|2 | ISHIIMREAMEEBIR (TTP)

APV R MBS (thrombotic thrombocytopenic purpura : TTP) (&, von Willebrand
RF (VWF) YItiEER Cp 5 ADAMTS13 WM 10% KiBICIE T T2 EICK > TRIET DHEECTH Do
DUETE I/RRAN, BUNOSEESMEEI. BHEEEESE. 2. SHEMEEaERESOLHN 5
BUR TSN TLIEA, INODSBIEN I NTZS SERIF 10%KmEIER TR M
HomA EBMEBMDHDEFIBFET .

FRMEEBRENSD D, EXRMEF ADAMTS13 BLFEBICKD . BRMEF ADAMTS13 (ST
SECHBNEESND T EICKIRET 2,

MRS S KU, IEEEKMEM. BEEU)LE> . LDH, fBRRmkO LR, NF~JOEVDE
WX EDBMHBMOFFRZRODIFE(F. BHEERES. I, SHEMEEHHRESZREDERD
B<TH TTP Z%L. ADAMTS13 G4 ZAIET . BEFERPEREFENSZER. TTP DL
NEWBE(E. ADAMTS135E4%EE EBIC ADAMTST3 4 Ve EY—ZRIET B,

Al S UCld. BEMmENERE (DIC). SEERELARE (Shiga toxin producing E.
coli : STEC) RERR(C K2 BMMREBIEAEREE (STEC HUS). Be®EMAMmMAaN (AIHA) &5
BHMAWOREAME (ITP) O&H# (Evans IERE) RENBETH D,

— ROV TTP DM EIBERICEA LU ClE. BEAEFBEHOMERBRMAEBERE MERERERIE
Z(CEIT BMRMN S [MieEMIREAMERBREZE A A K 2023] iAFRITSNTL D,

— https://ketsuekigyoko.org/guideline/

TTP IEAWICIMEMERTH Y. MIMRNAERL W TH, EEREMBRZRET 5 L[
DRV, HIMERZ T 2 BN CIM/WREMZRRE T 2 &\ Mz KD EEEENT SITERU.
FEROBILICDBRNSD 6. MIWREIMIFEIENREMN G 2 HEZRVTERTH B,
BERETTPICWUTIF, MERMBICELD ADAMTS13 A eI —EBED FE VWF EG6HK
DBREBIORZ LTS ADAMTS13 DfFEE. AFSVYRANT @RE  h7UE®) L&D
VWEF [C KB MM/IRDKLTE - BREDEECIA. RRIIEIEEICEKS ADAMTSI3 A VEEY —
DA - RHED 3 DZHAB L TERZRET Do

MERATHE(E, FEHREIEE (FFP) 50 ~ 75ml/kg #B#KE LT, 1851 0EE. M/\MWrEh'E
#1153 /uL k) LT 2 BEFE THITY 2.

ADAMTS13 4 Ve EY —DEEZIFIT DI, X704 R/VVAEE. F@FEOX70
A RBEZERT D, X704 R)INIVABEEACEFXAFILIURZVOVAAWLSN, 1,000mg/
day Z# 3HBHRS L. ZO®REFERTOA REZFET D, ROXTOA RARELRF. FURZ
vVOr 1mg/day Zia L. 2:BE#ME L&D S 0.5mg/kg/day & CTHEMNZRICHET .
A% (MEEEHEZ 5 B ET> THMMAWREA 5 5 /WL L ECEE ULBWLES. BULLIF 157
/UL ECEE U CTEBEIIMREN 5T /UL K@ CIE T UIcEE) H2WVIEBRAIICE. UYF
H>®375mg /mi7z 1 B/IC 1 BDEETEE 4 ER59 5.

