i AR A R PSR B (TTP) i29 7 A K 2026

JEA TR A SR BN A A TR R BRI 2
[ 1 g [ B e 2 2 B A PR HE ) TTP Z v—F

I VERRITIE

AR I B SR B (thrombotic thrombocytopenic purpura: TTP)
X, 28 OM/NLE /MUK SV D 2 & TRIET 2 EERERT
A1, TTP 1. Wi MEIR BHIESEERE (hemolytic uremic syndrome: HUS) &
iz AR MERU NI E (thrombotic microangiopathy: TMA) 2438 S 51X
FWRIREBTH D, TTP 121388 KM & e KM (Upshaw—Schulman JEERE : USS)
IFAET 5, LLANE TTP 23 2R R 722~ — B —DFE L 2o 72 Z
EDG, AT ELAY 5 e (i MR, IR IPE R I, BRERERRE S L, KSR
FRAEAR) ZHl & LIZERRAT R CRlr & Tz, L LEDO%, ImiEH o
1M A7 Td % von Willebrand [K-- (VWF) Z %r 2L 2 G)Kr 4~ % B4 3% ADAMTS13
OIEMEFWNZ L0 TTP 33AET 5 Z E NS S (2, 3], BIfETIX ADAMTS13
TEMEFRUZ LD TP W& b L 9 127e -7 4], JeRMEIX ADANTS13 815
F-REIZ X 0[5, 6], % RVEIX ADAMTSI3 ICx4 5 HOHEREASND Z &
WLV RIET 52, 3],

ZDOBET A Fix N E 2w iE S 2 BT 205088 TTP 7 v— 2@+
5 TP 2R OEMFICELHD=F AN~ a2 E LT 2017 42 [TTP
PEITA R 2017) [7T] & UTHERL LT, £ DRIRBRZIE L CoEHIcAbE T
[TTP B2 AT A R 2020), [TTP 2 A K 2023) & L CHGEINED ST,
Minds FROZIFEITA FT7 4 2 HIEL TP 1GRIEICBEAT 2 clinical
question (CQ)ZREL. =BTV ADINEZITV, HEEZBINL 7=,

TTP 137D TH D72 DB TOMBHNINEETH 505, AIHEZRR Y B
FHIRILZ FEDWTZFLRk &7 B L 9T, Fio, HBRMEE RN TTP 25
JEE & UTCEHE L, BMEICIT GRADE & AT ACHEWHELEEE (21) %2411T
7o BRI AIZOWTREHEH L TR Y /NRICxT 2 HA o ik - AR
R DN DEREEET H, SO, FREHRO TTP OZ ML EN
ADAMTS13 JEME 10% AR & 2o 2 L XD, ZOBIEHT A KTl ADAMTS13 I%
PEIEEPB] (10%LL E) 12N TIEHR D7, BRRAIZ TTP L 2Hr i b 73
ADAMTS 13 JEPEDS IR L TRV EBNE, BLIR TIXZ OFFREDNEA 5 22 TRV,



TTP & [FIERIZIE HIZ MAE A2 & OIS LB IRIEBIDAFAET D,

IT TTP DJpHE

ADAMTS13 (a  disintegrin—-like and metalloproteinase with
thrombospondine type 1 motifs 13)%, ADAMTS 77 X U —T 13 & B IT#HE
SNTEEFR TH 5 [8], ADAMTS1I3 DFEE TH D VWF 1LE L& L Tl & N
TREA SN DD, EABERIZFEFICIRE RO FEOBE & WF EER
(unusually large VWF multimers: UL-VWFM) T. IMIRTIZHMIND EED
(2 ADAMTSI3 (Z k> THIlr s 5 (1], VWF D /MRS S REIZE Doy &K
fF L. @8O VWF (Zifn/ e 2750 L9 (9], E720 VWF o i/,
FEIERCHEIL T U IS IS BARAE L [10], M D W EY RS & B D E 7 C
BT IS HFEE L VWE 3L %, ADAMTS13 {EPEDE T 5 TTP (2
BT, MBI B IR I 5536 S FU7= UL-VWEM A3 ADAMTS13 (2 K %
Gl 2 2 2D DI R TICERAFE L. &1 VIS ORAET DHUNMLE N T
MG 22T MR & L3 < 220 /i 2 Tk T 5, 2ol
ANBRIAR DS UINIAE I TE R S 30D 2 I Lo T DRSO 72 & &2 & Te i i
PRI S A 2 UBUERERIR & 72 5,

IIT ADAMTS13 s

ADAMTS13 JEMERIE I, BT WE 20 S8 2 58011, 12] 280
SIS BRSO R 2 B3 5 729 BUEIRE W VWF &R EEE (WWFT3)
(13I8 HWSEND LI o72[14, 15], ZHIZ K-> T, FHEAEMELE 72V
BERT C ADAMTS 13 EHEDFE R DG SN D L 21272 o 72, W AN 7 — Vit
BT 25 ADAMTS13 iEM: % 100% (1 U/mL) EHET 5,

ADAMTS13 (IZ%f 35 H PR E LT, in vitro CIEMZIAET S A b B
Z— (HEPUA) &, EHIZEES S ADAMTSIS O 27 V7 7 v A%\ EESE5
WOPUE GERRETUR) RN TnWb16], HOHFIEDZ 1L 1e6 ThHD
2N, Igh = IgM DAL HH[17], ADAMTSI3 B EHikIZ, ATIIA e e
H—%RETHIEN K THY , FIEE L L TORFEETUR DA N
AIEECTH D, A b X —iF, fH AT —/VIIGE L Pt s S 8R4 L,
IEMEZ 50%(K K &8 % iz 1 Bethesda Unit(BU) & EFd 5 [18], KM
TTP JER TITEHE A > e B =i S5 [19, 20725, 1 BU/mL LA FOIK
JiffiA b B —IXHEDREERG AN D, 292 L 512 ADAMTS13 1
EEX—DREETH-TH, HOHUEBRFEET D% KM TTP Th 2 AR
H5b,

72%, HAREWT ADAMTS13 3 & A b B X —MEIIRREH & 72> T



WAMN, %< OFEBE CTIFIMNERE CTRST A7 DR ZGH £ TIZ 3~5 H
REORMZES 5, TTP pRL2 RalZHMGT 5729, ADAMTS13 {HMHEE R %
FHTHAaT VT AT AL LT, French A=z 7[21] & PLASMIC R =
TR22IBFHWHEINTWA (F2) (23], 2 DOARAaT VT AT AL TMA 23
BEOALDIEBNZ I T ADAMTS13 JEMEERZ THIT 26O TH Y, TMA D
DI ZRVERI T 5 Z & IXEWRD 20,

IV % KM TTP
1) BESRE

1924 H1Z K [E D Moschcowitz [24]12 K W D RKMETTP & & 2 HiLHIE
BN E I NN, BESHRRARHOE E T, REEOIEFIHRE OB FT-,
1966 -1 Amorosi & Ultmann[25]12L 0 26 OIEFREIZILBE L TEH 5
L5 5 OOIERD VA S, LAY Bk L MEEIN D K O I o T, D,
5#fEDO T Y M/ EEIER MO 2 ENSZMICEE TH D Z &2
WIIND LR, Zo2lEE S L IZ2K L CIER O H AN R
Shi-[26], 7Z2d. TTP & H9R4 1L, 1947 4EIC Singer H [27]12 L » THEZE
SNTWD,

1991 4F1Z TTP ITXE3 2 MAE A D H AR R EN TS £ DIFEIZ DN T
FRHREFE TH o7z, 1980 FER S TTP BF M AE I UL-VWFM NIEET 5
Z & (28], TTP BFH OFIfR TR 2 MARIX VWF 238 & 22 i/ Miinte Th 5 Z
L2917 L VWF OIRRI~OBER/RILTW 2, 1996 412 WWF YIRS
(ADAMTS13) DIEMERIEIED L S4u[11, 12], 1998 4FIZ TTP B 128N T
ADAMTS13 {EMENEJLT 5 Z & dE Sz (2, 3], LavL. TERE RN TTP
B STV IEFI O T ADAMTS13 FEMEDS R L 22V EBIASELET 5
Z &5 [30-32], ADAMTSI3 (2 X D2l L BRIRAT R K 22 nvo 25D
W R ENTELET D ARBE D VN T2, ADAMTS13 IEMEZ RO I DWW T b i
WIS T=D8, FAEPIIZ ADAMTS13 1EVE 10% KD A% TTP L2+ 52 & T
EER s a o 2R B 5 TWA[33],

