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— EE%

TaETEEER (SMN) EREEIESMNES, smnERER. B, FRMERESSMARPARERE, MEiHEThl
ABRESMNEBK TR, HsmnBEERELR, WSMNEANSEMEERE, SRR EEEESTRT, S
AT HZESE, KLEEHRMNESEE (SMA) NEBERDBEMAISMNL, BFBTENSMN2, smn25smnlEERR, B

smn2ERKsmn1B7SINEF, HEISMN2TERIREHE BRIER NG IHE T EFPIUFIEIIRESMNE.

— KR

AR OEAE (B ERRIC)
AR RIS OEMIS, TIATMB
¥, IRFLRIFBATEENES, BIIALL
BRRAZEANEEEHITREENE,

=: FEHENKRSEM

3.1 ESARY (PIIRER450 nmA1630 nmIUEK);

3.2 BREEBRER R R0k,

3.3 BATKEHEBFIK;

3.4 AR (TR FEN5EAR) 5

3.5 EPE (BT RN AERRIFR);

3.6 KEMSRE (BFHET);

3.7 R FIEME;

3.8 100 mM PMSF (phenylmethanespLfonyl fluoride) 77fi&i#& (1 g PMSFAF57 mLRRES), HFAFEXEAR,;
3.9 A FELISASERAVEUR DTS HN S (MFESEINE %), . Origin, ELISA Calc%k,
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: HF2HD R EF

&= AR A e
Microplate FREIMREBITAR - 96 FLIR 87l x 12% (13
Protein standard RS - R 8000 pg/# |2 %R
Detection antibody (100 X) M ARZER (100X) ** 120 pL/=% 1%
HRP-conjugated antibody (100 X) [HRP#RZZHUREGER (100X) ** 120 pL/z 1%
Sample Diluent PT 3-af AR PT 3-af 30 mL/#R 1A
Detection Diluent TURRRER 30 mL/#f 14
Wash Buffer Concentrate (20 X) RIETFRR (20X) 30 mL/#R 11
Extraction Reagent SRR 30 mL/#R 1#A
Tetramethylbenzidine Substrate S@Ey TMB 12 mL/#E 145
(TMB)

Stop Solution IR 12 mL/#R 1#A
Plate Cover Seals HRAR 33K
EEFMA:

1: RABRFERIE2-8°CHA TEROTAHEE-20°CHRHE FFRILE

2: EFREFMEAE2-8°CTFHRTR

3: BREKEHIERMNNER EREER

* EAN N RFRRTERHITER, SRIERETESR

** FEFEED

B REFEEFEM

5.1 B RRAIEMA I ER AR TMB E&RK;

5.2 ERIEEF, FRFENOAMFESE, WKER, FE, OSHFEE;

5.3 BB ERRRIRFIE TR, S mIF7mER;

5.4 TEEABEERNEY, RFMNAFRRZE, REVINZEER, LURSIITIEHRE,
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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
FFALIE, 8000 X g-10000 X gB5/05 min, B E L&, 93 fE-80°CTE, HABCAZRRRENE XN @NESERRE, #ERE
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
BiTAL;

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

+: AFES
7.1 %K (1X)
MEHERR Q0X) BRFHL, 3T°CIAZRAELIAM, H120FBEHHTHR: BB mLIRELER Q0X) , A
570 mLBAKSERFK, BEHEER 1X) o
7.2 Gk (1X)

SRR, R1L100LLFIHTHE, HRERIRIEMITE LIRS ERE (100 uL/Fl) , KRFRECHIBY R 2 E0%10.1-0.2
mL. 4010 uL MR (100X) #0990 uL AR BRETES], BEES.
7.3 HRPHRiEZH (1X) :

SRR, RL100LLFIHTHE, HRERIRIEMIITE LIRS ERE (100 uL/Fl) , KRFRECHIBY R 2 E0%10.1-0.2
mL, #0110 uL HRPAREZHURIE®R (100X) 70990 uL AR RRBHTER, BIES.
7.4 FFK A :
TRIMEAEREN I AFER R THR, IRENOCIEBIITHRSTE, TREAHT - ENHEREEHITIR, s
RO MIES FATESEER, FRERHNHREHRE BT,
BRLEFINT . MRRRIEALL00ERR; ALMMBRIFAL 14N 181HR; HRaRE. MENEENESATESBENN

1.5 BEBBENIRER:
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fEFA2 mL PT 3-af HEAHEBRRE S ER:

i A00 pl 500 p;]_, 500 u[ 00 il Et}ﬂ' nL

. - VU W W
4000 pg/ml. 2000 pgml 1000 pgfml. 500 pg/mL 250 wml. 125 .pg.-"l:ui.. 62. 5 pe/mL
Add # b of Standard
diluted in the previous B 500 pL 500 pL 500 pL 500 uk 500 pL 500 pL
step
# L of Sample Diluent
2000 pL 500 pL 500 L 500 pL 500 L 500 pulL 500 pL
PT 3-af
"ed 7" "sdg” "sd5" "sd4” "sd3" "sd2" "sdl”

J\: LT E

KRHT, BERAMBHAAEEEFH20-30 min RUREAKRER. HRPARZ ZHRERAZETHER, A ;
ERHTIRER. BAURTERFMERN, Sk, BREmMEFLIRNARE, FRNIEF, EARENMERE,
8.1 IRIELIAE, NMEFEMAINEIRE, FRREMATEFIBNDEREIGERTLC, HF—AZRAR;

