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| 2 | meMEmIvREAM SRR (TTP)

AR/ W AMESEBER (thrombotic thrombocytopenic purpura @ TTP) (&, von Willebrand
RF (VWF) UItiEER Cp 5 ADAMTS13 WM 10% KiBICIE T2 EICK > TRIET DHEETH Do
DRI/ a4y U/ NMEAFESIME BN, BfERES. FH. SEMEeRRESOHENS
BIRCEMIN TN, NSO SHIEN T RN TZES SEMIF 10%FKmEIET (AR, M/
R LB MMEBEMDHDIEFHEFEET 2.

FRMEEBRENSD D, FEXRMEF ADAMTS13 BLFERICKD. BRMEF ADAMTS13 [T
SECHBENEESND T EICKIFRET 2,

MRS S KU, IEEKMEM. B U/)LE> . LDH, fBRRmko LR, NF~JOE VD
W EDBMEBIMDMRZRH2IHG(F. BHERS. . FHEGMRESR EDERD
FLTHTTP Z&EL). ADAMTS13 /G4 ZRIET . BEHERPIREMENSZ X, TTP D&EL)
MEWEE(F. ADAMTS13 &M E EBIC ADAMTS13 4 e EY—ZRIET B,

Al S UCld, IRMmENERE (DIC). SESRELARE (Shiga toxin producing E.
coli : STEC) REEIC KD BMMERBIEMEREE (STEC HUS). BemEasmEam (AIHA) &
BHMAWOREAME (ITP) O&H (Evans fERE) RENEBETH D,

—RREVIR TTP DZMTEBERICE U Cld. BEEFBEHOMARRBERIMAEZE MBRRBERIE
Z(CEAT BRMN S [MieEMIREAMERBRZE A A R 2023] AMRITINTL D,

— https://ketsuekigyoko.org/guideline/

TTP FEAW(ICIEMEERTH Y. MIMRNAEHLTCWTH, EEREMBRZRET 5 &(&F
DIV, HIMAER7Z TR 2 BN TI/WREMZEfT 2 &, [Mi2IC KD ESEESN T SICER L.
FEROBILICDBRND 6. MIWREIMEEIENRENN G 2 HEZRVTERTH D,
BERMETIPICHWULTCF., MERMRICKID ADAMTSI3 4 Ve EY—ELBEDTFE VWF EG1K
DRESKURZ LTV ADAMTS13 DTS, AFSVRART (@RE: ATUES) L&D
VWEF [CKX 2 I/IMRDAEE - BEDBEEZ(CIA. REIMHEEICLD ADAMTSI3 A VEEY —
DN - RABD 3 DZHA L TEERZE’T 5.

MEFRMAIE, FEERSMEE (FFP) 50 ~ 75ml/kg ZBIARE LT, 151 EEE. M/\WREHNIE
Bt (1575 /uL BLE) UC2HEBFITHITT .

ADAMTS13 4 Ve B9 —DESEZIIH T D/ch(C. RTO4 R/NVABEE, F2EFREOXTO
A REEZEERT 2. AT0A4 R/VVABEAICEXFIVLURZVOVABWLWSMN, 1,000mg/
day Z3HE#ERS L. ZTORERTOA REZMET D, RORXTOA FAREEE. FURZ
VO 1mg/day Za L. 2:BE#E L&D S 0.5mg/kg/day & CHENZRICTHET 5.
#EBEI (MEFRH7Z 5 LT > THIIMREA 5 5 /UL D EICEE LWEE, BULLIF 15
/UL ECEE U CTEBEIVIMREN 5T /UL KElTIE T UIcEE) H2WVIEBRAIICE, UYF
H>®375mg /mi7z 1 B/IC 1 BDEETES 4 ER59 5.