2) HBRMTIP OES
ADAMTS13 (2% % H CHUARIZ &> T ADAMTSI3 JEMEDNZH L. 28 O~
A/ MR AR S TR S D Z S K-> TRIET 5,

3) EE
TTP OFIESEE 1L, FRIRFT R T2 L TN =R CidiEst 2> SR 100 5
ANB7=0 4~11 N EHE I LTV =23 [34, 35] . ADAMTS13 7D 10% A4 T



W L= 8 OEIIRHTH D, 7272 L. ADANTSI3 JEME 5% A0 T2l L
ATl 100 FAHTZD 1.74 NEeW S HENH 5 [34], FEIEFHid,
ADAMTS13 {EMEZE K T2 Wr L 7=t OJER] TIEH 1l 36~51 % T, Dtk
(1L 65%~100%TdH-7-[19, 31, 36, 371, ADAMTS13 ¥&EME 5% Afi D H AD
FEG] T, FRAE 54 7% & R0l T L MED FLERIT 55% & 00K - 72 [20],

4) 2k

JE R AR BE o0 I/ IR & PRI I % BT B R IS B\ T ADAMTS 13 JEME
B GEME L0%ARIH) 1SN ADAMTS13 IZ%d 5 H RO IFEZ > TH K
PETTP LW 2, TEMMLENIA (b2 —) BEETH- THHCH
EKRFET 2568 HY BEE2ET 5, EKELR 2RO RWEEI3E
RPEFFRNE TP L 2W L. REMT ) T~ b—F 27 &0 H IR ROHE
PEREIZ L B LT ADAMTS13 H CHUAD EEA S 2 BB ISR R E kM TTP
L2l 5,

TTP % 5& 5 B> 7 B 5 i D H %

O 1/

M/RERAS 10 5/ ul ARENFEREE SNDMB, 1-3 B/ ul OIEFINZ L,
AARNIZET D TP OEFFCIlIFRRMEIZ 1 T/ ul ThDH[20],

@ iR I

A 1 A o R PR I R L2 50 HE S A D AR MER OB B I L 5B i Th
Bo NEZ ORI, HESTIE 8-10 g/dL DIEFINZ N E S HA[38], H
AN TIEFIE 7.3 g/dL & o0& [20], BRREARMERD HEL, R U LE
>, LDH, M@IRIRIMERD L&, ~T k7o v OF W EOWEMLET AN 52
Tl oOEHE 7 — A AR THIET 5, MUZIRMEKDIERERE 23 2
<. RIEIMIZ 1 %LL EORIRIMERSFFAET 2 2 &A% TMA OFERFTR & &
AVTWA 39123, M RIMER I L E EAL A NEETH 5, TTP THRH RN &
BIR OREFEMEMAE NEERE (DIC) THLRBOLILGENH D7D, EEM LTI T
EUAYGRAIAN

@ EHEREREE
RIGIN-CIRE AR DOHDOEED S OGS, MiF7 VT F=o N ERT5E
Bl ETHx THDH, 72720, FEZ V7 F =L D French A a7 X



PLASMIC A2 7 T/RENLAH L D12 2 mg/dlL RiliTHH Z L23% < [20], 1Mk
BT VE LT AHAEIEOZ2MEBREDOLEAIT TTP LV & HUS BNgEbil b,

@ FEEL
37°C LA EDOISEND 39°C BDEENE TR 5, 30%FEFE[36, 371005 72%
[20] DIERF| TRD D & DOHENRH D,

© BhERMERE R R

SR FREDO L O AR, SEEL EORBMEE ., A0 L, EikL
~ULOARTT, DU R i e & ORI E e & Bk & SRR BT 555
AR5, JEROUE L BE AR BEIT S 72 & DOV D BRI DN
Thy ., MIEHCEICERT 5 2 & 20, BAADOKRE T 79% DJ%E
BITRRD TS 23[20], WS TIL 50%FREE[19, 31]DIEFIT LB &
DHELH D,

5) il

ADAMTS13 JEMEIC L 2 A e Wi R ERMER S e Z iz ko | EENCIR S 2
TN EEBEZLNDD, LD XD e RERIRERIRENFET 5, F
7o VA IZZEDIRKRIC L D I D L9220 BURTIEFR 2 1TR-T X 91T
FERZWT E X T2 B2 o5, £2K 112 TMA OZErEipET LY X
LT,

O 5 FH M M PN R[S JE 2 #F (disseminated intravascular coagulation:
DIC)

TTP SEFITIL PT, APTT | ZEFH T, 747V 27 T F hrr BEHKT
LWz &23% < FDP, D-dimer [FHEED FHIZE EF 52 &A% [40],
DIC DIAIE, 747V /7470 7 EROEEMETHY . APTT &
PT BNER L, 747V 7 BT 5,

@ it R mIESEBERE (hemolytic uremic syndrome: HUS)

0157 72 E OEEHEFEEA KGE (Shiga toxin producing £ coli: STEC) i
YelZ X% STEC-HUS 1X, (HEFFRME - BB EREERHE EIA) 72 & O KIGHE
DEEE 2 FERT 5 PP LPS(m R hF20) Igh Puik7s K TR+ 5,
STEC-HUS LIS DJERF]IX, FEHMA (atypical) HUS (aHUS) & BRI Tz, fx
ITCIX, aHUS 1 H R-0mifk C3 Hk 72 E OB - RE 0A 2T &
N2> THR Y [41], HRRDFETITFHIRNELE TMA & FEEN TV 5D,



@ HELLP JEfERE

HELLP JEMERE & 1, ARiRE = BHE S e > T, &I (hemolysis) . fifift
WilESE D E5H- (elevated liver — enzymes). HML/MiJ#Z (low platelets) %
B L LEwEETH D, LWL, Sibai b OZWIENRE[42]12 k> THibh
L5, 2O FEHETIT TTP & OERINKEETH 5, ADAMTS13 IEMENER L T
WAL TTP & 29 %,

@ Evans JE{ERE

Evans JiE {6 B 13 B 00 5 MR i 2 i (2 R R M i /s B sk /D P 48 B 0
(idiopathic thrombocytopenic purpura: I1TP) Z&0F T HEE T, EHHFEV —
LAGMETH D, 7272 L, B — A A[2ME Evans JERRE S AET D08, 2
D XD IRIEFIOH 75 ADAMTS13 {EMEZE TTP 23R ST\ 5,

® bB¥ 3 Bl2 KZMHEIL

B4 I Bl2 RZMEAMIL, B afiiConNRERFouRELS, Bl ge d
L THELDKEABTH D, BIEGCITEDEM 2 KL CRIEE Y LEe v
R LDH O EHZE L, HEOREKERIM & /M6 TTP LR S5
ZENHDH 43, 44], TTP ERIERIZE X 2 2 BI2 iEHHIE H A HETITH
RETHD (200 pg/mL LLFIHEEE STV 5D),

® . WME TMA

EHMTY T~ h—F A RGIER E 0B e R A, &g,
TEEn e, BRI SITfE - T IMA NIET D Z E D MESHL TV D, K
U ST o> Ty ENEHIREEN -5 ERTH S B 2
STV D, RHARNTEME TMA & ZWkPE TMA OERNT LIZLIZREETH Y . 18
DRI K> TRMOBRA B NE L RDZ ERH 5D,