8.2 Nt¥, DRNEZFLATETL FENREATL. SFLINEAFRRERL00 L, RILDBINNSERROIR ERSEIEZA100 pL/fL, 7%
BEREFESE (BIUNERTEANERET, RESETWIZE, WERLEREN, 510 minFeine) ;

8.3 EgiTiRE L BRE, 37°CIEE1L h;

8.4 ik

1) IBAHIRE GHEFRE, B8RMEIASEREGEESET) , FRIE, BT;

2) HERR (IX) HEIRS, §F1350-400 pL, HRE, BEREATIRS, ESWPTBIR, EREYENRFLUARIRSE TIE;
8.5 |FLIN100 pLAMEA (1X) (BRIAFESEEHT.2), ELERE, 37°CHFEL h;

8.6 EED B4,

8.7 &FLiN 100 pL HRPARIEZH (1X) (BRAFIESEEH7.3), ZLHRAR, 37°CHEE40 min;

8.8 EES B4,

8.9 B SFLMTMBE@RKR1I00 uL, 37°CBHEE 15-20 min QIR &R, iE YEK S B8, FBid30 min; #HEEE
IR TR, EBRYITEINERINEXEEN, a6, B7MER) ;

8.10 &1k: S|FLMAILRKIO0 uL, BETER, XIDRSTMBEGRNMFINF—3; (IR RENERKEREMEZ IR
8.11 U LA630 nmARIERK, BEIRYXTEA50 nmiEEKINIEZFLAEEE (ODE). AL IERGES min#H{TIEE, H7630
nm g, BAIEREER450 nm IR,

8.12 BN SMRERMFENODETRESILMODE, RBES T, BEFIYME, LR ERBSRENELLT, OD EAMNL
1%, ERTWHRHE (#0Origin. ELISACalcZ) #TIUBHINE (4-PL) , RIBHANODEBITEMAEE HINAIRE, TUBERE
HASRIRE AR TTMREE.
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BIEREBEWT:

U= LN TERRER HERE
1 | PEREEEA 100 pL 60535 N BIRE37°CHE
2 | (1X) 100 pL 60 Z3%H 4) BEE3T°CEE
3 [HRPFREZH (1X) 100 pL 40 Sk 4; BER3TCEE
4 | E6BTMB 100 pL 15-20 73%p REELF BIRE37T°CIHE, &bt
5 [&LR 100 pL 0 2%k TEREF -
6 | MIAZLERE630 nmARIERKK, 450 nmAEMEODME, LidERINREE5 7%

: Rk
9.1 BEIrHhE

g

(pg/mL) 0.D Average Corrected
10 Four Parameter Logistic (4-PL) Curve Fit 0.05
0 0.054 0.052 -
0.151
- 62.5 0.151 0.151 0.099
Z 0.234
£
2 2 125 0.23 0.232 0.18
= R’=0.9999 0377
g i 250 0.354 0.365 0.313
0.645
500 0.687 0.666 0.614
1.134
— - . 1000 1.1505 1.098
o 10 100 1000 4000 1.167
Human/Mouse SMN Concentration (pg/mL) 2000 1.818 1.829 1.777
1.84 : :
2.467
4000 2.503 2.485 2.433
92 BEE
RABEE: 3N FRRENFERERNEENE 200%;
WRENEEE: 3N FARRENFEREREEENE 247
IRAFEEE (CVAA) IRIEHEZRE (CV [a))
A HE  PE(pg/mL)  TREE BRAMCV% BXR WE THE(pg/ml)  REE  BRRHCV%
1 20 1,037.6 63.2 6.1 1 24 1,219.4 93.9 1.7
2 20 1,678.6 71.1 4.2 2 24 2,594 .4 152.6 5.9
3 20 2,465.5 98.0 4.0 3 24 4,296 252.7 5.9
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9.3 fntx el Z
REATRRS, MEITESEEMEER. B @3 RE, #ITA. D RSMNEIIFEIKESL, SRINT:

AR e PIARAREE (pg/mL) 918 / SEE (%)
2500 107 (106-108)
1:2 1250 92 (90-93)
125 82 (71-94)
BRZET (n=4)
2500 89 (88-91)
1:4 1250 89 (83-90)
125 98 (88-108)
2500 90 (90-91)
1:8 1250 88 (83-93)
NERBREIARRER 125 107 (93-121)
(n=4) 2500 107 (105-110)
1:16 1250 104 (95-112)
125 112 (97-127)

9.4 H¥&{E

NERHE  EAFER DEERBR SHSYSY4HERE  Colo320 4

R iR R RfRR {0
SMN /2Z&H(pg/mg) 174 534 8.5 57.0 1295 T4 5524
9.5 RYE
20N EENEFLFHODEN LMENEEREINODERNMERMLING BN AREE, iRFIEF A DESMNHRBESA
6.0 pg/mLo
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9.6 £
MpRRERR. BAREBBRIMNSRERA. /NESMNER, BERREONFEARIRENE, SMEHIEINT:

HTE(EER /NRARZAER ANRERAER
FHE(%) 66 113
1:2
SEE(%) 62-71 101-124
¥{E(%) 79 111
1:4
SEE(%) 73-85 98-122
Y58 (%) 100 108
1:8
SEE(%) 100 100-116
B (%) 114 98
1:16
SEE (%) 110-119 98-112
+: ZEXHE
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