TTP [CIE, JBEORENEBZERE T 2O DOEEERGIE (TR ERRERERRHIE
FoFHREEERRGIE ETHRK 64) i . —EDEBEHZEIcBEECEEBENRHIN D,
FIEZMAT BICEPENDERICH. BHICEEY - vILT—H— (MSW) RECHERRLT
BLENS D,
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1. REHE

I 2 4 M /\ROE A R BRR (thrombotic thrombocytopenic purpura @ TTP) (&, II/\ARE A
CBMMEMIC, BESCHMBPRESREDESFES ZEGHT 2K CHh 25 MEMRU/NNEE
(thrombotic microangiopathy : TMA) DT, von Willebrand BF (VWF) YIKiEER TH 2 a
disintegrin-like metalloproteinase with thrombospondin type 1 motifs 13 (ADAMTS13) A
10% KiEICIE T T DT EICKO>THIET 2HEETH D,

DRTE. OEFESELIWORS. ORUNMEFEESMEEI. OBKEEES. @FEH. OFIRIEE
MIREEDHHE 5 IR TSN TV, REICTNSD 5 MIRN I NTES SAEAIIE, #RI4E
TTP 248D 10%FKim " EFER (AL SEREMEM/AREIA & U\ EAE B 4B M D H DEEFIE
F1ET Do

FRMEEHRRMED G, FERMEE ADAMTS13 BLFRBICEK. BRIEIF ADAMTST3 ([SHT D
BoPiA (ADAMTS13 1 VY —) NEESND EICKURET . IDICEKRME TTP [FERRE
BEROBVERMERFEME TP &, 25MTIUTY M —TRAREDESRBERPLFIJOEYVRE
DFEHCEHEL T ADAMTS13 [CH T ZECHANEESNDBRMETRM TTP [CHEEN 2.

FRMETTP FIEBICENREECTH DD, REZEHA RTIEFERMETIP [CDVWTDOHEHT 2o

—RRBVE TTP DM EBRICE U ClE. BEEHBEHGMEERRBERMFAEE IR EBEHAE
Z(CRAT 2MRIEN S [MAR MM/ B AMELBER (TTP) 284 K 2023] i ETINTV S,
— https://ketsuekigyoko.org/guideline/

Ffo. TTP FHR (IBEHR 64) (CIEESNTHY . ZNETNHERIEHREV Y — (https://www.
nanbyou.or.jp/entry/246) M Web 4 ~CHEEHT - JBEICRIT 2R IBERNEEHIN TV D,

2. FEER

TTP TlZ ADAMTS13MME T T2 &Ik, MENRMIE CEESNICIERICKERDFED
BE9TE VWF E514 (unusually large VWF multimers : UL VWFM) OEIEIANCER LR,
INA MR & BRI TS U CIVIMRIME ZTEN S ©. MARTER SR 288 3 2 B (CIRIMER (F R Y
(CHIRSIUBMT B Ffo, MUIMRIIEDBEPRMREDMRZERET ST EICKY . BLDIESE
ENRET Do

HORZE, HER. HRBRENETL. HE. B, Hl (FEICKHR) . HHERER, BE
ENRT D, FHEF I8CRE T, £FICA40CEBADIEDHH Y. PEERVUSEDEMZEER.
BEDHBZMHE O EDHD. BEMRIERE LT, BRE. MRS, 8El. B, KE. IEEE.
RIREE, EEQRENROSND, MK, EERZRD. FNCBARICRDEEDHD.

M/IRRANE 1- 375 /UL DFEBIN'S <, K MHIIPHEENZHEET 255052 N, NEE
[FEAW(CIIMEMERRCTHY . EEREMBRZ S CIEGIFDRV. BMEEMENEIOEY
H. 8-10g/dL DEEFINE <, BiET —LARRKBRMEMHT. UL UBERRMKOEIRZRD D,
ZU. BRRMIKIIESLAHE T, TTP THROBVTENH B, BEERLI T TEWVIFRL,

BiERESEE. RBMOVRESFBEDOHFOBREDDHDN S, MBI V7 F U LRI SEME
TRATHZN, MEILU7FZEF2mg/dL KRG TH2 T ENLL, BMMEEM E M/
(C. MBS ZARETDIEEORMBEARALZGH U CVDIHEIF BIMMREEAEESF (Hemolytic
Uremic Syndrome : HUS) H'8&hH N2,

MSEFIC BT B EMERERBEDZEA AN 37



INSD SRS, HBIEEDIMRESICKXDEREY. DARMICKD/E. FERNIESND
B5H.