@D Do TMA

REERE L DT, BRI TMA TH 5 ADAMTS13 FEPEAE L L T
TMA PNFFIET 5D, F7o, WP 5 EZFF > Z EMBLRNEI TTP L2k T
WIIERT S & E D,

6) 167
MIFEAZHDBRE DO BN N TR EZELSED EOWENDH H 72D [45], %K
M TTP 25> 72 3A121%. TE A2 RN M 2 BRth 45 Z L S



Toh D, ADAMTS13 {HEMEDFERHIAT 2 & TIZBUR T A ZE T 5720,
ZOREREFF- TR EZ G T DL ERH 5, 2022 FIZHATSH VWF AL R
AANKT DR T u—FNAPUR . BT T A T RAEGR I NI [46], =
AULI MR & VIF & O & EERICRE T 28 - RAEA T O A TH 1 |
MAFAZ B THID THRME TP O RED S5 2 L g sz
[47],

A, R OB 72 LI X A HRIE L Efi CE R WIEFl 23 L L
T AT T AT LREIMHIRE (arFaxsaf RV YFT~T) O
BERIEEOE MRS SN TWA 48], A Y « F—A KU 7 OM%ET L
— 7%, MAEASHIEE AT O T ENE R A T T L7z 42 Bl 2 x5 & 5 5% i
HIREAT 2 s Lo, MAEARHRIEZ I L7 59 il 2 h e — LREE LhEg L
TofE S, M/ MREEIE £ COWIRM, BRRAIRISE, BEER b TNT TTP B
BAETEONWTNOHEBIZEW T AEAITRD ONT ., M HIRIEL T
7T VR 7 TR LGS ATREMEDS R S 72 [49], BT, 18~80 ik DK
ANERME TTP [BF x5 & LT, FENaHE & L CERERIEZ1To3, 7
7TV R= 7 L PEIHIERE 2 OF T D IR RIS 2 MREE T S 5 111 HERRIE
3B (MAYARI study, ClinicalTrials. gov ID: NCT05468320) 733hiE S 4L,

ZORERDFFTN TN D, 72385, 2025 4F 12 HBUE, 7T v X~ 7 HE1T
BTN VA TH D RICEETDHZ &,

LURICAGEI 22 aiik S HERE (R 1) el 2,

A Ak

a) IMEASHL (HEREEE 1 A)

BIREBRE AT (fresh frozen plasma: FFP) ZEH#LK & Lo s #is 1 H
1 [Bl&# A fif 79 %, FFP &, MBEER I E (CL T OFHEATEE ATEE) O
I~15 52 AW TRET 5, AN ER CTH LM E LT, 1) ADAMTS13
DOFFFE. 2) ADAMTS13 1 > & B ¥ —DERrZE, 3) ADAMTS13 THJHT T 7eu UL-
VWFM OFrE, 7o ERn TR ENA[32], 7/AT7 I TiEl) OENPHGFTE
722, FRP & &R & U CHEM T 5, 7235, FFP BiEId FFP Z EH#iR & L
T MAERS L & bR EH/IMEN S D 2 i ST 5 [26],

PEER M4 & (L) =R EE (kg) x70 (mL/kg) x(1-~< K~Z U v /100)

M AEAZ 2
FFP 50~75ml/kg ZEHEE LT, 1 H 1 [BEH ., BHLAH% 1 » A 2R L



LC, MMM IEFL (16 B/ul BLE) LT 2 B £ CEBEITT 5,
DLATIR M AEAZ B D [EIEH3 M 3 [l F TICHIFE S LTV =28, 2018 4E 4 A D
FREOEBRFEUE[38] & [FAR D M AFEASHA D [BIEA FEhE 7] RE & 72 - 7=,

b) INTFaRTuA FEE HELEE1B)

aNFaRTFaAf R2VLREE, aLFazxTFTaf FRKENROWTNLE
HENTWDER, ELEHRENTHWDEIHA LT > TV (50], b
FaxToAf REHIZL-> T, BOPUEOEAMKIAEIRF NS, 2B, &
BB OFEIRIF . BEIERYYERE e ECIIBEEBET S, Fio. PR A
THLINEL DIEFITHEHA SN TOWDLEAITHDLOT, HSHE 112 LT,

aNFaRTaA ROV AREE (PRE L)

AFNLT L R=m 1, 000mg

LA 1TE K2 KT TRgErE., Mm% (S5 5,

WY 3 BRfkGE, % aLTFarxTol REEZWNT 5, BEE, /)
B> ADAMTS13 fr & 72 A BEITIT O DY, a/VTF aA T a4 ROBEEIC
DUV TR R ERRILIIFTE L722\, FBHERER O F7ESC 1CU B
e EOEBET, AMEMSET AL AIEAT LT L K=Y r 2 500mg, H.,
250mg,” H.125mg/H % 2 HRE] T oH G L. Z0% 7L K=" Nk 30mg/
AICEE L, TRR22B IET 5, 3 HEAFEEZ T ICHNARICEI D Bz 2
Bald, 7V R=Ym0.5-1mg/kg/HICZ L., TRAESZIHET D,

a)FaRrTuA FRENIR (PREREHS)

7L R=vwvr 1mg/kg/H

JRE R, M/ECERSS ADAMTS13 IR A 72 & A S E121T 5 23, Img/kg/ H % 2
M#ERE L, £ D% 0. bmg/keg/ H & CTHERMZGHIZHET 5, THLIERIT, 1
/HREC. ADAMTS13 A v b b B X — i 22 E I ET %,

c) W 7T RA~7 (HERE 1A)

PLWE LA 77 o X< 70%, /M E VWE O BEERIC X 5 ek 2 8
BICPHET ST ) RTF 4 Th D61, 52], ML aLFazxTaf R
WJFICPEA L. st O R B SRR Tl /MO IEF L E TOME A
BICENT A Z R MESNTWA 5L, 52], ENTHE I1/111 AHGBRMNE
Jiti 7= [46],

h 7 A~7 10mg



B RIE, MAEASHARTIC 10mg 2 FRIRINEE G- L, IMEASH#L4% 10mg 2 B2 F
BHT 5, 2Ok, R E I IR AR HRE T2 1 B 1A 10mg
R TGS 5, MEAH& TH%S 1 B 1A 10mg & 30 B FT#R 545,
KB AWM E T —2 L0 EREBRG G 3 ALUNIZE 7T X~ 7
Z BG4 5 Z & T Clinical response (FRIRAINIL) ZERENABEIC EHT
HZENRENTWS[B3], BTV RA~THKE %2479 Z & T, ADAMTS13
TEERREEORETH > TH, M/ IMECEIAT AR SET 5, £07-
D, %R TTP OVE RSN AEHE I i/ ME LDH, BV v e AMEZ R 5
T EMTET, ADAMTSIS iEMER L O v b B4 — Jfli 2 i e A 2R A 3
%o ADAMTS13 {EMEAY 10%LL EiCtE LR T UL, 77 v X~v 7 HIkkIC
ERPR IS HE 5 Al REME N BV, OSBRI, MAEASHKE T/ 5 30 A
M5 L T% ADAMTS13 {EVEDS 10% &2 M X R WEEI1X, 0 7T o X~ 7 DOk
EIXIBINT 28 HREIATRETH 5, 7235, ADAMTS13 Jif 1 B8 & iR 3 5 Al
KW T 77 v A= 7 O G E2HIETXETH DM, EEN 10%LL T
BHD 2L DHERR S TIP BEE SN HEITEHNCH LT RETH D,

d) VYo~ (A 1B) (PrBRE M)

U <7, D0 THE ) 7 a—FAFRTHY , (KINDB Y 3
BRZ S92 & T ADANTS13 o > b B X —DPEAE 23 5, a6 &2 i
IR FEH SN TV DA TH 5 [64-56], HARENTIIANA A>3 7 —8K %
T, HRp, FBREIOSLICEH E o TnD, ARENTIEHAMEM%ZR
PETTP COMIIRBEAN TH D, VY Fo~7 BHEEZEZEELTHLRN
(R cQ 1),

UYL~ T RIE

JwE <7 375 mg/m?

