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HAEERHO2 (a-actinin-2) 2—MERR, B ACTN2 EE4RS, ZEEmIEHY
a-actinin SAARESIRNAOINAFIIERE, HINEERBINTENS ERMLFIHNEK
EHEEE Z-82E, #BEERa2 2— 103.8 kDa FEARER, H 894 N EFARK,
B FEETRE (KER 35 98K) |, BUARFTRISNHITRIETR, 818K
#H;E— N BIEESESX, BFEA Calponin EREHIHAR, P4 C ik EF F45
HatE, P9NERERRY spectrin HFESYIED FRIPOKEF ARATIRGEEE, HIsEH
2 BT spectrin EEEBZREK, KFXT7T—EHABNIELEENARSEEH, 81
spectrin, dystrophin, utrophin 1 fimbrin. 88, (ONFAIEBINAIFE KET
Z-BIRRIEER, TR (B EEENAERNNNERZ, HlshERA2 B
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AT TUR-EUTE RRESY, EERIIAEEFRBRIRIRIT SIS
HTEE, FNEEREER, BEMATMBERS, EFATERIUMNEESE, N
ANZIERIFIER N, fGNE e BRI 192, AREBIRYE4S0 nmatTIOD(E,

AR IERTISUINSEEEL, BERTimEHSETTEHFEARPACTNZ
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ENGHRIERS 1808, TTLURRIEIEE.

BEFINIRERE, BRI, BREEHRSEMRS. BeANNEE
SRS,
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ool HEeE B oM LIRS,
IKIERMARIR DS, BETEERIF500+50 rpmATIERRE ;
ATwENERAIERAINE.

ot R R

TEHYHERIEIEEREEEEN—RIEES. FRiREEEART .

Mptsss EiGiR: £1000xg /O 5o thRbREwL, SZAMHITINERF D %= m,
FEFmIEFE<-20°CRURR . BRESFRMER. (BTERMN, ARESF LS
R I FRSEIR LM ERR RS 4N

mis: ERMESHEE, EHFEmEZRE FEE3021, ARME1000xg FEL155
#. MEIEBIIEFH TS EF DM, SHmETE<-20°CREE . BRES
RBMEIN.  (BRTEEN, MSHmENAEHRE. fla0: S0uLiFmm+50uLayl xFHke
&)

Mm% : FEFREDTABIE=IFAEGIMERILR. WEE300HA, LA1000xgEsL
15938, MZEPNESEF o 3iFm, FHIEFmEFE<-20°CROEE T, R ESIRREA.

(TR, MEHREFMENAEFRE, Hla0: S0ultra+50ulayT < HRER)

i1 rEERETURSTMRAREIIERT BT A, FERINNEITIIEAITE. &I
R mAES AT ZNUE.

HAXIR: FAFUSHIPBS(0.01M,pH=7.4)%kHER, KFRABIAKR (DKPREN
TARSTIENGER) | FRERGHERE, BEENARSIMFRAIPBS (—i
R 1ORIEENRREL, b1 gAY BLFEREIINOMLAIPBS, BMAFI R RIEsCIO R RE Y
AR, FHEFICR. HEFEPBSHIMAEREEDGER) IMABIESIREF, TikLExs
RESSISRAERE. ATH—SREERMIE, TLSSSRRHTERER, BRER
Al SERESRIKT5000xgE05-1093%R, BN EFRI,

MAmZeRER: NHEEMPRATUSPBSIERIEE, AERREREEH, 1000xgBE0S5
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SR, SFMETEEROKE. WENMIBRTSPBSER3IX, T1x10°
MHAEFIIAT50-200uLRIPBSER  (HEFEPBSHINAEREEHR;, ESERIKA
BRI PBSIATR) FiBId R ERRIEGES AR, SRR T2-8°C, 1500xg%E
10380, B EEa.

HEHARNER: 1000xgE 0205, BN EBRIATHEMN,

HRIMNR: HRLACEHER, SFNEOER.

HRFEF: FRlEREE 1 AR TCNNERET4C, ERERIHEN, 5
B—IREREDE, HFT-20°C (17MBlta) , 2-80°C (6MBMWMaN) |, Bk
Sk, A mRERNER, BEISMRAAEH THITH,

HAESTITE

(FERREABELFIE T =R FE300HER.