TTP [Cl&. BEDRBENGBZERT DO DEREBRFIE (NRIEHRERREEERRHIE
FICFEREEEDRHIE BTEHRK 64) i'H . —EDBHZEIcBEECAEBIRHINS.
FIEZFAT B ICIEBBENUERCH, BOICEEREY -2 +)LT—H— (MSW) RECHR LT
BLAEN DD,
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1. KEHEE

M2 M4 m/NROs AN SR BER (thrombotic thrombocytopenic purpura @ TTP) (&, D0/
CBMEBMIC, BESCPHMGRESREDREGESZGH T KB CHhd MM\ MEE
(thrombotic microangiopathy : TMA) ®® ¢, von Willebrand BF (VWF) YIKiEE=R CTH % a
disintegrin-like metalloproteinase with thrombospondin type 1 motifs 13 (ADAMTS13) A
10% K@K T T DT EICK>TRIETDEETH Do

LIRTlE. OBEFEME/IVWOES. O/ INISEESMEEaN. OBKEERSE. @FHE. OFIEEES
RSO HHEMN S IR TEMIN LD, REICINSD 5 MIRNINTES SEAIF, BRM4
TTP 24AM 10%FKi " LIER TR, SHFEM IV WO & MU MEAE A MM MDD & DIER©
FET Do

FRMEBRMENG Y, FEXRME ADAMTST13 BLFEBICKY . BRMEF ADAMTST3 [SHT S
BoiE (ADAMTS13 A Ve EY —) NEESND ZEICKURET D, SOHICERKRME TTP (FERE
BEBOBRVERERERFREME TP & 28T UTYM—FTARECBEREEZLF7OEY VIRE
DFEHCEHEL T ADAMTS13 [CH T ZECHHNEESNDBRMETXRM TTP (CHEIN 2,

FERM TTP (FIEBICTNRERETH DD, RZEAA RTREERETIP [CDVWTDHEST .

—RREVIR TTP DM EBEICE LU T, BEEFBSH O ARBERMFAER MRREEDIE
E(CRET 2MRIEN S [ M/IRB A KRBER (TTP) 2B+ K 2023] i ETEIN TV S,
— https://ketsuekigyoko.org/guideline/

Ffo. TTP FER (BEEHR 64) [CIBESNTHY., ZTNETNEREHREV I — (https//www.
nanbyou.or.jp/entry/246) M Web T+ ~CHEEHT - JEEICET 25EMRBERIEEH IN TV D,

2. EEER

TTP TlF ADAMTSI3 MME TR 2 &Ik, MERNFMIE CEESNICIERICKERDTFED
BaEnFE VWF EZ8% (unusually large VWF multimers : UL VWFM) QEIBIAN CTEIR R,
INA MR & BRI TS U CIVIMRIME ZTEN S 5. MARTER SR 288 3 2 B ICIRIMER (FHEREY
(CHIRSIUBMT B Ffo, MUIMRIIEDBEEPRMREDMRZERET ST EICKY . BLDIESE
ENHAET Do

FOREDE, HER. HRRRENTTL, FE B, HIN (FEICEKN) . BH@ERER. B
ENRC D, FHEE I8CRIE T, £FICA40CEBADZEBH Y. PEERVUSEDAEMZERD.
BEDHBEZHEDIEDHD. BEMRERE LT, BE. BHES. BEl. ME. K8, IEES.
RAOES. REQRENRDOS5ND. MR EARZERD. FNICERR(CRDHEEDHD.

/R ANE. 1- 375 /uL DEEFINS <. R MHMPHELEMZERIEYS 2HBG0HN. FEE
(FEANCFMEHERTHY . EERBMABRZE T TEHIFDRV, BIMEEMEIANETOLY
H. 8-10g/dL DIEFIN'S <, BRI —ARFAKBRNIREMET. URXUBFRRMEKOEIRZRD D,
2L, IBRRMIRIFES(ENRE T, TTP THRODBVT ENHDIh. EBERULI ST TEFWITFRRL,

BiAEESE. REBMCERESGEHEOHFOBREDELDON S, MEI L7 F UM LR T BEHE
TRATHBN, MEILV7FZEF2mg/dLRETH2 T ENLL, BMMEEM E M/
(C. MBEBHZLRETIEEORMBEARLZGH U CVDIHEGIF BIMMRSIEEESF (Hemolytic
Uremic Syndrome : HUS) H'8&hHh N2,
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INSD SRS, HBIEEDIMRESICKXDEREY. DARMICKD/E. FERNIESND
B5H.