3. BREIN 3068 LiREER

RM TTP [FFER. M/VREA &BMMEE MO & DRE CHRERER CRESND &
RO, B, SEHESESHUCHESICRUF VRSN, 2 TRM - BESN2 &M%,
ABe# D MERIREE & RNEIEEICK Y. L <IFRRNTEE UREE 13D, BEE&ENRTRE
HHIEOE DM - R - PLEMTHND 6. BIRINEPDOERRM TTP BEN TTP DR THXS
NndZ EFHRL,

$

4. 2HR

MRS S XU, IEEREEM, EECU)LEY, IDH, fRRMmRO LR, N IOV 0F
W EDBMEBMORRZRO2I5GF. BRAERS, . BEMEEHERESREDERDR
<THTTP ZEEL. ADAMTS13/EMZAIET 5. MHERCIREMENSZER. TTP DEULIHE
WiEEIE. ADAMTST137EMHE EBICADAMTSI3 A VEEY—ZRIEYT %, (K5)

WAk E UCE. BEEmEanERE (DIC). SESRELAREE (Shiga toxin producing E.
coli : STEC) BRR(C &£ 2B REBIEAEREE (STEC HUS). BE®mEIEAMmMMAN (AIHA) SfEtt
IVI\RGRAME (ITP) D& B (Evans SEREY) BRENEFETH D, TIP HEHOHNDBEICIF. TNHE
BETBcHICTONOVEVER (PT). JEEEED SOVRTSIF VEE (APTT). 747U/
TV, T4 TUVDREY (FDP - D-dimer). 7VF hOYEVRED DIC BhERE. FEER
B - SEBSRERRLE EIA). FILPS (TV R MFYY) IgM HFiFRED STEC BiERE, RUT—
LAFHBRIZED AIHA (CRSERBEZHETERT %,

TTP ClIEEERDEMEENHF W SRV, DIC TRHOS5MNS PT. APTT DER., T4 7
U/ op7rF SOVEYDETEGFRDSNT. FDP. D-dimer D ERFOBEICEEFTDIEN
%0\, DIC. STEC &%, Evans fEREH R ENEERICTHNUSE, %KM TTP OTEMEN K UF R,
BRIREYIC ADAMTST3SEMEN 10%FBICER L TONUEX TTP EE2Hic NS, T5IC ADAMTST3
AV EY—DEETHNIEEBRRME TTP L2 NS,
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[ iR 1‘ Bmam
T T LL T LT R CPTECPEEL PR CLRELREL (ADAMTS 13 5%!"&5[&“5":_)
: \/

+fEgSfEE
(ﬁﬁﬁ-%ﬁﬁ%ﬁ\W%ﬁﬁ%)

M2t/ M EAERE L

v

PLASMIC Score « French Score sl
ADAMTS13EMHAIE SERISZHID = b DIRE* !

TTP DOoJgEts : K TTP OOJgE : &
PLASMIC Score: 1 ~45 PLASMIC Score: 5~753
French Score : 0fz French Score : 1~2g1

HRlEoH & B D MR
B hF59Z3T
ADAMTS ;&% ADAMTS ;&% .
>10% v <10% ¥ ADAMTS ;&%
TTP TIPiEE =10%
TTP 351 Mn3EsziE SR
h75 azivmzq) ADAMTS 13 Sa e
- | 2L
SERME TTP D45 - Y =2 s <
e (hT5 YR TPILRE)
SR - IR eSS e
R | ADAMTS13 « v B9 —HIE*? |
- RIGFE Sy /\ S
SEXRM TTP BELyves #BXMTTP iEE
SRR REN

