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FUEIRSTAGIES 22900EZX00020000

ADAMTS134vh

ADAMTS13-act ELISA [h14JA]

(AR BRER]

1.
2.

3.
. AT HBROBF R MUERERAE Z LA THSERLT

ABRIAENZRAERER T . CNUANOBMICTERLRNTL
AR

St DRSIE T AR EFE R PIRRIEIRBEICE DV THREMIC
HIRFL TEE L,
COBFHRXICGESHUNDERSECDVTIHMREZEUER A

RV, MR — D —(CBRILV DRI,

. ADAMTS13 CAL1~CAL6(C(FE MERIMANZEENTVET .

HBSHUR. HCVHUR, HIV- 1A R UHIV-2HUADREBEZITU.
SHEDEREEBTHNEITH, BEBROBEMRMEZTRICEETESR
BENBDFR A e, TNLSHOIAIIVAICETAREELTHDE
BADT., BEEOBERENDIEDEL T, MRERRICHERL
TLIE&L,

. fE3K. ADAMTS13/EMHDBIFEEI(Ein-house TR ENT=F+

UIL—5(CLBM%INBUBNTENELEN. EREEYE
(WHO 1st IS 12/252) Of8FY (T T, ARGBOBITEE AT
(FMTU/MLIEBITHDET . [ % |BEMNBETZIEE. 1 IU/mL
= 100%0ZEHEANTIZEL,

(AR -1BEF (FYhDIBER) ]

1.

FUAERITL -~ 96Tl x 1
MGSTYUAE/70—-FILFuR

. VWF738E (FRiGEZIER 6 mLA x 2
GST-VWF73

. RISFRER 30mL x 1

. EESRIESRTUAR 12mLx1
HRPEEHFTIN10Y D RAE/7O0-F IR

. RER 12mLx1
3,3",5,5-FhIXAFINITDY (TMBZ). IrRFREEE(LKER
FRER (10ZEER) 53mLx 1

. RIGEIER 12mLx1

. ADAMTS13%vUJL—4 (FRiEzIER

1) ADAMTS13 CAL1 (0.80 ~ 1.40 IU/mL*!) 0.5 mLA x
2) ADAMTS13 CAL2 (0.40 ~ 0.80 IU/mL*') 0.5 mLA x
3) ADAMTS13 CAL3 (0.20 ~ 0.40 IU/mL*') 0.5 mLA x
4) ADAMTS13 CAL4 (0.10 ~ 0.20 IU/mL*') 0.5 mLA x
5) ADAMTS13 CAL5 (0.05 ~ 0.10 IU/mL*!) 0.5 mLA x
6) ADAMTS13 CAL6 (0.00 ~ 0.02 IU/mL*') 0.5 mLA x

e e e e

. fIEm

1) HRATL—h 967l x 1
2) FL—ho—)L 13—k x 3

%1 FPUIL—HDRTER LOT (CEDERDFT,

GST: Glutathione S-transferase

HRP: Horseradish Peroxidase

(ERABN]
MmN ADAMTS13 JEHDRIE
(A /) WRIRAME SR BR D2 WiEED )

(RIEREE)

1. =g
AER(FADAMTS13(CLo THIMTEN TAE LB VWF-A2UIHD 7
I JBETYr1605%45 RMN(CER#T 3E/70—- TRz BV EE
Y RAYFELISATT?,

1) ARERETSL — MCEREEN TOWBIAGSTIYIRE/FI0—F L
KN, VWF73E B R POGST-VWF73EFRIICRIGLE
9,

2) i & & ADAMTS1I3 A, VWF73E B O FOY >
(Tyr1605) EXFAZY (Metl606) RIDRTFRiES%EL])
BrLEY

3) BERERIUARITOHRPZFFIN1OYIRE/IO0—-FILFK
M. ADAMTS13(CLDEIBIENEVWFrE O F0O> >
(Tyr1605) UHEFEMICRIEL. YUY RV FESHEZRLE
9,

