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oo Floy TNLSADIAILZCEIT DR EFELTHUEBADT, B
ZOBERELGHDLOELT, BEFERIEICHIEBEL TS,

. 3. ADAMTS13EMEORIFE B (din-house THRBME W=+ )T L

—#7I12&5 (%] RAVLKTEYELA, EEEEME (WHO 1
IS _12/252) DT " ISfF->T, ARGORAFHGLE NU/mL] £z
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1. REMRETL—b 96 )l x1
i GST ¥yRE/7O0—FILHik

2. VWF73 BB (BHSTIESR) BmLA x2
GST-VWF73

3. RICHAIEEE 30mL x 1

4. BERESENAR 12 mL x 1
HRP £33 N10 9 RE/20—F Ltk

5 RB& 12mLx 1
3,35, 5-FhIAFIRLUUL (TMBZ). RFBR AR

6. FERFEE (10 (ERER) 53mL x 1

7. RIGFEIER 12mLx 1

8. ADAMTS13 ¥+ 7L —4 (HiEezIR5)
1) ADAMTS13 CAL1 (0.80 ~ 1.40 IU/mL*") 05mLA x1
2) ADAMTS13 CAL2 (0.40 ~ 0.80 IU/mL*") 0.5mL A x1
3) ADAMTS13 CAL3 (0.20 ~ 0.40 IU/mL*") 05mLA x1
4) ADAMTS13 CAL4 (0.10 ~ 0.20 IU/mL*") 0.5mLA x1
5) ADAMTS13 CAL5 (0.05 ~ 0.10 IU/mL*") 0.5mL A x1
6) ADAMTS13 CAL6 (0.00 ~ 0.02 IU/mL*") 05mLA x1

9. 1B

) FRBTL—b 96 )L x 1

2) FL—ti—IL 19— x3

1 Fp )T L—FDIRE LOT (LEURBYET,

GST: Glutathione S-transferase
HRP: Horseradish Peroxidase
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3) BFEESNEEPOHRPERANI0YYRE/ 70—+ Ltk
ADAMTS 13| LU IBRE NI-VWFBT R O F OS> (Tyr1608) &4F
ERCRIEL. TR v FREBETHLET,

4) REBFEHOTMBZE RFLBB LTS, 7FL—t LYy Fil
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ADAMTS13E M ERHDEATEET.
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2. BhEYE - EER
1) BYDHDEE. BMARSNDREE. ELCREAITARWRE
nhH 7,
2) ~ESOEY (500 mg/dL). EVILEY (EVILELF, EVILELC
50 mg/dL). FLUF (3000 FTU). 7A2ILEEE (500 mg/dL) BU*
Yo FEF (500 IU/mL) (& AIEBEICHEESEXEE A,

3. EDOfh

1) BERITAFESCERLTESW, EdERL2ERFETREEL T
2EW, REE2ENTE CRERT S L EHELET,
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4 CADAMTS13IC & A UIMHERRIZ —E (LT 570, RIEFIRICZH
W GFEHOALHFIRL THS I LIZTML TSN,
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U,

2) VWF73EH %

VWF738H 1A(CHRk 6 mLEA . EBERIL THRL(oFHE
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2. BERHE- B HHE
1) TA70ERy b, TILFFroRILESy b B0 EeS
2) (BB
3) AyO7L—bASAKER (K& 450 nm. 600~700 nm)

3. ADAMTS13:EMERIE®R

1) MEEHETL—rOES LIZVWF73EERE100 pL 2hnz. 7
L—bo—ILELT. 15~30°CTEOSRRFELET .
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1= a L&D,
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BIEEEE = BEOREE + 20— ILOBIEE x 100
A EES—Hff = (2 - Log[E7FEME]) + 0.30103 x FHIR{EE
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#2 IFRMIEE56°CTI0N RISSE/=FEMbmiEE /ey — i
D3 bA—IILELEY, I FO—ILIZADAMTS13 EAEGHEE -
& RICRIEEEER WA ENTTEETT,

#3 EFEFEMIEXADAMTS13 HHER1EZFRHT2H. BEADQZT
CEEIMEE T —IL LI DERWTES W,
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1. e
1) TTP ADAMTS13:&M 0.10 UMLK (10%kKiH)

2) HRMETTP AeE4—Affi 0.5BUMLELLE

2. BERAGH
0.78~1.57 IU/mL**

¥4 (@B ATMHOFSE + 1.96 SD DiEASHH

3. HlE LOFE

1) ADAMTS134 v EEY—HEDEIEHIEESTLLE S TRHUE
A, —HEE(Z(20.5 BUMLEBEREMELET,

0.5 BU/mLLEL_E1.0 BUIMLEKE DB S IZ2WTIHEEEA Bz o &
A4, 1 BUMLELEIC DWW TIXBRRE A2 PR L S E M E T,

Fi. ARMTTP (Upshaw-SchulmanfiEi&EE. USS) DEERZE
HOADAMTS1IFMERTE R EESEIZTVET A, BEEZMICIE
ADAMTS13:B{G FREAHAE(ZIZ)E T,

2) TTPZERSHMIRE R HDHNADAMTS13F AR L TV AW GE
&, HEETTPERZEIENTEELIA . TOMBEABESH TRV
&, METETTPAERERLEZONTVLET,
i2&. TTPREEEBROBETLESICMETIRR EDBBMAUBE
REEFINFELETOT, FELTEEN,