5. M wRIEAMEEBIR O’ S iaBE0ifin

*1  SERIEZETDIZH DIRE
- DICB&RE : PT. APTT. T4 U /T VE. T4 TUVHEEY (FOP - D-dimer), 7>F hOVEY
- SEERELAAGERERE | FBEERE - SESFREERDE EIA). FILPS (TR MFYY) IgM HilF
- BCREMBMEEMESERE | B - BRI —LRXHR
%2 BReERE. ZEH. BREEOERESREDOHEHERD D). TTP DRVHAEWNEEGE. ADAMTS13
EEEBERICAET .
%3 SERM TTP OWEESZHIICIFETF RN IE

1BE. HBRM TTP (JDOFREMMICK Y RATEZ S I TOIREMN D2 1. 2IEFHCIF DM hOR=
BHETAELTH <,

5. BE

BRMETTP (CIE, MEEITIEIC LD ADAMTS13 4 VY —EBEDFE VWF EERDOBRED
KORZLTWVB ADAMTSI3 DEFRE. hFPSVYANT (BRE  AT7UE®) [CL3HuNmefE
OMNENTHN R, SEIHEESEAIC KD ADAMTS13 4 e E9—DHIE] - IRFED 3 DDBEBEHNNET
B, (M5)
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1) fvINMAERZREDHIH
OMIRIIREE

BRI TTP ORUNINRFER TR 28BONISMMERRIR T, FHEHEEMmEE (FFP) 50 ~ 75mL/
kg ZBIAE LT, 181 EEH. MAWREHIESREE (1575 /W lE) UT2HEETHRITI 2.
FFP [C KB MMERIMDERKIE. ADAMTS13 4 eEY— BLU UL VWFM DBrEE. RZULT
L2 ADAMTS13 Z#FRIT D EICHDIzsHh. ADAMTSI3 DEFTHATERV T IV T IV ZBIRR
EUTERUTEFRSIRL,

MEFZHEIC K > TERKRME TTP DFTEIFKIBICAES1. 80% BIRDEGFERNEONDKIICRKED
feht. —EZBIF2MR ICEBEN IR B A I D foth, MM ETREIRR Y E<FHBIT DI ENLEFL
Ve ULNURH S, BRMETTP DEEZIICHER ADAMTST13 /EMES KU ADAMTS13 14 &
EY—(F. AEDDIERMNEIRBERMTERLUTCHY . BREBEMEANSNDETICEFHEZEY
%o TDfcs. MAMREA EAMEEMICERE CINERES R EDiESESZEaH UL CWL215E (R
FREYIC TMA Z58 D8 5E) . ZDREN ADAMTS13EEDETICLDPDhZ TR T 2FERE LT,
PLSMIC score. 3% W\& French score RSN TV, (R 12)

% 12. PLSMIC score & French score ¥

1EiF PLSMIC score French score
M/ \HRES <3k /uL T/m | <35/u 1=
msoJLvr7F=> < 2.0mg/dL Tm | <2.26mg/dL =
BMATE BEEUILEY FE >2mg/dL
fERIRMERE  FIlE >2.5% (= P
N hoJoOEY <IREPRER
R DEMUEESH &L (B P
fEigs - BMmErHiaE DR E &L [B= P
PT-INR <15 1584 %
MCV < 90fL (P= MM LW
0~4m:0~4% O/ : 2%
ADAMTS13<10% T&H S oJge 5m: 5~24% 1/m:70%
6~7m162~82% 251:94%

% French score (&, /BN &KEARIRIMIKZERD D MIRHHUNIERE (TMA) H'eh) . BEET 25, BB, Bk
MERREHNFNEEICFEAT ST EZRIRE LTV, REIEDLTLRL,