4) HERTPOTMBZERZIBESLKZRN, TL—M LY R1Y
FIEESKROHRPERGUET . ERMENZTMBZOBES YD (F
B1K) OIRAEEZRELET,

IR (FEHAHCEZ FNDADAMTS 130 RE I 2 RBRUIENNT
3. H5HU0EEA O ADAMTSI3E M 72 & ¢ 5l &
(ADAMTS13+vUJL—%) ZAIEL TREREVERL THLZEIC
&0, R DADAMTS13IE M ZRHZEN TEF T,

GST-VWF73 ADAMTS13

HRP 38}
HLN10 ¥IR
£/90-HLik

e

<->| GST| VWF73 | HIS

[GST| VWF73 | HIS |
1
1
|}

TMBZ
PrE=IBEL LK 3R
H1 GST XDRE/70-FILHUK

Flz. BVILEERF 01 >y —RITEE ThdBethesdaiA(CHEED
T AR REAVTGERFOADAMTS134 kY- Hiliz kDD
CENTEFYT ., IRDHSADAMTS130EER B R KBS iR
CIERMBEZEEREUTRICSEIE. KFIBADAMTS135E
MEAFEITEIET. /oS- HfizEHUET EEZHE DR
TaE3HfiZ1 BU/mL (1 Bethesdalifil) EEZELET.



TCY6000 (4A530)

R{E LDER]
1. AESRRIOME. JRESE

1) #RARELTHIVEEMERZERL TIEEW, BIRIIREVL TES
FEFHRPMNISAIEL TEEL,

2) BAARDRENIRERIZEF-20°CLLTF. REAOFZE(F-70°C
DT TRBREFL IRV, RIS RTFURGEERT 315
BEIERICEUTHMERLTZEL,

3) EDTAICEDADAMTS13EMNPEEEN 2126, EDTAMERE(E
FERTEFA. o, AU RUIVIEF NI AGRIEEICE

DR ERBZ22ENHDET .

4) MIYEVICEDADAMTS13N RSN Bizh. IEIRIADEE

fBZMMIRCLEANETFUED

2. IhEYE - IhEEH
1) BOOBBIRE, BIMARSN B, EUCAIEMTIAL
BNHBIES
2) AEJOE> (500 mg/dL). EULES (EUILESF. EUILESC
50 mg/dL). LU (3000 FTU). 7ZXIJLE>EE (500
mg/dL) RUUHITFETF (500 1U/mL) (& BIEEIcese
ES5ZEBA.

3. ZOfh

1) RERIAES ICIERRL TRV, RERIF2ERFETHER
LTS W BKZ2ERIE THER I DL EHRELE T

2) BRICEEZEDSNIREICHR—I 2L ERBULTZZN,
¥ CADAMTS13(CL Bt fEZ —E(ICT B, #RIFFIR
(SREWMRAAZHSDUSHFRIRL TSI TIUSTRINL TIZE L,

3) ERREOFR—EIBBOID . IILFFroRILERY MoERT
DIERBEDERNHEEINET.

4) FERRFRICD I ETIRSERVLSCERUTUEEW,

5) HIRATL — MIFFRIBLIBZULEDTEBDFRADT, RE
U &EMBRORIZAFL > T — hEZERUTLIZE W,

(RiE-BAE (RFE) )
1. REORARSE

1) FARERTL -k
ERICRUTHSZOTHRERLTEZL, FIFHELEZIRFIAD
DTV IZLICAN, 2~10°CTRTFEL. FEREARETIERLT
FE&0N,

2) VWF73EER
VWF738E 1IKRCERK 6 mLEIX. SEEFMU TS
([SARRU TRV, BAR%E(F-20°CTERERFL. 20ALAIC
ERU TSV, FiERAR (LS OIE TERRIEETY .

