BAIIE, BHEFOZEREHST OTFPICHES

FHICBER RIS E DIERICELRVDS, FEZ

MAFIBAIC T & DEANIC & D RBTHABOH

Bah THEAREMEREI NS, X, Maximowi:
LIS TR, SHBURERTELIL DOBERRYS S
NBh, COBE MY I HiEZT D bDIIHE
R EHT 5, cokHic, HBOBELIIIE
KL BEHBHEOBIEE W S BIENLADEHLTH
5LBbNb, In vitro TREHESHRIHE
MR ORRMEE DAY, in vivo DIBAD K
I re-imervation BZDFEFFTHEL B EidEL,
CLUAHOMEREERET EVHIBEER, Lok
BB LI CHRTHLDOD05EBOKRETREET
H5,

¥, BEETE FOERFO in vitroTtoH
i b &P FANBBMERERES hTvmn
M, COBFEREMIBREDRELTHET L,
ot FOMBRESOBVEBEEET S b
DTHALEAEZIHEDLE, BEZOLDAEEY
Eifichi > THFT 32 itk DHOREDR S
N30 EBbNh B, -7, SEBREIBMIITEKR
HAEMA TRIERZTHOLEND 5,

L LEHSBREE TOERMET, DMDEICIE,
xtgh, REREHIEL T, HEERSETT TR
HEOHBIIBHD THOWHEEDHRTENHY, in
vitro TIREBLEZDLDHBLIDARZELTHHT EH
Rk, $1z, MIEEICE B FRNEROST
HZOFRRAXFELTWAY, COBLKETSLR
1%, BN Dystrophy KZEEEKD DMDO
HERIRIEC & 3 BORE "0 —RNBRETS 5
Db, HBHVEBIC in vivo TOEREE BT
K AT ER O RITE 5 DI DMIEIC
HEURFAEZET 2D EBbN 5,

&5k, DMDIHEKBVWTCESERA SN2
Fafnk & B 0 HIZERkIE, DM DODEHZEMAS
B L XD RRBWCGET UEERE U185 dRiit 2 7R
WebHbDEEZLONS, 51k, HEOKRRODES
LIREHBRE OREEBRT A LickD, DM
DFEEHDF LOWFEh B ohs b0 EBbh s,

F & ®
PIE, e FO&ERFHARWT in vitro THOH
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EBREOEREE IV, bb¥TDMDHOEE
12 5 VIR FRETERR & D AR OBIfRIC D & 4R
FL 7o BRI DI ZMA T, in vitro
TE FEEHORENEHEAREMEXRICEL S
ELURRICETELSE, COBERLEOBEIIEY
T, DMDICHRISHREDRIMZRHET 5L L b
i, IR AL CDMDHFMADI 5T W
EHOMICT B FETH 5.

D

2)

3)

. 4)

5)

6)

X "

¥R &, AHEE, RENES, AHEE (5%
HICEDZH IR Mo 7 4 —FEOWE, BEHHEE
BRRRER, HYR o7 4 —EORBNFRE
(I53) BSHEEHEE, P102.
Yaffe, D.: Retention of differentiation potential
during prolonged cultivation of myogenic cells.
Proc. Natl. Sci, Acad., 61: 477, 1968.
Witokowski, J.A.: Diseased muscle cells in culture.
Biol, Rev., §2: 431, 1970.
Morki, B. & Engel, A.G.: Duchenne dystrophy;
Electron microscopic findings painting to a basic
or early abnormality in the plasma membrane of
the muscle fiber. Neurol. (Mineap.), 25: 111, 1975.
Rowland, L.P.: Biochemistry of muscle membranes
in duchenne muscular dystrophy. Muscle & Nerve,
3: 3,1980.
Witkowski, J.A., Durbidge, M. & Dubowitz, V.:
Growth of human muscle in tissue culture. An
improved Technique. In Vitro, 12: 98, 1976.



7T TIEERARG D RUEH YR o7 0 FiE(dy/dy)
< 2BAEHHFEMAED in vitro ITBIT 3

53 R AE D L

SBHMTRONEH IR b o7« BEBYORH,
ZOM, HEBOMEN, BENRERERASH
WThb, B, ROFESULETTHRBIC
BIRSAasD, & BN T CRNERT S 5
i, EERB GDRUBIZ a7 454 dy/
dy) =9 25, Bighhazastl, £ho5Din
vitro KN B RS MEDERREBIR L1,
COEBRRERY, HHEEORIE, BREoML,

FHRHED MR ORI T, in vitro iKBWF 3
EEHERHIR b o7 4 BOREETY, mEDHE
BEEFHSHICL, YR o7 4 BIEFRBEICES,
hic B B —RIRIEEMS BHOTic, HAi
BTVB, Tk 3B, (NERRR (44) RUH
VR ba7 4 RE (dy/dy) = KBiROZ B
#tEIE, WoNnd, in vitro KRT, DFEHEE
SRR (2) dy BETRE
DFEREINTRI, HIYRA o7 48 (dydy)
D in vitro KB 5 PseudostrapEmk 3)¢i, dy
BEFERIIZVIEEDH (L4) OEEIRTS,

BREMHIC L > TRESNBHE, wontisl ¥
7oo WD 5 4 SEEEICHE, Tk RERRAFICHSL
L, EERUBIR o7 4 BEHEOEHESE R
Mk EMT, EERUH YR L o7 4k
B HREAGHRID 7 0 — VSRR ORHERO L
BOBEETE LHE LD SEIRC ORMEDHE

ZRY, ER (4) RUBYZ bo7 4 (dyAdy)

* B R IMRLiREE

*

¥
Bwm & ¥ OE-—B

BAMBRSEEMKED, in vitro B 343
DEEEEERMICHBR L 1D THET 5,

HHEHE

LR, 8~1 2@SDIER C57B1/6 +4)
RUBHYR b o7 4 RE (C57B1/6] dy/dy)e
v A KEBERIIC 2 0 % R/EKEAES (E¥E~Y R T
3% 01mL/ B Y R < 9 A CHE 005m1
L, 3ERcABERD, BEHELT, BTOS
EERICH W, 1B, SEBNTHVW:, EE, &
UR=Y ZADBLOBNE 1 4 HUNTH 5.

B0 Y RELHAMYL, 10mlo
Fresh medium? 2 ANFBFROBCM, B~
o Mk O, BB L, G2 (150
—mesh)TA8, SEAMNBRBEGHIREEE %15
7o Fresh medium *@EMZ, #2100 @
/' ml ORMAESERERARL, UTogEsicH
Wiz,

BESHE 02 $¥5F V08" 6 0mm-Falcon
BEENZ ACIRSEEIT -7, 1A 2 48509
#, % 5mldGrowth medium * C 5 MIZsHE T
VW, IS HREEEL, EEL, BBRHR3T
T, I 10%, CO25%, %59 5%THbo

DR,

(1) Fresh mediuml) Eagle's MEM 85%

B m & 10%
SR 5%
(2) Growth medium > it 090%
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HBHEDHEL |
HRER I 10%

WMEHEM  Fresh mediumZE¥~< v 2 FH4
FrEsRMmAASERIC A, 2 ARSRIEE LAk, 5
AEMXL, 3000 rpm 20 SFEEOEBREITV,
EEARGAEME LCTER L, BB COERTH
W/:Eagles MEM (RA#BD , BM#E GRAK
B, 4RARIE (M.B.A) i, &%, ALo.y
FEESDOLDEER L,

MR REERORE  AIRCREEE L oS M s
BOHEMEFET, FRTH 3 0 SRHEAKLL 7K, 100
%r4 /) —NTEREEEL, ~<bFV) Y THK
Qb AfTV, FRMERE, BHEFMIROK o o =EiTik
BARE LI, BBOERESEEORE /S0 =~
BBA Ltce ROXTERS 0D X Z Al R B
L7,

X=—7—s— N:!:ao0=-H4hOKHK

= f-2

FER 1 IEEREHARMEEE (EEEELE
7). RIEEMYD, 500 BHoMiaziEs, A1l
BOEEZTY, TOHR, 392 BoH#ida o=
— & 160 BEDBHELFHR D 0 = - ARk S h, Plat-
ing efficiency (P.E.)3 10.0%Td » %,
(Table 1),

YR a7 BERGHREAERE B oxEs
EEET) o RIBEMED, 500 EHOMREEEE, &
i O OEREETY, 139 HOHMEII o= —&
115 ADORMEFHED o = — %87, P.E. 5.1
%ThH-1e (Table 1),

MRNREE FRIEERVE Y R ZEBICNT
SRRSO A REEE, &4, &ao0=
—ICRY), ER M T AIRERL, MIAHREEK
Dokt (Figs. 1, 2). E¥, HIzx&
EERCcOmM, HEFERoRMmaaRERIE,
Wohd, ERAMIGENSHERLIEDT, &%
DEHEEE EERERRYD, FIHEDOEDREELT
ot (t—8RFE) o

MmrasREES, EERAHBRBEE GEEH
MMias BEd) TIE 693121, BV R EAEBERGH

e (B2 BAlaseg4) TIR538E1.13 Z0
#i3155THh, HETH»72 (P<0.001)(Table

2o IEH A B SR ARMESE ARG (IEHARMESEAR
fEed) ONREENT 4501090, % ¥ A EAER
HSRERMEEATE O O R SRMESFHIRR L B8 4) O %
El#it 4231084, ZD#EIF 027TH Y, TDEi
RO SHEROZEICHEKL, LEVD, Zhd
HETH-1 (P<002) (Table3) o

K2 COFERIERIERUTH S, EF,
v R BRI, REERMYYD, 500 EOMIaEH,
1 1HOOERL I, ERERTI, 145 EDH
Mo o=—&, 127 B o = -8
5h, P E.I349%TH-7- (Table 1) o FHYR
EETI, 5 2@0HMido o=—&, 158 fHDER
HEMiEo o= —D&h, P.E 338% Th
-7z (Table 1) o

IEEHAROSZEIE6.1411.39, 5 ¥ Xl
faozhnids516+1.15, ZD#I2098T, BETH
-7 (P<0.001) (Table 2), ¥RHEFHfaD
ZiOEis, EEEETII 4445112, BiVREET
12422+105 TH D, ZD#EIF 022 T HETRL
M-tz (Table 3) o

ER3 HR1, HR2TR, EEINMOERS
Nizoo=-0uE, WwIohd, EEEETILS
{ (Table 1), TOHMBEFEHRDOFHIZOM
fanHEmEmeE L cajketknid 5, T ORTREHR%
Batd 280, HRIEHEL .

EEREE ERNNYD, 500, 250, 125 DR
fBET, &4, 1 OO ODERET -1, &4
fREEORETEONIc I 0 =—-DEEMY H TS
¥u3, &%, 180, 121, 67 TH-7 (Table
1) , HHlEEEIBY 3HMldosRERE, &
%, 6.99+129, 6.891+121,7.0011.53(Table
2), BHEFMAaOYHEKE, &%,441E
107, 432+1.12, 400%133 ( Table 3)Td»
>t W, HHEEMEOVThIKBVTH, &
& DEERIC BT 3 SMIESREFAEERT, A
BEEIDLEI o1,

BYREE IEEEREERE, HEENND, 500,



36

TR I

Table 1

®

Plating efficiency and number of colonies formed per dish
in each series of experiment.

Series of explt. Explt. 1 Eb(pit. 2 Explt. 3
Source of cells Norm. Dystr. Norm. Dystr. Norm, Dystr.
Inoculum size 500 500 500 500 500 250 125 500 250 125
No. of cultures 11 10 11 11 10 10 10 12 10 8
Pl. efficiency(%) 10.0 5.1 4.9 3.8 3.6 4.8 5.3 6.8 6.4 8.0
No. of col./pl. 50.2 25.4 24.7 19.1 18.0 12.1 6.7 33.8 16.1 10.0
Myoblast 35.6 13.9 13.2 4.7 12.9 9.1 4.1 12.3 6.3 3.5
Fibroblast 14.6 11.5° 11.5 14.4 5.1 3.0 2.6 21.5 9.8 6.5
Figure 1.
70 _ ]
60 Normal myoblast
50 |
—
40 - —
o| 30 - .
-
5
~ 20...
o}
o |
wl| 10 | r—
o)
M
; []
B 4 5 6 _ 7 8 9
2 Number of cell division
10 -
| -
20 ] —
—1
30 J Dystrophic myoblast




T TEERBR (D RUHBIR o7 —REWy/dy) =9 RELFHEREIAO in vitroikksd?

SBEEDHE |

Number of colonies

40

30

20
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gure 2.

Normal fibroblast

f—‘—

2 3

4 5

6 7

Number of cell division
[ F—

||

Dystrophic fibroblast

Table 2
Number of Cell Division of Myoblasts
Series Inoculum = = s .S
of explt. size Normal (Xn) Dystr. (Xd) Xn Xd d.f t-stat.
Explt. 1 500 6.93+1.21 5.38+1.13 1.55 510 p¢0.001
(373) (139)
Explt. 2 500 6.14+41.39 5.16+1.15 0.98 173 p<0.001
(124) ( 51)
Explt. 3 500 6.99+1.29 4.98+1.20 2.01 254 p¢0.001
(116) (140)
250 6.89+1.21 5.22+1.34 1.67 139 p«0.001
( 83) ( 58)
125 7.00£1.53 4.89+1.19 2.11 51 p«0.001
(27) ( 26)
n: normal. d: dystrophy.
X: Average number of cell division.
t-stat.: t-statistics. d.f: degree of free.

( ): Number of colonies used for the

of cell division.

count of number

37
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Table 3
Number of Cell Division of Fibroblasts
Series Inoculum = = s _ :
of explt. size Normal(Xh) Dystr.(Xd) XXy d.f t-stat.
Explt. 1 500 4.50+0.90 4.23+0.84 0.27 268 p<¢0.02
(155) (115)
Explt. 2 500 4.44+1.12 4.22+41.05 0.22 275 N.S.
) (121) (156)
Explt. 3 500 4.41+1.07 4.11#1.18 0.30 301 N.S.
(_50) ( 53)
250 4.3241.12 4.15%#1.10 0.17 123 N.S.
( 28) (97
125 4.001£1.33 4.3241.24 -0.32 7 N.S.
( 22) ( 51)
n: normal. d: dystrophy.
X: Average number of cell division.
t-stat.: t-statistics. d.f: degree of free.
( ): Number of colonies used for the count of number
of cell division.
N.S.: not significant.
250, 125 OEMMERT, K4, 121, 108 ERE, EXBH#~Y R (44) BRGEIOSH

8OO RRAIT - Tco BHIRBEDERICEVT,
Bohica o= —DERME Y FHEKIL, K%, 338,
16.1, 100 (Table 1), KiBIIEE LT 2HIia
DEEFUL, HEETIER, 84, 49811.20, 5.22
+1.34,
&%, 4111118, 4.15+1.10, 4.32+1. 24(Table
3)TH oy, HHARE, SHEFMEEOVIRICEL
T, JHMREEICK T 2B HEIFEERICE
BOEEZRBDIE 12, PILOER»S, IEE,
FZADNWSNORERICEWTS, B, S
MOSHERE, DL b, LOKRTHRS
do0=—-DOKOEETIE, 3u=—FBELERER
WEEERHR S, Bit, WIhOHREEICENT
b, YRR 2 REEKIS EE R0 5 20
HBEOEEI/NS L (Table 2) , RHEFMBED 57
WL, EEEE HYREROMT, BEE%
ADISH» -7z ( Table 3 Do

B &
I LDOREBEERNS, TORBREKBETIE, By
A bo7 4 RE<YR (dydy ) HRBHRBEOSH

4891+1.19 (Table 2), #HEZFMHIATI,

B gL, BEICDL, —4, SEFmaon
ZERUE, IE%, BYXEEOMT, AL, £%
B otce dy PR PBT 479 D in
vitro iB 1 ARENIER L SN TH7- Pseudo-
strapfy 75, BEEHICE -TH, dy BET
ERFLBVIEE-YAHIRE-TH, BohdEM
aanT Bk, K72, in vitro KB AR
BRI THEWdy YR bo 7 4BitE 5T,
FHIREAHEROBDIIBH TER T REEHRTH
5, LipL, TOUBESEROHI X + o7 4 EEFRD
—DDFMBM DI ZHLEMIKOVTIE, RO=D
DOHEEICD0VT, HS I LTS TR E, iR
ET4ERRL O,

(VE—EE R T i 285 ¥ X a0 226
B EEHElaOzh L DDV DR, # Y2 HkEE
DO, IEEHEROzhic kL, R0E
X300, Xid, #Y2HHEOMIISHDS, &
WhHROoZzhi D, ELERTIHERKLZD0,

(2)5h ¥ 2 RO A HER DKL (LiLywho
FRICE 26D TH->TH) i3 dy BIEFRHEDHE
BOGERTH D%
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DHEEEDHE |
(3 ¥ 2 Bl DR HEB ORI H ¥ 2 i (dy
/4y) iKROoN A EBRE FHREOK/NRRE, #
BEOWH, EHE) OEZEOFERTS 50,
PLEOERIEICDOWT, SHETEEYD, Himias
REKEELD, BHYR bo7 4fE (dy/dy)RIEIC
W5, EREASHICLTITS FETH 5,

X & »

EERHA () REHI R bo7 ¢ RiE [dy/
dy)= o R EARBREKMRERD in vitro KRG
BERMEDHEL Lo YR b o7 4 RIE~
v 2 RGEROARERI, EE~ Y XBREGHE
HADARERL D b, BEIBELL TV, —4,
SO REK, EF EH Y 2OMT, FA
AE, ZEBDIED T,

1
2)

3
4)

5)
6)

7

X [

Kagawa, T., Chikata, E., and Tani, J. Develop.
Biol. 55: 402, 19717.

Kagawa, T., Chikata, E., Tani, J., and Tsutamune,
T. Develop. Biol. 65: 526, 1978.

Parsons, R. Nature 251: 621, 1974. -

B B BRREAREEYFSBHRESE,
118.(1979)

&l B FSBCIBAREEMESFEEESE,
20 A 4. (1980)

HI B, §REE, & S, BEREH D $30E
BAMaLEyE&TFRE, A—28 (1977)
Richler, C., and Yaffe, D. Develop. Biol, 23: 1,
1970.
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59 s HREERTICONT
mo# E %
WEBNE L B OB KT Eow &
T

IRBFHEEN D B MBFE T 2IEEELIZ T +
aFbEY Y (TTX) REDERICERSH, T
TXBZHNa 7+ ¥ 2 VOERICE B bDTH 3,
Lo LB HEXRENIc b &, TOHKET
BIEBEALE T T XRSHEEKS . % N
T3, BEHOEEEMIITT XERZHNIEL, &
‘kEic, MEXEICRELTT T XEZHESHEL
T B 3 bb, ERGEEIICEY 5T T X
Z¥ENa F +» ¥ 2 VOREPHFRIIEMRICE 3
KREMETICHIEELI SN D,

=7 b ) R AR SEREAVCOhE
COEBHE, O TTXESHEN F + ¥ 7 i,
a0 LR Buc O T, MEXEL L DIREEIC
BOTH, Hilagicsr 22 0BEENEML, B
MO BEMMEE L ToMbeR T 5T &,
BLULDEHEHEXRIELTOT T XERSEH
Na F+ v 2 D5 {E3aEicid, #EHAD SO
HBRPSHREXRRICR > TEELREIERL TV AL
LR EDHELD SNT WS, HEMABRMHEOTIC,
MREXEERITL 9 50D I EEMESEEINT
WBEEZLND, SEIZC OREEBRMEKDD
KEVMEOLFENHEEZ S DIt~ HERE T

- f:o

= B H E
R RO S IR 5 3EETEsE ok

* LB AR SRR B

NoNTWBE BDEFFALR U TH S, bbb,
FHF1 1 BEHD=7 b Y ROKERE + ) 7> VAL
THLEiLk TN BAmFEMEE, 254>
BMLIT 92 F » 7 HBEIMICEBIEET 5. AL
TRAERIKIL A — 7 VOSRIERRICY <75

(10%), =7+ Ltk (2~5%), L —
sy v (1mM) BLXUREYPEENA 6D
Thbo, FEIAVI.=7 b ) [BH#I, SEicH
WHRTWS =7 b ) R o DMK TR,
HEBRBRE RO I SO MK TH 5, Fib b,
FEE1 0BHD =7 b Y SRS, BLUBHES
ALEEDFEREIORE, BYOED% 2EED
404 Figetkicke o+ 4 XL, Th% 2000
Xg, 1 0AMELLTIoN EFETH B,

R, B 1 9BED =7 b Y KD
% 2fERMDS 4 o4 FRREKIRFEIFA XL I
Db, 2,000%§, 105E&ELL TR, COK
bR E S o, EEELD A VIFBELLI: EFE
T, WMEEN, Hir, SERRLE, BROLEL %,
RS RICMA CTHREHHEacE 0 5 T T XEZH
Na F + ¥ 2 VOREICKT 5 RBHHRERTE L
1%

HMEEfs NI BRI R U THEELE,
MAZL DAL TEHOBE L LiFn sl is
%, & LEBWHK D HERICER S W BRRME
KL BHBDELND L DY, HildicE T8
LR L 7o T Ehshd 5, KE 2 HE OfhfEiic >
W, TTXBEHUESHBEMNDOREEFANI,
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BERREIERRRICERLUE, BIEREETT,

| ADREEHHEIC 2KD H 7 AERVEBREFIA
L, £0—F5%8L ThaBitD v 2 BHiZES
LTHIBL, ZRIKIBCTHRET ST T XBZHD
EEEA OB BRTHIEL, ChEBREEKT
maL T, TOEBEMOL EVEELZREL, £

DEANEZTTXEZMHENa F+ 20D, O
MR B 2 BREEDOEEE L TRV,
TTXESZMNa F + v 2 D EILBNTORE
HALEBRE, BRROBHELMIEEES 5101, M
fafgic SEBHDEBAIT/EN, FH—-80mV O EHED
RREELLIC & TR LI REETRIBEIT - o0

R 1 BRBEHO TTX RIEEHBOOBAT 30 EEICH T BHANE

Fraction added ?;g;;}? Maximum(;7:gcgf rise
Control — (59/4) 73.8 + 3.2
2000xG sup. 300 (56/4) 84.3 + 3.0*
20KxG ppt. 40 (31/2) 59.8 + 2.5
20KxG sup. 260 (62/4) 96.8 + 3.4*
Saltrated (Amm. sulf.)

0 - 40% 100 (63/4) 96.4 + 3.1*

40 -~ 60% 50 (61/4) 87.5 + 3.2*
Dialyzed

Inner sol. 240 (35/2) 91.1 + 4.2*

Outer sol. 10 (61/4) 65.3 t 3.0

Mean + SE. * indicates a statistically significant increase

from the control.

BREIKMA-BIERN 1K (3 olOEFREEL) 1K L TRETERKI50mg iKY
TERTHD, Lowry ZETHELY Y/ BREZER I n1B DD g BTRLTHS,
EIMAOEIIFRI LAl S BRI TH 5,

157 =2
FLITROTINC, BAERKECRE L
(contro)itBi} 5 T T X BRIUFHBLDORA

M EDEEOMICH U, Nl (2,000 X7, sup)
EMATHERLCHHIGICE O 2 ERAEEICEVE
Th-oleo TTXRZMNa F + ¥ 2 VOFEE(R
PEREVELSKHHEOPICEET 26D EEL

5NB, HHEKITMATEL &K >TT T X
Z#Na F v ¥V A VOFREE RO TIEMER, M
B AaEEE D (20Kxg, 6043) LIz kific, 1
 DEdE O EEEMEIER U TR S h 5 RiES
& Nt £}, 0~40%BLV 40~
6 0 BEFNHL R EDOEERL TH B05, HED
lICERDZER A SNIE P>, L LIHIINE



42 I # M B ®

BHEHNS 0mic B4 2 RAZ RN 14050 (3né
DOEBRESY) KWMAIBEETHY, MAF5E
DY 3y BEERKR | ne4) zhzh 10047
BEU 5047 TH-7,

0~33%, 33~50%BLU50~67%a
FFRRBEICOWTY v BY D DIEWEH B ER
2ITRTTEL, 50~6 7T HBEMHRAEICE L
TG D - 120

xR 2 ERERHO TTX BRIUEHBEOEAIL LD FEIT IRELEDOS v/ B

LD DOREHR
Dilution 0-33% 33 - 50 % 50 - 67 %
1 (27) 103.4 + 4.3 (28) 100.8 + 3.8 (28) 114.0 + 3.6 *
10 (27) 108.7 + 4.5 (28) 102.8 + 3.4 (28) 113.8 + 4.8 *

Mean + SE (V/sec).