PLCD20E /) 7 o —F AHURK Y Y F o~ TR EICL VA T 2=V a0 T
7 vay CBEN MK, 2092, RBEMIER E) 7 EOBEERFEIEH
WELDLZENHLOT, A e A2 IVE T FNTI /) T7=2)
AT U BRI TR 2 R G EE 2 BT 5, RIS GRFICIE
BENRVETHD, ML E T 255 10X % I 59 5,
LA 1Rl E At 4 1A

e) UM/ (HEZEE 2 B)



/e VWE Zduis & U2/ ImARIZ KX > T TTP BARIET DH T &b,
P/ ML TTP BRI CTH L RN H D, A XV T O T V—T DR
T, TAVY VU YXE— L Z2MCHEA LS, 1BER
(XZALDB 2o 72Dy, FEERDOIKFRHEINTNWD[67], 72720, 2k
TOFEHIZE D HIERNPFBO Nzt ORENH H[68], I, F7/nH
R mE R LIV > THRRMETIP ZRIET 5 2 &G S Twn
HZE L0 [59, 60] , 2 DOIKIOFEHIL TP BFE TIHEET N TND,
FDI, TAEY O EEGNIIAMERS 5/l LLEIZEE L7z LR
I TTP DF3ETRHICREBRANC AV STV A, ZhR T S Tl 2wy [38],
Flo, TACY B 7T A7 OPFHITHIIER & B &3 2 "lRetEn &
VRETHRETH D,

P oCEERE (PR A A1)
TAEU Y 81~100mg 1 H 1[F, BINR AT wvA KFIEET

£) & OMOTER

PR MLERER M DR B O 72 WVEE TIEANEZ B B A 7.0 ¢/dL Riizd H%Z
WZAT 9 MI38, 61], LERNIFIET VLS. 0g/dL Kiiix BZ &35 [62] (H
BEEE 1 A), 7ok, M/ IZESER 72 il 2y & 2 561 I3EIS & 72 D A3,
LSO T BRI MARIE 2 B S S S fERIENRH 5720t &2 5
538, 63, 64] (HELEIE 1 B),

Fo. ZIRMETIP O 5 HIEFIMEITRRFERZ 1L L, EEEREN D 556
(%, EEEEEBOIRFE Z kT 5, ME TTP T ADAMTS13 {EHES R L T
LT, RN L [RARIC A A 2 FE 95,

B R, S

MAEA % 5 [BILL BAT > T d /IS 5 5/ 1 L LA RIZEHE LR WIGE
H L<IE 15 5/ L BLEIZERE UCT8 B fL/IMRES 5 5/ u L RHICIR T L
R AT MERHIC N2 T Vo~ T EL2EET 5 HESRE 1B) [56],
ZOBAIT, MIEARHIC L D ADAMTS13 D51 i LT, ADAMTS13 A > b
=N EHLTWAEZE(ADAMTSI3 A v B X —T —RT 4 ) DN TREIN
DT, ADAMTSI3 {EMEE A v e X —REEZKETDHZ ENEFE LW[65],
ADAMTS13 JEME L Rl A e B2 —%, TTP L2 L7-H 5 1 4 HLIPIE, f@
FEARBRC 1 I 1 BHAIERTRETH D08, B 7T v X~ 7 % ADAMTS13
IEMED 3 1 [l OJIE S PRIRE IS CTdh D, ADAMTSI3 A B B X —T — T ¢

10



VT DOEETE ADAMTS13 £ b B X —HKRIZERET 5 2 &b, #REl & LT
VY X~ TIRROFHANRHEIE IS, 2B TTPIZHT 5 ) Yxo~7
ONENA SN 72D FTOHMIZ 10 H~14 HEI & STV 5,

a) Vi ~7 (H5EE1B)
RS - MR BN RS 5 rituximab [XIEAE 2 b LLEEUER A3 72 VA3, #24D Phase
2 RBRICLVIBEORE L LZEMPERINTEY, ENTREEHL H 5
ZEDNLHELET D (B CQ2),

Y V%L 7SN FROMHRSEEAG, BRAICHDRBED L, &
B RDNHIF TE 2D T, kxR 5 HER D 2 B™MRUEMZR L O
ZRLHT D

b) ¥YormT7x A7y I N (HEEE2B) ((REREMHS) [66]
7 ua7 3 A7 7 I K 500mg/body
1 A 1EL 2FETH&RE, @1 BoRrks
BRI G- 13 BN I O FTREME & Y

c) B URF (MELIE 2 B) (PRBEEHSL) [67]
7 AT 1mg/body, 1 H 1HED- Y ERIREES, @EIL 1 BOLERS
B G TR EEE . E RN H O RTREME S D

d) vZ7uaxRY L (HEE2B) (PRREEHAZ) [68]
v ARY > 4mg/kg 1A 2 BN CE B NARE G-
v aARY COMHPREZHEE L. b T 7 100-200 ng/mL F2E & #EFF 95,

e) TOMDIEHE (PR HA)

UARTVL Mg i (HELERE 2.C) [69], g 7 m 7 U v RERE (HESEEE 20)
[T0] 23R E], FHRFID TTP IR L CHEB SN TV, VYo~ 70l
HENsZENEL 20, BURTIHBREINDIEEN DR o T D,

C. Efifi

EAEEA L Ip o 7255, 2 TF a AT a A RIBEIL, ADAMTS13 iEMER L O
YEEX—ORIEE RN TE AP RBICh IS, BREICER G
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FITAFAE LR WA, HIRDERMN H 5 O TRASBFEFRE 13 E BRI @Rz L.
M/ EL & ADAMTS13 B 72 E&4T 9 Z E N E LU, MMk 7s E s iEw 1k
L7 BHIC IV T H ., ADAMTSIS JEHERZFR L, A > e X —2RD 555
W5 17, T1], BRI ADAMTSI3 {EMENER L TV L GEERA v e B X —
EROLGAIE. BEENEVI ERME SN TND[17, 71, 207Dk
HIBNZ Y Y 2o~ T OEENTHOIL TV D, RN TTP O EAZIIC ADAMTS13
TEMED 10% R IZEW LG, BRTHICY YR ~T 02 /RE LT
H RV (PRERE S, %R CQ3) (HELEEE 1B)

7) 1R RHE

FROEINCH T TV XA TPEMEIRE L I o722 & T, %KM TTP OB
NEHENEHENL LT, R 4 ICH T TV XA~ THEROBED R EZ =T
[72],

8) EAEMEHH
FEEHH CTHEA SN TV EEE AR 3 ITRT, 8HAD S H 1 HHA
THHAUTPEIEL L7220 | FREHMIC L D ERREMB D5 L%,

9) T

TTP 1%, BEBEDOLAIE 90% LI EIE1E T 2H6D T TR AR DERTH - 727
[25] . MAEZZ AN A S 4L 80% AL DAEMFRPFHILD L 51T/ -72[19, 20,
26, 31, 36], ADAMTS13 {iEM 10% R OREFNZIEIT 2 THKE 7L LT, Mg
J VT F=rEE, 4 e B — 2BU/ml BLEHE SN TWVWA[19], Zeds,
AT OME A Xy MO XA ENREE 5720, D heR=r%
M4 25 2 ENMETH S[38], iR The Capla+l000 study (2T,
T A= T HRABICBON T, e R B FEICED O 3 hHA
HHERICABEENR OGN 2T, BT T A~ T HHICE 0 | TTP BIERFD
DEMIZEDL L TZEDOHO TP LT ZMH L 5 5 2 & 3R S 7= [63],

V S RKPE TTP (Upshaw—-Schulman JSEMERE. USS)
1) BESRTS &

1950 AFEAC) & Hr A R HC BE BA & /MR & & 7R3 5 R B D IFELEN
H B TUWZ173], 1960 4R Schulman & [74] 1%, AR H A & H ik <01
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IR 7 AT D 9 I R AR L7e s, AES ORI ET RT o 8o
FFP @ {E Tl /M DB BE T 52 &L Th o7z, 1978 F (1T
Upshaw[ 75] 23 [RIER IS 84 1/ N 2 7k 3 29 K £ C FFP iRl K- T
BIFIIEIR N W ET D5 2 2WE Lz, 0%, 20O X 9 7 ER oA A3 1.
17 4 7 ax 7 F AL FICEESIT 53 Upshaw—Schulman JEMERE (USS) & Ay
G SR T6], 7 4 T e F AR T O RITZE OB G E S iz, LItk USS
DIFGIIEKTIFFAEH WO < 720 | BMEFIEM: (chronic relapsing:
CRITTP[28] L W) IR M ELSBERHIND L 27 Teny, ZOLFRL TTP A3
FeRVE LB RYED “ A ET D FHABIRICL T LE ST,