3) RICAEER. BRIEFTUAR. RER. RIGELER
ERICRUTIMSZOFEFERALTZEW, FIF#(E2~10°CT
RFL. EREABRF CIERL TZEL,

4) HER
FERUKE AV THERERZ L0SHIRL TSV, &M
FRZENBDETH, HEECIIHEHDTF A [ERETINE

L. BERULTHBERLTZEW, FmIRE(E2~10°CTRFL.
2B BIARIERL T,

5) ADAMTS13 24 1~6
ADAMTS13 CAL1~6 (CFEEUK 0.5 mLziNz. $=ABRA
UTREISARLTHS, FERUTEZ, iBf#%(Z-20°CATF
THRIEREFL. 60 ARICERL TR,

AR
JINFFroRIVERY R, BT

2. HERIRE- -
1) Y470ERYK,
2) B
3) X100 - A FEFEEET (EE : 450 nm, 600~700
nm)

xx 20254 7 HWMET (3B 4hR)
x 20184 3 H&ET (563 hR)

3. ADAMTS1ZEMAIER

1) FARBEHETL — FOZITILICVWF73EER%100 pLdD
Mz, FL—ho—IL&LT, 15~30°CTE0IRIEEELET .

2) HIRIL— M EAL. AR UMEERZRICEEER 31
BICHIRUET . (I : ARIEERS L. RICEEER
150 L)

3) 1) ORISRERELURE. SITIICHKERE350 Pl
MZ. PeERERELET . CORIFE3EITORE, R—/(—
A7) L TIKRBELTI TV RICE ST AR R B ELE
R

4) 2) TRBUHRBRARTZEERZ100 pLIDNz. I
—N—)LELT, 15~30°CT305RIEEBLET .,

5) RIGR=ZBRELRE. FUIIISHRFE®RZ350 LI DX,
FeERERELET . CORIFE BT, R—/S—FA
ETIKABEL TR AR 2R ELET .

6) BUIDIICEERZRIARE100 pLIDMX. FL—NI>—
WELT, 15~30°CT605RIEEEBLET .

7) RISHEZBREVEE. FUIITHEERZ350 pL3 DN,
FeBRERELET . CORIFE BT, R—/S—FA
ETIABEL TR TR 2R ELET .

8) BUDCRERE100 pLFIMZ. 15~30°CTI0HRIE
HUTERELE T,

9) FUDCRIHELE®RZ100 pLI DX, 1093 BLAICERK
£450 nm. BiEE600~700 nmTIREAIELET.

10) ADAMTS13 E#K1~6 OIRLE (QEREDFIIME)
DORERIRZ/ERL . ZAREDOIRIEENSADAMTS13/E
% (IU/mL) ZEHUET.

EMERITE SRR

FUABIAETL — b 191l
VWF73 28k 100 pL
. 15~30°C T 60 73 fHEsE
$E% (350 pL x 3[E)
[kl (RICFEERT 31 155R) 100 L |
. 15~30°C T 30 7> fHgsE
$e% (350 pL x 3 [E)
| BT 100 L]
. 15~30°C T 60 7> fassE
$e% (350 pL x 3 @)
B 100 L |
3 15~30°C T 30 DEhEX TEHRE
| RiE1ER 100 pL|
l 10 3P
| IR RERIE B 450 nm/600~700 nm|
A
20
£
o 1.5
S
R 1.0 -
)
1
£ 05 |
=
0.0 : : : :

0.00 0.25 0.50 0.75 1.00
ADAMTS13:& M (1U/mL)



*

TCY6000 (4A530)

4, ADEES—HMEREE

1) BEASIVIY MO— I 2L TIERMEE 3 %256°CT30 A
SFIN-33DLET,

2) EODEE (] : 8000 g. 299f) L. L3BEEDEULET.
RICHEEERERWVWTL) TIHEEUIARKRICDOWTHIR RS
(2. 5. 10f8RE) ZERRULET,

3) HBLU2) THEULEZAR GEEEURABLUEHEIRR
Fl, 2> hO—)L%?) EERERME 2% 8REL. 37°CT
60D/ >F1R—3a LET,

4) 3) & HMN%Z[3. ADAMTS13E MR TE L J (CHEL.
ADAMTS135E4AEHUFT.