* Significantly increased in comparison with

the value for control cultures (95.6 * 4.7, N=28) at p < 0.01.

Lowry &ETHRIEL s v/ BICEDE, EEHIK I 01X 33ug RIESEDMAT
BAEAER1ELTRLTH S, 20 1L/10 ROBAHKERIOTH 5, FHUAOEITET

Bl L BHiaTH %,

Bl LiE A BT U CEITRRE A RDTERE
FAxDB L, BEHIINEROHICRD S WA BRICIERD
Shiih-71c (F1) .

i iR h OEIIBED (100KX8, 605 L
7256 bR EFIcERENS (R3, 100KX
g, sup) o COMEELLEEREOEE(RER%E
FAWT, 37C T6 0 LcE TS, Tryp-
sinBL U Protease UETIIKLEL, RNase &
& U DNase MUEBTIREHIIR NI (&3) .

T oSO EEEFRRILE (pH=43)LTZX5
ha bEE B, B L CHifERE, AU
BHARICERR LIk, BERIOMA TEZRAR~T
M, LEAEIC LB EI bIEHEED S h T,
BCHETHT Ebh T (%4) o

% =
itk ic S T h 2 EHWMHEE, s EiEic

B s h, FEERSTHEEEZI LNS, Chid
BfEEEBREd, HRTErsh, BUE v
¥y ERRRIETRIET 5, Y LOBEM SO
EHMEEY v ETHAD LHiEESND, TO
YMBEOSEREIRAEETHTH 5, EENTOM
BXEIREDTTXEEEZMNa 7+ V2 VOFEED
HEFRHCH T AR BHROBOFELTZDLHUEY
VRIBBEHOSWTWELDEEZI SNB,
YA o7 4—D=7 ) OBRBETRTTX
RS BB O E 0S8 T T XS
Na F v ¥ 2 VORRIC B T 5 EEDEBNT &
BTFEEINS, TTXREZMNa F v V2 VOHE
PHEREIE S REYESHEEBD TRIBL TS
DTRIEVDEER, BV o7 —FF (413
FH) LIEEREE (412 %) 2RVCEBEDORE
BEITIEW, TTXREZWEEENORAN Y&
RERHE: Uico % ORGUIFFERE Lons) 412



8 HEBRHICEYSIEHBMOREICHEES SMERETFIcoNT

#£ 3 TTX BRZUEHBNORAL LBV ERICH T IREDRS UL NRICLZ 20D

EHZEL
Maximum rate of rise
Treatment ( V/sec )
Control (8) 70.9 £5.0

100KxG Sup.

Non-incubated (16) 113.8 + 3.5 *

Incubated (16) 99.8 + 3.7 *
DNase Treated (16) 93.9 + 5.4 *
RNase Treated (12) 88.7 + 2.9 *
Trypsin Treated (16) 68.6 = 4.3
Protease Treated (14) 67.3 + 4.6

Mean + SE. * indicates a statistically
significant increase from the control.

BBERICMARBERM | #Ucx U OREHE R0 icHHS T 2B TH 5, BERNE
REEBERZAY, STCTORMITIE 1z, Ml k > CEELBER LRV I RIEE
KA 7o BEREMA TREREDOHBAEEIT -7 5@ (Incubated ) ILDWTHEHE%
T FEMAOEUIEHA L 7Bk T H 5,

R4 RHED TTX BRIUEEHBL OBA EAD EEIC T 5 REMRORRLEIC X

B
Dilution Supernatant Precipitate
1 (53) 87.4 = 2.7 (49) 81.6 + 3.3
10 (53) 83.7 + 3.9 (52) 86.7 *+ 4.3
100 (52) 85.0 + 4,0  (54) 83.5 + 3.3

Mean + SE (V/sec). Control: 82.1 % 3.9, N=55.

fftitig DML B (100 KX g, 605)) %Ki T (PH=4.3) L7:%#0 (20
Kx g, 305}) LT LFELUBICHE L, Ch oW UTRE 2R, SRR
BUBRLTENSDE®ERANT, Lowry ETHIELIzS o BICETSE, BRK
1 mlED 33ug KIEBLIMAIIGEERR1 ELTRLTH B, TFAAOHII
FHU L 7o SRR T H B
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BB LU 413 Bieh SOREIKT, TT XS X L
WIEEEMORAN L D EFICH T BREDRDE 1) Redfern, P. & Thesleff, S. Acta Physiol. Scand., 82:
e g pen e 70-78, 1971.
Bl CEBEKBOONUD > 10 FRETR ) il 'y B & Marshall, M. W. Nature New Boill,
ba 7 —REPSOEEHERBERTSE (3 %gzgfl-l”, 1973. " X
. . 3) MBIE, $AKREZ, LiFEREL, DhEAZE, UE=
) EREMOBAS LRI U, SEE BB a T LB (CLEH B
B 4HICOVT ANTHLDEROBE TS 72 FISSEERGIARSE, 118 ~ 122
D . 4) Kano, M. & Yamamoto, M. J. Cell. Physiol., 90:
CNRFEEEMREE i~ fcl, MEOXREY 439444, 1977.
o e . 5) Kano, M., Suzuki, N. & Ojima, H. J. Cell. Physiol.,
Boxigkk L3 bOTEL, HEEOKEREICLS 99: 327-332.
LD EHESES NS, 6) Albuquerque, E. X. & Warnick, J. E. Science,
172: 1260-1263, 1971.
7) MEBEM, (Ligak, ElES, LWE=ZH By =

r o7 g —EORBNTR (TR RBNs4EET

RHESR, 8 —89.
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hR
MREHIE K

=7 b ) ERHOERICIE, £ DBLSERPHE
BMEESLVHW 3 AL, FIZIXEagle ®
minimum essential medium (MEM)®Ham
DF12168EE, y=iiEL =7 b)) B #(EE)
EEREUIEDSAV SRS, DL IERIE
hCHEEIND LTS LIZ%, BSLT
EMBEEEDRE Ay b7 —2%E3, T8
MBI KB R KBIRA T h WA BRI
VTFVFF -+ (CK) b5, CKiZFIEME
IIFBA EEE NIV, BERRICEE<{&Th
T B, B> C KO HEMaDREOEE
TIRTIEEE I DA 5, EBRODRESYES
HIEEEEZTHhE DI,

LICBRICEREP SEER2BRWRT O BEM
EMEY=IMETTEXTCHAEREDT=7 b )OD
AR L T, HEMBEOREZRA OIS
Vo THITPBRDEEAMZ 5 & HEMEDRED
AoN5H, COEEDERIVEDO=7 b ) I
TRALEBE, CDL3HMEME 9 < IADHIC
WEPDYEEMAS T LiICk » THERBRORE
DR, VWOSIICKESE - —L LT,
ZDYPEDmyogenesis IKRIETHEXEIES S
T EWAIRETH B,

Tk FCOFEEEEE LT=7 | ) Miothic
BEL, =7 b YEIAD in vitro TOREICH
BISME HRERET, MTF) OR&I41T- 7,
MT F BHZFERO SR CHEMBORREEL,
> TCKEHDEREMLT &S FERIC BT,

* BN BRI v & — BT

ST RR*

— B &K R R T

EEitiRDBBbDTH 5,
MTFi=7 b Y MFED—KDTHY, LHHE
Eitl-»T, MEM& v MiEEmkan &4 5ikic=
7 b ) BEORRERIUMRESZ B VST E
TEERTHE, vellifFE =9 ) MFEEZAHE
FICRAYEEBATOEEND L EDEZ SN D,
COTEE, =7 Y HHEREMEME=9 )1
BETTETCVAEBRPTIARESRELBSC
EDS I bbb,
MmEOHMR~RIZ T EELBL BBYORBICE
STIEKBET 2 LBFHETOATHEY, Th
5D LIEMTFOE MBI 3HIEOREEF —»
ELTHEREETHBDT, Ry IZEEHRY
IO MFIC DWW THREIT -7, T L TH B2
EOfNIH2 DD, FBEENEETIT LS
BHI-DTHET 5,

HHEHE
YRR, Foy, v, vy, Ty, U=,
Yov, =7 b Y OMFEIIFlou Ladoratory &9
AL, I3vYE, F4K X35, Fvi4,
¥V, YFAYF Yy, kokaFay, Te,
HFav, €7ahEr, KN, b EOMFIRL
REEFHRE, EH, BRBEWIRE, (LR,

| ERBRISENMEES SO E 2Ty Ty b

Kb, 4%, & FMFEEM» SREL 1o
MT F ORI LIS Ll AT RE » T2 o
= b Y MR, R 1~ 1 2 HRORE
0 74 — AL Bipla4 5/, differen-
ial adhesion #Hick > THEL TRV,
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7w bR, FARRBEEYE, YT
v VR L THMRES TRV,

BRI =7 b )Mk, 85%MEM, 15%9<
METTE TS BEER 2.5n0 b 5% 0.1né 1
AT TR U, ChERBGAICERNICEE LT,

7w bHRE, 8 0%¥MEM2 0% =7 b VI
HBNEI0BMEM1 0%=7 b VI 2578 iT
oI 0.1mé AMNA K THEEREL 1,

BRI =7 Y IlaTik 48, 7 MERAT
5HTH -7,

MEaDRD AP CKllEEE, BUclmE Uik

g

o
<]

CK Activity ( Pi nmol/min/dish )

Effects of Various Sera

iHt- C:)S)

# 87

=7 b Y EhfRic T ARIR 1 1 5 %Y < iEE
HEFCEEHYOMFRELBL ICHZ TCKEYK
ERIRIFTHRICOVTHEN, MEEEDOEL
FIMEMBEOETEE N ~7co =7 M) I
101 % dNETEIT, BEMIHETIKONTCKE
R, TeVFEOBRMRER=7b )LD
BB, PR BRI o RNk M AR
HOEE L 3 B L&V, HiRIE 2R ER LT,

Dove

on Chick Myogenic Cell Growth

Chick

Bovine

Concentration of Serum(®o)

= 1

FHBARY i3 1 0 B ETEDE DERTH -0
TR L TY VI RFRA EBRTIED > 12

2 0% CIRCKARDEIAE SIGERRE LS,
St bOD, FAKET CHREHEMIEORED
BEsh, HLBEREHTHSEBbhi. L
LA EbsERIcR Z WV E VS T &3, RD
BHNCE - T3 EBbNB, TIEMTH- 1M

BEoMEOBRE - EREFEISETTRVC LR, &
h 5 DR AV TEATRIRE RS Ol OREE
DOBEAPBEETHWC EERLTV S, fE->TUT
DERTIIERNTHEEZTOY, FERNUEERTR
YRRy e

B OMEEELSEETMEM — v < IFEKE
HICMA THEE%, A adicEEhsCKE



9 EEBHFRORECRIETEEMEDFRIONT 47

HAERE L7z, =7 b )27 e VIETIRC Kbt ﬁET%%ﬁDCKﬁ%@ﬁLkO&S%:ﬁFU
HR 1533 EKELIRBMFBOMGERICIZY mFEOM%E 1,000 & LT 800 LILEEMH 2005
BRI 22 Eh 5, TXTDMEN 38 % 400 %), 3025100 ZHTERDOLIZETAEL

%1 Effects of Various Sera on Chick
Myogenic Cell Growth in vitro

Birds Mammals

Chick (+++) Fetal Bovine (+)
Cochin-China Fowl  (+++) Calf (-;
Bantam (+++) Bovine (-
Japanese Quail (+++)

Golden Pheasant (+) Dog (-)
Korean Pheasant (+) Rat (-)
Turkey (+) Rabbit (-)
Guinea Fowl (+) Swine (-)
Duck (++) Monkey (-)
Goose (++) Human (-)
Herring Gull (+)

Dove +)

Kite +)

DEERDBEF i, HLTHoOFay, £, YFAVFay, v

WHHEOMEIL 38 $TE=7 b YDREIKRE rAOMiERHE MR, -T. TNCRLT
T -7, 7ox LRy vIiERHbThIicER HYAEHOTEN, HF 3 vMERPREZOEHT
Th 1o —HEBEOMERZLWDIELOWEHT H-olso
H otz HUF VHTHBBRIIERICEHEIOI

Age Effects of Bovine Serum
on Chick Myogenic Cell Growth

Fetal |
|
|
Young ]
MEM 80%
Adult Serum 20%
0 20 20 60 80

CK Activity ( Pi nmol/min/dish )

& 2
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CK Activity ( Pt nmol /min/dish)

40

30t

20

10t

I 4 k5 &

Effects of Muscle Trophic Factor
on Chick Myogenic Cell Growth

Chick

Fetal Bovine

Bovine

01 03 1 3 10 30 100 400 800
Concentration of MTF (pug/ml)

X3

Effects of Rat Serum on Rat Myogenic Cell Growth

5 Days of Incubation

MEM 90% MEM 90%
Chick Serum 10% Chick Serum 10%
Rat Serum 0.06%

X 4



9 HEEBEAoRKICRIETIEMFDERILO>VLT 49

Pt S LEEOZBETT=7 M VHORRICIZSE
HoOM#ERIE%TH 55, MAROMBERBETE
NWEWH T ENTES, BLEBicy ~MEDER
2L SEHTH=7 M )HORRICEHTIENL
EERHTHS, ULy vIERFH»S LI
WEEZ, BBRY Y, FU Y, H50RY VMG
20%EMEMB 0 BDREBRBDHRER~NI2ET
A, R2icntd &Ry YIMBOABENTD
>tz LML, MTF%2=9tY, R vH50
By vIELOBRELTHELEC A, BBRY v
&Y YOMTFOEMBEEIZERLCTHD, Ly
=7 b YOMTFOBEIEED 400 f5LA ETH -
fzo —AK1 »ORB LI, METHES 53548

TiR=7 M VIBBBRY OB 3 0ETH B, Thd
DT &R Y Y IMESBIEDIRIMT F UADRK
Sh=7 F YHORKRICEE L TWAZEEREL
T3,

5y MFRIIICK BHIE | 4IRS &S0,
5w M AREAIRLIE 9 OBMEM1 0% =7 + V) 7
PORBERIRPTRIBAERE LS, TH
18 0HBMEM2 0% =7+ VIEPTHRLTH
ofe LB LZHNICZHED T » M ERMA S L5
EWRLTEET B, TNOOBEHREF, =7 b YEH
KD SE EEBORBRZEME T EBTEXEH, &
OBy =MEORDIC=7 b ) [MEEZHAVS ELWN
T LED5r5,

%92 Effects of Various Sera on Rat
Myogenic Cell Growth in vitro -

Mammals
Rat (++)

Fetal Bovine (++)

Bovine (++)
Rabbit (++3
Dog (++
Swine §++;
Horse ++
Monkey (++)
Human (++)

BEOBMOMBEOLEE =7 b ) DIFA &k
KiT-1e R2iILH LGNS K D IKCHFAIADIME L 7
v M HHRORRICETH H, BEOMEIRTEA
EBYTR AP oo LYBHEDIHLTEESR MY
TR SBEHP S LN o T, MO MET
~NCE CRE BN O TRISOWHT X THTR
LThb, Thid, fIE% 3.8 % OIMEFET TIT
S>1eDTHFEVEBRELKEPUED 121D TH %0
LirL7%, 9=, 7v bOMEIFHCENTH -
fo LPLZNSOHRD, MFEDODy MTk->T

Birds
Chick Embryo Extract (+)
Chick (£)
Japanese Quail ()
Golden Pheasant (-)
Korean Pheasant (=)
Turkey (-)
Guinea Fowl g-;
Duck
Goose (-;
Dove (&
RBEH5Thsb,

WABOHEA LI DHREIMT FiIc k3 50D E
PERET BcHic=7 b, 94 FOMTFAR
LU CRIBOERET-7 ®5) o YYFOMT
Fid 842/ mMTHEXTHADIL, =7 FYDOMTF
13 25049/ MTHEUMTIEML -1,

% =
CIEDHEE,LS, BRAIELT=7 M )OHERE
SEBZHIBIEHEOMAED, 7 v FOHERRES
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0%

#

Effects of Muscle Trophic Factor

on Rat Myogenic Cell Growth

5 Day Incubation

Chick Serum 20%

A OITEHAFOMBESHETHD, ZD&KD
BEELRAIZTNTNOEOMTFTH BT &35
3, —HRREMELE EEOKREMEAEZ T
MTHBHEIKRAED, BRFDHEICOVTR
L7ck DM T F cl¥% A TIER 3 5867550
B L TE > LBV EE2EZ 5L, BIRLIME
OHTIIMT F DS D aI#ninhid 5 T & 3 HERIS 115
i BEHCHE L1ck i, —EREL=7 b
) BB, EEROS=T7 MYMTFARLC
LICE->TEH LBUOEERIC=7 F YMTF
EMABELICEL>THEERTHILLEEATV S,
CDOBEMT F 2RV ICERRIIMEME v < [ED
LTETCWADTIMEIFLET 5, ZHiCdP >0

Chick Serum 20%

Chick Serum 20¢%

0.9% NaCl 4¢ Rabbit MTF 4% Chick MTF 4°-
(8 ug/ml) (250 :: g/m1)
X 5

SEREMIICEENSES T &3, MTF DGR

HDIHICy < MFERICEARETNAIMTFI

=7 b )BT L CTRESTH 57D EEZL N5,

X 2

1) Ohntsuki, I. & Ozawa, E.: Cell Structure and Func-
tion 2: 367-370, 1977.

2) Ozawa, E. & Kohama, K.: Proc. Japan Acad. 49:
852-856, 1973.

3) /NREETER | AR HIRANSSERREE,
PP25 — 31. (1979)

4) Ozawa, E.: Develop., Growth & Differ. 20: 179-189,
1978.

5) Ozawa, E., Hagiwara, Y. & Kimura, L ibid. in press.
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=9 b ) B OMMEE EoS ik 59
DB LUFHEHICE 0 2HHAMEDEDSL 65
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71



10 F % » B AR o SRS RN &

VR b a7 —FF ERHOBHEED EEEE
WiREMEd 5, BHMLER, P& 28X U 5:8E
DYVRra7 42— (43K LzoBREER
(412%) DEMH & RBAERIC OV TRFET
TV, BEHEICOWVT, HHREED caveolaeDE
B EZORFRERCOVTRI Lo

HEEFE

HELWt5EXINE YR Yo7 4 — BB IR
BOZHEINVE OETIRE ChMbR, YHEe vy —
THB LB ERROHRE Ui, Bz v
78 — VB TR, ) v ERREK (PHT 4, 285
mOsm) THIRLI25% /g -7 UFERT
BEELle. s — 77 e FEEHRRE 5%
L, —EBidakdiaic & 3 Ml Rorzic A
v, —BidA R Y ABICK DEEEODE, T &
F URHGICEEL, AEENB X UEHNEERTA
DIEBIC IV oo BRSSO 7Y LT 7 v
F—WTNTE FREEHZ 2 5%7 ) &) v CILEE
Licob, ASAHEIcOE, RIKEZRTHHL 2
TvA Y] 2PTREICEE LT, BERERT 4
2 - HRIGHRMERIZEE 2 VT, REeEE -
115°C, BZHE1~2x10  Torr TEMFL, I
WK B BICEHE N5 Py LDBFHEREE N —
FYDEREZETIE > 1o EWED V7Y HidN1 4
— TR, ERHEKTEED, 300 # v ¥ aitdd,
TIHEBHE 100 K VCEBREA 1T -7z, caveola
DEEDRIEIC SEEMER 1.500 ~ 3000 15, KA

o EVREHRERHEL s -

B 3
+ 1]

KFHEEORIEICIE 40.000 ETRELILEES 3
EGicslxmlLicborEHuni, BREED caveola
BLUBAKTFOEEDORE, XHEHEOHRMED
BRORIEIE, 3 v o yHEGREE LA
Wiz,

¥ S

5E, BB HACLHOGFEOEREFTRIL /2
BRARIIORT, 5BARTYR 07 + BOHE
HORBUBEDO ZHICES~KEWEBBRES R
B, HEHOEROIIS>XIHBBEOZTAEK
ERV, Fhohva vy T—SaEKi O TO
BRI TH, YR bo7 4 —BRBYIHR
HEOEMIHENEC, PROBIER A 50
B, B RS, HALHEaDFERIES
>NT, SEIRROMRE LRI EHOTBic
HHHHEMTH B EEZX o,

K13, BIEHEBROKKHTHS. £1H5HH
SPIRTEL, BLEEOEKITHIE, fomicd 5
BEEORMNS L, oz oEmass4Th, A
FRRBEAEOLOBEL, BRALLHFEDOSH
FEorim& RS MRS, DX ERABIEH
HEDOFHIAED 2, caveolae DECHIICHAM:HS
BONENT ETH B, Tz, 518V L 8D cav
eolaeDEEDEED T D & 3 1R IR D
O LS iKBbhi, —4, BEmRHicOVWTAES
&, FULES, FhERMEORIMITIL S AT CREE FRME
DOFEARLTED, BRHOFEEIRIEE, B
iz, ZOMIEORBEEMWEREAS &,
DEATAFRYS » OB TR O BHIR D 7 hicE

caveolae
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%1 Diameters of muscle fibers
Breast muscle
day 0 2 wks. 5 wks.
Control 2.7 + 0.2% 10.2 + 0.7 26.8 + 1.3%*
Dystrophic 2.4 + 0.2 8.8 + 0.5 31.3 + 1.9
** p 0.1
Leg muscle
Control 8.3 + 0.2 11.3 + 0.4 26.6 + 1.5**
Dystrophic 7.1 + 0.4 11.1 + 0.6 30.8 + 2.2
*mean + S.E. N = 30 *** p {0.05
# 2 Densities of caveoles
( per 10 )1m2 )
Breast muscle
day 0 2 weeks 5 weeks
Control 108.6 + 3.6 128.1 + 14.8 140.1 + 4.0
Dystrophic 111.5 + 5.3 199.7 + 17.3 241.5 + 5.2
p€0.5 p< 0.01 p< 0.001
Leg muscle
Control 106.4 + 1.4 140.0 + 9.2 139.7 + 8.0
Dystrophic 105.3 + 2.9 131.1 + 9.3 261.8 + 11.7
p<o0.5 p<o0.5 p< 0.001
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1) Schotland, D.L., Bonilla, E. and van Meter, M:
Duchenne Dystrophy: Alteration in muscle plasma
membrane structure. Science, 196: 1005-1007,
19717.

2) Schotland, D.L., Bonilla, E. and Wakayama, Y.:
Application of the freeze fracture technique to the
study of human neuromuscular disease. Muscle
and Nerve, 3: 21-27, 1980.

3) Dulhunty, A.F. and Franzini-Armstrong, C.: The
relative contributions of the folds and caveolae
to the surface membrane of frog skeletal muscle
fibers at different sarcomere lengths. J. Physiology,
250: 513-539, 1975.

4) Shafiq S.A., Leung, B.-and Schutta, H.S.: A
freeze-fracture study of fiber types in normal
human muscle. J. Neurol. Sci, 42: 129-138, 1979.
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Res., 37: 383-387, 1971.
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Stages (Hamburger-Hamilton) of Chicken Embryos

Tissue  Antibody 10 14 20 45 Adult
against (33-38 hr) (50-53 hr) (70-72 hr) (19-20 days)
Cardiac TN-T + + + + +
Cardiac TN-I + + + + +
Cardiac Cardiac TN-C + + + + +
muscle Skeletal TN-T - - - - -
Skeletal TN-I + + + - -
Skeletal TN-C - - - - -
Cardiac TN-T - + + + -
Cardiac TN-I - - - - -
Skeletal Cardiac TN-C - + + x -
muscle Skeletal TN-T - + + + +
Skeletal TN-I - + + + +
Skeletal TN-C - + + + +
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HF 4 TgRBEELI,

HE.-EZB

FFovio—nFEUROIBELE, 208
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fio T3, 2FL L TEADORIMPEET ST
LB I NI TIZHEROHD 24 F 1320 LI
DHDRBETHIENTE St 2V bo—
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OEXICILB &, VT 45 4 ¥ b DRSHSHEHR
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1) L Ohtsuki, T. Masaki, Y. Nonomura and S. Ebashi
J. Biochem, 61: 817-819, 1967.