—7J7. 1982 4E|T Moake & [28]1% CR-TTP d B M1 UL-VWFM 23 HER4 %
&) B R R FL 24TV, £ 77 1997 421 Furlan H1%[77], CR-TTP & T
VWE GMrE%sE (VWWF-CP, 7% 0> ADAMTSI3) JEMENER L T\ A HE A& L=, L
2L, %D CR-TTP BFITITIERM: & % KM TTP ORG 3 & F TNz 5,
F 72 Furlan & @ VWF-CP {EMERIEE CTIXEE M BLOTEME S EH & #iE S vz,
2001 4F 7 A1Z Kinoshita &1%[78]. ¢¢MES$%%ﬁT?H%%ﬁ%$%ﬁ
BE OWBIIIEMES T 5 Z & & 2 L USS 13H @m)iLhﬁTT
HDHZLER LTz, R 10 A Levy HIX[6]. FHEME TTP O HBF L FiEICK
% positional cloning T ADAMTS13 i&fn 1 Z [FE Lz, :@*&V£of
USS 23 ADAMTS13 8fn1 B L » TRIET B RME TTP & L Cilak = 41.USS
DOIEFRTERME TP ER—D b D E LTRMEIND Lo tz, L, K
FC 2 FEEI D ADAMTSI3 {EME D SR EENRE SN2 L b H Y [14, 15],
ZHD TR TP BENF LI N TWD,

2) YERMTIP OERH

,mwmwﬁﬁ%ﬁM’;wAmmmB%ﬁﬁ%ﬁb 25 O 2
IR N S L D BIBEREB TH 5, BEEERIT R aRENELETH
50

3) EF

SR TTP O IEREZRBEEIX AR TH D, RN TTP ITHAR TR 0 720
EEZLNTWDEN[79], F—v v /S TOHEEFHI AL 100 HAHZY 0.5~4
ANEDHELHH[80], HATOHETIL 110 TAIZ 1 ANEDOEWENRHV
[81], 2025 K F CTIZ HARENTRE SN RKME TP 1X 77 flTH D, W
PR ERIERTH DO T, BLIFFAKTHIILT THLI, HND 77
BICIXENE 32 Bl 2otk 45 Bl & ZVEIZZ VMBI S 5, ZAUTIEIREFFIZER
PETTP & W SN DIERINZ W EE X BID,
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T, FIERAICL Y 2 DOERKRZ A S ITHFETX 5 [82],

FHPRAER © SERME TTP ORHEI 70T il & U C, Az Ve W A8 Ha ifn. % 0 22
&3 % Coombs FRER M D FHIE BIH TIIE T D B3 BAKRD 25-40%
2R 65 [83], ZOERICI/ MR 238D 2205, #47 L b i/
W5 75/ u L RS EW T 2o TIEEW[83], Tk, AL
2> /NI O TR EN A 1 5 RERYLRE IR I/ MRS 24k 0 IR,
ZOH, LIFUIR TP E#EZ2 a3 v, B RMETTP & 1EL<
ZWr ST REFNCIL, FFP O EMEE T T 5,

NI IER PR T 72 & DI > T/ MR D 28 HER
L. BRMETIP E2Miang, 72720, BRARIERIZB W TH /N
RN /IR 3380 B TTP S SN TWAEERTS 3 5,
DX TR TTP TITE MR M OFRREE R EE < | il Z &
TWAAREMED B 208, MDA TR 5 & 407 TTP SER A
HoNZR5([84], 7B, BHOHAEITIE 63 s THIH T TP &
zhran-AARANOHREL H 5 [85],

S

I

1

PR A FESE

4) W

i/ NIE D 2 386 . ADAMTS13 JETMEDY 10% AR IR T LTV D IEH] T,
ADAMTS13 A > & B % — 3 EMEDIERNT I RKME TTP 2 gebivd, Lol, A >
b B X —[EOHEIISLT UL RS TR <L REFN 22 R B BRI O TSR
WD ADAMTS13 FRAE T RME & O FIRERGE N H 5, MEEZWNIZIX
ADANTS 13 BAR T RHT DML ETH D, FERM TTP BE OWBLII~T o SRR
WCHDHIEMND, ADAMTSI3 EMEIEL 30~50%% 9 a0 % 0 [6, 86],

PERIT REBA L LT, lHE OIRIFICSUE L7 ITP oER CHRIAET 2 4
{RICTENE TMA, HELLP JEEREZe E3d 5, JeRM: TTP Ci, HIZ ADAMTS13 I%
PEDZZPL LTV D05, /R 72 EDOER Z F RO b Tldnwz &
T D,

5)  ADAMTS13 & fs~+-fEHT

JERME TTP OEAGTE 2UTH Y REVERAG Td 5 23, ADANTS13 A5 T 5L
TR EAREFT LB ~T e AR ERFE WG ST\ 5 6, 87], 2025 4
12 HREFETENTIP LY A U —IZBWTHERME TTP & ADAMTS13 &isF
RMT CHEEZWT SHL72 70 Bl TlE, REHESERRE 12 i L HE~T a4k
BE B8 ThH -7,

6) JRIE
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JeRME TTP JEBI O I IE, FRP o & Bl S ke M S A B 72 JE I 2 B |
HEAEIRE O F0 2 FFP BE S LB ER E CTH W . H#h7e FFP O 5 5 EILE
BN L > TR S, /MO RE M OFRRE 72 & C, FFP Ot h-& &
BHWIMZ R ET DEN B D, PERITIERME TTP (%35 ADAMTS13 DA
FeFBe & LTI FRP Bk LAS OB 23 72 < | BB 1 3AE(E O 3ERE N 2. FFP
WEL X D H KRB RS FFP I X D EHEEO T LT —ERIC L D QOL KT
AR A2 T - [88], Efn T % ADAMTS13 K| (7 XF L2 —B T /LT 7
/T XY ELE—ETILT 7) 132017 FEITE 1/11 FH O EGIRBRBR S B0
B, e RME TTP BB IZBT 5 BA4f7e PK/PD 7 — 212z, 7 Lr¥—
JERZ EDR RO Z EN LR NED B2 [89], 2024 FHITILEH
ITT FHRRER D FR AT O FE RS S, TTP BIEDO TEHRh S, fEkiRFE L&
e UCTRAFZ PK/PD 5 —4% , BEMED L WHEEFEL T 0 7 7 A L7 EIVR
SN2 [90], AFRTIZ 2025 4F 3 A IZEI L EREIRR A I KR S,
AINZB T DI T AT —/v RT7—Z @& TIiX, FFP 5 bR 2
ADAMTS13 BUKI~DEI D B 212 X - T, B QL OuGEN S L-[91], U
FEZ, EERfAR E LSS TTP A R T A > 2025 A-CkGT IR CliE s 7/
2 % ADAMTS13 BUHIAME H I RE TR, FFP X0 L L CEMR G 217
9 EMPEREI LTS [92], 2025 12 A, 12 Rl o/ BE I S
ISPER & Tz,

a) EaFHHAZ ADAMTSI3[ T XZ A X —Y TN 7 7 (EsHz)
By Lrx—F 7A77 (BETHEEEZ)] (HELEE 1B)

MR TERE A~ OB 5.