5) > hO-)L* 2% 3G BBICEREESERZRD ., BIEEERN
25~ 75%ERBFIRUSEDIERNBA Ve y— iz EHUE
T, CDLEE, BROFRRINOBRISKFEERNIRZD
50%I|SEVEIRRIIOFERE( Y- DEDEELET .
A5 -HM0EHIUTORZBVET,

BEEMER = REOREME + 2> —-)LORIEE x 100

L Lyliiil
= (2 - Log[%&f#/&M=E]) + 0.30103 x HIREXR

%2 IEEM#TE%56°CTI0N RIS IEIE@b MR > LES—
HFEOI> ;O-ILELFT . I O—JLIFADAMTS13 E#
ReFIRICREERERVSIENAIEET T,

%3 ENEEMIBEADAMTS13 ZHERIZFERIIN. BE A
OIIUEEMEER T—ILUIEEDEANTIZEL,

Ay~ DRI $RVETIEERS
| BB LUE NESMEE GHELRIEOLENRE) |
56°C T 30 ff(>FaR-23>
=0 EE (8000 g. 2 73/E)
| SEEARAOBIRASI (2. 5. 10 f8RE) %Em |
l
s GEENEARMKE ZOAIRRSI, 1> hD-)L) &
ENERMErSERE
l 37°C T 60 A >F1N-23>
[ADAMTS13 SEIERIE |
l
1> M-V BB E R B
BIFEINBA Ly — Hifiz B

(AIERSROHIEE]
1. HIERAE
1) TTP
ADAMTS13iEM  0.10 IU/mLKiE (10%3kKi) )
2) EXRMTTP
{okey-Hifi 0.5 BU/mLAE ¥
2. SEREGH
0.78~1.57 IU/mL**

x4 EEEA73FOTIE + 1.96 SD DENSEH

x % 20254 7AW (B4M)
* 20185 3 AT (EE3MR)
3. ¥IE LOFE

1) ADAMTS134 > kE45—NfnEEHIM NI UER S TlEHD
DEBA. —AREYCIE0.5 BU/mMLKEZIEMHELE T,

0.5 BU/mLI E1.0 BU/MLEKEDIBEICDOWTIEEHlAE
RN BD, 1 BU/MLLL EICDWTIZBATER RS 4 HIkrEn
9,

Flz. TRMETTP (Upshaw-SchulmanfiE{&EE. USS) M52
#rEEROADAMTSIIEAEREEZSE(ATVWEIN. 1
EZHTCFADAMT S13E R FARTNREICRDET .

2) TTPZEESHEZRHBZNADAMTS1 IIEHENZRL TLRL
FEBIE, MERTTPEEZRTEN TEELIN . ZOIREENASH TR
LWzsh, IRTETIITTPARBERERELE SN TVET,

RB. TTPAEBEEBDIHZE TOESICMEZIIIREDEEN W
BIMEFINMFELETOT. SERULTUZEL,

3) SEEEEIFRLBRERICLIDEHITZTBEENDDETOD
T.H5NUDHBIMRTHREITIENEENETT . BB,
ADAMTS135E MG M EPEMENMRESINTVET 2,

- BHEZELODITNAREZRT .
- DNERICEDIR T 92, 4F(C60RRIABE TIXEEE R T AHSNn
Bo

HUSSBEOIMBRE . ATOESHREETHIENS
ADAMTS135EM($0.30~0.50 IU/mLZERIIBENLL,

5) #RADEMENADAMTSL3 BEERILNVERWVEE. RIGA
BENR C2~AECHAIRUTHERIEL T,

(EREREVEER]

