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RYE: 0.02 ng/mL

KMSEE:  0.156-10 ng/mL
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MYOM3 (BNIREEES 3) SELBND M HBHSMMS, ERIZISSEAH RIS SHBHREMNE . MYOM3EBEEET BRI
RS, ENESARRE (EEH KIS RE (DMD) BEMMERRNE T SKFEH MYOM3 K EE, MYOM3 K ERATBE
DMD FELfth iR AL A BB M A AT T o
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3.1 BEHRY (FT35EX450 nmA630 nmIGEK);

3.2 SHREEBRB N —RUEREEICXK,;

3.3 AR (IREIFahisEtR) 5

34 EPE (BTFHBIRAERKRIEL);

3.5 K EMSEL (BFIET);

3.6 BT FIEMRE,;

3.7 BFELISASE SR AT RR IS TG (FFINSEINS 5 7E), 90 Origin, ELISA Calc%,
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m: HF2AD R EF

HXEH SRR i 58
Microplate FREIMREBITAR - 96 FLIR 87L X 12% |13k
Protein standard PEESR - RTRYR 20 ng/#h 2
Detection antibody, HRP- A oSk o o~ s
Conjugated (100 ) HRP tRict Mt RgE®R (100 X) 120 uL/& 18
Sample Diluent PT 4B1 FEAIRRR PT 4B1 30 mL/#R 1#R
Detection Diluent TUAHERR 30 mL/#R 1#R
Wash Buffer Concentrate (20 X) RIEHOEFR 20X) 30 mL/#R 148
Tetramethylbenzidine Substrate S@EY TMB 12 mL/#E 146
(TMB)

Stop Solution KIERK 12 mL/#R 1R
Plate Cover Seals ELE 45K
fEESMH:

1) RABRFIERIE2-8° CEHTERONAHEE-20°CR U4 TERLE

2: EFBRENEAE2-8°CIFRTR

3: BRI FERHNINER,EFREER

* EAN AR ERHITER, SRIEREESR
** FENERED

h: REFEREM

5.1 BB LR TMB B E%;

5.2 ERIERT, EESBIANES, MKRR, FE, OBNPEE;

5.3 B TRERCRBRABE TR, I RiE/D6Em;

5.4 EEAEEERIE, RILMAESRZIE, REODIBORE, WRBHIHEHE.

N BRER

6.1 M3 2 MAFAZSEHE 30 minB1000 X g B15 min, BY EETEMERRSRE20°CHEM, Bk RS,

6.2 1M3%: EIFIEDTA. FFESU Bt e FUEER, FRARES 1000 X g BELL5 min, 1EMER A E/E 20°CTEHL, B R B et
CEE: AFARMEMGTIESR, RIS mARARE TR,
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7.1 %F& (1X) :

WMEFEFR (20X) BRENTH, 3T°CIMAERELIVAMR, R 20HREEHTHE: WERB0 mLIRGERER 20X) , MOAN
570 mL BAKHEBFK, BEEER (1X) o

7.2 HRPiRIZKWHE (1X)

FEFBENED, RL100LGIHTHRE, HRERIMRIBIAITERIARMNSEAH] (100 ul/fL) , SRPRECHIRY R 2 EC%10.1-0.2
mL, #0110 uL HRPARZINFARZE®R (100X) H0 990uL HiikRE BB HITE S, BIRES,

7.3 A

NEIEAERBNAFAERRH TR, NREFAOIEBSITHESTE, PIRER#HIT - ENHRREEHEHITER, R
BB FARRSEERN, FREFEARRIEREHRFEETMN K.

WRLCEEFI T AMBMMRFEARLA41:815R,; HFmRE. MIENEFNER A ESBNERNZE.

7.4 BEBRENIEM:

fEM2 mLPT 4Bl 4IRS AN Em, BIFIEENT:

500 pL 500 pL 500 pL 500 pL 500 iL 500 ulL

\ | | | |‘ | { ! | 1 i |
- . ] \ | | | . [ e t ;
TG \ |\ / \ /
& w 4
10 ng/mL 5 ng/mL 2.5 ng/mL  1.25 ng/mL  0.625 ng/mL 0.313 ng/mL 0. 156 ng/mL
Add # pL of Standard
diluted in the previous — 500 pL 500 pL 500 pL 500 pL 500 uL 500 pL
step
# plL of Sample Diluent
2000 pL 500 pL 500 pL 500 pL 500 pL 500 pL 500 pL
PT4B1
Ilsd7ll "Sd6” "Sd5" Ilsd4ll "Sd3" Ilsdzll Ilsdill
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KRE, RERAMBANEZEFE20-30min (HRPIFEZEMHAERERFIREFEHER, AN ; EHTIRE
may BFALRABEFIMER, SEifiesk, SRR IRNAKE, FRNEF, ERAFRNMEE,

