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ABCD1, H#A5 LIRNBREFTRER (ALDP), B ATP £5 2 (ABC) HizEABRENMG. ALDP 2—MZ@ERER, &
UFSAUYEEAR, ABCD1 HEEARTEZSH X EHE LIRRAREFRFR (X-ALD), XB—MEIMMERSHRMNE LRI

B HERITIERR.

"]f' s T ERE (KM EFRIRE)
. AR RIS OIS, TINTMB
i B, AR A TR, BIMAAL
L& TR BB TR,
NG ez

°, L4 0,
s1r$ &, s

l;‘,) HIEE

=: FEHENKRSEM

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

ESEt S & 58
Microplate FREIMREBITAR - 96 FLIR 87l x 12% (13
Protein standard RS - R 4000 pg/i |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 1-af BEARHRER PT 1-af (BFAMUE. M) 30 mL/#R 1R
Sample Diluent PT 3-df BEAIRRER PT 3-df (BTARERARREEAR) 30 mL/#R 148
Detection Diluent AR 30 mL/#R 11
Wash Buffer Concentrate (20 X) RIGFRR (20 X) 30 mL/4#R 150
Extraction Reagent RIER 30 mL/#h 1R
(TTehtArI:)methylbenzidine Substrate S@Ey TMB 12 mL/4E 145
Stop Solution KK 12 mL/#R 1R
Plate Cover Seals HRAR 4 5K
fEFRMGt:

1. RABAFERIE2-8°CHR A TERO N AMEE-20°CHR A TFHRIE
2: EFBREFEZAE2-8°CFRTR

3 BREWHIEAMIITER EREER

* AN RFRRTERHITER, SRIEMEESR

* FERIERID

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, LURSIITEEHE,

N HRER

6.1 MVF: £MARAERERE 30 min/51000 X g Ei0\15 min, B EFIZAMERARDEG-20°CHER, #RRkEFh,

6.2 M3R: ATAEDTA FFETATIRERELE A HUER T, ARAREE/51000 X g B/0\15 min, IZBMEAED$E/5-20°CTRL, Bt R S %RE
(ER: fMAMSRMENER, RS MARRREHTRM),

6.3 AR WEARIG, T2 (2-8°C)RI1 X PBSH3R, 500 X gBE 5 min. AREITER, B3 L7 ; INPMSFEARMZAER
h, ZRENL mM;IRE1X10 "N, N1 mLZEBERARR (& PMSF), 7k L3230 min, Hisl - FEMEIERRE RS, BN
TEREALER, 8000 X g-10000 X g5 min, D& LI, HEEE-80°CHER, HABCARRKRENE XN ENESERRE, BERE
R
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+: HNES

7.1 %F& (1X) :

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

7.2 WA (1X)

FEFBENELD, RL100LGIHTHRE, HREAIMRIBIAITERIARMNSEEH] (100 uL/fL) , RPRECHIRY R 2 EC0%10.1-0.2
mLo 3010 pL AMATARSER (100X) 10990 UL AR B HITECH, BERS.

7.3 HRPHRZZH (1X) :

FEFBENELD, RL100LGIHTHRE, HRERIMRIBIAITERIARNSEEH] (100 uL/fL) , RPRECHIRY R 2 EC0%10.1-0.2
mLo #1010 pL HRPARIZZHURZER (100X) 1990 pL fuiEfEE &R H#ITEH], BIERES.

7.4 SEMEEZ:

NEIEAERBENAFAERRH TR, NREFROIEBSITHESTE, IEER#HIT - ENHREEHEHITER, R
BB FARRSEERN, FREEARRIEREHRFEETMN K.

HRRLCHEEFIOT . AMUE. MR LUARRRSRRRIEA1:2501:4 #51%; HEmRE. WIBMNEEFENERTESBIERNKSE,

7.5 BERENIREM:

NME. Mm¥EEFA, A2 mLPT l-af $AMERER I Em; NAMRMERIFEZR, £/A2 mLPT 3-df FAHRREBITE
mm, EERIENT:

500 500 pL 500 500 ulL
—= f _.:1] Fxh_;ﬁ_ b I'\.E_,:;
Sw UV VU
2000 pg/ml 1000 pg/mL 500 pg/mlL 31.25 pg/mL
Add # pl of Standard
diluted in the previous = 500 pL 500 pL 500 pL 500 pL 500 pL 500 pL
step

# pL of Sample Diluent

2000l | 500 pL 500 pL 500 pL 500 pL 500 pL 500 pL
PT 1-af or PT 3-df

||Sd7!l "Sd6" “Sd5" “Sd4" "Sd?}" "Sd2“ !Isdlu
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J\: LT E

SKEF, FERMBEAEZEFHE20-30 min (KMHE KRER. HRPIFEZHRRERFAFZEZFHEE, A ;
wE#TAEm. BARURFERFIMER, Efiesk, S8REMHMARNAETE, FRNEAT, ERARRNMEFRE;
8.1 RIEXILAE, MEFTEMRINIITIRTE, MRRFMATEIBNSERESREFRTAC, AT —AZRAR;