INHO score [F. TMAERCHWNT ADAMTS13 BHEMRE DGR Z1F/c o (CINIR B ARG T
SO ZHMT 2B E UTERUTHBRVLA. INBICK>T TTP DZMHTEE I D0 TIEEL,

BH. TTP FEAWICMEMEERTH ), MIMRAZER LTV TH, EERHIMERERET S
EFARV, BIMEIRZFBAY 2 BN T/ ZSEMEY 2 &, MIRICKDESEEEN T SICBE
U. FEROBEIC DA D ot M/ MREIM (G EFENRHEMN D BIBEZRVWTERTH D, Lich'>
T, IVIEA EBMMEBMDEHZRH DER T U TIE. TTP DTEEMNEESNDET. 5
BRIMWREIIZEfE LRV ENEETH D,
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@QHF5VRXYT (BRE: HTVE®)

ATUE®(E. 2022F 12 B 23 BICENETIREI/BEBEINIE VWF D AT RX A VICH
GBI BMBERBIT. VWF [CKDM/IRDIEE. REZHSIT2FRE CTHD. CDIERAICK.
ADAMTS13 DRZICK>TEUE UL VWFM EMV/IMREDIEEHPEE SN, TTP [CHI(F B Mg
AIHEIE NS,

BRMETTP O2MHICFEAL. MEBEREFEBD 15 21X TIC 10mg ZEIRAE S, METTIEEL
T#IC10mg ZH TR5T 2. (RSFEIBEYICIOMEBREFI CR THEDRBRVA, TTZRVE
HAICRAI6 9 ) TDHDMBBIEHAR D, MBI TRICTH 10 10mg ZF MMg59 %, MR
SRERRSEIE. 1818 10mg % 30 BEE TR5T 3,

[ IAS A M) AR MBS (TTP) 2204 R 2023 (CBVTATUE ® (&, MERTRE &B(TH
BE 1A THRINTWLS,

2RISR ZNH] T 2 12D ICAWVDEEITH D fosd. MEEIAIC K > TIVREHAEE LT
% (MREmAEEMELIZR) D, REFDRSZRIIBT 2RFRFEL,

ATUECDRSICKY, [VIMREOBES COBMBIERL. MEIROEENEL T BTz,
AFZEAE3AEHET Do F/e. TTP (CBHEBET BT, TTIP DEBEPHAMELDESG. BRUMEHE
EEZNEADT DY, ARFOEEER(E. TITTHBMUDOBARIGTH DN, VWF (&2 M\
}oiE - BEEIEI T DERN DD e, K MEREMMD U X T EINT 2 algEE BRI N TV D,

Flo. REH|F ADAMTS1 3 /EENEE CHI/I MR ZOES B 2(ERN DS, MIRE DD
ExIBRICR5ZD1ET D E ADAMTST3/EMNEIE U TWLRIFNE TTP A'ER Y 2TIEEIEN' D 2.
Uleh' > T, 8B5%Z01ET 2F(CIE. ADAMTS1 3 /EHEDOEZ#ESE U TCH < HNEND D,

BB, 2024 F£6 ALY 2DEHEBRDOEZIEF2IEZIL (DPC) SIEDEZMENFEI— RAREIN.
ATV &R UCESICIE. ZHEEDEES % [070560xxxxxBxx] (EERESKEZEDIRD
+EMBECREERE FMUE2-BHY) (CREITDIET. 2EFRMOERSEENTIREE B>,
CNICKY., ATUE® C@mmAEHBUIESICE. BER<EERMOBE RN TREE R > TS,

2) ADAMTS13 1 Y E E9—DiMi - 1748

BRME TTP OBEE. MEERRE & BICREBINFIRAZRNBL. B TH D ADAMTS13 A
VeI —DEEEIHIT D EICK DT, ADAMTS13EMAEDE - HFSE2NEN DD,
ORF0OA REE