2) 1. OhtsukiJ, Biochem, 15: 755-165, 1974

3) I. Ohtsuki, R. M. Manzi, G. E. Palade and J. D.
Jamieson Biol, Cell,, 31: 119-126, 1978.

4) I OhtsukiJ. Biochem, 85: 1377-1378, 1979.
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Ca & By BALIZBAP BAO RS B U
TRREIN, TORMVHMRE FHRGMEE A
SYWHIRD, FHERARER & T EYE T B B
158 %  ORBHAISIC RIS h T 5 —F,
R E DA TH AIHEIC B VT D, F¥
BebebTFWewIRIPe NARY—PREEZLOD
IBEIToVT Ca BHBAARHI S W T 5y

& T A THIA Cat i3 B5INHE - =% E ot
A B A REEL - ISR ERBOM
HEFHROFHEICEII2EZEZIOSNTED, LK
HRaREICER LT Ca?t EatEE» 5 Ca14/ 7
A+ TICE DHENESROEYSE T 5T E5EA
HEINTWSB, LIEPB->TRADCatA/ 747
Tdh 5 CaF + VAVHEENSHANESRE LT
OFFfaIc L > TEELRFEFHETH 5 C L iI3BRIC
Mz, Db Y IEORBEMIETIRE
s HaRBIcOAEFEL, RE» SDCa?t
WAL & - TIFHO M SIS DIEEL i bh
TV aKIKBbN 5, Uik > ThHhMifafEoss L
& LT CaF + ¥ FMCEEH L, Ca BIEMITT 5
T Lic & Y mkikao ks S OHLERE R~ S
Z&%EENELT,

B R K &

4 COKRHKIEICIAIL fo = Ry 2 RIEL, &4
ZiTR U T 10> 12 CoNRpkiBic 5oL T,
THER - BHES B, T OIPTFHAD SINE K
FEF4 a0 VETHHEL, REGE»SDPLFTFO

* R R ERF AR 7T R Y # T A=

E3p N

FICEHEE BT~ T, COBRERERNTEL
120 ZHEIRAZ 101 0.5 COlEREPIZ Aoy —
VI THEE L. COREINE 8 - 16580 T h
FNDWAT 1 u? /mb DYA M5V BEELH
KicAh, SSRMBOMMLAS <Y v YEE
BIUL S 2 % TOMREIEE Lz, ZDR, TORR
EFRD2 )+ VAT 0 F —2R 10mg /mb 2EL
HKIC ANTHREL 1z, 5 bicdmMET L7 IV
10mg/mé A& 10 CALTHKICANTEREL L
15 o1, FRIZEBMRMSIC & OEHBLEEET
3451k, BIUBEBMEERC XD EERERTT
BHBEICL DB 5T, RRITODBWIAFEDA
T#/KDE5E 100mM SrCl2 , 400 mM NaCs,
10mM KC¢, 5mM PIPES-Na(pH7.0) THLE
IKIH L Sr#& CalziE#L, Nax ) viKE#f L/,
7 BHED A THIKE LT SrigkZdbunicDidCa
F v VA NDEREENML TRET 57:DTH 5,

| #oR R R
1) A HRUSIE 16 MIIRICE U 5 CalBiORE,
TR THREFIE L fo s P RERCBO THRE
PRAMEL, Na 354U CaBBIBEAHET 5 ¢
LIRS Uity & < IC G TR
L7 IBaIc 1 BA DBERS A S <, BOSHLBRD
EOISAT bIEHEREIC & O Ca T R 4TS
BT EMTE By ELABIHEIEICEVTHERD
SRR » $htk [ L { Db 5 BT TH (45
= 7 SHEOTI, 9 TS 5085
B, MEROBRAELI®S, IELIC—
OO & S IS, Uikl CHBEEET
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1 kv HBEI6EIaKIc s 5 Ca B ORE. B430 mMCa®t % & & A Tigkdic
BE, BEMEEEICELD, FARDCaEBHiRMZ b b/ (i), 15CIKB TR

HRORERRBTH 5.

THIEENZ NaBiRB LU Ca BRI LRERmTO
BML133, ConREIE 164K BT 5CaE
RORK G LR (15 Cicbid 3 ) %4
B & > TRLZODE 1 TH 5, BALIIFAITERE
& > 7z Ca B 05 REMPIC—IKRDT 5 &%
mL, BEHEOMbic >N THU Ca B H51mM
LT BRTFHBERATRINTV B,

Seie D~ RIS FUEIE Ui 16 MIFIRIC 7ol
FaRfgsgi3 etk 5085k IC 7155 E—EREIERRG T3 Y]
DEEENT, TIEREL OBRBRESHEANSLT LN
T& %, HEMNICYIBRO ZEFERICII BRSO S
NTEH, ZOREFEEGODLP>TN S, TOD
53421 16 BRI DU T Ca BIO WIS 5 EER
ERRTHB ERDT bl -1z, BYRERIC
& -» TTEHMIaERE S Bs-1 FIBRIZ 100 % D5
BETEERREKERZAS CaBiierL (K2,
Muscle type £2R), EERHEICHL TRIER
DI =Ty YPERBSLND D ER—D Ca
R84 o &FEE Ui, UL LEECFERMARE

EUTPRTH Bsp BFEAE A EFiE LD T,
Asy, Asp COFTNHEYIEERR ) BBk & IEELK
FEDERERS 5 o7 (K2 Dnon—Ex type
B ) o BFIRRID bs-s, bs-FEaT/NAERE
FHICESHNCERS L TRERRIEK EBREAL
PEIS DTV EIKED CaBR R L 7o COEEREFE S
YN REHICEZ EBHONTVWEHDTH
%o LOTERKAAEIREHC S OGN HTEFIBEALIZ
KEHPBTRA LB OTERD ThRitR< 2 ~3Pb
HHDODBHEYTH B, 133, as-s, as-+ DEERIZD
BHE (60 %S SVDIRT ) TREAIaEVNEERE
E BN NGB T KBRS Na B %
Flle COSOREREHRIICE 57 T v 7 S8
HDRKENCIE B DT Na B ITHZEMIEIDES)
BALICXHIRG B T EDsbh o7z T RBARIARD
EERFHC S Na B S bIFhicRonscds, ZDNa
BHRIASHEBEO LD ERRD, Ebo D
10mV 2LEHIEL, IPHIRalic A 505 Na B &
Fl—DbDTH 5B, Lichsi- TEWIEERRICIZIN
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B4-1( 8-Cell)

Epithel. type Muscle type non-Excitable

(29°%)

(29%)

Surface Area

Epithel. type e p——
Muscle type [ —1+
non-Excitable|
25 50 75 nF
0 025 05 0.75 mm?

2 LRy AL 8 MEalic 31 2EBHO=RIER LI
bD, 508k LI EIERIIHMEIRBIO Ba—1, B3 L IR
DEROBITH T B BT, TRIBERO=RicHEd
%B4-1, FFRDOLEBR

FIERD Na F + ¥ 2 VD> TV 3 bD & Bbi/,
2) Y RZUEILE 8 HfEIRiC B 5 Ca B D FiEo
HRa3Z% 8 kA & Xt FIE LIUBATHHEY
H¥RICH DREERD S BLRAIKS 30D, §T8bL
By 13%930 BHE CEERFKUK BHiEMHD Ca
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TR ONE D EE—D Cax ¥ /%5
H L7z $72Bay 359 40 % D SHE TEMIHEERAUD
INEERBE 242 (X2), by (X2)EBKENTHEIEL,
2k & U TKEBHRE DI OWRRMIAZIOD CaiE B
B AFELI (X2, Epithel type)o & ZiT
B3 ERAICIZBEE L T CHORBHLRI I
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EHEOHB OSHE TH 5o

BERMICE -1 bd 1o NB/NEKEDD B
ag-1 12 EFICESHICBIEE L THEMEEIO Na &
FERT L EDDH o720 By BlERI HIC DL S
ICERMIAARY « REZRY » FEEER L =D OsMUER%E
LBTEDD T, BRI /5813 T+
Fay) v RFU—AERBH ONBEFERL OH
3 LA REEASIERERIC SNT 55EL b3

ATV, Thid By, OBl bic i K
BOBAZOEALNSEL > TWB L EERB LT,
FERNCHMEL 12 By EEROBRGIEA LD, C
NRBYRERAO/NEER & ESEICEEL, Rt
FLOXRAFHEINL TH AR5 THRLENbh -1
3) FifmfaBi~DML LA Ca® OB, SR
51k L 7 16 #HELRED Bs-y HIEKIZ DRICHIRNIC
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MET B EEEDIDT, TOEFRELBVT

Ca®* 8 HHOMUCEEBERITT AL I MiTD
WTEBREBI -1 TTHERE 1I6MEIAT
+4 bh 7 ¥ VBEEUHKDICANG R EREILT
3o I DICHBOEFEFRSHERE L -1 FET,

TOYA a7 Y BagUHKPic 20 uM DR
ETA23187%MZ %, Z LTHBOIEEEDA 4 =
Ve 7 VHESFHELLU R TA231875MA 2 d
D EMZ IO HDDHED B FIEREHE L, X3
iRtk e, A23187 2MA 7356 Bso DR
FARIND LT 2R A SN I IEFBHMARI & 75 -
Too —H A2318T% AN Sh-71358 (3E 73Cal
& BHEBERHEKBREZR L. COREH
MR~ DSMEDFIEIC f - THEREROMME L
HIAEROWMbRESNT, Haii~DMLors
WMDO—DTHTEFNa) YTRFL—XEHD
FRALEHBEL D -T2,

HEDOEE

HFYSIE U7 16 FIRAAD By, kR 5\ 3 84
FRD By FIER TR~ OHMLicE HITWE
S[HIBBUPSA DB ECax A sBFEL, T/
) Y REWHIEORETHAT7TEF M2 ) YT R
FU—RDEMMBR O NI, T TR ETFERR
FIC L ZHE D S SEIR AT H Y MO T
b HHBAEE TR EDERE I P2V Y
TOEEBAEDONT, DFDEERAEE L TH

HRRE 125> TH Y, —DOEIRI TS 1 7 WicsH
T3 &ML I Bbnic, —H165FRD
BsEIER I IEFE T TEHRERAIRD 3 hichis
Y DM DONBEHRDFBEZATN S, Lichi-
TI D Bsy FERAS 1008 HMRRNCE LV T &
BEERAIC 2 DLL EOMERFEEATHT HEER
ELTR—EHOMERL ORI EN T LK%
Lico oI 8RR T AREFIELISGAR, By
FIERI3 40% O B T/NEEREE S A L CRE BT
ML 258 6d 20511, By MSEHMEIRENT ML
T3BA13 16 KD B, &% -7 [@—D Ca
AL HRFEL, THFNLY VIRTL—RiE
HREER AT E L1 LT, 5]
RO O MUIEERE—D2DHAL & L TER
I, HMEORERHIEH®RT all or none IT
BIUHLHATVWE bDEEZ LN,

X B

1) Reuter, H. Divalent cations as charge carriers in
excitable membranes. Prog. Biophys. mol, Biol,
25: 343, 1973. .

2) Okamoto, H., Takahashi, K. and Yamashita, N.
Ionic currents through the mammalian oocyte and
their comparison with those in the tunicate and sea
urchin. J. Physiol., 267: 465-495, 1977.

3) Ebashi, S. and Endo, M. Calcium ion and muscle
contraction. Prog. Biophys. mol, Biol,, 18:123-183,
1968.

4) Epel, D. Mechanisms of activation of sperm and
egg during fertilization of sea urchin gametes.
Cur. Top. Dev. Biol., 12: 185-249, 1978.

5) Takahashi, K and Yoshii, M. Development of
Sodium, Calcium and Potassium channels in the
cleavage-arrested embryo of an ascidia. J. Physiol.,
in press.
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AR, AHIE VR b o7 g —FF VRGO
45 AV FRBOVTRI N o= YHAEEORR
DEBOBDPEELDOEN (FRHLEYR T
4 —FOMNT 474 Y PRIEEHLDORN ) C
LB, TOHATROFBRICEANUL TS EZE
LT —%, TR L IC ETHBH,
BRFOES —ENBFRIE Ca BEICK > TIERIC
RIZY, CTETHERESH2umETT7474Vb
B0 &R pHSBRICE 3 EBIBV TR, &Ca

BEEiC X AFRERENEIGHRSEE-THZ N
ENE L Esisnmicet L, HEEIE, Ca BEIC
L BREBEHIFHENSEL LB EFELINEKA
BT EMBF-TVWS, CDEHADERITHIGLT,

BOBRAGHEE (Vmax) &, HEHEWY Ca &
Eick b IUES €7 & & D Vmax BFEHRK 2 wm
T ORBCIRITNE 155y CNEOHEDS
ki3, BEKT7 4524V MNEILOELDS, YR
Fu 7 g —HIcBOWTREDEVWHER,OIEE S
L4hid, HEIED Ca BETICEI) 5 Vmaxd
LODRVBEED SN {LDIED DD TRV,
EELZTUTORBEEIT>7

X B H &
HBoA b7 4 —BBE(=a—N"NVT V-,
413)B&LTa v bo - ([E412) 0 SRIEHEH
AN, EbHICYE="100 ug/méEMA 15t

* BLR BRI R 8

%*
2 8 H B O#*
N S T

BICET, COLx—BHNmERT 305, BHbs
LWL RERB—EICH -1 EETHEMET
iz, Eioy = vEmitigigth ci—HhsE 2
B L, ZOBHES—EEK 3 mDES%EATH
Wize EERIZY E=VvESTLVEBTIT o725,

TR T N T 30 AR E Yy R=VEFRPICE-T .

WADT, WFnb+4r chemically skinned
fiber D REEIIL TV D e:%i'ccl:u?l
BHEOMIRIIEARTLIRD, ToREENTN2
FomER 3y 75— 73 IATEEST 5. —
HDR3 v FF—TRRA L=V =TI (UF -7,
100 ¢/, FBLE(E ) ickEh L TRMDRET 55k
HEDEL, i~ 707 VA -9 —DiEEHD
st BIFOHET Vmax £8E L
tigo=4 a7 vr—s—ic, BHEETIEHET
FREE IR DN B & S ISR DOBHRE+FTH
L, B OFEBROIEIHIR b v N—TEHhNAL DD
TH{E, ZEREBEOEUMNELN S, THLTBL
Tikh D Ca BEE O CR#EEIM s &, FRE
EHOKRE SPEFREIGELLS, =470 T7 Y
A — —ICHTBEHROME Z WIS ET, 15HZESH
2DA by —DHET TRHICE» T &L >
T, BHEE—EORSIZDBMICHYD 5. TORED
DFEEEIL Vmax & D AE W OTEMIII—IcATcbd,
EHIRYoIRED B, ZOEE, BHEIERERE
23 A DT Vmax O TEM L, LitoSBucH
»oNIEREIREE A LR IR D S, Sl
UEHNERE LD S, CORTIBRENIGE S
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1 sec

1 AHEHEEOENOBEE R, v 132 TEARICELEY AMICE R 12, &
THREORAUILEHAR CTH S, YA 0T 4 —Hho
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msec
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®

300

200r
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1001
~24 pm ~22um ~20pm

2 $A3 X T7YD 09w SHEREENIERE $ TORME T V22 TR, BHK
TRTOY VI A TRETIRELTS B, FLS. E.

TOREE SGFEEEREE A 5 Vmax Z8IE Lo B
ICEA AR A Lo TE| - /o I IERES
Vmax TS OAIFEHEED R, WD DI, 7cbF
BB A T RERIME LKA T SIRN R 4RSS
RESNZEITRRB—EOHHZETILEION
55 ThHb, UL, RERICEWVLTIE, IEHER
Vmax DfETIRE L, ZOMBRELEEZL /L EITE
A ELDIEMBEICLTHEDT, TDEE
BELTHATOUEEL DDA RVEEZ DN D,
A RIGEFFRMSE TICRIEL, Thhiiitoe
RERFILTES T L E2HLDI, ERII—ERE

(20C)DKTERREET 2L, COBETT
fTotco BEBI20CTTH -7

HRR DRI 8TmM £ ¥ YT 1 YERA Y
L&, 4mMATP, 4mM A 9 V27 3 VEE< T %
v94u, I0mMEGTA(ZFLy 7 ) a—ER
(B-73 /T Fnx—5)v)—NN'~ R ),20mM
FYZX—20mM < L4 VEET, pHIZEHES Vick
D 6.80 LT 125, HENY L THOH
—hiEE A NS 5% TOY = Y EFRIKITIE
20mM ATP, 16.6mMx* & Y27 4 VB %
¥4, 10~20mM EGTA, 20mM + ) 2 — 20
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oA Control

3.0

2.0

] g
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- 00 BBO »

o A Dystrophy

>o b

o>® DO

o

~2.2pm

~20um

X3 3.1-21msi029—>20 mDEHHRL 33— 2.4 O R

& D,

O, @: 1 ADBEDT | TROZKR, A, A:FFE2EROEER,

ZODFAREXBR,

mM~ b4 VB (pH6.80 )2HW 7z, Ca%&TriY
TERTELALASRIE, IDICEIF I (1275 L,
AYVANT 1 VEEAY U LIZ69mMM )IZ 6mM #
G VARNT 3 VEEAN YYD LEMA TS D (pH 6.
80 )&V 2o T DIKDWEHE Ca #EEIL, Ca EGTA
D pH 6.8 Ic 551} 3 BAE DRATEE 5 x 105 Mo
LIRETBE, 3x10°M &EHESA S,

1 g2
Vmax TS 52~ To@ifiic o T
P XTHD 0.9 um IKEEL, yvaxTEE

LA CHEBA T 10 LEM-T, GRELEEDEL
KO DY LD X TELSEL IR 5D TH 5, X
1IZEBD YR b o7 4 —~BhoORHEDERI LS
DOFETRT, COPNIRERIC, Yo X TRLSED.
TR 5721513 C, Vmax BIEHICRIEDBLT L
ZRLTVWS, T1ibL, LDV —R Ty
AT EE 3.0 umb 5 2.1 miC2BICHED, FSH
BRETAETICNI203Y BEBELTHAD, T
D L—RICR 5N XS ICE LBHEAE 2.9 pm b
5 2.0 um FTHIDI- & xicid, FEUHEBOEHT
b oHicbhhrbod, RAFREE TICH6203Y
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BEELTH 3, .
K10k 53EEE 3.3-2.4m, 3.1—2.2 um,
2.9 2.0um®dD 3 DDFFRICBNTITL, BHLEE

b SIRNBRETZ TOREE 7 0 v b LIcDHK

2 ThH Do HHERIUE R EL VBT ELRFILSH
BT507T, K2OHERIEHEICOVWTRID
PHEDT — 9 DAEEDI D TH b, K255,
IEERITI 3.3-2.4 m & 3.1-2.2 pm TORIHERF
MiddF DZESITIOD, 2.9—2.0 um TOKEHEEH
RPPRBBBABRONG, YR a7 1 —F
T}, 3.3—2.4 pm DERHERRHIDZ % bIEFR X
DOPRDTROGEPAESREFHLESLVD
KL, 3.1—22pm, BLU2.9-2.04mTOE
FEEHEIREBHICRS L - TWB &0 5,

BHER DN 7 + B HBAZVWOT, Lo
REMMDBIHIC, F—RHETRIE /ey va
TRICBOWTERE DEL, 3122 mmBLY
2.9—-2.0 pmDEHEREE 3.3— 2.4 pmDiaREEE
EolAEToy FLIZLDHNI TH D, TDIEE,
CDBELILKBHEETE BIZGFIEST S 2L,
3122 pm¥ 713 2.9—2.0 km DEER D RjRIC
139 NT3.3—2.4 tmDEREIT-> T, TDFIE
L THEE ST, K3 IKRLNELDIT, PR
D 3.1-22mBLV2.9-2.0 pm DIFFERREIL
3.3=22.4 ymDZHICHRT, YR ba7 4 —HHT
EEHLD bEFEHIRVWEEZLZ O TH 5,

- z
BaBHEIR, BHYR Mo 7 —=9 XFEH
skinned fiber ®Vmax Z# /N3 27 2.5~3.1
pm—2.0 ymOEFETHEL, EE<IRDZNE
BEAEEBENC L AHE L, LbL, Cal
= Ca BETCTOERTODD, bbAAKHEL
BFELEV, wvRicBI 3K Ca B, F+v
LB 5% Ca BETOERRBRIBHEETHTH S,
FEBREERIZ, UMRAHBTFRELILDOERUAR
ichitce 3bb, KEROERIZICa 3X10°M
TicBF B2 Vmax BIEEH T2 2 TR 20um
SO oSELEBEHADIIXL, YR boT7s—

T} 2.2 4mil Ip & BIEHB T E%RE LTH B,
LdL, ChelEicERdTIIDitid, "ERAE
DIFIC BT EH 5 DT, AEE & 3BT EHE
RTHROY Va2 TEEEL, SREEMEE(LsE
BERERFEREFFONET, TODBREETPTH S,
ETATVmax B LD L HIE - ELTH, %
A DYFEZL ), VR boT 4 —HTIAH
187 4527 POERDBROVY VAATHOIETE
B0, VOIS VnEEZI LN B, &
WO DI, FaITERK 2 EORBEERICHW
DTH5BH, A IME )ik, ToEbicid
D1z EbRMICBVTE, EXLDbRNT 45
AV MRIERIRMIC LOREE L E->Tn B En
HTEEMLTH B,
—DOuREHEE LT, FEROFERIE, Y2 bo
7 4 — IR RD Ca BSZHEAS Ca 3 X 107 Mifp3 T
EFEE D SEMIENEN ST L THRFATE 20
HHNII, T%'??lgl)i YVZ bo7 4 —% skinned
fiber @ Ca BREMUDEFHEBLAEESLY,
EHEL TWEY, RHEL D bEFERD AT

BICEEBRB LWL LA EZL B E, TOTREH:

BEETENL, SHOBRTPHLETDH 5,

LaL, zb%d, HENIE Ca RETHEKICV
maxBY a2 TR 2.0 um Bik» SBBUCED S
PRIASH TR, BIFERIEREL AT 5 L
THREBEINZREEERMEAD 1 DTH 5,

X [

1) TLERHAES, AHUMRS (1979) BEEHHEREMAE
B HUR o —EORBRYZ LS B
053 FEMAREE, 152-154.

2) BEE E L, 15 247 —259.  (1975)

3) Endo, M. & lino, M. J. Muscle Res. Cell Motil.,

1: 89-100, 1980.

4) BEE K ECFERBE, 15 FHA, IF - Al
W, BHF{LERA, #H, PP.295 —312. (1975)

5) Ogawa, Y. J. Biochem. 64: 255-257, 1968.

) &g £:EEEHEEERASEN, HYto
7 4 —EOREBITIZ (TEH) MRS ERHZH
w47 — 52, (1979)
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HEy, BERMNECRBIOEREICOWLT

WEthhE = H

bbb IPERDS VR b o7 4 —FHORER -
B FP A % B8 O 15 1 BhiRHE R DR RS RIS A %
v, EEHEORRICENTEBRLTE, 518
YR b a7 4 —BHOBEEMIIPPELS, »OHE
M OIENFRE T TOBBSEL P BT L, XES
MO BN FIHHASERINTH LML H S
BT EBEERELL, AEEELONEE
myotubul e ERKE &S 15 B A% TO H #%
BEAICOW T, Ao L AHERE L
Ztee ERARREORBBRICHESS M ED
rEpEEEL ZZRERY, TEFra) YLt
75 —DREEEFIEEEL L THD B L EERHA T

BRRUAE

Mk © Dystrophy (NH413) XU Control
(412) Chick D3¥5I8% 375 Cic 6 HREIFHLL /-
ObEREELOHL, TORHMOMAE 7T V%
B L fch/x—2 7 A ETMaximow O _&FEH/N—
75 AR EVIEEAREEL /. 2,4,6,8,10,15
BREBLIcECATEDHL, BEMIEZTL,
#Oﬁﬁwtbmﬁﬂ@ﬁ%ﬁofoﬁﬁﬁ&ﬁﬁ
BLRIE D 12 3 DK DRI RRIC BTz,

- EEARIE | RERERE N N—T 7 ZADF S JIE
£ Mic AR, 37 CT20~30MQOEREFAL,
HAAENEE (BAREMEZ 8201 )2 BLTA €
) — CHBEDM—-305) ici8x, kAHhE o7, BHBIK

* EHBERUARPESS SEEAEE
o AR ATINEIE DT Ak BT

fie*

 F* o ooz

P BEEDEHC & T check L7z BEEBNAELR
B0z tic & 2 ATEY TRV L2HED 2 Bt
ELTWEBHSA - L Bbh b & &, RUCERD
ZitL, —ERRLLERFELODT BT &, (2)Ek

IERASEIARTRICE(LL TOREWC &, B8R

biEmL, HAREAERLICEXITI20~30 A
OEB/ICL -~ THEHBENH D, FEHBALEEIN,

oSBT L, BEBRTHIEELT, %

NOEBEROAIEMEII DatadSBRA LT
BT IRMSIEE | USRI X - TR ERE A
EBEEmic s v vT Ve FEEDDDS, /N5
OFRICH > TS ¥ 5 ¥ & SUEERTH 155
gL, T- Y27 a2BRicRfd 20EEZT
atie AR Yy 7 BECHREERT R VAL, BS
0.5 umDYIFEAE - T CNEBEBTHMEE (H
FEF, 200KV) THE, MaNEEEDREZE

Rl 7,

FTeFNa Y vLeT s —DREGEE |  ORIE
1242 37°CT 10 BREFHE L 7SR 0% & b HiL
THIpE R L ERERV, B(E1IX)RB3H
Bfgicscil, EERici3 6 BREREL-bD%EA

Uiz RBHEEORIEICIETESI CTHT I~
Lizx5 7+ b (Eth ) ZEHEE, ve7

J— IS S E B, BEIOD bV ERBREHOL
WIERIEENA, —EHREICRERRT S, €D
& E stk Sbh s CHORD SEEOH
KEELTWALS 7+ vAitaL, REEE
5%, EBOERFHESIIE 1 KRS,
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EXPERIMENTAL PROCEDURE

Breast muscle cell

(6-7 days in culture)
!