MMARMERUINMERE (thrombotic microangiopathy, TMA) (&
NNEREMAMMEE. M/ R . i E P /) R mieC &
dlimsstiaefEE DREZ R IRIEFHZ A THD. TMA ORKRE
B (C M A2 MmN AR 2 M S8 BT/ (thrombotic
thrombocytopenic purpura, TTP) &. J&MN 4 RS EMEIRET
(hemolytic uremic syndrome, HUS) @ 2 DA'&%0DES, TTP (&
250NN E (CIMRIMAEIEZA SN TRAET DEET. /MR
B myNMERESEEMER . BHEREE. BE. BIEHE
RERAEROEEEY 5 BIRCEIDZHIESN TLELZ. RIECRD,
TTP (& ADAMTS13 (a disintegrin-like and metalloproteinase
with thrombospondin type 1 motifs 13) OJEMHET(CEDEEE
EN3E3CELE P,

LEMEFT8H% VWF (von Willebrand factor) (33 (CINE R
FATELEN. DRI MEST C RinATMEFEINBE D T2
VWF &&4& (unusually large VWF multimer, UL-VWFM) &
LTmAIctEENE Y. UL-VWFM (3 NBIARIMARE TR WS DIG
Hz2F ERUVEH SN TEAO BRI/ MRBEEZSISKILET,
ADAMTS13 (& VWF g3k, UL-VWFM O3 FH1X
ZRSL, M/IMREDIESREZRABNT DL T, TR/ MREFSE®C T
R Z SIS 2B TVET . ADAMTS13EMHOERICLD. UL-
VWFM hIran ' mAr ICEREL. REHBRE TEU3E I
T CIBRIR M/ MREESE/Mie%EUDIET, TTP ZRAET DENEAS
hebELRZ. ADAMTS13 SEMENEIR I SRR EL T ADAMTS13
B FEBCEDIGEXRMETTP & ADAMTS13 393 IgG. IgA &
30E IgM BEOFFIFUAN (FIERFIBE CHURC LR TTP A
HBNTUVET,

BE. TMA (& TTP & HUS BN CEBRENFTELR VTR LS
(CEIER. FAIE, BRA. BIEES. Sl OiEasisiE. HIV
REDBPHFEL TRIET BENHD. XM TMA EEERSNET.
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* TMA O %
/)RR
TMA AN =G Slge =T}
MR IC L 2 ES e pE =

‘ ADAMTS13 &%
STEC 0.10 IU/mL ki

R (10%3657)
STEC—HUS] [ TTP ] [ aHUS ] [:)A‘\'E TMA]
fREHmTE WEET BB
ADAMTS13 | s
Pt Btk R
(xmrre] [wxire)
BETRE  ACyiHES

AEROBERMEREREROFERICHBVNT, TTP BE 17 I, miEssit
JaEE (PE &) o TTP 2E 2 I, TTP I oIvIMREAME 13
I, f2E A 73 BITO ADAMTS13 SEHEODIER 1 (2, 1 >kES—
HEODHEER 2 (RUEYF. ADAMTS13 FHEEG TTP B8
0.009+0.012 IU/mL, TTP M40/ \imAME 0.605+0.334
IU/mL. % A 1.175+0.202 IU/mL TUR. 41 >EES—H 1l
TTP £%& 1.7+1.3 BU/mL. TTP Lo/ MEEAME 0.1+0.1
BU/mL TUIZ,

* % BH. AFRERICBVT TTPIEBIEEBINMERIETTP TUR. £2. TTP
St o/ MR AN (C(SIBFE M M B AR EE(REF (DIC). &t
M/ RRRAME . FEERBLAMMEPRBAEEIREE (aHUS). A/VUEEE
MEM/MREAME (HIT), EFRZFERMEEN. BEARARMEEM.
TAFRO SEIRBENEENTLET,

1 * P<0.0001
2.00( I 71
<1
- | —
2 I
§ 1.50
< &
i
a
o 1.00
'_ — —
s
Z
a
<
0 —-*—

% MR
';ET% RAE EREA

TTP
X 2 g * P<0.0001
r P

= | —

R

| 6 |

@

v 2 ’

&S Sa .