1 HEIZ 18] 40 EFEHAL/kg, 2 H BIZ 18] 20 [EFSH¥EAL/kg, 3 H HLE
X1 A 1115 FEHEEHEAL kg & B IRNE 575

T L L Co®RE

1 [0] 40 EBRHANL kg & FRIEFAIRNEE 535, BEOIRREIZIE T, 111 40
EFRHAL/kg 238 1 BIFFIRNEE G5 2 LN TE 5,

b) FFP @it (HELEEE 1 B)

SR~ O
M/ IRECREE M AT R, TTP SER O E 7 & 2 fafEiZ, FFP 5~10 mL/kg %

15



uiNER S i RIDI ek oA B

EMFFTE LTo®RE

FFP 5~10 mL/kg % 2 = & OREFFARE G- FEBRAVICIT DI T 5 [87],
ZOBITIE, T LR —BUSCIRYE 7 & ORIE & BARIRIC T 5720,
FFP 2t R —D NE /N L 725 K 9B BT 5, ERS AR ke o
TTP HA N Z A > Ti% 10-15mL/kg ® FFP % 1-3 21T 9 Z & A HELE X
TS MR[93], ERGE THRICTHARNCE G T HITITENS L | W
GRS D, 212 L, Rl E 2 T3 2 OIC 372 FFP O &
IZBLR T &2 TIiE 22 [94],

7) HEIEEHE
FEEMER O SN TWASERME TP OEEESIEEE 4 1R T, 1BED
WBED 7 WEIELIAM I EIRMB D% % & 72 5,

8) MR

TTP #BEZ R T HIK & LT, HAEEKOBENRE OFAZE83], 7 A /LA
[ BT EGSE . IERIS LT v 3 — VB ER I HAL TV S [95], RRICAEHE
WZBE L7 TTP HEIL, FMADOA TR RIIC O Z R EEEZ 5252 &M
I LT 5, IERPICEEMA 72 FRP EHIE 52 1Th R0 - 12 5A12id, M
PFELCHRIL 50%2 K5, TORINE L THRBER ARSI RIGREE 2 &
MRS FLTWN D [96], AEEHNIFIEATIR I ADAMTS13 i FE 2 A2 & L 72V ViE
B Toh > T, FEMRAYZR ADAMTS13 i FEDIANAI R T O REARO /M <> LDH
EEHITRIRY A X EREHIZ 7 A0 —F 50 EBER’HDL, TNETIES
ml/kg LA LD FFP EMlgEZ HEIT O 2 &5, MMIREHICAAIR EZB 2B
TW/2[97], B FHAHA % ADAMTS13 A MEH AIREE 7o 7c Z LT LD, K
DA DO U ADAMTSI3 fiFE N AIRE & 72 | ARG BENR S & 72

>7,

9) Ti%

S RME TTP 1LY Z 2 L, FFP I K 1R E21T 21, PHEITHER B4t
ThdEEZOLND, BARTRIIN 77 FIFIZFETHN 10 FlRE ST
W5, ZO 5L 5 FlIXMKENITEAZ TH Y, B¥EREOE(E T2
ZEMTHROUGEIZORND EEZLND, iz, FFP & 5-FICERMICE %
Db D RFEGURPEAFNIITE & A EWME SN TV RN TR, BB TR %
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ADAMTS13 B o [E B L [F R R IZ B W T A v B BEZ —DOEAFITHE S
TWRWE DD, 76 24 17 IR OFE G IR S 47z, 2025 4F 11
AR ER W E IR L0 Es 7/ 2 ADAMTS13 B4 5-H oD S K4 TTP
DIECHI 1 L8t Sniz, Sl BE Y RIFIARSATWRNnE DD, [FH
BEICBWTA Ve B —REAINTWWEEND, £, AFMIZEBNT
% FFP 7 & s 1-#HH 2. ADAMTS13 BUAI~DEI D B 2 24T > T2 B IZB W T
EIRRICE RO B HAEEHUAZ FEA L ADAMTSIS M2 ROIK T, HE D
ADAMTS13 fiTE &2 LB L L= 1 B 2488k L T 5 [98],

HAEE TICHARERND S OFEIT RV, L RKME TTP T FFP #5128
ADAMTS13 [FIFEHLA S PEA KN T= A ITIE FFP OB ENHE L 70 A AIREMEN B 5
DT, ADAMTS13 A ' B X — DO EMI L BENMNETH D,
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SEZEE1 VYXFI <7 IZEEL Clinical Question D= EF o RINE
J7iE (CQ1-3)

VLN Ofsr=lza T, 2025 42 12 /1 31 HEFR T PubMed (28 gk S L7z TTP
BILXOUV YR~ 7 CB#ELZEEZBR®E L7 ( “thrombotic
thrombocytopenic purpura” [MeSH Terms] OR “thrombotic thrombocytopenic
purpura” [Title/Abstract] OR TTP[Title/Abstract] ) AND
( rituximab[MeSH Terms] OR rituximab[Title/Abstract] ), TTP IZB3 5
SCHREE 13,606 £, U Y~ 5 b DI 36,225 fEdb o7, 2D D
L5 10 FERICE R SN TIPICBT 5 U Y U~ 7 O3 aEm % 4156 14 H
ol WRRIIHA RT A afh, AR 1L, P AT ~T 4 v 7 bEa—
6 . JEFIHE 184 fFThoTo, —IKAETHEONIZ T A FT7 A4 | BRIRR
R, YAT~T 4y LB a—DmXONEEEEL, BRI TTP 1T 5
VY&~ 7T 5 CHREEIR Lo, 72238, 2016 FLARTO SCHR THRRAYIC
HETHY, A RTA U TRIVIRLSIAESR TS D HINR T,

CQl £ KM Mtk f/MEIEAESRBER (XM TTP) OSMHICY V¥~
TEE RS 50

([E%) #RME TP ORI, VYRV~ REZEZRLTCHEY (MR
EE 1B) (WESs4h)

(fiAsin)
BRM TTP OWIFE E 21T RGO SMEM OEREIRE L, MR E 2152
2T78uA RThHDH, AT 25 U Yo~ 71k, HEEmARLE 522 TP 4
A RTA4 2020 ICBWTIEFIEICEET 5 Z LR SN TW S [92, 93],
DL I NT — LRBROFERNG, BNV Y X~ T 20T 5 &
HRZ T TE 5 &S5 [99, 100],

2009 T BMEH] OSE G 53 2 AR EIRIR (A, 2 Fa X7 a A R)
U Y X~ TP O ME AT T 2R &, A LR . STAR
trial 23FFE ST, KEO X EMEEOIRRFEAZ B S TRRBELZIT T
Pl ERER AN B AR ST B3, WEBRE S PAERITC 3 A4 Lo TR BR A
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IEERTWD, D%, 7o ha—L&EH LTk A& D ReSTAR #F5E (ki
B 113 4) BThiv, UV YF o~ T7EGRETIIERMENZ &35 ST
W5 [101],

2011 4F, PEE D Scully i, BMEH D% KM TTP BE 40 4126 LT, U
Y F v~ 7 OHjAIE Phase 2 @MBRA IR L72[99], ABE3 HLNIZY V&
~7 OG5 ERKE L, 18375 mg/m* & 18], 4 WS Lz, 7ok, M
L aLFazxrsof FEFHLE, BRI AN ALary bo—b
BE (40 48) BT%IZxt L, VYo~ T HREGHET 10% (BIEHMIX 27 22A# (F
Jl) CIERT L7, B, VYR o<1 X0 AR S & L7,

2013 FEDRI 7 =T Db D% FHEARF TIZ Y Y ¥~ 7 % APt 3 B UN

G- S B 54 44 & APtk 4 AUBERIC )V%vvf&@%ﬁik%%
R AT O NnTHI N ST, BERERE (3 AL Tl FAERIE
OHMOEH (12 B vs 20 A, P<0.001), %@@@@@ﬂ&(mtjw
24 [A], P=0.03), BIOABEHM O (16 H vs 23 H, P=0.01) & B
LTz, 82 il (95%) DIBFED 14 HLUN (4~52 B) [Z5eRHMR % TRk L
7= [102],

2019 A=, KE D Zwicker 51k, BMEHO%KIE TTP 3 19 412k L T, K
A& (1100 mg) DU Y F I ~TDANMEEFHE L7=[103], AFFEDE R L
LT, St MORAE R & BHRET, BEY U E L R ThED Y
VR T TIHEEIREHGETEDELTWD, VY F <7 1X 1A 100 mg
20 1 a4 BE&RE Uz, f/MrBoEE, B U 2 BRI D4, ADAMTS13
TEMEDEIE 2 E 1k, BEELE TR VSR EOEAER 5.8 L TR EA 72
Mol