¢« MEM ¢MEM
Alb Alb \
Etb (30 nM) Etb (30 nM)
3 dTC (0.5 mM)
("H)
v v

1 h. 37°C. 5% CO2

Washing with
MEM. 5 times

(back ground)

v , Medium
Incubation in Med 30 min. 858 MEM
10% HS
L 4
Change of Med — Discard g: ggg
2 h =———> Counting Etb :
l ERAB TOXIN b

3
5 h Counting ("H Labelled)

. dTC :
9 h ————— Counting d-Tubocurarine

27 h ——— Counting
l+ SDS
Residue ———» Counting

B MSEROHERE 7 F 13 Y v Lt 7 s — ORBREFIE
MEM : Engle MEM  HS ! Bl  FCS : fF4-iMiF
CEE : BitiithiZE  Ab : 7073 v
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E2X MmEREAOMEEEMSEER
ABR 6 HHOM & 872 myotome (N, H. 412)

a. flffE%

¥ E=

RO RERRE Ho2RalkkAaons &k
5 I HEAT S 7= BB (34Mlic % < Dmyoblast 5t
#LTW5, TDmyoblast (FBHEWICHEE(fuse)
L Tmyotubule kL, 2icihicm > THlEK
4 5% (outgrowth), & 2[X b (3fifTr &% 1 HE
BBLI-HDT, ZORF LV myotubule DK
BH LN, THBIAICIEERDEOLIZLC D,
ERUOPHEISBEMEE FTHLHONE L DILES
(2R C )0 MIBRHIC O~ & > 5 RBE 1 &
5T 15~16HZ AITRIRENTE T L, 2 hh s 3E
HAIRZLE D, DR > THEED2EIITIEP T TS
3, FEDBIERUTERS N>V T, I
HEEMEETA B, Dystrophy & Normal
DFHORICHEIN ~ e EZRFAEDONIED -1,

BROFIADSTREIC IS 2D [ myo tubule HTERK
S22 ABH 70T, CORHIKIZ—15~
20mV D EEMOSEEI NG H IKITRT L DI
HEORBE & bICEEMIE EFL, 5~6BH®RD

(x 200)
b. #ff% 1 BEBLEbD
c. HEEBAKH 1 BEZALI-bD

(x 200)
(x 200)

ARIFELD Sbh, BEDSHRS C AITid 50mV
BBICS 5, BEIC K ZBESH SN Na' F v Hv
WERENTHWAEBbN S, 14~15HHITIET0
mV &0, REDZFNIGEDIL BZTNLERSED
BINEd, HA->TROTEBEBEL->T0
Dystrophy DA &DEGGHIED & DF R
SEEMSPPREL, 4 BEHORERHCEWTEUH
A9tz L7 Normal EDBITEEDEVH -1 A
BEORERXT TV, BEFOHEHRELES
i tRER, RBHEAICE Welch DREZETTV, B
KRR 5 BUT THBHEEFELE LI, NI
kg 6 HUBIRZTNTHEDEZVHD, 2BERD
{2 IE% 672+3.1mVicxt L TDystrophy 60.7
+5.7mV Tdh » 7. KB E UHARIREE L TH
Broiler EROREERZE SRIE L7cHS, N.H412
LOBICEEREE M T,
TeFa) vt T s —ORBFHEE | 10 HREHF
1k, 6 HRkERE L i aitEte LT SHS ~vd
Et b2 /EF S &, BEDEt b ABWIRT &, —fiC
Dys trophy #ick& LT3 EtbA*Normal i
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19
mvV
17 10
75 |
13 9 * T
8 11
1020 * -r- F
15 44 22 -
6 * 7 ﬂ
* T -
2 [
18 TF
- 15 ¥
50 25
* T
24
28
*
26 16
25 - .
5 10 15
DAYS IN CULTURE
B3N MRSREROMEBARERE
N. H. 412 N. H, 413 Broiler
(control) (Dystrophy) (control)

HFRAIEHETT. *P <005 (FEEHD)

HLUTHED 1, CHhBIBEST 27 Fva
DYV Ty —DEBDIRINT EETHS B, F 1o
SH oML DHBESNBHAELtb O BRI
Normal DAL, f->TL 79 —RB#DF¥
BEbRWCEBHISNT, RLEN ST DRI
Bl AP13<, preliminary T 3D TEBNL
RRRSRITELRITE SN,
REFMIEOEEER R : myotubule MEKE 113

& Z ORIV R OBEYSS Sbh b, B
4 a 3B 2MbIcHET 2D THD, MRt
FBBICHEO AL 22D myof ibril IKHET %, 2T
TRV ERBHBIERTES S DL, NETHRE
b—ETRVLEIBYIN 5T hic &> T myo-
fibril OFETIOVTOHSHUEFTRIEBB NG
Motie H4XDIRIOBEEEDEETH Th 3HA
IHOXENT L 25T, XTYR7 LKOH

H
i,
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B4R MBEREARURBLEHOBTEMBEE (£ 05m)

a. &A% 3IAEE
b. BEEBA%RTHB
c. Bk#

EHEAETAIRALNBDS, RBDILETAE
ELbD (F4Rc )Tk, BEIKSTHI
WIEEY ( TY 27 4, SRE ))DFH# % Dy strophy
e IEFEHOLKICBNTE SR 5T &iI3HRED
120 BITOHBNESROFETH 5,

z =

C ITRS NI R VEFEFRZE L7 preliminary
DfEHR — Dys trophy DB IZFEDERD T
TR L D EFEFHICH L TEY — % X0 BOEEs
5, £0ELDRKUTOVTHED LD TH 3, &
SBNTIRT & D IC EEER D RBELITTHITES 45
A Thomson & Drydesl)li 10 HREFH LD M 515
1 DR & 1R BAIG % 5188 g 5 &, 3 HH
TR 20mVTH-7bDOMR5HETIITOMV ITE
THLEEREL THW5E, bODbODBETAKIC
BEICRET BT E R 515, FULSRB RO
BEOLNWEEET L EEBANIKEILTHS &N
5T EDHSR, bhbnOhE RSN IINE
HEFEE L T BEEZOND, RLIEDOHEE

(X 44,000)
(x 15,000)
(% 15,000 )

fih DB PNEREE 2 AR EB O BT btk L CARRAICER
HNIZ filament OEF|®T—system, /Mafkrs &
DS % Ry 5 C LR T, Dystrophy
ENormalDEREZRMTLELTLLVLEED
No, TNREREORKMIEHETH 200, ©
& HMBIERIEAL AV ZEBOARENL HDTH
BDOHIEERET L ST 4U3TE 5130,
preliminary TR AW 7EF/va) v+ 7
5 —DORFEI NS S Dys trophy D H AN
EVHHIRDE SN, TNDMEDEHEE % Kk
LTW3 &g DystrophyiTid, MINER
NIFBEROENPEESKAENTUEL TV L0
HELEILAMTH 5, SEREERPEHE»Z, XE
LA S DFHIC DV TERE» SR, TOERE
DystrophyHfE & DBEIC BT LE S X /b,

X ik

1 EHE /8, KPFRE, 8E E, EROETF, ME
FE VRO T 4 —BHOEBRENHE, BV b
07 ¢ —AEQHEBRIE (IHEHE) BFS3EERE
&, 53 -58  (1979)
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2) EH {2, /NEFLE, NERE I RENHICEY S 4) C.M. Thomson and W.F. Dryden: Development of
VAP O7 4 —HOBSERFANRE, Hivito

membrane conductance of chick muscle in culture,
7 4 —EOEBNTIR (TEH) BMEERESE Can. J. Physial, Pharmacol. 58: 600-605, 1980.
90 —94. (1980)
3) /MOE=R, B# X : Duchenne ElfETTHR Y R
b7 4 —IERB U SEEEROSEEFERMEIC
& 205, ®EAHM, 11, 280 —282. (1979)
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Myotonia {3 BBt RERIEC D3RR
DRREWICHEL, HREE5IZEIITERTH
%, TDEIHBERIIAM (Lipicky, Bryant &
Salmon 1971)%»5ED X (Bryant 1969,
1973) IR E UTHEAT 575, 20, 25—diaza-
cholesterol, 2,4—Dichlorophenoxyacetic
acid (2,4—-D) % Anthracene—9—carboxylic
acid B EDBH BRI T I X D FRRDIERDS
fEDHEN BT EHBHISN TV B, TD LD ITAER
DFEREEICHRRED CL 2V 575 v 2DFE LW
ETkLEb0DEELSNTVS, LA Lmyoto-
nia REDFRICONT MR BRSPS 1S
BTV, /& XX Caccia® (1975) IR
HRELI-FATRIN SOERICX > Tmyotonia
EEBTEMTERVWEREL, —HEyzaguirre
(1948 ) 7: 513 10 HEIOBRERRIC bbb 5 2,
4—-DHBIT X > Tmyotonia BFIET 5 LERL
T3, mILIC/ED Eberstein(1979)564F
myo tonia DEEE IBRHERRORIICL->TE
BLEMEL T3S, A idAnthracene ¥5ick
D35y b CHESNSmyotonia FRAEBOMRE
BETE L UM O BRIHEZ /NSRS
FUMEBBRERWTREIL, & 5iKmyotonia ¥
SRR T IRAMED SR EBE LI,

* JUNRFER PR E

Anthracene—9—carboxylic acid (Anth-
racene) % v b (Wister king, 250—300
g ) BErENIC 2 ~ 3 Bff 250mg/ day/kg 5L
myotonia RIS H, HE 100« O HBERHE
BAEAKBTEERICRAL, 7v7 7 (ERESE
MZ3B)x2@ L THEBREE %24 voRra—-7ET
HELI, HEBIUHRELEIVWOYIERETE
B# (dive—bomber pattern) FiEX» myo-
tonia DEELFHTHOREDOHEL LIz, in
vivo Xid in vitro THU/NEREE FVFILE
BAL, EHBELL L CHREHESROM MR B
(m. e. p. p.) 2MlANGEERL 7z —HERERRT
i¥Anthracene 102~10° g/mg %#FAVT,
Anthracene O, E—FHimEc RIS
MBEHE L /2o COERITIIERES L RIGMH
% (EDL) % in vitro THW/:, BEEMKIZ Hodg-
kin & Rushton (1946 )itk 3 HFETRDI:,
FREIE SMKCLTHAI L g 5 2 E T 30~50
MQ OERIEFO b OEAaA R CEEBEE LT
Rz,

¥ g
Anthracene %1 H250mg/kg , 3HMET v
b ORERERNICIER ST B L, 15T XTD F v biTH
Tk bmyotonia & EIRKDEEHRAER, 7o & A ITHUR
P U A UM @ T S LAV A [ ) R Al )
Baxhl, HERXEmyotonia rat DARBERF
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FDitEEdT 3L £ D myotonia EEIEDERIRS
HhbERNHESSR S0, £ OFITHEX
R LOBEELMAD —HOREBRE VIRL
AL, Zhi3E D myotonialk B E Wb b
S T1E8% (dive—bomber pattern )ITES
LTWho ZZ TivNEREMWVWTmyotonia 7
v FOKBTIAFHL Y in vivo T HIANEEEETT
&, LHDOR—Z A —h—flRIcBTALH513W

2{ & L7 prepotential %> CTHREIBLIOD.

HRELEE D, Thd & bIIEFHEMOREL L7
L, RESRAEE ek RSP L, z0%k
R ICEMEL, 81~ 28%icEiEL~uic
BEL I, BENIKBY 2 —HOKEHROM, @
4 OFFARIC BT DX I BEBKBHRPFHELT
W3EEZ 505, X, myotonia 5 MIBEFY
ISR DTEEN TS T 18 MEERIBNT & » T bR
RIG%RLIce TRHOBEET v b TRR—RBlOAT
WEREIC L, Hmsec D ZBHOFHERH AR
ZSEd o s s, myotonia 7 v b TR—
FeOREIT LERHIGES burs tIRDREBRHIS
b0iz, £ Tmyotonia FEIKICK Y 5 XELAE
OB EF~B 1D BFHETNE d~tc 2RV T
ZORERBEIHHOMHBER L aiEe LTHEL
Too HBHEUM T myotonia 7 v FOBEFR
BRI FEEZY D -1, d—tciR5TIRH
HHENC TS 2 — DO REBRIIEEEZI 1V,

L U 2 OB MEE ORIC BFEHIC T 2 Bttt
OBESHRRITRICHR LT, RICEFEBRICTH
TAnthracene OIEH 7 v b ORERRIED Fhl s
BLUHRE - i kI T SR MRk
LD#IE L/, Anthracene 10™ ¢/mé O ¥
BHick > TOMIRRO HRESGREL, TD
RFEBELL 2 CFitiRIe 1280w Y
L7z prepotential %fE58H T 5 HREEETH
D, &9 12135 EDIChumphsk S5 B
DIEBERTD »tco 7o7d LEHIIRIGE K ORI
DALV TS Nz, [FU  ERERTH/NE
BEkic K 5 MEBREZ TV EBE O FAER % J7~<
5&, Anthracene 107 ¢/mf itk BT

46.9mVH 5 54.8mV iz (10D EE ), Kig
T 48.2mVA 5 54.8mV ik ZnehEd Lic,
BRUIEL L o@Eic L 0 IEHB#ila Tl —SEDiEEE
PLpFEELEVL DL, Anthracene ik
RS AERHSH LN, Anthracene 10t ¢/
mé DEFIC X 2 B BEIER DR L%
FRiEE RIGHEITHIE L, #RIETIdAnthra-
cene ¥R, AMER (Rin) 2849 1.5 4651, &
&SRR (1) 5% 2 5ic, (BEREES (Rm) A9 44
iz, = U CTHEESER (OB 3 Eicenzntgml
7ohs, WEIED (Ri) BLUHEFKEER (Cm)i2id
EAEFAL LTSI » oo RIGEHEITIRC OB K
DEATH - 1o B U EREE RisiE VT
TR & ER DMy MERESL (mee.p.p.) ICKIZT
Anthracene EROMRE—HOILETHRE L.
10™*¢/mf D Anthracene 2##t%, m.e.p.p.
DOAE XM 1.54%k, 7L THEEBIEED
1L.545ic¥m L7 Anthracene 10™*¢/mf§ &
Vagostigmine 10°¢/mé %REHCRS T3 &
m.e.p.p. DK & I BLOEEHREAS S LITKIGICHE
Ml7e &5iCAnthracene 10™ ¢/mé & d—tc
1070 ¢ /mb % [FESic#EHY 5 Lm.e.p.p. RFERIC
H& L7 7B Anthracene 30K &b
) v RT 7-EERP Y T RARBEOZ RS DR
AL Tme.p.p. DRNXEPEBIEALEELE
#TVBOTREL, ZORRIANER (Rin)
PRER (OUEDEEROEDI:HEEZ SN
72o me.p.p. DAX XDHistogram 3FHE
Krebs BPTidWHp B ~VEIZRL, Anth-
racene MR NP HEFICETHEIT 2 DO I
3h, TOAMHICBNTIZI~I0mVELEDme.p.
p. (WHWSGiant m.e.p.p.) B¢ & Ex T
LOPHEE NI, Anthracene 10™g /mf 2
i, EEEAFREDRENS 6~TmV BT 5T
EDDS, mee.p.p. KE>TEBEMOFRETS &
BEIRETH D, KB OB TELES 71/ hump
D > BRUEOFEHBEMPLHERCBNTA SN
7o d—te BIC &k » THEAT 2 BIRHOBETHRIZ
Anthracene 5ick > THET 3EAN m.e.p.
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p.iC k> THRAELUIEHEMNTH S & HEEHIK,
—FOHHI BT, BIRE, KIRELD 1 m,
B U 2 mBEn /BRI U NEBRZFIA L mee.
p.p. %2308} L7, Anthracene 107*¢/mé D¥
FLIITR, BIRLD 1 mBfn/c& 2 A Tidm.e.p.
p. 12 B8RV, L»L Anthracene i
BTRERLD 2 mBt /B HIRRRRIC BV TS 0.2
~0.4mVOKEEDme.p.p. Pt T, ThH
BRESEH (D) PATHER (Rin) OMick 3 &
DTH 5, myotoniaRIEIK KMITHEEROZF
L 53 HYTRAED myotonia ORAEICN
TEHERET v P KBTI O O BREERIC X
> TRETL THI, THHBRAREIREREL 2L
&4 (3H~40H), D% Anthracene %38
51250 mg / kg THEEERICES L T myotonia 3
fEiCxd 2RO REBE L /2, —BHoO
BRAEDD S Anthracene 285 L7 bOIRERR
fER, BHENRR L SBREELITHEV myotonia
5o b EERIEM-7H, 30HLEBRHEL D
TIREEFRERIR myotonia FEIRERTICE b
57, HERTRARNSARTRENR2{HEE
An{ diffuse S burst RO BRBRDAHEET
&l 722U 30 B LBRMEEIT - /12/Z0 T
Anthracene OMEZLTWIWVWT v FOKEZ
SRfRIC B TERSEE T H 3 B A MO BRERR L
HERIcAbNf, THI3BREESRIC L 2HAD
BEEc k3 boTRANHEBbNI,

- £

Monocarboxylic acid D—>2Td 5 Anthra-
cene AV TIEE RURHE S hicBRHIC
myotonia FERZEFEHR S &M DERICK
- CHERTE feo TOIERDORIEICE IS L T
30RHEHEEDE, FibBAdrian®Bry-
ant SDHEL TWACL conductance DFHFEA
ET &K conductance D_ERHEISL T

350EEbND, XS IR—EOERT H/EFE
fDOFERICDWT, KEMEICE S Cl conduc-
tance OFLWETICL > T, BOEERHCE T
% transverse tubular system ~OK* D%
BB KE(BG T 2L Db/ &M
LTW3, AERICNTD, BEHEBERERERD
FLWHEADHESN, myotonia ODREDOFRREIZ
FIBEHBEOZEUCH DHFEHRDOODTH S LEEZ
55, LHLMEERETRICHEETHILET
EIW, ISHTLSDHTIRSH B HREHIRS|OD
me.p.p. itk » CIEEBEASHHCRELIFTSH &
®, 30 BLLEBRAE L 125 v TR, BREIRTR
BSHIC myotonia DIERER LIS S
¥, ZOMBRTIIABIML dive—bomber
pattern DB TE LD -1 LEEZDDED
&, HRERS—ROTRITVICEL, ZKRAIC
myotonia DREIESL T A0HeENH S E
25605,

X L3

1) Lipicky, R.J., Bryant, S.H. & Salmon, J.H. Cable
parameters, sodium potassium and chloride and
water content and potassium efflux in isolated
external intercostal muscle of normal volunteers
and patients with myotonia congenita. J. Clin,
Invest. 50: 2091-2103, 1971.

2) Bryant, S.H. (1969). Cable properties of external
intercostal muscle fibres from myotonic and
normal goats. J. Physiol, 204: 539-550.

3) Bryant, S.H. (1973). The electrophysiology of
myotonia with a review of congenital myotonia of
goats. In New Developments in Electromyotrophy
and Clinical Neurophysiology, ed. Desmedt. 1:
420-450, Basel: Karger, 1973.

4) Caccia, M.R., Boiardi, A., Andreussie, L. & Cornelic,
F. Nerve supply and experimental myotonia in
rats. J. Neurol. Sci. 24: 145-150, 1975.