8.1 RIEXILAE, MEFTEMRINIITIRTE, MRRFMATEIBNSERESREFRTAC, AT —AZRAR;

8.2 1A%, D ANKZFLATAEFL FEUEEASFL. SR ARRRR100 UL, RFLDH IS ERRRAANERBERNAFEZAR100 pL/FL, >F
EAEFESE (BWNERMIEREBET, REMEIWIRE, WERLLFREM, 5-10 minFepiifs) ;

8.3 Etrim LR, 37°CHFE2 h;

8.4 ik

1) BAERE GHFER, SRMEIASEREEHSEF) , FRIF, BT

2) FFER (1X) FHRS, SFL350-400 uL, #FGE, BERERTIRE, EERTBAR, BREVENMRILUNRFTIE;
8.5 &FLiN100 pL HRPAREMFHA (1X) (BRIAFIEEEHT.2), ZEHRER, 37°CHFE40 min;

8.6 EESES8.4;

8.7 BESFLINTMBE®EK100 uL, 37°CEHEE 15-20 min QIRENER%, PIEHEK E B8, FEI30 min,(RFE®
YRR TR, ERRYENFFINELTESEN, IEZe, B7ER) ;

8.8 &ik: BFLMALKRIOO L, EeTEt, KILRSTMBEERNMFINF—2;, CIE: IREEMRLKEREMLIER)

8.9 33K L1630 nmARIERAS, FESHRHMYAEA50 nmiB B R FLBIEE (ODME) o AL LERIFS minfA##1Ti5EK, £H7630
MK, BAJEREMRA50 nmik IR

8.10 HiENH: S MIERMFARRODEFHEZFLHIODE, IKREE L, ETIIE DANEmMBVRE NEEIT, ODENHEL
15, EATWERHE (WOrigine ELISACalcs) #H{THSHIE (4-PL) , RIEFANODEMINEMLAHELINGRE, TRUFFE
BIREIF AN TNRE,

BIERIEWT:
=N TTERIRER BeRE
1 | PEREEFA 100Ul [120 9% 4.; BEE3T°CIHE
2 | HRPARIZEMGUA (1X) 100 uL |40 9% 4R BEE3TCHE
3 |E&TMB 100l [15-20 /% TEEHA BEG3T°CHE, Bt
4 | &R 100 UL [0 72%F FRELF -
5 | MAZIBREL630 nmARERFEK, £450 nmNE0DME, I ERINFEE5 28
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9.1 & triiE
(ng/mL) 0.D Average Corrected
0 Four Parameter Logistic (4-PL) Curve Fit - 50386 — _
0.0282
] 0.156 g:ggg 0.131 0.103
g 0.313 g:ggg 0.219 0.191
g N 0625 | 33501 0376 0.348
125 | 2942 | o654 0.626
01 + ! - 2.5 ﬂgzg 1.157 1.129
Human MYOM3 Concentration (ng/mL) 5 ;giclg 2,016 1.988
10 ;:22?; 2.642 2.613
92 REE
RIFERE: 3P RERERMFERERNESNE 8 X;
RIEFERE: 3N FRERERMFERERBIESNE 16 Ko
RFERE (CVR) IRIEHEZE (CV (&)
A HE  PHE(g/mY)  EE BRAMCV% BAR #HE  TYE(ng/ml)  EE
1 8 4.52 0.30 6.70 1 16 4.83 0.41 8.50
2 8 1.14 0.01 1.00 2 16 1.12 0.04 4.00
3 8 0.58 0.01 2.40 3 16 0.60 0.03 4.20

9.3 INAR[E W=
REATRIE, METMEEMEES. P E3NKRE, #TAMYOMIMIMFEIRESL, S4RI0F:

(EFie it TRRR (SR EHE (%) SERE (%)
A 1:32 91 78-108
9.4 H¥&1{E
AI7E - MARHFIE, RN AMEBEFEAFRAMYOMIBKRE,
P it] ¥IE (ng/mL) SEE (ng/mL)
AIEEZ (n=16) 8.04 2.02-29.46
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9.5 REE

A0 EENZTFLFHIODEN LR EREERFEIBODEFT NTERLI S U NAREE, HiHFIZF AMYOM3IBREE0.02
ng/mLo

9.6 £k

X NAF AR RS, EREEIEIIERTIREER, SMEHiEDT:
(NIERF AT RE2(E. )

¥ME (%) 100
1:2

SBE (%)

¥ME (%) 99
1:4

SEE (%) 95-104

¥ME (%) 99
1:8

SEE (%) 88-111

¥ME (%) 106
1:16

SEE (%) 89-117
9.7 55 M

FAFRFRIMIRBIRATELHAMYOMS,

+: ZEXE

1. Schoenauer R. et al. (2008) J Mol Biol. 376(2):338-51.
2. Rouillon J. et al. (2015) Hum Mol Genet. 24(17):4916-32.
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