2704 RVVRAESE. FRFRORTOA REANERAINTLZN., EE5HENTLSHE
BSH TlFR,

2704 RISIVAEEICIEFAFILU RZYOVAEWNSN, 1,000mg/day Z# 38BIR5 L. %
DEIFATOA REEFET D AT 04 ROBMEAIC DV TIFBHELZRI 2RI EE LRLH
HERXFILLURZVOVOSEERE LY Sk L. #OXT04 R (FLR=VOY) 0.5 —
mg/kg/day NEYIWEZ B,

ROXAT0OA4 RRIREAIE. URZVOY 1mg /day ZBB L. 2 BRI L& N S 0.5mg/
kg/day FTHBENZREITHET D, TNLEDHEIF 2.5 ~5mg/ BEEZBZRIC T30 [IVUR
> ADAMTS135E M. ADAMTS13 4 Ve b B9 —NfiZSZICEHET 5.

QUYFVYIJ (@ERE: VYFHU©)
DYy T @RE UYEHY®) (F CD20 [CHTBE/JO—FILHETHY .. RO B U

H2RECHIT B ILMERERBEDZEA 1 R
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VINERZER ST T ET ADAMTST3 A Ve ESY —DEEZHT 2. FIRTIE. A% (MiEchz
5B 7> THMAMREA' 5 5 /UL L EICEE ULBWES, HULLEF 155 /UL ECEELTH
BEMVMREH 55 /UL £EITE T UEEE) b2 VWEBHEMIZDDICERT 2 EHHEEINDS
UwWHt> ©(F375mg /mizx 1 BEIC 1 GDBEETET40R5T D, BEICELWAVTa1—I3
YUFPIY 3y (B MEET. ERZ. KEBR MERE) 08 OBEREERNELU2 LN
% (RICHORSE) DT, FIRE MERXAYZVE, PEANFPZ/JxY) #ILAF L. @RRYFIC
THRLICESREZ LIF5, MBERREHAT ZHOICIF. MEBEREZ(ICIRST D,
GZ DftiDREIHIEE
#A6). PHBREAICHULTC. Y7074 RTJ7IR EVIJURFY, YJORRIVREDE
EN—ZBICTREINT VS,

6. TTP LIEEDTWERE « FERTHHESNIIES

BRMETTP FRMUEEZRTHY . ARINEICKD B UGN, RElflgEz k. HE.
LT3/, SHRICERT D, UH 2T BFE. BREBZRE. SRERPD TTPIEAIFEERNIC
BRRIRETH D, HRBHREFO TTPEANASHDER - FERTHRE SNBSS, M/IMREICZEL
MRFNE WXDRA R IEBDEEZREE ) KT NUERV. /RO &SmO
BHRHoN35HEE. BE ADAMTS137EH. ADAMTS13 4 Ve EY—DRIEZEmRL. B,
BRTHNE. TTPBEZE. ®(Ld 2.

7. ERERRHIE

TTP [l TBEOREENGEZEN T 2 IcHDEREMGIE (BB RERRERENHIE
FlFHREEEMNHE | 8K 64) "o, —EOEHZRICEITECEBBENIERIN S,
HEZMAT 2 ICEPBIUNERD. BOHICERY —YvI)LD—H— (MSW) BREICHRLTS
<HENSHD.

8. 2EM

1) Joly BS, et al. Thrombotic thrombocytopenic purpura. Blood. 129(21): 2836-2846.
2017.

2) BEEFEBRFMAEMHYET #HOMRBEERNTFASEE [DERERSES (CRI S%%] I TTP
TIV—2F. e /R A ERBER (TTP) 828 4 K 2023, BRIRINA 64(6):445-460.
2023.

3) Zheng XL, et al. ISTH guidelines for the diagnosis of thrombotic thrombocytopenic
purpura. J Thromb Haemost. 18 (10) :2486-2495. 2020.

4) Peyvandi F, et al. Caplacizumab prevents refractoriness and mortality in acquired
thrombotic thrombocytopenic purpura: integrated analysis. Blood Adv. 27;5(8):2137-
2141.2021.
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