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REE: 4.8 pg/mL
KOMSEE:  39.1-2500 pg/mL
FA & AT 2R T ESKNAMERER. ALRERERUTAR KA A/ NEDystrophiniRE
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—: BRER

MEFFREN (DMDHBMD) B—MALAASEH, HRTASHIKAEFRTERE (DMD) MIFRRIERTRE (BMD) ,
X2 VEWEAARS, FISEHTIHIATES. HRERAOMEEES, NEFTRENRIERTRES BEAEANN
STARSY, WIBNREHIREREXER, NEFTREANTIRNANARE, $A0EEMESIENMHINR
g, MERFEES (OMDIEMD) B—HARANEES, RESTSHRAEATRE (OMD) MNRRAEATRE
(BMD) , ) LEMEHMAR, FISEHGEIAL. WRERNONENERS. NEFTRESENERTRENHE
HEAYNERARSS, WIENEEHIREREXEE, NEFTREAUTIENMRARE, FANEEMESHERD

HRE SN RIEIEC R,
. KmmEE
O o
OO X ,
OO0 o666
S o
) ¢ GUAEDLBRE (KUFAEIRHRP)
Y o L R
IR R A T OEE, TIANTMB
BEERe &Y, WRFLRIEBTETRES, BIMAZLE
< 9 (AT— TRIALE A S TR AR,
A
% " )
0300 WA
f bk
=. EHENLRKREM

3.1 BEHRY (FT35EX450 nmA630 nmIGEK);

3.2 SHREEBRB N —RUEREEICXK,;

3.3 AR (IREIFahisEtR) 5

34 EPE (AT HBtNERKRIER);

3.5 K EMSEL (BFIET);

3.6 BT FIEMRE,;

3.7 BFELISASER SR DTSR IS T (EFFINSEUNE 5 7E), 90 Origin, ELISA Calc%,
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m: HF2AD R EF

HXETR B i 58
Microplate FREIMREBITAR - 96 FLIR 87l x 12% (13
Protein standard PR - ARTAIR ¢ 5000 pg/#h 2 #h
Detection antibody, HRP- I o o~ s
conjugated (100 X) HRPARZHMIARZER (100 X) 120 uL/& 18
Sample Diluent PT 4B1 AR PT 4B1 30 mL/#R 14
Detection Diluent TUAHERR 30 mL/#R 1R
Wash Buffer Concentrate (20 X) RIETTER (20 X) 30 mL/#R 1R
Extraction Reagent R 30 mL/#R 14
Tetramethylbenzidine Substrate S@Ey TMB 12 mL/#E 145
(TMB)

Stop Solution £IER 12 mL/#R 1#R
Plate Cover Seals Ei 45K
fEEFRMHE:

1) RABREFERIE2-8° CEH THEBRONAHET-20°CR Y TEFRLFE

2: EABRRANZEI7E2-8°CHERTR

3: BREEIgFERMNINER,FREER

* AN AR EmATER, EATESRTETE
* FERIEEO

h: LRATFEM

5.1 B R AKIEMA I ER UK TMB 2ER;

5.2 ERIndiER, ERFEIOAMFESE, WKER, FE, OSHPEE;

5.3 BB AERURIATIETRER, SHmIs7IER;

5.4 EEABEARNEY, RIMNAFRZE, RESWENREER, LURSDITEEHE,
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N HRES

6.1 ZRERARR: WERARRSE, A2 (2-8°C)BY1 X PBS#%3/R, 500 X gBi5 min. 4RI, B/0F LiE; IMPMSFEZRRERARR

, ZIRENL mM;IRE1X10 "N, IINL mLZEREZARR (& PMSF), 7k L3230 min, Hisl - FEMEIERRE 7S, BN
IFERALEE, 8000 X g-10000 X gBS/5 min, 3B L7, HEEE-80°CTEH, HABCARRRENE R ENESERRE, Bk E
R

6.2 BRKMRR:

1) ERATULHIL X PBSIEFRAR, T 7K /E, B TIS0HE, INEERRERR (MPMSFEZRARF, ZKREN1 mM, §100 mg
ALRMANL mLIREER, TRFEAFBEITNHKL);