— M

E ~—

= s

< 2 - *

[a) —

= {

0 3 .

PE®&  IMVMR
TP 1 v

xx 20254 7 HWMET (3B 4hR)
x 20184 3 H&ET (563 hR)

[T*8E]
1. %88
1) RE
a) ADAMTS13 #&#:%6 (0.00~0.02 IU/mL) %stidel
THEIREE, IREEF0.150 .
b) ADAMTS13 =571 (0.80~1.40 IU/mL) &AL
TAIETZEE, T (F0.850~3.0000F A,
2) IEMEM
SEMEORLZIBEOEEARME 2L TAET S
EOAEMBEEEIAEMEED100£25%DEEHEI.
3) ERFEIRM4E
SEMEDRRZ3EOEIRARENSS (OVTENEN6EE R
(CRIESZEE, IRNENDCVIE10.0%U .
4) A EECH
0.005~1.00 IU/mL

%5 ADAMTS13 {EMEEIRFAIRIK
ADAMTS13 HEEIEARA
ADAMTS13 SEEEARA

0.05~0.10 IU/mL
0.25~0.60 IU/mL
0.60~0.95 IU/mL

2. TR BRANAE

1) ADAMTS13E M (FRETS-VWF73EDAHES M)
Gl y = 0.905x + 4.89
1EBMRER r = 0.9607
LES n = 105

2) A1>kES—Hffi (FRETS-VWF73:DEEM)
ER  y =1.313x - 0.26
HEB3RER r = 0.9481
LES n=32

3. RIEROEEYES

WHO 1st International Standard ADAMTS13 Plasma,
12/252

(A LZERV EDER]

1. BV E (fBRRBALE) iR
1) MEZORKIIHIV, HBV. HCVEORBLRDOBRIENHZE
DELTEIRWCZE 2 ERUTES W, Fe. BRIRICERURE
FREZF(IRIARL AR BEROBEMRMEDHZEDEL TEIROTL

JZ&LN,
2) MBICHIHOTIIRROBIERZ BB EDEVETFREEAL
TLIEEL,

3) BRI B8, OICLBERYTAIHRITHRVTIRE,

4) RENZHTIRPOICAIEE. KTHDITEHEWRIZDS
SNEZITV. RENMONEEOFHZZ T TIIEN, 1§
(C. RIMELIERICIZ0.5 mol/LOFREE. FERICIIIREIBEES
EKFRNEBLTVETO T, BURWNCIETEFRLUTREL,

2. EHLDER

1) RBREREE BT, FPECREVMRFUTZZOV, 32> THREE
SEEEREE. MEHNE(LUTELVERNIMESNRVCEN DD
DTERULRNWTLIZE,

2) SNJUEE SN TOWREREARAICERL T,

3) ER30v M@ EEZEAFEETHERULBVTZZ, &
e B—o0vh T THEREZTERUVERULBRVTLZEL,

3. RRLODER

1) AEREZREZEIIHE REVOLEBRVERICEAISE
8. KEE B IEEZORE AL TUIBL TZE L,

2) REEAUARBPLREFIRROBIRNHEOLL TE
ENCALIBL TLZ2W IREIESRAE T MDA (0.1%BL L 15F
B EZE). JIWILTILTERER (2%, 1R EEE)
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(C&BHBUIER (IA-MIL—T (121°C. 203U L) (243
IRELIBEZ T O TS,

3) ARGNRHFLEREUISE D EOEEERKIRETH
EED. REDEE(FKTHVRL TS,

4) AEmROBERFIMOBHICERRAULRNTIZE 0,

(AT 7532 - B A RE)

1. REHZE : 2~10°C
2. BXHEARE : 24n8 (ERHAREEIRINIVERVIMEICER)
(2R
i EEI-R =2ES

ADAMTS13-act ELISA Th/4JX] | CY-6000 967 &b
€374
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