5) Eyzaguirre, C., Folk, B.P., Zierler, K.L. & Lilienthal,

Jr., L.L. Experimental myotonia and repetitive
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IR bu7 4 —BHICEY A5EH

HRiE LR OBEICOINT

n

YR O 74— BBV TROEFLULE(IIE
ROETICHES VBB a0 E HAMB T 5
TETHD, REDIDHFILBIHANHE S
PIRLTOREIBRBOBERICB T ZRENID
BOZEW E ED XS 13BFRiIcH 203 FLBHOHNT
Brswds, Lo L TH Z OHMBRBROBENSZ O
FROBEENSIERAERORRE L >TBET &R
FHBVEN, ST DHIEDOHERITT AR
LTV AHEHDOHRIPERLSREERLTEY,
F i ChEBHRIc BT 2EEOERE HROFE
D _Fizi Y 1o T 3 BHORHEE DR IRE D £

BBCABEECHD, LIoTIRA DT 4=

EIEEBHEL SNIGE, BEEARMETLTHS
DO, HIAVREARRBEMLTHE00E0S
T EMYREREICIL D, BRDERIC LTV R b
07 4 —HTid 3 BOEBODERHDEVEEEM
LTWBEWIHENNL Db 5B,

L LR o7 4 —fhickld 5 EEEKICEEY
SHMEDHERRIMLTLOI B LTIV, BLIEBC
DRI LT OHERTFZED, P EH IR
bo7 4 —BoBIcBALTREAAKIES EALT
WBEWSEREMLTHWE, RE2DZDHRIIR
FAEOXBRTHEINIZYR b7 4 —NLRY —
ZRAVTOERERE-HL T35, SEOHRET
i3, PIEETTIRBELILR b o7 4 —HickY
37r—s2BELTEoNIEREAERI, COE

* PP FE PR T
** R BRI AR A DI

AT

* %
=}

BamAL ROV EDDOFRY, Wb 3300000
xg LiEHOBRASRICHEL BRRTORMIIE
{fbiciFE o a2 Rg T 57— s Mg onic
DTHET 5,

HHEEHFE

U bu7 4 —HBEEEBIFEED New
Hampshire line 4138X%U412 2zhThH
Wi, TOZHRIA 38 CORIBTIC I X, FEER13
BEHOHIfhH 2V ik HL D EEOHEICLD R Y
V= £%2181, 23 Y RO % 2 EROEKRA
(0.25MKC#, 10mM MgC¥lz, 10mM Tris—
HCZ(pHT7.4), 6mM B—ANAT+xH /=)
hTyovRFkEed2F A4 ¥ —2AV5EFEI 2
F4 X453, TDOREY2F— +%10000xgT15
SEPROL, ZOLHEEBRADO M D2M B
LU 5mb D 0.5M ORELTERE AR Licod, ¥
300,000 xg T 4BfELT 5, thfE LTRON
foB ) V= L3 b S —ERIRO N EEHE R I
DTSR 5, COBEARELEEZ DLED 2/5
BE%EEVBHEB (0.1MKCS, 10mM MgCla,
10mM Tris—HC/ (pH7.4), 6mM B— A
AT ExT 5= )I+RENT B, DRI HIC
300,000 xg T 90AE&E L L, ZD_LiE% 300,000
xg FEELUTERICAV
Mo—gEmT IR, VC-EmTI /7o
tRNA, Ea—o=4 VB £ — LDFHBE
BLRUCNOBHRFHFETCOBADEHTIRBY



104 vV & %

wn -
3 6
O
o __ e—e Nor.
(CD M o—o Dys.
L o
E Ll
. O X
]
=
P a
- 3)
e
o
c
[®)
=
o
| S,
(o)
o
—
o
o
C
—t
0 -4 f T T 1
0 10 20 30
(min)
B1 73/ 7 v tRNASKREERIEY:
UC—1E87 S /BD 5 1C—7 3/ 7 YV tRNAND & DABDRISES
MR OBSRZEL
« -
> 10
Cr —
T
v O
_C A
O x
)
O E
2§
— 5 o
kS
&
= o—
5 e Nor,
5 / o—o Dys.
a
o]
o O- ' - T —
S 0 1 2 3 4

Crude EF (mg/ml)

2 MEERFE%OBEKREY
MC— 7 2= VT 5=V IRNAD B HY 7 2 =T 5 = Y~DEY
ABZEELZ OBEOHEERFOEETFT CREL-bD,

v
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2 MC—7 I BORY RTF FADED AL DRI
EEILDOTIE, HEETI TOREELI DR
NICEEL L EBH L EITIT 57120

# 3
¥R 3HEDIEEB XUV R + o7 4« —HBOMH

KOHY V- 2%R/RL, RFICES50 35300000
xg LEERWT HC-E#T L B oK) <
F FNOMDABLRERET > YR DT 4 —F,
EEHEAFhOHE) V- Ltk 3D ABDED
HEE->THBEEMNDEIOAIZ DT 4 —F
KEBHDDHABEL L ->T B, & LT3

F I #£Y/-4&300000 xg E#Ficks "CERT /B

DY AL

FI99138 H, A5 (Breast) B8LULE (Cardiac) #
YV —aEENZFHO 300,000 X g LiFick B MC—48
BT/ BOEDRAK, YR PO T 4 —HHRORY Y
— 4, 300,000 X g FiFick 3EAEEHRROZNT
B L 718,

Dystrophy/Normal
Breast 1.35%0.10 (S.E. n=10)
cardiac 0.96%0.03 (S.E. n=10)

1T » e Bt SEHHSK 5 D 10 BDFER %R
LTH B0 FBHCIT- 7008 RY V- Al X AR
DEMRIFT 1 THETE L SNBERFHRY /' —
LiTL B 1.35BFBEDETH D, UBEEEREL
fek Sk, EEHORAHEASEICIEAARE
W 2RFHE TN TN B9, TOHEE+5
2B & .42 300,000 xg O_L#FEERW,

L LS, CORBOEY) VvV —-aickdEE

BRRDIEHALDIREIC IEREOESHIEDH 5, |

F¥h—7%, YR o7 4 —BOBERIGETT SHIC
L 7ohs - THdIRassthoffaic s 2 M b b, £
L TEOHUAORIIPEBESRRICHELR %1
ML REESATEY, LrbzoMinEIE:
NAABREEBMSPED DIV ERET 5L, YR
ko7 4 —HiD 300000xg FiFICIIEAARKIC
VELGRFOSEGICECEEN TR EZL o0
3, 2F DA LBEASKREEYDRDDH BT &8
Hsans,

Z L THiC 2 fERDBHRAZMA, Taho
300000xg DLFEEAR, ZO0BABELNET
3, YR b o7 4 —HOLEFIOWTESNMEE
EFEHOZNTRLUIEPRLIRL TH 5, T
Pobhrd LD IFHULEK SBTRIEL, HZERL
#ITT 3PV VR b o7 4 —FHTI> 300,000 xg
FEPOBEABENBLOL TOL TEMbrs, ¥

. Abo7 4 —HEIEERHD 300000xg EEPDOE

BHBEEAIZIT S LW EDRIR TH > T, B
DERICIIVR M o7 ¢ —FHD 300,000 xg EES
OEABERODLAMMLTWS, LichB->TIOD
F5h SR HEHDOETUBED 300000xg £iF
ek ABASRIGESNROATBO K 518 A0 LD
MBICE B SOTHNEREVENLWD, HORF
Ry oHMEMOMBIT S F TORAABRERIC
SNTRINDBAHEDGF LOPRTHEVENSI T &%
RETBEF— Thbo

L LEAsS, ROMDSIBKDEEKENHEND
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£
2 —~ 157
oW
o0
b

X
S e
< &
% —
= 10
1]
>
5
O
3
o
(o]
o 0.5 -
£
©
£
[es]

0" f T T T T T T T
0 1 2 3 4 5
Crude EF (mg/ ml)
3 BrOBEOMERRTHETICESY5GMP — PCPELE T 1C—Y Y tRNAD
Ea—awd v VABY R — L \DES
embryo after hatch
13th day 19th day 2-3 day 1 week 3-4 week 7-8 week adult
1.48+0.39 1.29%0.09 0.95+0.11 0.76%20.08 0.82+0.07 0.68+0.04 0.54%0.06

(n=4) (n=3) (n=2) (n=2) (n=6) {(n=5) (n=5)

F I FULATRORREBREICHY 2550 300,000 X g LEOBLBEDERSOMICHT
5V 07 4« —HHDEDH (Dystrophic / Normel)

PBR B, VR o7 4 —HRBYZEFEOERAR HERBORY V- LRORFICELEDIEDD,
EBERHOENLD bEL, KFECHROLTHS  LERNORTIEZbOEOMEV S BB, $£2
&“5?%?&60C®C&ﬁ91b054—%ﬁ SERIFRL TEWEV, UL LEEE T To#ig
MEHOH SONBLHIICT TIRIEFEHEREHE  #FHORULick IR DBERO»E OS> 3 LFER
HORBEIEZD LT > TOALEETBL TN D, KHHTLIBEHETHS,

VR bo7 g BB} AZORAAKELAFD FREEEE cCOREFOPIRLILLSIC
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300000xg EED0EHAREERTFORRE
LTHEEZTIRT 3/ 7w t RNAAREBELEOEYE
1t L CRERFOE-ILD 2 225hh->TW B,
KR LIS IR b 07 4 —Bis L CESH
@ 300000xg LEHDT I/ 7w tRNA &K
BEOBEHOMHEELEZE-TAHB L, TOHEE
YR Fo7 4 —HOAENEN, TOTERBTDE
FRBEEHLD VR b o7 4 -5 LEDicEZ W
TEETREL TS,

300,000 xg _Li#5D 50 ~70% MFIFRLD 5 B
£, 7% D (20mM Tris—HCE (pHT7.5), 0.1
MKC#, 1mM EDTA, 6mM B—*LAT b 14
7 =B LT 0.25 MEERE ) It BHT# 300,000xg T
QO AHBRNG B ZDHINENS FOoFoToy
54 MCRESYE, 0.05M—0.3MDAY I LY ¥
BB (pH 7.0) T L TR B35 BOHE
ERFET 2, Ca—owg VB K/ — 4,
poly U #A\w “CE#7 = =17 5 = tRNA
DY T 2= T F=vAD UCERT I/ BD
D 3AB A B ORI 2 T Bo AIFEOHERT
Btk Sie, CORAESBEERHE IR DY
4~ THRERFORICENS 5L 5ICBL BH54
FLOREETREV, 22T MC—HERY It
RNADEa—o<wA V) EV - D%
COMEERFELU IS T2 (B, r—2AFL V)
97427+ %4 b (GMP—PCP) BEDSHET
AlELze TOGMP-PCPOFEETTIY, 1EN
o MCHEH tRNADS 10D ) K — Ak L1z
B TRESRRERELEYT 3, “CERY Yo
) H = ANOREA GIERRT ORME i
60‘1‘2‘@3!::661’1.64:5!(:*)7\ fba 74 —-BHEIEE
O L & BERTTHRELET, COBEMSEH
AL VR b 07 4 —HOMERRTABEROE
F 10RRIEEHPOFNICL SXRTHIERICSH
BT EMbhb, AREERICY 7Y TERER
WAERD S bbb o T,

! £ =B
PED#ERMS X b7 4 —HD 300000 xg

L#EicH on 3 BEAABIBESNRIP L LTI/
7 ¥ tRNA &REEREB L URERTOFER i
LB3bDTHY, COEHILEBEF 1Yo
7 4 —HCTRMIEMLTWAT DL E(ZD
—RTHs, COFERESDTREAORICKLELE
BEFH IR a7 o —FHTHEMLTWBT L58k
RBEEND, L LRERDERTHTIE 300,000
xg LI POBOBESED LT 310, dhid
LOBRBRTFORMBINSEL ~TVBLILHE
ZB, L LYR o7 4 —HOMBBENISHE,

3V IEFMROMETOEORESEELA
bE3E, CNRBBLZAHT EOFRERFOEM
T ERHIC BV TEBERICHERBART A
HmLTW3ZEMHEEENSE, LEbR215H
Z oD LIt OEAARICHAREARTFO B
MIYR o7 —BHicEEEEETRIEOHIT D
LFid ol 2 ib > T A HHEEEL SN 3,

X g

1D BHEE: D2 bovs —FF vOREBREICBT S
BHAREOZLL, BY A b7 4 —EOERIEE
BHF, W52 EEHES, P 39. (1978)

2) EiME: P2 bo s —FFrBBRHEOREAKRE,
YR+ o7 — OB, B053 FEEHA
HeE: P7. (1979)

3) T. Masaki, A. Yoshikawa, N. Harada and H.
Shinozaki: Current Research in Muscular Dyst.
JAPAN, 22: 1978.

4) T. Masaki and A. Yoshikawa: Current Research in
Musculer Dyst. JAPAN. 32: 1979.

5) HELE: YRbo7 4 —FFOBEAEERTOE
b, BYR a7 4 —EOEBENDIF, BMS4FERH
THES, P111. (1979)

6) T. Masaki and A. Yoshikawa: Increase of Protein
Synthetic Activity in chicken Muscular Dystrophy
(in preperation). .

7) T. Masaki and A. Yoshikawa: Muscle Protein
Synthesis in Dystrophic Chicken Proceeding of the
symposium on Muscular Dystrophy in press.
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HOWNWTOWE

KB
MREBNE K =

HEBEMEEDCHBE LT, 4 VI HED
B SHIFBHOBRINBENDEELEDES
& THA DRSS B, TNHDHT 2 DO,
ST ORI EAMOEOEOEREEHHE
T /) 7 OEENDESIOWVWT, EEHLHY
27 4= (PUTHYREE ) HOBEITONT
BT LT &, B TOEL OWRIL, BDFE-
BREBETHEAEDO S 4 7HFL LEL TV
CEERLTE N, X, HiEBEDY 4 7R IEE
EFCR o7 4 —HOMTENDSH LT EM MO
ﬁstv% iﬁvaéﬁomf%méntoﬁ
b, BIEEETR MRV REIZ YV TAY
HA4 LBIEER, BYAHETERDODBLEEZR
BLT & s —F, FER L OBMANTOBES
HOEBIKDVWTOWHRR T DIESNTOEY,

FEEOWFICBO T, BHYRFHEEFRHOK
EBETOoR=YT (UFTN-TLE)D S 1
TOEAICBT BENEEICHE LKL, X34
VYTA VYA LD — VORERALLBESE T
Z v LD ZAL, BICHRKRIC & 7355 fhiftifaA
TOT 7 F VY DEREDOEUCT OV T HHAN,

X RBR F &
POV RU A VDR L SMEBROEA D
BIDIEE (412) RUEH Y A (413) B sk &
DEFEICED boR=VRU I A ¥ &2 - R

* TR PR EYER
* & BURU B PRIR A A B

%*
NS S
OEEEITIEV, YR -7 ¥ VRECRER O

TSDS—72 V7 3 FAVERKEIEICLD (3
L BXERE)BR), TN-TOS A4 7R 4 v
LN, —4, bofi=vigo0nTiE, B/h
B 5mESDS ik T EERER MM AT,
L% SDS—H VERKENICL D RBEL 7%, T
N-THERCH b oR 34 v VTRV IRE
TS © Lic & B BT b L 1)

77 F VORERVESHEORE : #i% 35RO
HIRHTEHE ( 0.1MKCS, 2mM MgClz, 5mMA 3
%/ —npHT.0, 0.5% Triton X— 100, 1mM
2= ANAT IS =, 0.5mM ATP, 0.05mM
PMSF)THEYx+4 XL, —#i3, 105xg, 1hr
#L, EEEE/ =—T7oF(G—-Ts5V)
BEORIEIAY, XE OO HE Vp1—h D—H5RC
i 0.6MKI (Xi, 0.5M77 =9 vl ) AmA
TRYZ—=TIFV(F-T2F V) %REEEEE,
T F VREBORAIEIKH W, T FVBEER,
G— 72 F vHDNase [DiEHAFRRINCINGF
BT L ERIAIL T 100

BB LEE

1. HBEEAED S 1 7OEL

i) ba#=yTOEcDONT
X 1ickE4 ORREREDOEFE RO VARHO o
= VOBERKE S — Y EIRT, MLROHER
HOBH (3R 2B ) b oHaE L 1S
DHDET, i VRAEOMBICIZ R TN-TAGFE



19 WEHRUHYR b o7 4 —HOBFEABICS VTOHE 109

2W 2W
N D

M 1M
N D

PRSI L L SEE

3M 3M
N D N D

1Y 1Y

X1 E¥ZE-HORBRHO o= VEHDSDS 727 Y7 3 FEVESKE <5 — v, B
128 (2W), 148 (1M), 348 (3M) RU1E (1Y) 40F%E (N) &5Y
2% (D) Kb broK=vElli L, Tb, WBTN-T; T1, BB TN-T; I, bo

B2 ¥C 36, bod=3C,

THLEMBO SN, THUKRL, EFHETH,
Mtk 28, 1A, 1EREEOKHICIIMET
N—-TodahtEsn, BB TN-T 4 o0785Hh
>t IEFBOMBHOMEYICS, Rick O ERT
N-TiCZEF—H,T BV FBALNBBEHH S
(K1, 1MNDA, THUFRE TN-T LIRS F
BEL Do EIZVYVDRAIRLBNVFTHS
EEZ o0 b, BRI ET 5 TN-TDs17
A EEICEET B1ic, SDS=T 7 )T IRy
WESKEIE A DE  EILRERERE T
B A, TikOBIO=7 ) WO /N 5, 95
CIMB L7 SDSTEK TS V50 BaRmHL, €9
SDS—77 )T 3 FAVESKESETEY, T
N— THER PO -HITH b oK 34 ¥ VHiK
RO TR ETE > THNTA S E, YR
i SO I b oR= A RiCH LT 2 A DI
B A4 Ll (X2A ,B)e TDHHD 1AL, Hhil

HNCH L T b o8 3 4 Y VHUREEH S 7B
4R BEOMBICIZIF—FL, thAER e R
14V UHURIC R D AU ERRE L e TFERlic
HUt, TD&H1, A Uk REOLERRGR
5, BHivaAmicid boE It v ERIERESFED
BREITN-TE, ZN& DB FE D PPRETORE
TN-T EDHOREMEBEL THET 5T 055
HOFoNb, X, TLOHEERVWTHEANTAS L,
i« BEUREOBIETA L EBON S TN-T
DOREH b o R =Y HEICHFL THD T &B3
bt (K2, Cl. B, BivABHPSD LB
K= VOBAIKBIHTHb, COLIEEADS
THUL, B oDME SDS A K A AV /il Y
hEEE, BRUKBETHEINT 545%E, TN-T ©
54 Z7ORIEICIIHFEEDEPB D 5o

i) 34 vy LDEAL

3AtoTEA DEHD EEROH ¥ 2 M 1» Hf57c
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_abTM

T T

2 SDS -4/ VESKKE EHEDEIRBIEEICLS baRf=rTO5 1 7O, 48
(A) RU'1 %4 (B) Ofifn 50 SDS iy, R34 5Ol o0 haf= v
NEABEKKE Lk, TN - THE (ab—T) X@H bk o F 14 ¥ ik (ab—TM)

RS ERANI. N, EEH D, BHHivzHE T,

DREEY), D v v ENIEK 1 EFE Lo

IAVVOLEDNY — v EK 3ITRT, HERNA
WERERICI3 R DA IEERIET, 34 Y LD
NE—VDENT, FoxD LRV, LL, BE
DHEATSHKTE, 1FESTIEE «H V2HD
BITO Ly — vOBODIAEILL TV 5, FE
BT &3, B Y REH TR FLsORDHEIITED
LTWBZETHB, Ly — v, sEic
BELLS F oY TAYFA LDNS — YOELE
MIEL T3,
i) i Y2HEEEHOHEAEDOHKD % L,
1 ICHEE TRA PRI ROES AR,
LT, REROEALTH A BOHEAED 4

bR ig vy ; T, TN-T®D

— Vi3, YEHOLEERVH O REBD/ N — Ik
L TWB, #2i2L, TZ2F VLW TIE, BHUR
TDT 7 FvBOEIRRBINTOEL, X,
EHHED Y 4 7OZALDR RN R I3 ZEAEOER
KD PP ERS>TOBESIEDNEY

2. TOFvE)=— K)2—DBHTAL

=7 b OREBECTCORBHICEEST BT 7 F v
RE (HEERYD ) RUEEEE/ ~—TIF v
DENZLAEK 3ITRT, 77 F VR, 10 B
Ho3AL2HAD=7 b VET, RRICONTEE
g, LT AN, E/w—T I F YOEREIHIC
EVHREEV, %2 7 AETIRSIP0E BRD



19 $EBRUBYZ b o7 4+ —HOBREEEICD WTORE 11

|

B

2D 2D
N D

4D 4D
N D

N

W 7W 1 1Y

D N D

B3 E#BEmy 2B 4> v LoHE, $L%28 (2D), 48 (4 D), TET
W), 14 (1Y) DEE (N) B Y2 (D) BALD I 4 v vERAN,

R1EER, BHYBORE, REICE NI HREELEDOLL,

EMBRYO Youne MATURE
MyosiIn FMi<<FMs FM; < FM4 FMy > FM4
[sozYMES
D FMy < FM4 FMy < FM4
Myosin FL-3 N t + ++
L1GHT CHAINS
D + +
TROPONIN-T N LEG;TYPE LEG;TYPE B .
REAST-TYPE
(BREAST-TYPE) BREAST-TYPE I
D LEG;TYPE LEG;TYPE
BrReasT-TyPE BReEAST-TYPE
ACTIN a, 8,7 p o
D o o
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it %

%2 21 BLOEERUG Y ABORBICET 277 F Y 2&RRUE/ < =T IF ¥
BoOHE:, HEkoHnic208E Q0D) o7 7 FvEbiRLTG

20D 2 M 2 M
EMBRYO NORMAL DYSTROPHY
ToTAL PROTEIN 81.3 222 172
(mg/mg wet weight)
G-AcTIN 0.36 0,14 0.43
(mg/mg wet weight)
ToTAL AcTiIN 10.4 3.8 24,8
(mg/mg wet weight)
G-AcTIN/ToTAL AcTIN 4.3 0.4 1.73
(%)
AcTIn-TypE a (8,7) a a

B LBICTFH->TVA( 1 0 HEDEERR LT
W), THEN, BT I/7FVRICHTEE, -
TIF vDEEGTHS EECEET, 10 HETR £
TIFVOHL 0%HE,) =—, MtE2HAD=
TPV TRIBLUTEE,/ =—ELTHEILTEN
W, BRI W77 F v EEVEBEDHETT
BEDLICESLT74 52V b EEY, #ETET
IFvE)2—OBEREL BN (0.05mg/mé
BEIEBELAMSNTN S, FrDS, BHOHOHH
MRED SoMtiicid, SEAEE N (0.1IM
KC4, 2mM MgCl, ) BEEL T B BHIEE D
TIFVE)Z-DBELETS, LL, BKOBLS
BrkESE/ v —7 7 F V%DEAE VO — X,
BRI EZHA L TERIEZED 5 L REICERTS

kAt s, X, BOFT b vxo 55— ol

RBRlshic77F VREEREAHEZLD, 2Th b
DHEREER, BELSRICE, 77F v OESEHL -

4 2RFOEETHLEERR LTS,
—7%, EEHEHORMELLELIH, @ET
TIF VOEAEIRPREDD KT EHBEBH SN,
Wb, Atk 2 7 AOEFKRUH ¥ X BORBHICE
3e/2—T0FVOBERVURT 7 F BT
FBE)v—T I F VORKEBE~KF, £2ITR
TS ICHEDRTESD » T IR TRE/
2 =TI F Y DEESMEDEE >TVD, S0
ZhiE, BURBTR, T/FvDE/ 7P LR
)2 —~DEESEHT 2, HB5VRBTIFVT
4 SAVIEE/ T —REASEIERSED S
NTVWBOTREVM LRI NS,
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G-Actin / Total Actin (%) s=-®+e:

g
o L4 T 4 N v % v L4 L4 L] 2
P
-
or

sAeq
0¢

AN

BN EITITTI™ revsemmen A

uaoIyD yoeH  oluqul

S
Weeeornsennnn}om

1

3
© o 3 _ 8
Total Actin (mg /mg Wet Weight) —e—
H %
) o =

(3 o
G-Actin (mg/mg Wet Weight) ——=0—

4 =9 b VDD T 2 F VEBRUE/ = —T 2 F VEOREICE B SEAL.
X 514 5) Obinata, T., Takano-Ohmuro, H. and Matsuda, R.

X FEBS Lett. 120: 195-198, 1980.
1) Takeda, S. and Nonomura, Y. Biomed. Res. 1: 6) Blikstad, I., Markey, F., Carlsson, L., Persson, T.