7ok, RN TP O2MHICEIT 5 U Y v~ T HEHR G OHFHEICT S
TIE, 2021 FRIC 7 T 2 2D bl ST pinn & BRARERER O 5 035 MUAT6E
b5, [FAFFETIE 90 4 D% KM TTP BE DPIHIAR & L TR, a1
aRTuaA R, VYR~ T DT TR T OREEZIF -, A

MR L 2L FaxTuf B (REFEL LTI YR ~T7KE) &
xftum%@7~&ﬂtxb)ﬁw7~&kbfﬁ%émtommmmﬁ
PEDS 20020 RICEE S 2 OICE L2 HIfIL, U Y & o~ 7 TR G RE
28 H (14-42) 1IZx LT, VYo~ 7 RfBREPfE 48 B (24-83) L HEIC
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U= 7 SEATHEC ADAMTS13 V&R [EIE s kIC Bk L 72, RIBFSEIEh 7
TURRTOREMMEERF LD THDIN, BTV RA~7 HIKIC
ADAMTS13 #EMEZ I SE A BN Z L=, U Y X v~ T DR G138
BHEL LToO®EEX D SAEHATH L REMH L T\ 5 [104],

B, ENTIEIA%EA e B —mEES (e d—T =T 17
IZEDERIED Y A7) IZB TR TCOY Y X ~TRENERLSOH
0. ERRESNOEKRRERE A R A v E2BEIC, EREICRS 2L T
HLRWE L (HELEE 1B),

CQ2 Rk mARYE M/ MRIBRAPESRBER (B RPE TTP) OBEZ - BEAFIZY Y
o~ REBHET DN

(EI) %KM TP OFZE - BHEHIC Y VXL~ T 52 HI%T 5 (HEEE
1B)

(fi#sn)

[E R e (i Fe=ls K D TP A R Z A 2 (2020 F-hR, 2025 4FAR) [92, 93],
KIRD TTP BIRA A K (2020 4EA), 2023 4EfR) . A—A R T U T L =a—T T
Y RO TVA =t B R 2018[105] 12BN T, #58 « #EHRENII X LT Y
VXU T INHERE (IS EHELE) ST b, Aeds. BRRYE TTP 1A
VIR TH D720, B - EHABICR T2 U Y F o~ 7 OBAEL L iR
FREIN TRV, KL< THA 2 SN HEE D Phase 2 SRERD A ST
BYO.EAXARNIIrar ha— LT HEEEMZDOPRETH D,
2B, RBETENS LN, MI/IMKENEFLT 2 EToREE AR %
g 2@mbH 5,

2006 FFIZHE D Scully HANHIE - HEBYED 25 4 DBF T LT, MmIELR
ol aFaxTof RIIMAT, VYF~7 1[0 375 mg/m2, # 1A% 4
WG L12199], 26 @B ERERMITRY | MEENEF(LT2FETI1
H (FPUfE), 234 TA e B —0NEK LT,

2012 4EI27 T A TMA B # —® Froissart HlE. ¥ « HEHEMED 22 4
WZxf3 5 Y YFX T ~7 D Phase 2 R ABRFEREZREF LZ[65], VYF T ~T7E
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171375 mg/m2 Z 2 WRHILINIC 4 Bl 5-Lic, e XA MU vz ha—)Lgf
AT M/ MRS EFAL T 5 £ TO BENERE L, 1AL OFERN 20
27,

2015 A FZ D Clark 25, 3 - HIEMED 40 HITH T2V YV F o~
7' ? Phase 2 i BRAE1T-72[106], VY ¥ ~7L 1A 375 mg/m2 % 1 [A],
4 JAREE Uz, 1RG5 8 B M% DR Bh3I%, #inhl 74% (14/19
4) . 3651 89% (16/18 44) Th olz, Fiz, 1 HFEZOALFRITHIEH] 100%,
HEH] 85% CThHh o 72,

2016 FEIZARFRO )N B 1%, JRAETTEEATFEE (2 L % Phase 2 ERIFEG
BRAZAT\O, FRSCH#E %2 LT 5 [66], MAEAZHE 5 (8114 o 1/ INMiERAS 50, 000/
L 22720, XU ADAMTSI3 A > & B % —=2 BU/nlL %166 & 3% L1,
RGBT AR, MR E avTFaxTa s R, VYR~ T7% 1
[ 375 mg/m2, # 1 [\, 4 BWEEE L7z, BBREORLGHAND 4 BE%IZ,
/R AS 150,000/ L 4B 2 7= D1 33% (2/6 4). 100,000/ u L Zi#Bx 7=
DI, 83% (5/6 44) TH -7z,

2016 4E\27 T > A TMA & > % — @ Benhamou &%, #EyGM:DBE 24 44 12%)
9% Phase 2 iBRAKEZ /A L72[107], APt 14 HUNIZY VX v ~T% 1
[A] 375mg/m2 Z 2 [A#% 5L, 156 HH® B U U SEREMBFRIFE L TV LA,
VR T EBEINEE L, VX T ORERE FEO L 912 2~4 [
IS LTH, 4G Lzt 2 MY vy o —/ U & H~_TC, ADAMTS13
[EMEOBIE, ADAMTSI3 A b B4 —DIRT, 1 RO HIERITHEAN 2D >
72

Fos - HHABNCKRTT 2 U Y & U~ TITEAEA L LEGREBR N 220 s, B
Phase 2 RBRIC K VIGEOBE L LZEMENHERINTE Y, ENOEINE b
b5 LINBHEET S (HELEE 1B),

CQ3 % KA MM fn/ MR MESRBER (KM TTP) DEMEHIIC ADAMTS13 iF
MRERLIZEES. VYRV~ HREZHRET 55

([F4%) %KM TTP OEAFDC ADAMTS13 1A 10% L FIZER L =54
BRETFHII VX7 OREEZHREFLTHRY (HERE 1B) (EIGS)
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(figsn) MAEARHAI X0 M/ MRENIEF L TH, 83 BINE®T 5, i
H O M/ RIS IE R T, %KM TTP OFFR A5 I MENRWVWERETY .,
ADAMTSI3 JEMEDS 10% LA FIZ72 % L Y A7 @2 E R BTV D,

ERR I AS (k1524 TTP A KT 4 > 2020 (28T, ADAMTS13 JHM: 23 F
L7CBMBNIX LT, U Yo~ T ORGNEMHAEHELE L 725 T 5 [92,
93], TDHHE LT, VYF T ~TDEREICLDIERTIGL., BEEAFY
HOIEENZET 6T 5, ok, EFRAE LMY TTP 2% T A K (Good
practice statement) [%. EAFHAD ADAMTS13 {EMEDRIEHEEE & LT, HKHID
3y HIFIEA. 3~12 » AL 3 7 A4, 12 7 ALRRITAE 1~2 [ 2 HEE L Tn
% [108],

2012 AF, S[E D Westwood HI%, T 16 4 D% KM TTP BHEIZHT 5%
Al & B & S L7-[102], ADAMTS13 JEMES B L - EMENIZ Y Y v~
T OV AT o Tc, BN 3 - A LAPNIZ ADAMTS13 JEMEDS IER AL L, B2
HR (hovfE 23 » A) 1214 (6.7%) 25 70 > BICHERYE TTP ZH5 L
2o 2B, 4 ZDOBREITEBWT, ADANTSI3 IEHAMETF L, VYo ~7 0
5 %2177,

2014 £, 7T A TMA B Z —D Hie 5% 385 £ D% KM TTP BRED 9
B, FARHIT ADAMTS13 VEME <10% I K L7283 48 4 D% A ) & WFZE R R
BHRFLIZ[109], 2D B 304N Y ~T Ok E2%1F, 18 403%1F
moTle, TOREE, 1T A% (PR OFREIT, VYFr~T7&EICK
D 0.57 [Al/f 5 0 B/ LT, o, BERBAFHRN ) YR ~7
BERETHERT 5 2 LRI, VY F I ~T0HEEEG 2 3 » At
|2, ADAMTS13 {EMEIT 46% (IQR, 30%-68%) Z[EIfE L7223, 94 (30%) 23V
XU~V TORKREENEL L,