3) BEREEIHRCLERCLVETTITEMEABIETOT. H
SHLHERRTHRET D ENLETNET,

728 . ADAMTS13/E (L IEZE DL ERMENFES N TOET 9,
- BE LY H T EEERT.
- IS EVE TS, 4560 R TIHEEERE TSNS,

4) USSEEDMMIL. ~TOHEERREETH DI LHDADAMTSI3
EEE0.30~0.50 IUMLETRTIBEA S,

5) BREEDFEHNADAMTS13 HERILULBVIRE . RIEAIBEHE
T22~4EICHFIRLTHAEL TSN,

%% 20184 3 ABNET (F 3hR)
* 2018 %E 1 ASRET (55 24R)

o [ERARBIEEE]

IR HM/INMELE (thrombotic microangiopathy, TMA) &%) M
fEEEEmER . iR e P R AR & 20 e aE
[EEOFEEETTFEEMERETHY. TMAOKEMNZEEC MR
MR D SEBER (thrombotic thrombocytopenic purpura, TTP) &.
BIERBEAEIERE (hemolytic uremic syndrome, HUS) M22A%Y
9. TTPR 25060 & i/ MR AR S N TRIET EET.
MR A S mEEEMEE MR N . BAEEMEE. Sh, BhiEl
B R OB M EIRIC SIS TUWE L, BuRlzizy.,
TTP [ ADAMTS13 (a disintegrin-like and metalloproteinase with
thrombospondin type 1 motifs 13) OJEMHE TICEUEZKIEShBLS(Zh
YEL 3,

LEIMEFTHBVWF (von Willebrand factor) |33 (- & PRI EIET
EEEh, D274 A TCRmRE L AER S N BE S FEBVYWF
HEEHE (unusually large VWF multimer, UL-VWFM) &L TinArziH
Th&Ed, UL-VWEMIEH MR MM TRWT IS hERT. #RLIE
b TR/ MREEEAS | ERILET. ADAMTS13[EVWFZEL])
Fig Bz &lcdl. UL-VWFMOSFHA XERKHL. M/ MREDIESEEE
AR 5T, AR/ MUEEC MR A EM CREIZHE>TUE
9, ADAMTS1SIEMDERIC LY . UL-VWFMA Y& 1 3 b |- &5
L. RHBIRE TELDET VSN T TRE 2/ MRESE/ M2 E £
DTET, TTPERAET D EMNBALMERYE LT, ADAMTS13FEA
ERTHEEELT. ADAMTS13BIEFREBICE DCERETTPE,
ADAMTS13%19 B1gG. IgABH BV (EIgMEB DR FER (FIEFIE S
TEIZEDERETTPAMON TWET,

1235, TMAIFTTPEHUS LIS TR R BAEEL W EESELISMC b
VIR, ZERIE. BERE. BEES. & S emEBiE. HivieEn
BEITHRELTRET I EADY . ZRETMALERShET,

TMADHHE
IRk
l TMA l S M R M
IMm2(c & D EsHEaERE
’ ADAMTS13 ;&4
STEG 0.10 1U/mL i
®EM 10%3Ki
[STE(}HUS] [ e [ aHUS ] [::x-JéTMA]
[ HH 4 WERT FRIE R
K B R ag R
ADAMTS13 FAIE
AL EES— il iedl
R
P&l [£21K5
[sexure] [wxirre]
R/IZFEE Hem#EEE

FUROMEFEMEREREBORERICHEWVT, TTPEZ 174, MEETIRE
% (PE#) OTTPEEZ 2. TTPLISh G M/ NI AE 1365, (2% A73
HITHADAMTSI3F DD FHER . 41> y— Dl FERE2(=
RLET. ADAMTSIBEMIETTPEE 0.009£0.012 1U/mL. TTPL4AD
M) RE A HE0.60520.334 1U/mL, &% A1.17540.202 IU/MLTLT =, 4
LEEY—AEETTPEE1.7£1.3 BU/mL. TTPLLSh D i /Mg 4 5
0.1£0.1 BU/MLTLZ=,