176-179, 1980. and Lindberg, U. Cell, 15: 935-943, 1978.
2) John, H. A, FEBS Lett. 64: 116-124, 1976, 7) Matsuda, R., Obinata, T. and Shimada, Y. Develop.
3) McGowan, E. B., Siemankowski, L., Shafiq, S. A. Biol. 81: 1981, in press.

and Stracher, A. in Pathogenesis of Human
Muscular Dystrophies (Rowland, L. P. ed) Elservier
/Excerpta Medica, Amsterdam, New York. 1976,
H KAHR: BHYR a7 —EORBNTIZE (LG
H) MFMEETRMEE, 114 - 120. (1980)
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JRbu7 4 —BHEOEEEAH

IEF « SDS “RtEXRKEIC X 5047

5F % &
mEHGNE K H

Dystrophy ¥ (Dy# ) O¥EELSREHTH S
fghic 20T, FHEEBED level TRELZ DD
Fe&F BRELEO DB B,

L, Dy$BOMRE T}, tropomyosin D
B subunit DED~HRICEIENS D, Dy 5
Kampicid, SRAREEIC I B— subunit BNEUE
S AFERLE,

4N, FEAESKE (1EF) RKUIEF#E pH
RS VEZkE) (NEpHGE) 25, SDSHY 7
7 Y7 3 KBS HKE (SDSPAGE ) ~ND K
TLEIKEFEHAVSEICLD, whole myofibri-
llar protein O TDy BHDOFHEREL 7,
it Dy BOMEH» S single fiber Z1F8IL, 1
D0 cell OPTHHBEEHOREVSLDOL Hick
BRI T 3002 M5HEZHNE L,

5 &

S{#8% (line 412), Dy # (line 413 )DL
#*1,5,10,15,25,28,35,46,60,70,120 HH
BRUKBOR 4 BT EEM, BREENT, Bk,
EbicE&iigh, AiLFEH (ALD), RIZFEH (PLD)
HRFFEDO Pars caudofemoralis (KBERIDZE
JBicd 288 ) & L,

Slic, ?ﬂ‘ﬂﬁ&(ﬂ%y RREBIERD O 7' & ) v A E
L, Mikawa DDHEILI S T, BHD bundle
%, EHTMET, 0.IMKC1 4mMEGTA, 3

* B PR T A

t#Hom|*
B —*

mMMgCl,, 20mM HEPES pH 7.0- kD
solution™T tease L, single fiber %18
72o TO fiber iICDWWTIE, EFATHEL, —&o0
fiber iKW TH, BEXD¥ERE T VE — VT VT
EF, A% 29 AZBETEE TEFILIVIC
BL, BT CHEL, single fiber T3
BEHEAL L, LUTORRETE>1,
+EC2F D sampleid, 9.5MUrea,2%Noni -
date (P—40), 2% Ampholine (1.6% pH5—7,
0.4% pH3.5—10), 5% B—mercaptoethanol
DD sample buffer T T, micro dissec-
ting homogenizer ZH\T, #4 homoge-
nize L, LITOBKKENREEITIL »1,
IEF XU NEpHGE > 50D SDS —iRoeiEBSkE)
(acrylamide 14.5%)d, EAHjizO' Farrell
ORI BE > 7o, SR HRCIEHEL b DRz,
—&D sample it 20T, UreaR (TM)H»
5 SDS FZND R TESHKE) bIT1E - 120
EOo®Hicid, @H¥DCoomassie brilli-
ant blue it XA2EBREOMIC, single
fiber DIFEICIE, Switzer BGCJ:D%‘%IBYE?)
Oakley Bic & b MBHLS N/ R AL 12,

% g

1) IEF RU'NEpHGE » 5 SDS 2D ZRtE
SWkEID pattern :

X1z, EREBERSHO IEF->SDS, NEpHGE
—SDS ~D ZRITEKIKED pattern 2R L 7o
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basic IEF — acidic basic <«—NE

= ——_—

: .
» s bTN-T ; ¢
o' - -
= .TM e :
1 LCI « -
-
TN-C TN
LC2 ~»
s

B 1 xi&Mio [EF > SDS, NEpHGE — SDS~OXTESHABI® pattern’t

Yo EMOFERBSAKE (IEF) 25, SDSHEAD_KTEKHKETIZ, Myosin
@ light chain 1,2,3(LC1, LC2, LC3), Actin(A), Tropomyosin(TM), Troponin
—C (TN-C) 2K3ld2FH»HTX 3, Tropomyosin ICBALTIE, BELAEH A —
subunit 2> 5% % o

—7%, BRIOHFE pHAR S VESkS) (NE) H 5 SDS ZD _RTESKE T3,

%4 Troponin—T (bTN—T) & Troponin— I (TN—1) %545 C & 25T 3,

acidic

115

FADRIEICSWTIE, 1EF—>SDS Tid, B
FEBEEODFERL, SDSPAGE Lo B
ZAR#LE L, Myosin @ light chain (LC),
Actin, Tropomyosin, Trponin—C Z[EEd
LHMPTE I, —4, NEpHGE—SDS~D Xt
BRI TR, —RITOBKAKEICHVT, basic
AT > THE LTV EADRINE, EED
R TIED TZ D pattern 2HES 3L5HEX
KEBOUHE L, EHOROFELE, ZO[EEICH
RT5ENTEREV, 4013, BAROEA% ML,
#fLL, co-migrationZfT7E5FEic kD,
Troponin—T, I Z[EEL7,

2) XHKFEFE B R TERKE) LD pattern:

Dy #HORFIOVWTRITT 7c0icizd, WM
BOBh T2V, ZOWLMASDAMBZENHKETH
%, BOBEEME, K&< fast muscle CEH )
& slow muscle GBfF ) I3 5 EATE B,
X 2icid, fast muscle DfXFE L TPLD %2
i, slow muscle ®DfXF&E LT, PLD & @3
FNCEE LTV 5 ALDAE T, BEDOHEERL

72o Myosin D LCiZ D\ THEd 3 &, PLDICIZ
LC3MEEL, LC1, LC2icDW\WTsh, fastd
slow TR FERMNREIL2EIH 5, Actin (F
HICHET 5D, Troponin—T, I, Cito\T
I3, ThZn fast type & slow type ZHIF|
T&7, COHETIE, Tropomyosin & Tro-
ponin T I DWW TIIEENE S, #E3k, Tropo-
myosinicBIL TiE, a—subunit FFELT
fast muscle i, B—subunit (IFELT
slow muscle CHEAETE2DOTRBLHEEINT
%_/%20) SEDH®ZE T, PLD, ALDdtic, 21 Zh
fast, slow muscle ®#i¥:7s BT HBH,
Tropomyosin LAOERADEAEED S FEIN
5DIZbH# 59, Tropomyosin IKDWVWTIE, M
fhkic, «, B subunit MBEEL TV 3, Tro-
ponin—TICRILTIZ, fast muscleilBIFBE
ERIT, W EHBOS5HRMEEL 55,
Dy #Tid fast muscle D EIRMITBEMDS
L SNTVAED, fast muscle lHEDEV%
BHoicd B1cdic, [ 3B &M, PLD,
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i ™
' '- z
. STN-T
sLCI . @
ALD o
S L ]
sTN-I »
sLC2 _ sTN-C
-A =
™ bTN-:' 2
I TN-T
PLD i
fLCl -
-
e
FTN-1
fLcz _ fIN-C
e fLC3
™
MI X, -z
sLCI
--
fLCI
i STN-C
fLC2 =
fiesT ' £

2 stBkEOfast muscle & slow muscle D L ERKEN %R T
slow muscle Df%Z & LTALD#%, fast muscle D{&&E LTPLD
AR, & FEICHEDmixture M I X) %7R L7z, & spot 75,
fast muscle (f) RO EDA, slow muscle (s) HEDD DH%
& L7 PLDITIZ, %D Troponin —T (bTN—T) Dfticifid
Troponin—T (1TN—-T) »#FET 5. CITORIZOWT, BXK
DA% spot DEFRMIX 1 icE L)

RURIO Pars caudfemoralis OH#ER L1ze  F3, Troponin—I, RFCIKOVTHEZ S,
Myosin®LC%2R3&, EDOMATSLC3 55 &L AN Tropomyosind Troponin—T (3, %
fZEL, LCI1, 23kic fast type THO, falfrdh NZNOHATRIE>TWVW3, Tropomyosin i
1S fast muscle THBEEZ D, AL SOTRIT 5L, ElFHDHE, «—subunit
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f TN-C

) .
Y ™
L ]
fLCl=
fLC2 =
fLC3 °
@ ™
&
-
-
o ™
-
-
-

-

bTN.;T'é
- Pect.
bINT o
I TN-T c,'
-
-
| TN-T

LEG

3 WK EOREMIL fast muscle Th % &M, (Pect ) PLD, 34K
@ Pars caudofemoralis (LEG) ® Rt ERKEND Pattern £~ do
Myosin®LC, Actin, Troponin— 1, C &A@ T fast
type THBDIK L, Tropomyosin @ subunit & Troponin—T#3

Bt & LRI 5EE RS,

A o5 Diext L, PLDRURKEHTE,
a—subunit &£ B—subunit BHEEL TV S,
Troponin—Tie2W\WTIZ, &l HED Tro-
ponin—T X FH Sk DIt L, AR HELD
Troponin—T7#Bm» 5%, —4, PLDICE, K
BIEAID Troponin— T2, MAFLEST ST ED
R oh &1,
3) xif8, Dy skFEHafho s

X 4 ic k8L Dy K O EMfhD —IXoTER
KB & B AR Lo, MEDEARIC fast
muscle TH 5 FEiE, Myosin®LC, Troponin
—1, ChoBHOOTH S, MIENBRIES MR, DI

(L EHBZO2BHHNB, 1 2IF, Tropomyosin
THhH->T, WBEBRa — subunit DAEN LK
ZDIL LT, DyBTE, o &ikicp —
subunit AHELEL TV 3, ThRBFAL VPERE
L’C%f:%ﬁ?‘ﬁb’(h\éo 2 5Hi2Troponin
—TTDyBTR, RBLKCHBBIEFELT
W5, Tropomyosin & Troponin— T3, i
HNLHiT, AU fast muscle DFTH, &
AT LICZ DFEERPB RG> TOLEPEIE
Ehd, Lbrd, TH2ONEHANDYyBTO
BARE, WBAEED P LD THEY L4/ pattern
ThrHEOEHI NS,
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| EF NE
e : BINT o
™ : ‘?g
Control N
-9
® - - -
o - bTNW‘- s
; & ITNT ©
Dystrophy ¥

4 #8, Dy RREED &ML D KorE [kEic & 5 xR T, xi#% (Control ) @ Tropomyosin (T™M)
50— subunit D& SRS DICK LT, Dy # (Dystrophy) ¥, [— subunit 23 ££9 %o Troponin
—TicB LT, XBEHKIE Troponin— T (bTN—T) » 55 DK L, Dy#¢l3f#o Troponin
—THED L, ME® Troponin—T (1TN=T) »EHLET 5,

WHBEE DyFEE DERIT OV T, fthic o0
DERID S 505, MINSEBHIBRODBHETH 5,
4) M Tropomyosin subunit®EHEFE :

B TEY 517z Tropomyos in D £ & O
HIREEA B O T T B 1cdic, REREFRICERETL 72
Hafhic D0 T ZIRCES KB 21778 - 7o KI5 — A
iz, IEF—SDS @ _#ocdEXikED Tropomyo -
sin DA ER LI, TORERIE, BEAKITK
R DITIE > CETHEIC—HT H6DT, DTD3
SOEDE ST o720 1213, X IREERKE T
FHLBEIIC — subunit AHDO~HET Bo
0 gic, MBBTA S b~ R OB
Dy BT3B 4 5, Fic DyBTId, B—subunit
2—EERD L, Btk 25—-30HT BvhEELE 575

LIBROBSINCEL L, 5 L7cFHEmAs, Dy iFEE
Mafiic 3 1 5 B—subunit OFFEAE L&k 5 FHH5HH
Y YR AEEY )

&5 —Bicid, ZnFToRE 3z, —R
stz Urea gel %4775\, Tropomyos in%&&r
WA EYIOH L, —RtD SDSPAGE I EB
LiciERER LI, COREEZRVTS, LD3D
DFERDHERS L1,

5) single teased fiber DK

HiIEE TTH LM ER - 72 Dy BIIfic BT %
TropomyosinDREEM, 12D cell D levelT
REDEHIILERBEENTVEDO0EHEL,ICT B
Wic, single fiber Z{EKL, IEF>SDS~\D
TIRICESKE TR, RGBT K D spot D
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1 15 25 35 46 60 days

Control 2 . . . = of

Dystrophy s . - . . ¢

5 —A X8, DyZ&EMFHD Tropomyosin subunit DEHEHIZE(LE T T $tHE(Control),
Dy (Dystrophy) #o$HL#, 1, 15, 25,35, 46, 60 HE &M% D I EF—SDS
NDZIRTLE S HKEN D T ropomyos in DI 7213474 BB, 150 BT -
subunit 3HKT 5755, DyBETIIED, 25~35 HEBNHA - 1<%, BUEML
T3,

1d S 10 15 28

P o ’

5 —B %8, Dy #&Mi#iD Tropomyosin subunit OREEHIZE(L%, UreaFh 5 SDS
BNO_RILBRKBOERE LTRT, FHL, 1, 5 10, 15, 28, 35, 46,
70, 120 HER U (A) X (CORUDy (D) DPai r T3 X5 —AlC
HAMIC—HI R TH 5o



120 VA&

X6 —A Single teased fiber o
PR (% 100)

BHEITIE 572,

tease L7z single fiber oW TI3, JEHE
FHT, —DD cell ThHAHHEEMRAL TH 5,EBER
TRENIRR R AT 572, K6 — A, BIT, tease3fl
7z fiber OXBABR L EFERDOFIEZR LI, [N d,
Z® fiber B—2D cell P LS FERL TV 5,
Xt HBEEMYFHRIC DWW TIE, Tropomyosin @ a—
subunit ®&Ah S5i%5 fiber BaA L THSHEM
ﬂwmemwénfwgmf,DyEanwr%¢
MR, X7 i, Dy Bl 518 o0/ single
fiber DERICOVTDdistribution &Rk L 7,
D757, BEINI fiber BERE 100 um%E
T, REBR XD HHTEHEERLTVS,

K 8ic, 5 L7 fiber ® IEF>SDSNDIK
TLERKEIDIRGBIC L B pattern Z/RL7c, &
dD fibericid, Tropomyosin IKEAL T, a&
Hic B—subunit BHEEL TV 5, SROMEE L

it %
Ti3, EE30umUTFOLD G fiber ARILE
B A2 ODE S 05 1 DORETH %, BiT,
Tropomyosin @ a—subunit iZX{d 5% B—sub-
unit OHEHN, fiber T&iT, ENLHiCkREz5 0
LV ED—DODEKTH 5,

% =

Dy BEfHoOHEERIC DV T, Tropomyosil)n—,a)
Troponin—’lé,)-?\)/lyosinUJ LCG)%?&COL\’Ciﬁbf
HEOTRIBODLEINTR, THLEREDD
DERICOWTIR, PIBEUDOESED B3, DyFEss
FIES BDITHE D BEMOEBIL ENEZ SN 5,
Tk & Hsth R D THR1- TropomyosinFlic S
TEATHBE, FUREHOXN BB ICHT 5
B—subunit OED~THLKDS, Dy BTEIEL, ZOD
BEUHELRD ETEINT 2$0 5, YEHORSF
PEOTRHPTETRD 2 DO AMREM DD 5, 1D
13, HufhZAERkd 5 fast fiber A3, K B—su-
bunit BFEELTHFETAEINTE/zslow

. fiber KEHBEZRTZETHY, 228, bW

ZEABRRICL AMEEROBHE TH S, THH
oaffetticxt LT, 4lE, Fx0BERRE L
DRBAE 52 %, £9, slow fiber ~DEHIC
DT, FifRE7E5 Tropomyosin D F KR
EADMRE L 13 5, TERD,
muscleid, B—subunit?Sslow muscleic&
VOB, AERLIEBO L~ (fast
muscle Th» 5 PLD I bHEHICSH F —subunit 3
BB )Th, MO L~ CHRTLIENES
BHohILiED>2d5h %, ->T, f—subunit 25
b5 EE > Tslow fiber 252 % & W I HiRDS
BWEEZ %, Dy B T3 Tropomyosin LIAd
NDEBHICDVTSH, slow muscle ? component
s, D1l Edbmajor 7 spot & LTIRELELK
WEHBSEIORE TSP L5 > T 5,

T3, YEHOBEE, BIC3EABRREDOBEE
BREIHEAID 4D single fiber DAFT
i3, MELIPROOD fiber 75, Tropomyosin
1ZBAL Ti, a—subunit &I B—subunit 3

a—subunit?’ fast
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6 —B Single teased fiber OHEMIE (X 3,000) .
S8R, BIGIIC tease SNz fiber 55150 cell  BEkZEERL T 3o
(k@ bar 3 10um %5579)

ME N, TH L7 B—subunit DHFIE, #HEE
(LI AR & SHNTO B FESHO AL 14
Bl ->TW5B, Dlad &b, MR bFERIC A7 FBE
HRHEZZ W b3 B—subunit 2FFD &V D FERIZELD
TREBWPEEZLLND, LA, DyHEhaio

fiber @ 14K 1 4%, STHEEBO HIHHICIZM sub-
unit 2R5, BoRBERINTVWEEELLN
5DTHb, CCTHEHENAFEN2DH5b, 1D
13, FHL%EHOMTICIE B—subunit BSFET S
B, fAISHhOBIEICHE > TRD~HERLTLEHF
Thbd, I 1413, AL fast muscle ThH,

PLD® HIFHIC I3XFE TS B—subunit HEEST S
FEThHb, ZD 225D, Tropomyosin D&
Bs, D BEBHARICTHANT flexible S EREF;

SHARY LT, MEhd O BB A Ik
A7 Tropomyosin O EBEENTEEST L EER
B4 E55DCTH5, TD Tropomyosin DEEHHE
OB, MY FHSBEARET, gene D
level THBHI LB TH A H Bz TFRELLTOD
Dy BOEED 1045, TOEHE#EEIcHE L4n
i3, BEFOFKSF /- gene D level itk 5h
BHICE B, T LIcFER, RAPEDTEH
BIEEA DN, DyHE®D gene ® level DIEHT
DID2DVESETHBEFERL TN 5,

—7, fhoH#EEEA, < Troponin—TIicD
\WTid, Tropomyosin &RIUL, FHLEERIC
EHAEL, fast muscle DAHTD flexible
REREROIITIT, SROFAHBEETH 5,
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% 3 RURTE B 5 &, Myosin®LC, Tropo-
BOBEG OHEER%, |[EF—>SDS, NEpHGE nin—1, CH, #h&FHoD fast type T

—SDS~DRTLEZFHEZRNTHIL, RDOX uniformicsisg 2mizxt L, Tropomyosin,
SRR ES . Troponin—T i3, HIAT &iIc T OHFERIMBERL
1. fast muscte®R&EL LT, &K, PLD, 2T,

” 15

w

[+9]

=

=

4

30 50 7IO 9I0 'I'IIO 'I3IO 'ISIO

50 70 90 110 130 150 170

FIBER DIAMETER

K7 Dy&iugrokahicsingle muscle fiber @, BEICHT BAHETT o
90—110pmAdNC, FHFIKHHDE{GH LT BHERT, '

2. WRBEOFULEEHOME T, Tropomyo- 3. DyEKII® single fiber Z{ERIL 743,
sin @ B—subunit OED~IEKHDH 505, Dy Tropomyosin IZBEAL TRRFZELIRHDLT
FETIREDICEED S b, FHLR 25 — 35EICHV) O fiber» o, akikic B—subunit RS
HAER -, BUHEMLTHWS, nt,
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P 4
. fL « ‘

X 8 Dy #ffafisd> single fiber ® IEF — SDS ZA®D _RLE
SwkE D SR EEIC & BF1%7/Rd s Tropomyosin IZBALTIE,
a &3CB — subunit ASELE LTV B,

X i 9) O’Farrell, P. Z.,, Goodman, H. M. & O’Farrell,

N _ e P. H: High isolotion two-dimensional ok
L H AR, REf— 59 XY OMMTEF— phoresis ;gf b:::isc? :slc\:vx:all ‘Z: aé;g::z(;:temz e?;;;-
2k 07 ¢~ BREHOBHLE BN R OS5 aprap gl - Gl
Bt — o YAt o7 —EORBIHE R ) goiver R C. Merril, C. R. & Shifrin. S.: A high
HE) WRRIS3EEFI s, witzer, R. C., Merril, C. R. Tin, S.: ig

e S y s, sensitive silver stain for detecting proteins and
2) E?/; T‘Eﬁﬂg %ggﬁmzéz%*g?#fﬁ/’f -+ peptides in polyacrylamide gels. Anal. Biochem.,
7 1 &3 98: 231-237, 1979.
=y FOFEKRRK — o YR o7 4 —EOKERE 11)

Oakley, B. R., Kirsch, D. R. & Morris, N. R.: A
b o g
B9BRA (ILASHE) WRROSAFRERTIHEE, simplified ultrasensitive silver stain for detecting

3) Takeda, S. & Nonomura, Y.: Presence of the proteins in polyacrylamide gels. Anal. Biochem.,
tropomyosin g-chain in dystrophic chicken breast 105: 361-363, 1980.
muscle. Biomed. Res., 1: 176-179, 1980. 12) Dhoot, G. K. & Perry, S. V.: Distribution of
4 KBZ5, WX HEHOHEEHEICONTD polymorphic forms of troponin components and
W — boR=YTRUIA YV TA Y4440 tropomyosin in skeletal muscle. Nature, 278:
REICEDIBEIE — o YR o7 4 —fEOR 714-718, 1979.
BEHIPTE (LAEHE) MFIS4EEmRHEE, 13) Perry. S. V. & Cole, H. A.: Phosphorylation of
5) Obinata, T., Takano-Ohmuro, H. & Matsuda, R.: troponin and the effects of interactions between
Changes in troponin-T and myosin isozymes during the components of the complex. Biochem. J.,
development of normal and dystrophic chicken 141:733-743, 1974.
muscle. FEBS lett., 120: 195-198, 1980. 14) Roy, R. K., Sreter, F. A. & Sarkar, S.: Changes in
6) Stracher, A., McGowan, E. B., Siemankowski, L., tropomyosin subunits and myosin light chains
Molak, V. & Shafig, S. A.: Relationship between during development of chicken and rabbit striated
myosin structure and muscle degeneration. Ann. muscles. Develop. Biol., 69: 15-30, 1979.
NY Acad. Sci., 317: 349-369, 1979. 15) #ohirsk, BEKE, BEASK, ARAE— HUX
7) Mikawa, T., Tadeda, S. & Shimizu, T.: Manuscript b o7 —BERGOMBBFN, HELEHTE,
in preparation. EARE, 117 259 — 269, (1979)
8) O’Farrell, P. H.: High resolution two-dimensional

electrophoresis of proteins. J. Biol. Chem., 250:
4007-4021, 1975.
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H
i
m

AR

M m X

i C & (<
@’3 DD BEHOHTT v MIfFIEERDED
B TR B T EDBHISNTOV S, K, slow
muscle T» 5 soleusfhZEBFRICTI AT 1D
B4 #1845, Fast muscle TH5 extensor
digitorum longus (EDL) muscle (3[E#kic
LTo472E185, Bald, Hoticdd s
EQ%Q%%N5kb,iﬁlﬂﬁmivb®%%)
HEEUML, MUK TEBICOWTHREL K,
HMEDTRE I L 4 ¥ O L§H, Mic 322 ATP
ase REEIEIEL L TR L.

5 i

11IED 5 b (% 18 ) OZELEHEEE 5 mD
EXichiz- Ty L, 308, soleus &
EDL%A B & dticit L, BERBEZRIEL 1

EVH LB Y ) YiEKR (20mM
Tris—HC¢, pH7.0, 0.1MKC¢, 5mM EGTA,
50% glycerol, 0.2mM leupeptin, pepstatin,
E—64, bestatin )ICA$L—20Tic 2 BHIELHE
b= 0 o

B BRSO B
WELTERAL,

* RRAAF RSN
ok E T RE R TTHE vy — BRI 8

ﬁ %**
= & 4 R
‘[‘é**
# S

# 11, soleus Hi& EDLHH® BEEZLER
Utzo B, #9 T0%DRDER S T &b SRR
DOMBIFESHTH »1o BEHTRIREALT
RTOEHDOEREVR SN, grouped ‘hyper -
trophy SR SN T &5, re—innervation
BlWwEEZL ohi,

T FRAROMEL R 11, EXED7 v ME
RRDRRS v $ARRE B —hiRkE oKk EE
TH~NI, M1, EEOR#7 v+ (1508) O
slow fiber (A) Ui fast fiber (B)DE
K[KEIBETH B, EHEOERHTIASHLIC1ERD
i | BRD S 4 7D 34 v LpIRoT &5
BHohThHb, 7w b THRHEORIA Y VD, B
BEACIZS 4 TRHEEDSEV, B2 slow,
fast & 1A 2OREGKE Yy — V&R LT
L1&L2ic3ASHIRAFRERUPI @5 4 72D
BT EWbMPB, BIKXTRLUIDI slow
muscle IKHERAIEET S DT LIS EF0ON
TWB8 vy THHH, Tdslow myosin
DLETH B EIDIL, ELAATH S,

RICHHRED & v D38 — % 1 RITLESR
P& (K3 ) & 2mcEBSKE (K4 ) ZFALT
Bt L7z, HitEBEH%OD soleus itidL1s, L1,
L2s, L2f, L3 $NTHHFEL, slowd fast
WHD I A Yy BREBFRTO2H5L b s,
—%, A4 YV ATPase TR INTOHERHED
— i RBEINS T L DTEERTIE, slow fi-
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Muscle wet weight ( after 30 days )

Control Soleus (red) 202 + mg
Denervated Soleus 5.4 + 1.8 mg (27%)
Control EDL (white) 21.5 + mg
Denervated EDL 6.3 + 1.1 mg (29%)

1 BaRicksmBEEREDOE(L

s
et g
| ety h; iTs‘- Yr!? v
.ol , .!‘ Y :
A |

B 1 sk#7o b (150 B) OBk _RTESK
X, Al slow fiber, Bid fast fiber. $R4 B,

\
X = L1s @& l =3
®oLif .

|

L2s '
'.sz
f L3

2 M1D2AKDE—fHBMETETKE LIz b0, BfH,
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neonhatal Soleus

it #

neonatal EDL W

LisL 1f

Soleus

EDL

N

L2s L2f L3

I

K3 4% 1 BE®D Soleus. EDL HiRkUH %300 HD b D% —KTBZHkE L1z Do
CBB#:fa1%, 600nm ThlU—2 L7,

ber & fast fiber MELWRIZGFLET 5D T
1275<, 14D fiber DPIFFATD I & ¥ V3
BIES 3 EEZHNEYTH D, COTER, Tk
B LMo A Z LS8 TOlis 14 7
DOHBHZALIZVT EDSBIEAET NS, REKIC
¥-TL1s,L2s DEMEZ 3b#EiC L], L2f,
L3 OBMHDT S5 (K4B ). LLEBSER
30BE® soleus T3 20-30%D I 4 Vs
fast 4 7 Th b, 30HHIL!L D& ATPase 4¢
BTHS 4 THIE - & D ERFNIN, 1 ROHHRE
120947034y UhEELIECESE
BA5%0

EDL T EEic LR % T i3 ATPase R TH
BRI ZR RS SISV, E% 30870, &
&b & slow, fast ORI DL LD,
K3&b, A LERAERIBIZBNTHLUEY
fast typeiCsMELTWB&HICRASY, DE
DL1s, L2s bHEATE 3, £%30 HTRIZEA
Efast 4 7DHUDLRETEIE,

X4 TBHOLMIEXL DI,
chain (RED)SLE6DBRZBH, REET
H 5o

X 5 iz iR 30 HE D soleus KU EDL Off#l
&, WorRfloE CHROMBMEETRT. K2iC
34 ¥V ATPasetfo CRICHHERHED ¥ 1 7THIRE
Z[ABICR LT, $9° soleus 2R3 LRHEITI61
%hiType 1, 39%H35Type 211 >TWVWAB, it
HREHTIRTNTHType 2 IKMEL TN BT EH
b (6DS5 ), ERICHZERDPEETH 5,
—%, EDLTREM{ID 96%H Type 2iC, D 4
%3 Type 1 1K1 > TV B, BfEfITE Type
2D T DEIBRED SV HDDTNTERL
TWBZ EMbh b, L LEBSEKType liC
13 B N E B ORMENTTL S Type 1 TR S hfd
Bict3- T (X5 DEM ), LrbEMEdIcHFE
T 5. T ORGKRHE | KOBSKEENX 6D 6 TH
B, TNTHS ML L S, LIS 2EHEL, &
AML1s E L1 ichEYd 5, 2F D 1 KOHRHME

embryonic light
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/ - 1 5 /Q :‘(

L ] . - . , :

! . " i

F e ? ,tﬁl
. - PR s 85
B D ¢ ..l

4 K3 ERUY YT VvEIRTICKE LD, AlZ1HE
Soleus. BI330HH Soleus, Cid 1 HEEDL, Di330H
HEDL, &Hl3 embryonic light chain £ EbH 5 b D,

x2
PERCENTAGE DISTRIBUTION OF EACH FIBER TYPE

Type 1 Intermediate Type 2

Soleus Ca 61 0 39
D. 0 0 100
EDL (6] 4 0 96
D. 0 5 95

(After neonatal denervation)

127
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DT 2 DD IATDIA Y VBELET BT LIS 5,
PIEDHEEL Y, BRREHSKMEDERETHED
HEAWHYS L, BRI ZENHSLIE fast 129

5 BitEmo 3 4~ v ATPase

x .‘g‘ﬁ%

Zett (pH94), A

it %

Itd B LS ITEROFSNTH LD DS slowitHL
FTAEINTEGOTFOLNTOEDH, 4F fast ¥
A 7T BT EHSKIBA L 720

..f
!‘a- .