20184E, 7T A TMA & —D Jestin B, EAEHIC ADAMTSI3 iHPED
Bk U= RE ] 92 4 12%b T B U Y X v~ 7 O TORIME X Phase 2 BRI
IR L7z [110], BAEIIZ ADAMTS13 IE M <10%IZIK F L7 92 412, VU
YT~ 7 % 18] 375 mg/m2 & EIREHIWT T 1~4 Bl G Lic, ZORE.
FEHIT 0.33 BI/AEND 0 [B/AFICIKT Lz, Ze$, 315 A Mo ER
(2, HBFE D 3T%T ISV T ADAMTS13 {EME NS FEVEME NI E > 7=, ADAMTS13 {51k
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DIEHEAL LT BE D 49%I1238 T ADAMTS13 {EMENME T L7Z2s, VY o~
TOBREEIZEVIZE A EOREF TRIEEREIER Lz, /B, JYF~v7
OFEHIZ XY 85%NHFZ A TE -,

2017 ££, FE[E D Westwood 51 ADAMTS13 1EMED 15% LA FITAR T L 7= E fiF 45
45 4 16 D IEFNZ DWW T, VY X~ 7 OB TR %% AN & 25T
L7z, VYR ~=7OHE - HE% | 54 (375 mg/m?, 4 [7]) | A E (200
mg, 4[E). R (500 mg. 4[E]) O3IFEEALE LIz, VYFI~TOFKEIC
£ 0 . 78. 9% B T ADAMTS 13 {EHEIZIE & Ak U 7=, BLESIR 15 » A (e fi)
ICBWT, IRHAERED 34 (3/194., 15.8%) OBZEIE LIz, 2B, WEIEE
5 17.5 7 AR (FYRA) T, BN Y o~T OFELE 252172, 72k,
H&G 203 Lizoik, RHERE 0. 38 [B]/4E 1% LEEHERE 0. 17 [AI/4E CTH
D, VYR~ ERERE (15375 mg/m’, 4[0]) OFGNLEE LV EFEA
TW5,

BRI ADAMTS 13 1EVEDS 10% LA FIZERT 5 & 300 H LANIC, % KM TTP
MEHET LY 27 085@m0WT1], BRI S IEEERRE TR T 5 2 L TE D08,
U % o~ TG X o TR & [B1ilE C = 2 nREMED R < . FEIGAY
IV XTI DEE T ARG LTS BV (HESEE 1B),
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SEZGR 2 W T AX~T7IZBE L7z Clinical Question M BT o R UL
£ (CQ4)

LLF O VT, 2025 4F 12 A 31 HEEAT PubMed |288% X7z TTP
BLXOA T I A~ 7 I CB#E L7 X Z MK L7 ( “thrombotic
thrombocytopenic purpura” [MeSH Terms] OR “thrombotic thrombocytopenic
purpura” [Title/Abstract] OR TTP[Title/Abstract] ) AND
( caplacizumab[MeSH Terms] OR caplacizumab[Title/Abstract] )., 2025 4
12 A 31 AW T PubMed (TGRS A7z TTP (2R3 2% SCHRE (iR =0
“thrombotic thrombocytopenic purpura” OR 7 TTP” )X 13,606 {4k, 7>
VAT AL O (B “caplacizumab” )X 362 HHo7m, T DI H
BWE10EMICER SN TP IS 20 7T o X~ 7 O4GEwm I 323 b
ofce WRRIZHA R A > 4k, BIRRBR 8 ., P AT ~T 4 v/ L a—
12 . JEBIERTE 84 HFTHoTe, —IRKAETHLNIZTA FT 4 | FRKRR
R, YAT<T 4 v/ LEa—DmXONEEEEL, BRME TTP T35
NT T R TV % CRE R L7,

CQ4 R mAR Mk i /MR ESRBER (KM TTP) D2 H 7T+ X
~ TR EZHET I
(E12) %R TP 2MHOH S5 A~ THEEHET 2 (HELRE 1)

(fi#Es)

[EFR A - 11524 TTP A KT A 2 2020 REEDHTA KT A4 2B
T, EAERIETH D MR HIRIER L OE MR E (2T axTad
R, UYXo<T) LB T T3 X~ T OO REOR G 0HESRE (— AR,
x) L7poTWA[93, 112, 113],

IR A~D N 7T v X~ 7 O LRt 2h F13 2016 4£D Phase 2 iR
(TITAN 3BR) (2B W THIO TRAES V7= [61], BFET A X7 7 BR%t
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ML ERLIEGRBR CH D, BT T VA~ TR 36 Bl L O T AR 39
BImxtGe Lz, D77 A< THETIE T 7 vARREE LT, /MO IE
HALE COMIRI 39%EHE S - (2.4 H vs. 4.3 H), LT, MAEH
FEATEI S, AR, AR EoEMEIcbEF S L, BashTwn
7o, MM EFZL L PRE~PEED LD TH T,

2019 FE\ZABI SN2 A 7T > X~ 7D Phase 3 3Bk (HERCULES #B&) 1%
145 # D% KM TP BEICKTE2 N T TV A~ T D7 7R, EEL
LB cH 5 [52], 7T VAT EGICLY ., /MO EFILE TO
BN Lize 72, TIP BIE O, F¥, MBREOELS T RBEA vk
HE LT,

Phase 2 33d UNPhase 3 OFEGHENTOFRER 4TI 006 1%, AFt 220 4 D BEHE
7~&:%owf\ﬁ77VX77#77t$k%@LT\%ﬁ%%$®%
T (04 vs. 44) BIOEHAMRERBOREELR (04 vs. 84) ZHEIC
KTFEEDLZELZMDTOURLTE, SBIL, BT T VAT 3/IMED EH
bzl D (AN — R 1. 65) | MAEAZ UL O LB A % 33, 3%HITE L 7=, TTP
BHEAE, AR, FidFE e mAmZER A X2 M b D EARHMEIE H 05

i72%ﬂ9bto*ﬁf b BHEICHE SN AFFERIL, S
WHAL & W o 2R EE) D PEE ORBERE M TH D . 2R E L THEAEMEIX
BIFCThot-, KEHTIZ. I 7T X~ 7 nNAMEE% KM TTP 1281 AT
%%1%%%<tw5%kﬁzt7/xéﬁhbko

BRI, FEICBT D H 7T v X~ T REOHRMEN RO TH
%éﬂé X 912725721104, 114-117], 2024 4E121% the Capla +1000 project

& LT, EES MR LR m & B e A K S 7= [63], 1016 ADH 77
VA~ T EGEE & 510 NDOFERAIRIBE A R L7z ZOMFE T, 3
HEFRND T T X< THET 98.6%, XFHEET 94. 05 Th o7z, FrfET &
RE LT, BT, JECIEEICHIERREZR TTP 12 & 2 Zhdas N3 R A
T, W HIfE 7 B E WO BEICHAL T, —H, BTV AT
BECOILTIE, TTP NERAVEMEIC & HIRAE T, M BT 23 B B0 AR R
EHOAPHEIC L0 %W (FRE 11 HEIRR) IZET 2 —ANREL A b,
EHIC, BT TR TEEOEIRME TTP ORAERIZ 19 TH o =DITxt L, %t
FRRETIX 10. 1% CThH o7, BERARHMOEAERIL 2. 49 ThH-o7-, ZIUTILH
L& I, 77— 7 VAR AES O K& I, BEEN M (3 #1) 72 ENE iz,
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HORZR M I mdn B T X0 BRI BE S,

LUE K0 YRR C & 5 M A BRI & oMl iRIEICN A TH 7T v X
~7 &I 5 MY 7Ly MREIEOA AR LU0t BKRRES L0
L L F% M S RO RN B RSN TV D, (HEREEE 1A)
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2O00RATELH, TMAARSEOLNBERICEWTERT 3

PT-INR, prothrombin time-international normalized ratio;

MCV, mean corpuscular volume;
ADAMTS13, a disintegrin-like and metalloproteinase with thrombospondin type 1 motifs 13
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