9) BT A b7 4 —BOEKGIME. Skinned
fiber %Iz X 315

sz b7 —HORERROL1DE LT, el %
EXHEREDBAIMLENT NS, L LE PEibi%6 ~12+ AOBHI L L THRILES
DIFEAETE FOBERIC ST, RITEBIE & D skinned fiber Z{EBIL 7. FEERERIZHE
ZWESTHDE. HYALOT 4 —BOERE HicHE L7210, DR b o7 —OEEILTS
B & DIEKEFMRHED single skinned fiber % —127um, X TIZ70~96um ThH - 7.
TEBL, BEREUCHIREROMER % S0 L

7z,

A

B c

m : 4Smg
1 N

(96 um) 20sec

Dyst rophic_J \q._ ,,_J ‘\-\.,__\ ) w,j\,
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B : skinned fiber fEHERICG—0.2HPICT, &7 =4 1z &
B, ZOWMBEOKRESE, BLEHONREAN Ca 22 X#L T
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1) EEHHEHF (H1) »
skinned fiber fEHE#IZ40mM &7 = 4

cckafEEa RS e (G—0.2MhicT).

| "BOWMERNBRELE A, ZOBHED
KE X pgm o aRpicEET 2 EERY Ca
BELEBL T3 EHEELZZ. skinned
fiber £10-5M Ca?+% ZL:iEW Iz T2 4
WMEEDA T =4 CIFEIZE | COWLTH
572, R, HMED Ca?t% 3 X 10-5MIc Bl &
HHEE|ADOWERADEEET A,
Z #U13 skinned fiber NFEET LT/ AREN
Thb.
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single fiber DR E T 2 B{HEE L "
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8 °
1.0 o f .
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N Dys

H2 HE(N)BLUHSZFo74— (Dys)
& DD single muscle fiber DEKEN
(kg /o), FPREETIZ0.8—3.7 (EHy
2.0, N=9), BvAbtw74—7TI3,
0.6—1.8(F¥#)1.3, N=10) o4 L 72,
BoALe7 4 —Tld, FERETLT
Wah.

DERBEHZHEBEL 2. 5B Intact sin-
gle fiber VK= M B 72 chemical
skinned fiber VTHIE L 72, BFEMO RIS 1
13, FFARMEL B IERF 1.5 MRl T(z
OBEKEIZIERRICH Iz 5 E3NTW3),
BEELEIEL, ZOMED LEFIEFOEEE
WME L. WHREITIERKAENIZ0.8—3.7ke
Sz AR LT 5 (TEHy 2.02, N=9),
A bPa 74 —TI50.6—1.8kg ~or (S
1.31, N=10) T& ), HEICEETH 72
(0.05< P<0.1).

3) WwEANTLBE ((Ca?)) i

A2 LT

YA P74 —BLUNBOWTRICE
WL, 10-M (Cazt) 12 T—EDEERHET
DL S A7z, 107°2 3 X10-5M (Ca 24)
I THRKENZEL2. (Ca?t) EIERNTNDE
RIZOWTHEAEICZIIEH L% (D
3).
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4]

40.9 o0
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7 6 5 4 pea
B3 skinned fiber I2BIT 25 HDEHE Ca
BE - RERNOBR. BRNIIHEKREN
T A HETERL THH (PPo).
HELIERE Ca BEE. pCa=—log (Ca?4.
B MR, BRLIBYRIE 74—,
MmMERICAELERALD LN T,
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4) HhBAkhOETA Ca B

ElcBWTEHBEAL2LI12, 1 BOBGE
DRE Z(ZFRIEEFO/NEEP Ca B2 RELL
TwzboEELLNS. B COMmMLE
B L TonEFHELZ(H B). %Y
Z a7 4 —Tlk, ZHlOBML T35
BEESERINL (R4 ). BZ L HILERFD
JNBRA Ca BATEMIL Ty 3 72 L HEE R
na.

Resting Level of Ca in SR
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Z 000

Dys
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LR IZ BT 55/ Ca VL,

OB L TRLIIBITLBYCOHE
M ML 72 (5E8). adult 13 M 1b3%
6 o+ HLLEDRTE, younger 136 » AR
DB LN D skinned fiber Z@HA L
2. B ALrw 74— (Dys) TlE, 2D
WAL 7= HirEEL /2.