-"9

'\‘
A .,i.uu .,‘ Nj

3EMA|D soleus BldimERhd soleus

CREMOEDL, DRBMEMHDOEDL, 11344 718 #. 213417 2R

z =

IFVURFDIATICEBBEREEFHL TS A
TOEERTT BAADLL TON TV S, B
RREBMEEB>TZ DY 4 TOEE MEDOFRE
DBHFIT B ED S, FEFRBNIIEED 1DTH
3LEZ o505,

—7, WHEOHOMUIHMEXEIC LB ED8
KTdhBH, BED LS LD S DBENES)
TSN T & SO 53 b & e & D BEEIE +43E5K
INTOROOPERRTH S, Kk LIBT3
et L Tx b, BMEOBRITT CIicidH
NnigV, 7 ~OHABERO BT thoB) & &
STDREDEKRMETH 5 LEEZSNBAM VL D
bbb, TITHLIE, KOS TRMREETT
5 &, MRERELDESHEICEDODNS L%
R L AEREIT -7,

TIE1IC, KM EHRE#EEIslowd fast M
GATDIAY VERF->TVWAT LIFFEFICHKED
L5HEETH 5, Soleus TIRIZIFHEEN T slowd
fast WBEST ADicxtl, EDLTIZ fast@(IT
BB, EboLbZDIAVUNER, TANIT
HEHRE THBEFR I —85 1 72 CTH %,

52 ICHBEX BRI NDG &, B bE
2 LTHRERICRS DT}, T2 fast 4
A TIERAT B ETH D, T, EHOE
KUKEIRT I A v L 3DHOhICHBITES T &
TiAE N %,

FHICCDERICED, BHD7 74/X—=9 47D
ZALI3 1 ROFHRHEDZER L TR L0 FL L ftho
54 TOMBEDRTE 20TIRIEL, | KOBHRME
DT A4 TEADBEI BT EBRE NI,

X 7TiciaA vV LD LET LD,
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X 6 BaEH0BERKIR. 1,2 3BRED soleus MM, 6 35iMERE EDL OEAHRIR
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DIFFERENTIATION OF MYOSIN LIGHT CHAINS

Embryo Neonatal Adult
Lygr Bye —* Ligr Logr D3¢ = Ligr Lypr Lyg=——=
b —— <
(Lls' LZS) (Lls' L2S)
EDL /
Ligr Log - Lisr L2s Ly Bige S0
(B ge Tggl (Lygr Lpgr Lag)
SOLEUS

—— NORMAL DEVELOPMENT

———= DENERVATION

7 BRIk 3 34 v vOMERF — 4,
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pd [ Exp. Neurol. 1981 in press.
2) T. Mikawa, T. Shimizu, S. Takeda: Differentiation

of chick myofibrillar proteins J. Biochem in

1) S. Ishiura, I. Nonaka, H. Sugita, T. Mikawa: Effect
preparation.

of the denervation of neonatal sciatic nerve on the
differentiation of myosin in a single muscle fiber.
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%7 F Vi, BRHOBEEELRT 5B
BET, HRGHOBRIIIIC S St >T o 2y
BHl, (A YURTIF URERE LIEREN S
BonTWichs, BERBRHELERESDSIEML T
SHNVABETRPTOATFR100FE WD &2F
Bnd LTHIETX XKt

SR ba74—BHTR, IXIFVERBETY
305, FLLIHBEORROVEDTHS
i H 2, YR o7 4 —FHTR, Ay
KEH 70 77 — EOEEEmSRENATEYD, T
DOFRD 3 27 F VBRI TR, £
ATHEKDD 5. AR TR, 317 FU#gdicD
WTORBHEIREE b, BxDT o577 —+F
DOFHRMBL 55N,

8B 5 E

aXx 0 F VOB

=9 b YHFH% 50mM KC4, 5mM EGTA, 1m
M NaHCOs BETHEIFA XL, LB, B
g2 %R0 SDS ik (10% SDS, 40mM DD
T, 20mM Tris, pH8.0, 5mM EDTA) ici#&E L,
RBER BT K > THE, LiE#% Biogel 50
Amithid, SR FRRS%25#T 5, 3% SDS
B VBRKITF = v 7 L1z

ax s Fvohilk

B ca 20 F 2o FicEsL ¢, i
%187, 1T 0.3mgd T, 4BIEHL I, RS
o7 ) vig;, HiE:7 2 Y7 3 FRSGHES 8

* TRAFEFREYERE

AR F VDA T LEBLEDL, 1MMgCl: T
BHLTHELON, TO7aT Y VRKRT=7 Y
HRBHEEMEL 7:05, FITCSXAVDHY Y F
sa7) v . vFs a7 ) et L THLH
BT CHEL,

Za57—-EDIEH

=9 M) BFRRHEEE 0 7 7T-E0EL, S
DSH NV BRKBEC L >TarIF /Y FOE
b2 8 LTze Ay AiEH]T 05T 7—€ (EKX
REARE—BIEIR DR ) 13, 20mM Tris, pH
8.0, 5mM CaCls, 5mM 2— A WA T bxH /) —
NEETTRELI, YV - 7o5FT7-¥ (#EB
KBSBEEHIRORME )i, 0.25 M) ~E;, pH8.0
FHETTLoRLNI,

TR EER

A% F VOBIIKEY Y —

K1iord &Hic, BREKHECEENSEEHS
T, IR0 FvDFTUy b e NVEP, b0
SEKEBEENBZ . DT Ty b o NV R,
SRR 5mM EGTAZ AV IEVWE, Lid
LTSI A S0 (T AV o9 LERT
057 —EREDIDTHHD )o £, 1%SDS
thTREETH D, 37C, 2 BEITERICHET 5,
ZOEIV, BAPYLIEBAFR(IAYVEDK
WV )ERAVHOONTL 5, 1L, 0CTERS
RENIIV, 1%SDSFIE T THREFLEREI0M»
5L, kDRSS, TIN5 Lid, HERH
FREEIBBHEAICE > TR Y RTF FEMBHEE
BINTEAR I 7 FUvHTERENTVELEE
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X1 =7 b ) i OmEGE# 2P0 SDS #IVESKIKEI Y S
—v (FTVy bR IF V)
Y 5,

HEGHEIc B 5322 F VORI

fioxsF v CHRRMERET AL, AT
e oL HHAFRT S (K2a ), 1Hwax
THOZ ORI 1.7 4mT, AHD 1.5 umE DIg
BOAL, o AT, [HITLFEHIRBEINS,
Hasselbach —Schneider A& T A ¥ V%
HeaE, 2233 1T HOHETRAPORL A
Z, 2OEABOLEHEINS (K2b Do &5
iz, 0.6MKI THUELTT/7FvA2HMittigsE, Z
BomAlIcEAESHOE D, TOMAPOLCH
NAEFKTE(K2c ). TTTIR, #HnaxTAHIT
WHELT T4 TAVIDESTV S, 2L, Z
BZDHDIFRBINTVED, TNHDT &G,
Bl Li-mEfTcl -2 ERA5 (K2d),

7oF7—Xick B35 7 FVOE

axIF VIR, M) T UYLk TRBIKABS

N3, AR, Aoy LiEETSFT—+ (CA
NP) &+ v7oFr7 —EDIEREPF LT,

CANP 3fFFfg ML EEBH T 100: 1T, a3 %7
FYDFT Uy D EDNY FETHOBITHIEL
TNy FRIEDELAELIZN (K3 ade 20 43
MEE% TR, bEERLELIBI T Ly b BBZD
kHctss, coc&idl, 2,5,10, 2045 LAE
WA 2 oy — v AT A E TSNS, T
UKL TR 1 0> 3 (NBEEEED 14 CANP
IC& » T APHITHEELT 5,

1) v+ 7oFT7—+%d, CANPEEM-T, 3
F 0 F VEEL DT B, NV F3I3EALA
W(X3 b,

£ =
axoF VI, BR2omOIKHWT 4 £ Vb
3)
D BED &H - - HEEEEEERT 5, LL, 2
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A ETHO PRS- &R, 312 7F ¥
i, 3AYYT 4547 OMIEBICEIELE
LELTHWBRZETH D, IAVYVEHHLIDOL D,
BE, T7Fv74547OBHEICHELET
%, 0.6MKITT2Fv7 452V baiitd 3,
ZHEOEDLHIEIEENH D, TH5DOEIEE,
AFXIFUVRBBIAVST 4 FTAY REYNTRXT
hRPICAEISEE0RH DD > TN B EERHE
43, DT &id, Locker® “gap filament”
Eﬁ)&:—ﬁﬁ‘éo H{¥E FAlE, Hasselbach—
Schneider KN SVDBTRH B0, 327 F
VEEIRY 5 EMBTE I, 155, KI EREDORHEHR
DaxsFvR, L0db2F-7cbnLBbh s,
27 FYRIBAKKBELET, YVaXATRHT
ZEEEDSIBVTHE D EBIEEINSG,

7 u 77— EDIEA TIZ, CANP OXfEASELE3s

P, BARERRST ZH, PNV TIrPEY V-
TaF7 —€DLIICLEFRLIEV, CANPLE
BRSO b o7 4 ~HERELOERESHV
HEeE, b SIiTHO>FETH S,
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IR+ a7 —HOBHHEERE L{EEL T
BEBHMONT WS, LT A, L - HHE&Tic
B AHETDH %%ﬁ)ﬂz@’%‘ﬂ‘]ﬁ%ldik% A¢ [
BROHEQTHEY, bvbhid, B - &
BREOBIZT, FHERRMERINT & 5 B MalkD e
EHL, EHBRIEE, B0H 8L UCalthirs
fEiESVTRITL TE /oo DOvbnd, {EREIME
AERSRIEEDEBIZEAL, F7C cholesterol @
A, %7:138 phospholipid (i€ lecitin)
OEDIBEEREL T, LpL, DhbhDs
ETHEEL /2P 2 b o7 4 —pREBENMatkd Ca—
uptake §6id, IERKERG S28EL fofH/Malk
(C-FSR) &k#75{, uptake rate DELED
RENTRTE W otce TR, YA PO T 4—
FRCIIBREDRE UM ER SO DEMRAEL
TVRHEELLEZRE, IEELSH/MUEDBE5
Bt LT o ElREHSS D B0

4B, ERONBEEREETEEL, H/MakiRz
NEEL, ToCa—uptakefitd, BREIEREL LT
BEEAEDBEL cDOTHET 5,

HERU S &
1. YRbo7 . —E @I RYE avbo—u
(412) oE&MBH%EER L1
2. Bk MatkOFRE
fufh% 15 CRif#E® 20mM Tris—HC# buffer

- xR BRESEMAYECEREEE
* o WA R FREHEE

S
LI 2
W2t & E & ET

(pH6.8)Te#&L, ML, 1 g240 2.0
mf DE|ESED 20mM Tris—HC buffer ( pH
TAIPTHREY XA bF B, 7)Y TVv v y—
[BlézEkiE 250~300 rpm & L, 208048ic pH 6.8~
7.0 &7 A8 5mM Tris—HCS buffer (pH7.5)
2HTFL, BRRELIRICHEEIF A4 XT 5, T
DFEIRA MEHERTF 7o /BToBL, vk
BLL, vNEEREEES, SBEL/ZSROD fruc-
tion (XHREKFKA DSRINTV 5 8650~36600XG
@ fraction #H-FSR fraction& L, Zhllk
65000xGx TD fraction 2 L—FSR fraction
& Lto BN KFSR% 20mM Tris—maleate
buffer (pH6.8) T2 MEzE&EL,
3. Ca—uptakeFEDHIE

Ca— IR0 ABHER BERTA DFVTOE F ik
(Nishijima et al) itd »tco RIDEBKRSM
0.1MKC¢, 3mMMgCl2, 20mM Tris—male-
ate pH6.8, 0.1mM “CaCl2, 1.0mM ATP,
Temp. 20°CTH 720 1, BUSE $ ) T HICK
>THEIEL, FSRIZHDAEn: © Ca%E ik
VIl —va vk - TRIEL .
4. HBEARDIER

KE N A K SATAR « A VYRV VTHEBI
BHEL, 29429y b THI0 ORSOYREL,
HE, Trichrome %17~ %,
5. BB LUHMUKEERIEEORIE

SERIEE O FolchHDHEERV 1, 14,
hEIRE, 25 o - VOREMBHE~NTS v Al
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X1 EFrkFEkE o S

I—FN:T—F BEE—60:20:20:1( Y
N, TICBIEER 7 ook a i x5 ) -
TYvE=T-14:6:1 (Y i )ERV, Thb

DOk E S/ o< 757 4 —lck > THEEL,

ZIEEAW. Morison and L.M Smith @ 4#&:
itk >Tmethylationl, #iX2o0<b77 74
— (FLD 163) Ta#r L7z,

R ER
1 HMako

YR b o7 4 —i%E (413) DR SO/ Nk
DR HEBNISIFROMA & Bbn HIKEE 2
L, ERmEimnomne s FRs 58T IR
# LWNRDASR N CAUEYR b o7 4 —
SRS IS TS < TE BRI DB 51 Th B

2 VZbo 7 —REREOEBRE

F=no (K1, 2) FsEIF4 IBHCERRL M
DEFPHELHLEBONS, RLIITOMICHEEL,
WU RUEDORBIEAETTIES &, IEERERGHLS D
/NEFEROSBENE S DB ShicAL Thi (Ta-
blel)o THIE YR o 7 4 —KIFHIZHIEEHRS L
TORRIC BRI S D BB DTS E 5 B
5, BEDFEVF A IRZHTREEHDZOLD
bEE NPT <, BRIVICEERESEY Ot B
BALIZbDEEZ LN B,
2. Ca—uptake REEEREREDITONWT

IEERk EEfufh A 58 L 7-H-fraction (C—H
—FSR) @ Ca—uptakefEiZ 1D RIMEWID F
Mo 5HE L7c FSRD Ca—uptake fE& EIRES up-
take REZR L, RICEIEERE 60 TRARERL
Tz, LPLYR Mo 7 4 — BRI 558 L
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X 3 sk Ca—nptake BE

. control H-— fraction
Dys — H — fraction
control — L — fraction
Dys = L — fraction

—0O-:
-0 -
—A—:
—n—:
7z:H-fraction (dys—H-FSR) CIHiEERE L
1oFiC uptake i3 C-H-FSR D 15 BIRE DR/
ERLTOBICTELD, TR YR b0 7 4 —f
D/NFBREBIER D, XIHETOREETSH S
DHTHHHIEEZLND, LirL, HADEIL
72 dys—H—FSR RIEEMGXIZZ NITHW FSRDA
ZREEL COBAREAR L TV 5, FEHEALE
H—fraction K 98&WL—fraction® Ca—up-
take §6ZillEET 5L, control L-FSR Oz

L BB SMHIC Ca—uptake HEDIE TFARE N, %
DK %R DR RILEHER 1500 LIBEEEZ S
n%, LisL, D.scalesH (197702 ko
7 4 — i (5~6w) D breast muscle® FSR
Tid Ca—uptake RIZIEH FSR L hEhicPood
ACuptake FEDIETRRELBNWESH, EFF:,

total (Ca—Mg) ATPase activity%® Ca—
pumpBAEIIEE FSR L RIHTH S LHELTY
5, 72, A. Gideon et al (1979?&1 oxala-
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xR 1 KD SO/ MakED R

H—fraction L —fraction
Control 046 023
Dystrophy 098 041

(mg protein /mg muscle )

X4 s EE#RESO polyacrylamide gel ick 345)8
SYetEE Laemmli (1970) itk -7z,
A : control H - fraction

te (+) &3 Ca—uptake §EIZIER FSRD 3 fZiC
ERL T3, it Mg—Ca ATPaseBE#IZ o b
074 —BHFSRTEARTHEREL TS, 22T
F4iEFig 3IK/R L7 dys—FSRD Ca—uptake
EDET % 3T 2 FHHRILODT, FSREMK
TEHEAHONHARA T, £ DR, G.Meiss-
ner (19753)1CJ:5Ca—pump protein IZAEY4
9% 100,000~110,000 dal. DEHEIZ dys—H—
FSRIZHBWT control-H-FSR &EETH -7

M dys—L—FSR THFLLBLLTVI, TOHE
Hband i3 R.E.Mark and R.J.Baskin
(197851c & 5 & FSROE band THY, (Ca-Mg)
ATPase TH 5 E LT3, S.D. Hanna and
R.J. Baskin (19781 vz ko7« — BN
DFSR®D (Ca+Mg) ATPase IJIEE FSR &R U
TdH 3D Ca—ATPaselFHIIMDL TS EHIEL
TW5, Zhi3K3ik;m L&k Hitdys FSRD
Ca—uptake REORV/D A AR 3 b B3,
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B : control L — fraction

5 Y2t a7 —Hasi/MUAESRESD polyacrylamide gel KX 3578
B ! dys — L — fraction
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ﬂ

A [ dys —H - fraction

%7, K5 i365000daltonDdEAEER dys—
FSRTHADL, HICdys—L—FSR T3 F I IT B
HLTH B, THIZG.Meissner (19757)) itks
Ca—binding protein ICHH¥L TV 3, bRD
Hho, BAE VR o7 4 —HOB/MkCa—
uptake BEIBEHDOABEHEIC L 5H — fractionT
IEF T/ MEk & RIS #EE% F¥5, Ca—binding
protein ®EFDORICHE > T uptake FEDET
%R, &5IC, L—fractionTid (Ca+Mg)
ATPase D#/P, binding protein DE/DiCHE
- T, TOBEDBTEAFRLLE->TWSIHEERL

TW3bDLEES NS,

Ric, TORREE/MUKEOREEERT 5158,
ZOBIEEFO—EE LT, D.Kunze (1973),
B. P. Hughes (19731)1)%1CJ:0'C§E%3 N3
Bic, BEHMRIEEOZBMSEES NS, BX I3RIE
dys—FSR Tl total —phosphalipid ®&D,
iz sphingomyelin @k & phosphatidyl -
cholin DEVLHHHMIITH 2B EWME L. Th
ZDZEENT dys—L-FSRIicFAT, Ca—uptake
BEDIET & HAHIBIRAER L T, AR DR
BEIEEORSEREZERL TW3H, 4, FHHR
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C »ICHHY T BHEREDHADS, dys—FSRIAFHN
DN (K6 ), T OISR DEKIIFIEIR
ELIHERLEDETERT S L, Cs~Cy DHOD
TSRO AR dys—H FSRIZEIS N, Cyo~Co
DEVIHOIEEEE dys—L—FSR IcEl 5 h 25H)5¥)
-7 (7)o BERX I3 TOBy/NaEEREE R L

TWABIEEDIERER, S, UX bo 74—/
ffsEo TR R EBRDPTH 5,
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ER1~27ATRIEOHIR bad 4 —ewy
A CREBHEERDD : 1) Y EESEENR<
YREHBLTELLCROLTWS L, HiTict
v7ay FRWiaviFa—viiEo Iy v
BAEE I bBIIEBRDONE T L, BEREY
THEHCHESS 5TV 3, BIKEEEIE 3 ) ¥
DENCEES S 2, 3— cyclic nucleotide 3—
phosphohydrolase ( CNP ) KU cholester-
ol-ester hydrolase( CEH)®D 2 BERDEHE
1~25AE0fHYR a7 14—« v ROFHM
Bho i) yRERBOTHTROFLETFL
TOBL L EHE LIS AERRCNEOBELE
ICEHHICER ST BT, HivAboz -2
AGIRMERAS PO I 2 ) VEECNPRUFCEH
RERE OTEHE SR S ARIRIBERL, FEi
ZAbE F5R & OB EIR SO TR T » 7,

BHRUFZE

FRICHER U B MBECAEREMEET-T
W5C57BL/6]—by ZOBYR a7 41—
fEv 9 2ARUZDEEIEERB= YR TH 5,

Eh) % WISATRIM U 7o B0 IR 2 B o i &
URHHSREREL, 2hFh 2 0 58Dk
D032M FRKEMATTF 7o VY FEVF M4~
ThEVF 4 XF B, MFNorton 0K it
- T purified myelin S3E%187:, Ib+HE I %
—MA900 ¢, 1 0MELLEL, Z0EBRY

* RIS B A3 A B

MR Lgk#e L7- LY, 032M, 085M
DFRFEIEEGE B ARLIC K - T 75.000 4, 3 04368
OB L, crude myelin 2784 %, Zh%
Wic KB Khic s (8/10n0), 1BRERK
WBAITIS - fotk, 75.0009, 15 DREOERS
%o (kB B KPCHrEIF 4 X LI, 12000
g, 103M0EOEBIRIEE 3EBEL TEfEL
1B A B 032M BRERIcEESE5, &5
BU032M, 0.8M OfFEIEEGEBEARICK > T
75.0004, 3 ORI L5 BE L Cpurified mye
lin =18 %,

puridied myelin S EI3TEIC 0.3ng,/ D Trit
on X—100 &ic A, 1BREIKE L CREOBESE
FTORERAEL £ €I+ 4 X UIBCN PEHH
ERO##RESE LTHEM LIz, X CE HEHHAIE
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1 Myelin 2', 3'- cyclic nucleotide 3'- phosphohydrolase in brain
and spinal cord of dystrophic mice
Dystrophic Normal D/N x 100 Pr.

Brain

Total activity 11.52 + 0.90 17.28 + 1.63 66.7 P£0.01

Specific activity 4.43 + 1.10 4.77 + 1.56 92.9 N.S.
Spinal cord

Total activity 10.36 + 1.44 15.21 + 2.30 68.1 P<0.01

Specific activity 4.14 + 0.83 4,20 £ 1.11 .98.6 N.S.