8.2 1A%, D ANKZFLATAEFL FEUEEASFL. SR ARRRR100 UL, RFLDH IS ERRRAANERBERNAFEZAR100 pL/FL, >F
EREFETE(BMREMIFRETHMETL, REEEKINIRE, WERLFTEE, 5-10 minFTails);

8.3 EtriE LR, 37°CHFEL h;

8.4 ik

1) BFEREGEIFER, BREIASEREERSE), FRIE, BF;

2) FRR(LX)FEHMRS, BFL350-400 uL, ARG, BiEREETRS, EERPEUR, BRI NRFLURIRFZTIE;
8.5 /FLIN100 pL #MFHA(L X) (BRIAFESERDT.2), HLEFRE, 37°CIFE1 h;

8.6 EESES8.4;

8.7 L0 100 pL HRPARIE—Hi(1 X ) (BRRAFESEE27.3), FELERAR, 37°CHFF40 min;

88 EESES84;

8.9 B ZFLMTMBE®R100 UL, 37°CEEE 15-20 min GNIRENGBHR%, FNEZEK EBEE], FBiE30 min;(RFE®
YRR TFRRTS, BERRYENFTINELTESEN, EZe, B7ER) ;

8.10 &1k S|FAMMAILKI0 L, BEETEEG, XILKRSTMBEERAINFINF—2; (5. IRBMRKKEREMEIDE)
8.11 3 LAI630 nmARIERIK, AEBIRHMYAEA50 nmiRIKIERFLACEE (ODE). IMANLLERES minR# TS, EF630
nm RIS, WAJEREMA50 nm IR

8.12 #EDIT S MIEMMEANODEFHEZILNODE, RESFL, BNETIE, IR ERBRENEALTE, OD EHHE
15, BATWHHE (0rigine ELISACalcs) #{THSHINE(4-PL), RIBEANODERINEMGERLINERE, FTUBEELK
RERFANTNRE,

BIERIEWT:
EERTE TORIRE BeRE
1 | PEREEFA 100 UL |60 93%h 4, BEE3T°CIHE
2 | KA (1X) 100 pL 60 %f 4% BREE3TCHE
3 |HRPHREZZH (1X) 100 pL 40 ek 4R BIEE37°CIHE
4 | E6BTMB 100 pL 15-20 & TRELF BIRE3T°CIHE, B¢
5 |&IBR 100l |0 % TERERA
6 | MIAZLIERE630 nmARIERKEK, E450 nmAbUEO0DME, LdEEINRE 57
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9.1 SR E

Optical Density

0.01 4

Sample Diluent PT 1-af
Four Parameter Logistic (4-PL) Curve Fit

Optical Density

0.01

T T
2000

Human ABCD1 Concentration (pg/mL)

Sample Diluent PT 3-df
Four Parameter Logistic (4-PL) Curve Fit

10

9.2 BRE

100 1000 2000
Human ABCD1 Concentration (pg/mL)

IRARBEE: 3P FERENERERAEENE 200K;
REWEEE: 3P FERENEFRERBIEENE 247K,

(pg/mL) 0.D Average Corrected
0 8:828 0.047 -
31.25 8:11; 0.112 0.065
625 | oia.| 0188 0.141
125 8:§8§ 0.304 0.257
250 gzggg 0.544 0.497
500 é:gg; 0.977 0.930
1000 1?;2 1.603 1.556
2000 ;ig; 2.305 2.258
(pg/mL) 0.D Average Corrected
0 8:8;2 0.076 -
31.25 8:1?2 0.157 0.081
62.5 8:;7;3 0.249 0.173
125 gésg 0.380 0.304
250 8:2?1; 0.670 0.594
500 1:3,2 1.164 1.088
1000 i:gég 1.812 1.736
2000 if’f;ﬁ 2.487 2.411

RAFBEE (CV)

BA WE HYE(pg/mL) FEE TREHCV%

BA BB THE(pg/ml)  REE EE%E‘:‘&CV%‘

IRIEHEZRE (CV )

1 20 1,689.5 138.9 8.2 1 24 1,599.1 122.2 7.6
2 20 1,2434 117.6 9.5 2 24 836.0 50.7 6.1
3 20 104.7 3.6 34 3 24 105.2 4.2 4.0
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9.3 INAR[E Y X

ARG, ETEEERERS. B B3 NRE, #HITABCDIRYMAREWLERSILS, SFRINT:

EFie i) R (E2R B (%)
12 93 85-116
Al
1:4 92 85-107
1:2 104 82-123
AR
1:4 93 79-104
9.4 HA&E
MAZSHFIE, N 24 ERANMBEMMEFEARP AABCDIFKRE, 2340 A EMNERTFIFER(ER31.25 pg/mL, L4
8104 pg/mL,
9.5 R E
20N EENEFFHYIODEN _ EREREESFEINODER NMEMAINSHX NAREE, idFIZh AABCDIFNREE 6
pg/mLo
9.6 &%
A, ARRRIINSRENAABCDIEH, HEMBRERNMEARIMFSENE, SMEHSRINT:
TRk i AR
1518 (%) 110 98
1:2
SBE(%) 97-122 97-100
{E(%) 98 101
1:4
SEE (%) 86-110 100-103
& (%) 91 108
1:8
SBE (%) 79-104 106-110
E(%) 81 121
1:16
SEE(%) 80-82 119-123
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