X4

5) /A Ca SERER

skinned fiber #10-6M (Ca?*) DEMEF
=T, 24MEMET 3 &, HBEKIZIZITR
KEIZIEV: Ca 21 BT 5., ZORETHY
7 =L MHENAOREE L (K C), £Dfiber
DEKRIEF (F) A) EELAZ(Hs ). *F
BMErHIa b 74T ZOREBIIERIL
v, BiL, @/ANER Ca HFRIZ, PHER
WREIGIEFTRREINT B2 W2 5.
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Ca-Capacity of SR
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5 H/Mao Ca BRER. todEEL LT

R1icBlF3ChH 724 > MEENED
NADRKENORETEBRA L., 2o
BECHMTAB), Ca BRARIIW
EREICERAED LN LW,

6) B BRMEL DD Ca DIEH

skinned fiber O/ NEKIC—ERD Ca &
WMEE2%T, 2mM EGTA 2 2L E
Wio—ErpEEEm 32, Zo%icE, ERR
KBETZ2 CaB2 7724 HHOKESR
LiEEL. YA P74 —Tld, Ca2t
DRI L ) TCHEL T 2 B S
CHAELZ(F6 ). 2 Ca?+iF 7L,
0.2mM 2\ L10mM EGTADBHEFTLE
gans.



Ca-Leakage from SR{in 2mM EGTA)

G2 xmin Cat 40
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L #
e 2 3 10 20 min

e HMBEELIYD Ca B, Ca BHIZA
FE ORI HE > THIZE L 7. skinned
fiber & Ca BHICHEMI ¢t —%FR Ca
BARKCIERS 218, MeEK (G
—2, 2mM EGTA 280) I, X4
HEmEE s (FH). z2oic/ K
HRICETFTS Ca BE2EH 7 2 4 > 10l
NRESDLHELZ, HPALB 71
— (&%) Tii, 2—55%I2/MIACa
WREIZEAT D fiber Hh - 72,

EER VRS

 ARBERRTH L L7z EBE,

i) BPA a7 4 —TIRETEEL ) Rk
WIDET L 22 BB FET 2. L LE
NFEED Ca?tiZ X 2HEICIE (ZHiEb o
K= DWHETHED), BREIZALHLN
T,
ii) B/NERD Ca BEUARIZIERICFFR
NTW5. EGTA 2 SULB8EEP T, &
AL D Ca IBHEAONE L D K= g
HEDFFTE L 72,
iii) B ILERIC BT 3/ N Rb TR Ca
BARML T 2B MIcEE LR, %
TH5B. LT, skinned fiber ik &\ Hiksa
LofllEEE LoD, FEEOMRAOEHES
WL TA B,

BiEf O BEIL, HRF BT 2 L E
IZIEMIZHADE, ZOBRICHGEHOTRIIE

AT TH B3, LDEEICL2h > TE

BL2., ZOREIZEEHCOVWTIIRET
HHID, YA 74 —HBIIBTLER
HEIRFLLNTVE, ISRESEAS
L TRETILE»S A ). BB L2 &
SIS BEEOHEIITO—96um, B A a7
4 —TI3T8—127um Io A L THBY, #%E L
KERSFH100um LA ETH 272, ZOWEBED
HETIZA- Ui, MIEEL ) DR IEHY
AbeT74—TETFTLIWBEWZSE, LA
L, BELMEEL ) OERINBEFBEEESL
TA 5L, BEFKL L BIcon, BEirmEE
LO)DENV;IBETERNERT 522 &%, EH
MEBETLHEI N, ZoREIIKEED
FTEICHENSHZRELTERL T 2001
LiZevs. MEREFERMEIC 51T 5 BAry mik L

DDERIHE T, PRt w 74 —IERE
PEILOBHRIREL 2, BEBETIE- X
DL T3, HBPARA a7 4 —Dsingle
fiber DEKRBEIIZE 2L DDIELDE DD
D, —HTIRHELPIBETLAZLDS B &
WIZETH DT,

Btk L Vo) Ca IME D LHENRE & L
T, /BARAEED Cabinding protein NEF,
IRAEBE L BT 5 Ca- ATPase ZEHORE
ZEDOTEREIEZ LS . HREES LD Ca
— RO 2T, AREOER IS
BRELEDITFETH .

EFoOsR a7 4 —OfFEEETIE, ik
Br D /NAERN Ca L-ULAEINL Tz, B
% & MRS A 5 O Cadinflux DN % K
L TwbEHESNS. MBEEAL T
Cainflux b G BNEBEELFREETHAI .
CINZ TOBRESCHETIZ, WHEEGICHKE
LTS LNERED —“B@’ﬁ%ﬁ%’ﬁtc
i3, PHERD BT ﬁ%/]\ﬂaﬁk0)2§1hfa=5”
Nz, ZOMOFRMEEICIE, WHbWw2 “dys-
trophic process” »EITL 22H % D TH
59, LdL, SHHBEAD YDA RIS
WIFEYT 50 T FOREIIMA & v I B
NI BBEIIB LT,
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