Unit;umoles NADP/total protein or mg protein/min.
Averaged age of the mice are 51.3 (41-60) days.
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CNPase activity, U/total myelin protein

vV &£ { %

*®2 Myelin cholesterol-ester hydrolase in brain and spinal cord

of dystrophic mice

Dystrophic Normal D/N x 100 Pr.
Brain '
Total activity 14.32 + 0.69 25.71 % 3.43 55.7 P<£0.01
Specific activity 5.65 + 2.52 10.81 + 2.73 52.3 P<£0.01
Spinal cord
Total activity 21.57 + 4.26 46.98 *+ 11.25 45.9 P<0.01
Specific activity 5.47 + 1.94 9.88 + 1.81 55.4 P<L0.01

Unit; #M oleate/ total protein or mg protein/ min.
Averaged age of the mice are 57.8 (41-75) days.

70, ¢ Normal

& ~-=4 pystrophic
60 1
501
40 1

301

201

10 ‘

10 20 30 40 50 60 70 80
Age, days after birth

X 1 Myelin CNPase activity in the developing and maturing spinal cords
of dystrophic and normal mice
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B 3 Specific activity of myelin CNPase in the developing and maturing
spinal cords of dystrophic and normal mice
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X5 Myelin cholesterol-ester hydrolase activity in the developing and
maturing spinal cords of dystrophic and normal mice
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X 6 Myelin cholesterol-ester hydrolase activity in the developing
and maturing brains of dystrophic and normal mice
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%1 Susceptibilities of various myofibrillar proteins to cathepsin B

Substrate Incubation time (min)

0 15 30 60 90 120
Myosin 0 54.4 72.1 88.1
Troponin 0 14.5 23.3 43.3 46.6 48.3
Tropomyosin 0 17.1 21.5 23.9
Actin 0 3.3 10.8 12 8
a-Actinin 0 0 0 0

a. : . : ; ’
The molar ratio of cathepsin B to substrate in the reaction mixture was 1:100

FNCHEITd 50, ZRLURIISUSHEE (3R 4& 1TE < JFVRTLEOIPLOBLLT I /B _TF FE
B3, hoE=VId6 00 TARERMICRIGIE  EH#LEV, RIS IFBREADETELSL,
HONFDBRIBBALICEL LS, FloboX ity 14AVY, ruEzy, rafizvvidhsTy
Vi A v v EXLK UIRIBEEDZAL ARG, 7 vBitk > TIRENICARIND EEZ 5N D,

Cathepsin B Effect on Isolated Myofibrils
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Cathepsin B Effect on lsolated Myofibrils
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§ 1 Comparisons, between controls and dystrophic mice, of
aminopeptidases in muscle
tnzyme Activities <+ SD (N=4) tvalue  Stomificance
Control Dys trophy of difference
AP-A 0.73 + 0.08 1.68 £ 0.32 5.76 P < 0,01
AP-B 5.02 + 1.1 5.38 ¢ 1.14 0.45 NS
Gly-AP 0.65 + 0.17 2.10 £ 0.27 9.07 P < 0.001
Ala-AP §.77 £ 0.96 14.13 £ 0.50 15.42 P < 0.001
Ser-AP 0.51 + 0.18 0.85 + 0.17 2.72 P < 0.05
Pro-AP 1.10 + 0.50 1.08 + 0.43 -0.06 NS
Leu-AP 3.59 ¢+ 0.31 7.70 £ 0.20 22.26 P < 0.001
Met-AP 4.64 + 0.51 11.80 ¢ 0.60 18.26 P < 0.001
fMet-AP §.32 £ 1.31 4,58 £+ 0.34 -1.10 NS
Phe-AP 4,97 + 0.70 12.40 * 0.80 13.59 P < 0.001
Trp-AP 0.96 £ 0.15 3.18 £ 0.05 27.42 P < 0.001
Gly-Pro-AP 0.52 + 0.03 0.85 ¢ 0.13 4,94 P < 0.01
Gly-Pro-Leu-AP  0.50 % 0.14 0.80 + 0.14 3.04 P < 0.05
Gly-His-Lys-AP  0.09 + 0.04 0.40 + 0.00 14.48 P < 0.001

Enzyme activities are expressed as n mol/min/mg protein.

i 2 Comparisons, between controls and dystrophic chickens, of
aminopeptidases in muscle
* =,
Enzynes Activities* + S.D. (N=6) tvalue Significance
Control Dystrophy of difference
AP-A 0.65 ¢ 0.19 1.73 ¢ 0.59 4.30 P < 0.01
AP-8 9.17 ¢ 3.66 18.17 + 5.66 3.27 P <0.01
Gly-AP 2.02 £ 0.97 6.38 + 2.70 3.73 P < 0.01
Ala-AP 11.70 + 4.67 24.60 + 8.45 4.67 P < 0.0]
Ser-AP 1.70 £ 0.75 4.30 £ 1.73 3.38 P < 0.01
Pro-AP 4,67 £ 2.18 13.00 + 5.20 3.60 P < 0.01
Leu-AP 4,58 + 1.38 10.30 £ 2.40 5.10 P < 0.0
Met-AP 7.62 + 2.48 16.80 ¢ 4.30 4.51 P < 0.01
f-Met-AP 0.45 + 0.21 0.52 + 0.16 0.63 NS
Phe-AP 8.75 + 3.51 18.30 £ 7.00 2.98 P < 0.05
Trp-AP 1.82 + 7.28 3.77 £ 1.04 3.96 P < 0.01
Gly-Pro-AP 0.35 + 0.15 0.45 £ 0.16 1.09 NS
Gly-Pro-Leu-AP 0.58 + 0.16 0.72 £ 0.12 1.66 NS
Gly-His-Lys-AP 0.20 + 0.09 0.30 + 0.09 1.94 P < 0.1

* Enzyme activ

ities are expressed as n mol/min/mg protein.
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—¥EHERIICORT, 1 4BEOT7 I/ 755
—¥iEED>5, AP—B, Pro—AP, f-Met
—APERVW-HDERLT, YR o7 4Btk
WTEBIEREERER LIz, TOBO t —value
(student’s t—test) 2R3 &, BEAENTF
ZADEER->TEBYD, TOREIRIRboT 4—
BLERBOE4ARYindicator ELTHVWSHRS
T &b s,
FCRHYA=TIPYDT I ) RTF 5 —HiE
WERT, COBCH Y X EERRICIBEAL DB
FEHICBVWTYR o7 4 —BTEEDLADA
S, UL Phe—AP, Gly—Pro—AP,
Gly—Pro—Leu—AP TREEERIL, Gly
—His—Lys—AP TR 1 0BUTOERETD
BEETH T THVIHTH YR Y RDH X
ERBLRIEBEVHHREZZ BN, COREX
DERMICKRDT L EEEIRITESNE, 22T
t —valuekR3 &, BV X9 2DFE LEIKIC
BEAET FRADEEM->TEY, ThdbHIR=
JhrYEavbe—vDEEFEDT indicator EL

B 1

Activities per mg Protein.

Y=1.35X + 0.57
v=0.77 (P <0.01)

Control

Chickens

3 Dystrophy

T Ebh 3,

BT, ThHD=T M NETIRDT I ) RTF
F—EERERRLTALL, Klicii=9rY &
RURADIVbo—nEE (EXD) EVRbo 74
=@t BR) T, BREHEHELTH 5, &£
HORERFETHE—RALT, ERMESEYRL
BEZRL T3, COBEOBEEHRBERRT
fHIE L7 HiEHE (nmol /mn/mg proteim) &L
TELLTHEH, TOBTHELTAE0ED,
AEDYR b7 4 —HicBWTd, avbo—n
BE OMBIBAFRMSR N T W B T Eb5bh 3,

L L—7, K2Rt &k Hic, BRiEt4 s
EREANH/2D (nmol /mn/ g wet weight ) IT
fET 5&, COMFRNLSNTHRS, K20Z%,
BT 7 7B 5 ERERASAIR DR -THW 3B L
EpOR5E, BRERBNSVOEARE, o
Vo —AEHICEY BEBAE, YR ka7 —F
TicBd BFRE THBEVR > TOBD TR LD
EFEZONE, LOTERYROT 4 —fEICBIT

ZEAGRRORELFEUOGTEL B L, BHKKE

Comparison, between Chickens and Mice. of Intramuscular

Ya1.42X + 1.75
v=0.83 (P <0.01)

.

20 3

Mice

Results are expressed as n mol/min/mgprotein.

1) AP-A 2) AP-B 3) Gly-AP 4) Ala-AP 5) Ser-AP

6) Pro-AP 7) Leu-AP 8) Met-AP 9) f-Met-AP

10) Phe-AP 11) Trp-AP 12) Gly-Pro-AP 13) Gly-Pro-Leu-AP

14) Gly-His-Lys-AP
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Bd 2 Comparison, between Chickens and Mice, of Intramuscular
Aminopeptidase Activities per g Tissue.

¥=1.95X + 29 te
. Control v=0.78 (P <0.01) . Dzstrogh.x Y=1.12 + 64
2 v=0.83 (P <0.01)
600} 2%10
8
wi
S 400
4
2
= L
(&)
200F
19 ¢
31¢
13-e’ 13
Ly S AP MV il S R
12¢ 200 400 600 200 400 600
Mice Mice

Results are expressed as n mol/min/ g (wet weight).

1) AP-A - 2) AP-B 3) Gly-AP 4) Ala-AP 5) Ser-AP

6) Pro-AP 7) Leu-AP 8) Met-AP 9) f:-Met-AP

10) Phe-AP 11) Trp-AP 12) Gly-Pro-AP 13) Gly-Pro-Leu-AP
14) Gly-His-Lys-AP

B 3 Aminopeptidase Activity Changes in Dystrophic Chickens
as Compared to Those in Dystrophic Mice

g 8 activity/mgpro tein st activity/ g wet weight
2, g
L
© 6 61
-
2 5 5+
(2]
3 de 41 Y =0.97X +0.42
o 4 = N
> 3 *10 v —0.09x+2.2 e e13e3s 0.25(NS)
- o13  O14r=055(P<0.05) 27% o5 T, @
o112 14 2 410
1
—t b —t— : lues ==ttt Bt
-10 0 20  go& values 2 4g 6 8 10
Te 12
t values for mice 1 9 o3
T t values for mice
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VWHEES- S ATWS, UL, 2hicLTh, &
BRICKX > THEEZTICEILE->TR1IKRT T
L%, EERTOMBIKIBRESEWSIE, o
B 7 VOB 28URETRT 40 TH 5,
T, RILHHI—DDR-/TTo—-FickD,
JRbo7 4 —BHlavio-LVBOEET YR E
=97 b ) DEFATHELTAEV,. . £Dlbic
@}, TTIREL, R2ROVTHLLTEL, t—
value VR bo v 4 —BLaviro—-LBOED
“indicator & LTHUVWE LS, Dt —valueldE
BEDEOREAEREEEC L > THIELIZbDT
$B, LIcH>T " standardized degree of
difference =~ & bFEINRE DT, EOGEEHA
A7 indicator £1E0183, M3k Xk icey =
DEE, YHiCII=7 b )DELt —valuek LT
LY, 14BHDOT I/ RFF ¥ —FiciNT 34
270y b LTHILDDTHS, BlRkE BT &I,
activity //mg protein & LTEEREHSERDL
1BiTid, =9RE=9 M) ORiCEELHEBLS

163

oifc (r=0.55 P<0.05), L& L activity
/ dwet weight ELTRHLLIBAKKRBEENR
MERRONE o, TOTERT I/ RTFS
—EEHEVHIEMPSRS E, BT F VORI
LIcBREHOEFHBRONE END T EERRT
%o

ZLTRIT, T3 RTF 5 —LLUNDOBEREY:
I T b RIS RE T » 720 & 3147 U 2O
HHNORBRREED I Y bo—ABLE TR ba 7
4 —HICBIAHETH D, COBAGRKE—RLT
bbbk, BEAEDBAIRENWT, t —val
ue N7 7 ADOEEEY, ZOKBAHIHEEFMIT
BEHARLTVWS, COLER VR a7 4—=
U T HEBRAEHD EREEH®T 5, h
KL TR 4RRRLIc=7 b ) BANOREBERE
HERSLE, AIRDRSBEERLTOS, B&d
FELSOREEORICET IBREUTHD, t
—valueld<4 F 2DHEEED, Uk bHEEHENIC
BTH2, cOtid, ThoDEERE IOV

i 5 Comparisons, between control and dystrophic mice, of
various enzymes in muscle
Enzyme Activities* = SD (N=4) t-Value Significance
Control Dystrophy of difference

Trypsin like 17.00 + 10.70 8.40 + 3.74 -1.51 NS
Chy-try like 12.20 + 4.80 18.60 + 2.40 2.39 P < 0.1
Elastase Jike 8.12 + 8.95 15.60 + 6.90 1.33 NS
Cathepsin C 0.41 + 0.09 1.53 ¢+ 0.36 6.02 P < 0.01
Cathepsin D0** 0.00 £ 0.00 0.01 £+ 0.00 3.27 P < 0.05
a-D-Glucosidase 0.20 =+ 0.10 0.43 + 0.05 5.20 P < 0.01
B-D-Galactosidase 0.04 + 0.05 0.20 «+ 0.08 3.28 P < 0.05
a-D-Mannosidase 0.08 + 0.09 0.20 £+ 0.00 2.87 P < 0.05
N-:gaﬁgggminidase 0.17 + 0.05 0.98 + 0.10 14,72 P < 0.001
Phosphatase 1.25 + 0.30 1.78 £+ 0.53 1.72 NS
Esterase 14.10 ¢ 16.00 80.10 + 45,40 2.74 P < 0.05
RNase (free)*** 1.08 + 0.17 5.53 ¢+ 0.70 12,30 P < 0.001

* Enzyme activities are expressed as n mol/min/mg protein,
** Cathepsin D activity is expressed as absorbance (at 280 nm)/min/mg protein.

1 unit is equivalent to
the activity of 1 ng standard RNase from bovine pancreas.

*** PNase activities are expressed as unit/mg protein.
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§§§ 11 Comparisons, between cortrols and dystrophic chickens, of
various enzymes in muscle
Enzynes Activities* & S.D. (N=6) t-Value Significance
Control Dystrophy of difference
Trypsin like 5.38 + 0.79 7.60 + 4,06 1.31 NS
Chymotrypsin like 5.37 £ 2.21 11.77 = 4.90 2.92 P < 0.05
Elastase like 5.80 + 3.83 12.58 ¢ 5.92 2.36 P < 0.05
Cathepsin C 1.17 £ 0.67 1.75 + 0.46 1.74 NS
Cathepsin D** 0.002 + 0.0005 0.006 + 0.001 6.17 ? < 0.01
a-D-Glucosidase 0.37 + 0.10 0.10 + 0.09 -4.75 P < 9.01
8-D-Galactosidase 0.04 + 0.01 0.00 + 0.00 -8.16 P < 0.0%
a-D-Mannosidase 0.03 £ 0.01 0.00 + 0.00 -5.21 P < 0.01
N'Qﬁ;ﬁ;;’;minidase 0.25 ¢ 0.05 0.41 £ 0.19 2.00 P<0.1
Phosphatase 2.08 + 0.50 4.18 + 2.04 2.45 P < 0.05
Esterase 12,98 + 2.55 24.70 + 6.20 4.31 P < 0.01
RNase (free)*** 0.08 + 0.02 0.19 + 0.13 2.03 P < 0.1

* Enzyme activities are expressed as n mol/min/mg protein.
** Cathepsin D activity is expressed as absorbance (at 280 nm)/min/mg protein.

#x* PNase activities are expressed as unit/mg protein.

1 unit is equivalent to

the activity of 1 ng standard RNase from bovine pancreas.

TWZiE, v9RE=T7 bYDEFATREL FED
FEELTWBLEWHIHEEKT S5, LDTLER
BLT, £3, £4iTRL: t — valueDiERIHE%
K 3ickid s LREIBICHE L TH B &, HEEFEMIC
FELHEEMERR OIS T,

% =3
BORbo7 4 —EOEFAEYELT, Kd—
BEIS bR, BHEDELELATIRE=TMYDE
FIWTHbB, TNHIIE POFHYR o7 4 —icH]
RO L AL ERT D& LT, HERaET
FIENCRAIN TR, LI L, T HEFW
e bOREE LTHWShAB DI, PKEb
MEDET HNHMBEICIHBHALL TR ST,
A, Tk 3IREERLBREHE LD ED SHED
MM AR UTco BRADM 727 7o —F 3 pur
ify LIcBERIC 20 T—2—283d 20 LT RIS
Y, substrate specificity KEDHENPORS &,
ZLOMBEEDITVEIBVALEL, L LEBLO
REICBTAEMIZH -7ELTH, THVHRY
V- SMREEEEARATAC LKLY, il

HIERERERE~O T 7 o —Fhiu]kic 153,

Zhick-T, R LBRERRE ORI
TRRAHNGERT 5 C EHHES E VSR TH I
RATEf->T\5, BE, BLBINOORBEEY
EERBTE VI FEEHOTHET 5818
W, BREBREUMOEED 21302 RET 5
RMEDBEBOLNDDH B, TN LFHIET T
a0 — F DA TR LIS D - e BERREMRL 129D
DFEHPDEGZ Bk ERT D TH B, 7
KR TRHEEN TR L D, —BoE 5718y
FDOROHRUHEELS, HIEEERNITRTC
EtsRt, DT &R, ThoEFAEMOEH
LI ZDRAZSTRTEOTHS, T &icEF
NVEICBIL TR S hiciR%E, b FORBRICHT
3%, SoiIKiRmICCHATAE NI EiIKE3 &,
EFNEYE L MICB T BREE DENLREIEIC
85, UL, Zhllfiicdd &bEFALEYIRIC
B 5 RHOHBIE R FCRET L THL T &4,
FEEICHEHTH S, £TTEE, avEa—4%%H
WT, ZOZEOEFVOMHESERINCITS C
EEHELTHS,
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¥ ]

HIA a7 4 —EOEFEFNTHB IR b
74— URE=ZT P YIZOVT, catabolic
enzymes &EfVAEDBEME WS ED S HEET
>t MBMITIRT I/ RTFFF—EEVIEDS
REMESR OO, thoBERETIZ 2 ~3 DR
OHEHEROR LN, ThOoDRDEKT S
LA, 45 BBOTFu—Fitk->THSH
KLTITERWEEZ T 5,

1)

2)

3)

4)
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R1 59 1 BEHI 0V - LOBEEIH S 07 T - ¥it T 38ET 0 7 7 - YIREROBE

B HFE %G
HEA VYRR T I/ RTF

S ® & W - EiE
DFP 10 mM 43 92
1 mM 63 96
PMSF 10 mM 48 73
1 mM 85 97
DT 1 mM 102 78
TLCK 1 mM 65 105
TPCK 1 mM 42 96
pCMPS 1 mM 55 75
Chymostatin 200 pg/m] 48 *
20 pg/ml 69 80
Pepstatin 200 pg/ml 102 103
Soybean trypsin inhibitor 200 pg/ml 100 103
Adzuki bean proteinase inhibitor I 20 pg/ml 92 100
Leupeptin 200 pg/ml 76 90
Elastatinal 200 pg/ml 74 101
Antipain ' 20  pg/ml 69 72
Bestatin 20  pg/ml 96 65
Heparin 200  pg/ml 101 107
EDTA 10 mM 61 68
1 mM 65 54
EGTA 10 mM 53 53
| 1 mM 60 61
CaC’Iz 5 mM 90 *
MgC1, 5 mM 94 101
o-Phenanthroline 1 - mM 25 14
0.1 mM 90 47

* RE
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E£92 5. BEHI/0V-L0EEEPH S OF T —¥ORE

B EHICHT 21EH
& B o E %
Histone 793
Protamine sulfate 181
Hemoglobin 175
Casein 100
Myosin B 37
Fibrinogen 25
¥-Globulin 21
Bovine serum albumin 19
Ovalbumin 16
Myosin A 3

YA VHREH®TH L Y FRIZ o5 7 — €&
T RTF T —EWBRIE S BRTH S EHH
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KbEIEAL, ROTTos 1y, ~ESoy,
H€4 VOIEFTERLTED, 34V Bitidd
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—€RERM) YU BROERUEETILDOLE
bhd, =5, GRREERNTET7 I/ R7FI—
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Pro—xF o< Y v 73 Fiedd BiEEsIETEc
BV, iR Iy oV - LEBAHD Y RTF Y
WT I )RTF T —EViILER LB HDTH A5,
fthoW L 2DE/ TI/BD2—F7F VT IF
KHERT (T &b, BHOTI/ RTFI—¥
DEEL T 3RS R E W,
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K3 Sy rEEBHI oY —AopEESTE SO 5
T-¥ERKPDT I ) RTF 5 — EiEH

& " (s by EEED
Gly-Pro-MCA 616
Ala-2NA 169
Leu-2NA 108
Arg-2NA 57
Gly-Phe-2NA 4
Cystine-di-2NA 13
Pro-2NA 12

MCA:IxFNI=) w73 K
2NA I 2—-FF7 3K

M BEED LRNPEETHET ELEDBI B,
kEgolbic, EEREIC OO TEBELAIESRT
ST RERERSITRLI, CZODBABEE=7 Y
T, 3709V —Ls FETRETI/RTF5—+¥
DHXTEHDBRIT > TO B0, WTFhoEELH Y
Abra7 4 —TREFRLTWS, ik, TOidhH
WYY LMW T o7 T B XUNFT Y DIC
DVTHEIYR b 7 4 —DIFEICTERD FRH5EED
5% g st

LiEREE27 70 —-XCL—6BAF 4 (1.7
X 150cm) iTEL T, Gly—Phe —2NA, Arg-
2NA, BXULeu—p-=btuo7=y Figxtd 3
T/ RTFY-EERE LU 77y v DERSE
AELIEC A, EEBLIUHBCR o7 4 —D1
GLd, 7/ RTFS—EEHR 5 FRK63,000
ONLEIR, FlhF 7YY DIRSFER 30,000 ~
35,000 DABIRHM—DIZIFELBZ -2 L LTHA
Mg 32 EMBRMoNI. LichioT, DFENRERR
SRFESHIZA a7 4 —EDBAELTVS X

IR ER|OX S iIcBbhB, —F, Avvua
KEH T o7 7T-EEREAELIZET B, EET
253 FRH 47,000 DAIEIC ©— 7 hid Sbhvids,
BHYZFo 74 —DBAIKISTFREY 100,000 ©
MBILEL—I705D, FFEWN47,00006IE I
BhAoh, &Hhl EHSHIEIEE AR B
A bt

% =

7y bEEHIZ oV - AnEOIH T T T —
HOMHR EBIEE S SIKBA S Dicd B1cdicid, &
BIEST 27077 —CHEAEEICOEE - BBIL,
B—137 0577 —CERICOVTE SR bl
ROBRBETEORITIE STV, Fiz, HHBEHE
B3 5B EEOEICd 2ERAE RIS, HiclE
MRERORRELEEFET I LELD 5,0
T/, IHRZNSOFETRICOVTHAHROR
BYBRETH B, VR o7 4 —fEE OBETIE,
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F4 EEBIUBYRIR7 4 —E=7 b YEHO IM KCI
- LREODT I/ RTF Y —EiEh

W&t (nev/hr/mEAHE)

£ " CE EWM Byzbraze— (D) D/N*
Arg-2NA 67 527 7.9 (11.5)
Gly-Pro-MCA 16 66 4.1 (6.0)
Leu-2NA 153 490 3.2 (4.7)
Ala-2NA 125 391 3.1 (4.6)
Pro-2NA 21 43 2.0 (3.0)
Gly-Phe-2NA 83 116 1.4 (2.0)
Cystine-di-2NA 25 30 1.2 (1.7)

* () ROEREBERES Y OEWDOD /N,

x5 FEEBIUBHYR a7 4 —fE=7 b VRO LFEFEDT 3 /7~

7F 5 —EiEtE
WiE® (ner/hr/ng&EH)

E u E#MN)  Baviaz - (D) D/N
Gly-Pro-MCA 2 13 6.5 (2.5)
Pro-2NA 186 873 4.7 (1.8)
Gly~-Phe-2NA 93 397 4.3 (1.7)
Ala-2NA 1220 4510 3.7 (1.4)
Arg-2NA 766 2730 3.6 (1.4)
Leu-2NA 560 2020 3.6 (1.4)
Cystine-di-2NA 30 77 2.6 (1.0)
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