8. FRBCHVTTTPESIE LA ERETTPTL . /. TTP
LA e IRk 2 A |2 348 FlE n BF P SREAE (R B (DIC). HE3e )
WA SRR (ITP). FEsaB)Em MR BEAEIERE (aHUS). ~/ %)
EREM/DHGRDE HT), EFRFHUERAND. BEFRRMERMm.
TAFROJE(EBMNETNTUE T,
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=1 * P<0.0001 * [{FRA_EXIEEIRV EDFEE]
20T l 1 1. BiRV L (BIRBAL) OEE
+ 1 1) IFZOBAEFHIV. HBY. HCVEDBEDREIRIEAHDLDLEL
150 | TERIBVCEHEEL TR, $7o, RBICIERL88%
(TR LRRE. BEORRMOHDLOELTRIE> TZEW,
—g— 2) BECHI->TEBEDEIRERTD-HEVETEREB/ALT
1.00 . {IEE,
3) BREET B0, OLLBERy T4 IETHRVTEE,
5.5 | B 4) HENF- TR OICAS LIRS ATHATERVAT FOILR
' : WBEITV. BEAHNEEMOFLEZ(H TSN, B2, R
S &(C(30.5 mol/LOFRES. RBRICIERFEBBLKFENESR

’ I 1 J iR ' ' LTWETOT, BRIFLICIEEEL TS W,
PE# 7\
TP P dbm REA

ADAMTS133EE (IU/mL)

2. FRLOER
1) ARBIEFIEZ B, IPEICEVRFEL TSV, (R TRIES

e PAREE, SEOAE(ELTELVERAGBONAVIEAHDD
= ! ol THEEALZLWTLEZ,
~ x1 2) IRILIZEREShTOSERIPEAICERL TS0,

& s} 3) B30y OBAREEAH AU TERALRVNTRES L,
- 3 . . A—00y b TH>THHEERE R LERLAZVTIEEW,
N E
sB4F . 3. BRLOES
“E’ : ) ABBEBERT A, BERMOLER UERIET B5E. K
= . & BB RS OREI > TRBL TS,
< i 2) BREICEALASELREL IBLEOBRAHDILOELTEYIC
................................................................ IBLTZE W, REIFFEET M)V L (0.1%LLE 1B LR
0 ¥ £ == ; ). FILFILTILFE AR (2%. 1ERLLERF) (C&BiEHL
TTP  PEf#  IUMR Y (dA—ML—7 (121°C. 20938 L) Ic&BHENIBETT->T
TTP  BAE prany
5 3) ARGHARHECFIRELES. LROLEITRAIKE THRER
(tAE] U, ABOEF>ATEOAL TR,
e 'lﬁﬁim 1) FUROTHHHEDBOCEALANTES L,
a) ADAMTS13 #£4E#6 (0.00~0.02 IU/mL) ZEEELTRET i ; i
BEE. WAFENX0.150L1 T, * [ﬁﬂ;ﬁji{i - B NHAR )
b) ADAMTS13 471 (0.80~1.40 IU/mL) ZEEHELTRIET 1. KM 2~10°C o _
BEE, E&%E(10850~3000®iﬁ|§“*]u 2. HEhHARE 241 A (ﬁm%ﬁﬂﬂli@%—/\)b&v‘%ﬁllﬁm)

2) IEREME
EMHEO R ZEOEEARE ZRHELTHET 3L, A [S%E{]

T {BIZBEELE$ED 100+25%DFEEE A, LT HIEO—F %

3) REARE _
EEORLBEOERARE SOV TENENCERBA ARAMTSIG-ACEELSA, [AMAal | OWE000 | 887K
ETHEE. WHLEDCVIE10.0%LELTF,

4) RlEHEH *: [EE 7]
9,005~1,00 [Kimk. 1) Hubbard AR, et al., J Thromb Haemost. 2015, 13, 1151-1153.

%5 ADAMTS13 {EEEEMHRHE  0.05~0.10 IU/mL 2) Kato S, et al., Transfusion. 2006, 46, 1444-1452.

ADAMTS13 FEEE MR 0.25-0.60 IU/mL 3) Matsumoto M, et al., Int J Hematol. 2017, 106, 3-15.
ADAMTS13 SiEEERA#%AE  0.60~0.95 IU/ML 4) FAJER, BEFRMAE 2017, 58, 2081-2086.
5) Kokame K, et al., J Thromb Haemost. 2011, 9, 1426-1428.

2. TERMEAABR R
1) ADAMTS13;E M (FRETS-VWF73&M#aRE) LIRS o
EF=X y = 0.905x+4.89, BRA{REL r=0.9607. fl#k n =105 {: itf*f; 4/§§]$;¢ﬁn|;
P} 49—l (FRETS-VWFTSEOHERRI) ?11;:0033 :ﬁ"'?‘aﬂsz:? XA42-38-18
EIR= y =1.313x - 0.26. AHRAREL r=0.9481. ffl# n=32 = 03 (3816) 4;{;0 § ;ZAX 03 (3816) 6544

3. BIEFFAOREAEME
g —
WHO 1st International Standard ADAMTS13 Plasma, 12/252 (SAEARTETT ]

K .....1h1/ %

T113-0033 HEHFBNEEAEM2-38-18 @ 03 (3816) 4485