2) BRI LIIBLIKEER, 9KL920-30T. IRMRESMEAEEMABRLEER, FEARKBRRFSRREEFHRTE, F
BITM;

3) 5J3%20-30/R[FER492-3 ULABREAAR SR BBTERI A EHERRERE TR, NN ZBREZ A IR s e BB RRRAZA, W BRZBRE()
e, WNRBT0-80%NMEITIZE A MTTEMRAS, RBARELT R, W#EHTF—P L, [N, JFSIK10-30%
BRI EDI0%E LM,

4) ZBREEKEF/E8000Xg-10000 X gB S min, 3B _LF, 93/5-80°CHEH, HABCAZERRENEXHENE SEQRE, &R

R E R

6.3 AR ERTNLHIL X PBSERAREMFZRIVNRK, AEITIEIHEL-2 mm, IA5-10 mL PBSEARHITERAIE, -
80°CHM TARAES min, I NARLE BAEIFARRERE, 5000 X gBi05 min, D8 LIF, 7%/5-80°CTF, HABCAZER/REN
ERFIENESEARE, BRREKRH.

+: WHNES
7.1 %K (1X)
MRFFR Q0X) BRETE, 3T CIMAERESENAMR, RI20HRMEHHTHRE: B30 mLRGLEER (20X) , A
570 mLBAKSERFK, BEHEER 1X) o
7.2 HRPARIZE MR (1X)

SRR, RL100LLFIHTHE, HRERIRIEMIITE LIRS EEE (100 ul/Fl) , RPRECHIBY R 2 E0%10.1-0.2
mLo 4010 uL HRPARZASIHASREER (100X) 10990 uL Filk BB RH(ThLE, BERS.
7.3 FFRNEEA:
TERIEAE AN AFERRHTRRE, NREQIERIITHRSTE, AT ENHEREEHTRR, R
RO MIES FATESEER, FRERHNHREHRE BT,
HRRLUIEEFINT . AARASURRIFAL16501:32/8F; ALARMREARLSELICHRE, ARIREARLSELICHR, HFMmRE. LB
FEFHE R AT RESBUEMR .
7.4 BERBRNINES:
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FA2 mL PT AB1EF AR E BT Em, BARIENT:

500 i]_ 200 EL 500 plL 500 pL 500 EL 500 mL
— ham__ia ﬁx__df} ﬁx___HA FH » ks }' b i

|
-

PTG

2500 pg/ml 1250 pg/ml. 625 pg/mL 313 pg/oL 156 pe/mL 78 pg/oL 39 pe/mL

Add# pl of Standard

diluted in the previous o 500 pL 500 pL 500 pL 500 pL 500 pL 500 pL
step
# plL of Sample Diluent
2000 pL 500 pL 500 pL 500 pL 500 pL 500 pL 500 pL
PT4B1
IIEd?rI Ilsdarl IIEdSTI Ilsdq-rl Ilsdarl Ilsdzrl Ilsdlrl

J\: RETE

SKEF, RERMBEANEREFHE20-30min (HRPIFZEURERERATETEHEE, WA ; EH#HTIRE
m BARURAERAMER, S, @REmBHRNAEE, FRNEA, ERARENMEE,

8.1 RIEKILAE, NHFEMIREEITIRT, HRRFMATEIRNGEREHEERT4C, AF—AZRAR;

8.2 1N#¥, PANETFLATAETFL FEUEEATL, ST AFRERL00 UL, RFLD IS EFRBRAANERSRENREZ100 pL/FL, &
EAREFESE (B EREAERMES, RESRILWIRE, WR EAFRERT, 5-10 minFemineF) ;

8.3 Egtris LEBME, 37°CH¥E2 h;

8.4 %

1) BAHRE GHFER, BRMIEIRSEREEREF) , FRIE, BT

2) FER (1X) FAERS, SFL350-400 uL, #FeE, RERERTRE, EEWRTERAR, BRFVIENMRILLUSRFTIE;
8.5 &fLIN100 pL HRPAREMIMTHA (1X) (BRIEAFESEEDT.2), S EHRIR, 37°CHFE40 min;