RHER/IRRREE: RNFRR/AERER (20x) BRAMTYH, FE37°CRIHAE
RIRSERAMR, FZIBK12081 (FIA0: 1Tml SRS 19mLAYZRIEK)

toEREE: I{FEPEERER, ER7TNAE, FM400ng/mLERER (200u
L) IRERN—EER 1 <HRERHFEZE20ng/mL (f: S0uLBYFrEmRE&R +950uLAT1T
x TR, HIE15E1000uLA920ng/mLUKEMNER) |, MEEEMNMAE TS BIIAANS00
ULE9T x#R8K, EX6MNEREANK B IE20ng/ mUERERIROR 2SS IR EMERE,
HECH 7 MRERNER, #OXA: 20ng/mL.  10ng/mL. 5ng/mL. 2.5ng/mL.
1.25ng/mL, 0.625ng/mL. 0.313ng/mL, \NE&EREINERR AR PIRENS00uLiRE
RET—MAES, BREWITRS, LUSSEHTRERIEIFRE (WEBFR) | 1x
R EERENERONng/mL),
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S TIERECE : ERRI100E, 18100 x EYHEMTRT1000x g4, BE
R <TERERIG 1 00 x EEUTUAHERR | x EMEUTUA TR, IRIEBRTERESH
EeESHER.

MESMIERECE : (A0, §100xSA-HRPERT1000x g5
o, MEER <HREERIGE100x SA-HRPHERERL T xSA-HRP LR, tRIEFTEAEEE.
&FiF: WFUEAPFACTNKES T inEmE=E, BRIELRENIERESAIR

RREEL

EINPTR

FrBtrtEam. HamiEiEFAN

1. EEiniRESR: HEdRATRERFLE, B TRFERERRMERES TR
NEES

2. HAES: SFoBMA 100ul FARIRESERAN I IBES IR G
WHEAFBRWERRVERE 1 0, BRORRDERMN) |, SE L3RR,
37°CEBERA 1 h, TEBERRE, SFLIAA 300l 1xERE DK, FiER50 30
o, BFHERLBRT, LAxXfAREE 3 K.

3. TUAIES: SFUINA 100uL EMERMIETER, BRERS, &= L8R4, 37°C
BN 1h, BEERE, EELE 2 PFREEANEE 4 K.

4.  FEFNEE: SFLI0 100uL 1xSA-HRP TIER, = E3TtRiRek, 37°CB¢RiL
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30 o>tf, Bk 4R, BT,

5. RME®: SfLEKIASOuL B8R A, BERIIA S0uL B8k B, BFiRES,
= CEMRARLE, 37°CBECRA 15 8.

6. LItRMN: FRERNERRE, SFUI0A S0uLRIER, BiZRS, 5 ofFRAEM
ASEREIBBHIRYAE 450nm bR (E.

SRR
I EARERIIEFASE LRI OD EHFEEZHFLAY OD EfFARIEE. LUKRES
TR, OD EAMNMIR, EARE L HINSEZERMIRERS(FERN XEEZH
BAYE). SEFERRBEERIISENEIE (4-P) HZ SR ENARSOIE IR RN,
£ OD EeTinElE LR, NMESHREENFH T ERERRERSRIEA
HURRRRISEL,

A HIERE
USRI ASE, LB TRIES CRO SRR AERL,,
*ii”?ﬁ)g 20 10 5 2.5 125 | 0625 | 0313 | ©
oD f& 2573 | 1.75 | 0956 [ 0629 | 0397 | 0233 | 0.186 [ 0.069
RIEOD{E | 2504 | 1.681 | 0.887 | 056 | 0328 | 0.164 | 0.117 0
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H ACTN2 Concentration (ng/mL)

FEFFRERSURRA, SRTENIARRIRISRER SN ERZEETEES
&R,

B84
RATERRENT 10%, REZFEEVNTF 10%.

Bl

EINEEARERNE NS CENIEEERRANS. M3EFMMgEs Lisn

N3INARIREXIATRERERE,
FEARZEEY SBE (%) SRR (%)
Mi&(n=8) 86-102 94
M3 (n=8) 90-106 98
mpEtE S EiE(n=38) 94-110 102
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FRTEISERIMYRRAILS, MERAMMEEFAR EEFIINSREACTNZ, £
HZaN BN TR, TG,

WRELLpl [EER (%) IMi5 M3 b
1:2 SeEl (%) 92-96 90-98 92-112
1:4 SEE (%) 88-104 89-107 104-116
1:8 SEE (%) 95-102 92-101 99-115
SR

iz FIENERREIEEEA ACTN2,
Ht X EOERRE PRPHIE 7 50ng/mL, FUER R, SENRE

BAERIAZ L,

SE3
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Erefedl: EigtAsiLBRAH
KAt EighiiIRhSiRAREE158%1551603
ATHIE: 021-54720761

EAREIE: 13166274223
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