8.6 EEL 8.4

8.7 B BFLMTMBE&ER100 uL, 37°CEEEE 15-20 min QNREIGEMR%, AT KB BEE), FEE30 min;(RFER
IR TRORTS, BRRYEINFFINELEBEN, T 6, B7€R) ;

8.8 &lb: BFLMAILRIO0 UL, BETEE, XKIERSTMBEERMINFINF—2; (IE: IRBMRKERERZIDR)

8.9 1R LA630 nmARIERI, AEBIRMIE450 nmiINER LB EE(ODE). MALLERIES minA#HITIRE, EF630 nm
RS, WRTEREA450 nm RKIREL;

8.10 HENH S MIERMEFANODEFHMEZFLIIODE, REE L, INETIE, MANERBIRENEALIT, ODENYPL

1%, AL WARH (400rigin. ELISACalcE) #ITHSHINE (4-PL) , RIBFAHIODEHITERLIERLINGRE, TGRS
ISR AR TNRE,
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BIEREBEWT:

BBt TRIREL HERE
1 | PERSEFE 100l [120 Sk 4R BREE37°CHE
2 |HRPARIZEMTA (1X) 100 UL |40 3%H 4R BREE37°CIFE
3 |E&TMB 100 L | 15-20 % FRETR BIRE37°CHE, ¢
4 |ARIbR o0puL |0 5%k TRERF =
5 | MMAZLEREL630 nmARERK, 7450 nmibNEODE, i INAEE55 1

-
el
E

)1%
S

=

9.1 ZE trihE

9 Four Parameter Logistic (4-PL) Curve Fit (pg/mL) O(:).].D Average Corrected
0 ooas| 001635 -
e 39 g:gg% 0.06845 0.0521
E, 78 8:1122 0.1168 0.10045
E_ o 156 | o207 | 02136 0.19725
a 313 | oo | 03983 0.38195
e 625 | oloos| 07073 0.69095
10 100 1000 2000 1250 1.2622 1.24265 12263
Human/Mouse Dystrophin Concentration (pg/mL) 12231
2500 | 513071 212925 2.1129
9.2 FEE
RAKREE: 3P ARIREFREIRNESNTE 8 'X;
RIENEE E: 3P ARIRERFAEREESENE 16 Ro
RFERE (CVA) IRIEWEZEE (CV (&)
TE (pg/mL) EE  TRACV% BAx #HE  FIYE (pg/mL) IEE  TERRECV%
1 8 1,020.4 35.0 34 1 16 1,090.0 76.7 7.0
2 8 303.7 115 38 2 16 291.2 16.6 5.7
3 8 142.4 32 2.2 3 16 1474 59 4.0
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9.3 INAR[E Y X

ARG, ETEEERERS. B B3 NRE, #1TA//NEDystrophinBIINAREIWLERS, LERINT:

PR R FE (%) SEE (%)
RERAAR 1:32 88 83-95
BRFURR 1:64 79 77-81
PR FiA 1:64 92 87-97
9.4 H&ME
RER
Dystrophin (pg/mL)
HepG2 ZRREARR 8284.4 1.8
INRIDAFB LR SSRR 12452.5 3.0

AR - BIX PBSHSNROIFBRUEMRSRNR, ARBEBANESF20 ml 1X PBSRABRSRERSR, HEMTF-20°C
FHTMREIR, HLRSIR5000 x gBEOSTFEER, HNCEHLRIIKPDystrophin BIARE/3450.2 pg/mLo

9.5 REE

20N EENEFLFHIODEM LR ENEEFEIFODET M EEIAS B ATRERE, thidflE-A//NEDystrophinBI R &
FE794.8 pg/mLs

9.6 £k

X NAFAHRRRSRED, EREEIIELSTIREER, SEHiEDT:
(ZRRERAERIF AT CHIES (. HARMBRIFRTNIHRAE, BREFFRTHREAE, )

Zilae L ZilataE
| 5918 (%) 100 100 100
12 =
$918 (%) 87 86 102
e SEE (%) 85-90 85-86 100-104
5918 (%) 102 82 102
e SEE (%) 98-105 77-87 97-107
5918 (%) 126 92 08
1:16
SEE (%) 125-127 76-108 86-110
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9.7 K=

AT R MEIRFIR AT EL A /N Dystrophine

+: ZEXHE
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