3. HRESTN3O0EENE & ERE

BRM TTP (FFER. MIVREA &BMMEMD S DR CHRERKE CESND &
RO, B, SHESZEHUCHESICRUFUEHESN. 2T TREM - BESN2 2 EN%L,
ABe# D MERIREE & RNEIEEIC K Y. D <IFRRNTEE UREE 13D, BEE&ENRTRE
IHIEOE DM - R - PLEATHND e, BIRIEPDOERRME TTP REN TTP DIERTHXS
ndZ EIEPRL,

4. WA

MIMREA S KU, ERMEED. BEEU)LEY . LDH, fRRMmERO LR, N hJOE>0E
W EDBMEBMORRZRO2I5EF. BRAERS, . BEMEEHERESREDERDR
<THTIP Z5EL. ADAMTS13 EMZRET Do BHERPRERENSZE A, TIP DFELN'E
WEEIE. ADAMTST137EHE EBICADAMTSI3 AV EEY—ZFRIET %, (M5)

wRlEZ e UCE. BEEmEmEE (DIC) . SESHRELABE (Shiga toxin producing E.
coli : STEC) RRR(C & 2 BIMMRBIEAEREE (STEC HUS) . BE®EMEAMMEN (AIHA) SsEt
IV\REAME (ITP) D& B (Evans SERE) BRENEETH D, TIP MEHONDBEICIF. INHE
BETBcHICTONOVEVER (PT). JEEEED SOVRTSIF VEE (APTT). 747U/
TV, T« TUVHEEY (FDP - D-dimer). 72F hOYEVRRED DIC BERE, EIEER
B - SESRERRYE EIA). FILPS (TY R MFTY) IgM FiHiFRED STEC BERE. RUT—
LAFERIFED AIHA [CEAEREZHE CTEMET 2.

TTP ClFBEXRDEMENHFE IR 5Bz, DIC TRHOS5MNS PT. APTT DIER. T4 7
U /57 oF NOVEYDERTERFRDSNY, FDP. D-dimer D EFHBE(CEEFTD LN
%0\, DIC. STEC &%, Evans fEREH R ENEERICHNISE, %KM TTP OTEMEN K UF R,
ERIRAYIC ADAMTS13EMN 10%FREICER U TONIE TTP 2SN, 512 ADAMTS13
AV EY—DBETHNIEEBRRME 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
(FRA®ET - %&Eﬁg%ﬁ\ HIRAEIRE)
42 18 /) I B R 58 LY
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. MM wRiEAMEEBIROZ’ S iaBE0ifin

*1  SERIEZETDIZSH DIRE
- DIC B&#&E& : PT. APTT. J«JU /T VE. T4 TUVHEREY (FDP - D-dimer). Z7VF ~OVEY
- SEEREEAAGERERE | FBEERE - SEFREERDE EIA). FILPS (TR MFYY) IgM HilF
- BeRELBMMTEMNRESRE | B - BRI —LARHER
%2 BeEREE. ZH. BEEEOERESREDOHEMHERD D). TTP DRVHAEWNEEGE. ADAMTS13
EEEERICAET D,
%3 SERM TTP OWEESZHIICIFET TR IE

BE. HBRM TTP (JDOFREMMIC K RATEZ S-S OREMN D218, IEFCIFDE hOR=>
BHETAELTH L,

5. 8%k

BARMTTP (CIF, MEBIRICKD ADAMTS13 A4 Ve EY —LBEDTE VWF EGHDIRED
FUORZLTWVD ADAMTSI13 DfFEE. AT VAR T (BRE  A7UE") ([CLD RN
ROIFCIA . FBHIIHIEEIC KD ADAMTS13 « e EY —DHH] - iRH#ED 3 DDBENNET
$Hd. (M5)
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1) fvINIMAERZREDHNH]
OMIRIIREE

BRI TTP ORUNIIARTERL I T 2 8BDDULIF MR T, FMEEREMmEE (FFP) 50 ~ 75mL/
kg ZBARE LT, 181 EEE. MIWREAERE (155 /W lE) LT 2HEFETHEITI %,
FFP [C KD MEEIBOER(F. ADAMTS13 A4/ eEY—. BLVO UL VWFM DFREE. RZULT
L2 ADAMTS13 Z#FRIT D EICHDTzsh. ADAMTSI3 DEFTHA TERVWT IV T IV ZBIRR
EUTERULTIERSIRW,

MEBZIEIC K > TERKRME TTP DFTEIFKIBICIAEIN. 80% BIRDEGFTERNEONDKIICHS
feh'. —ZRIF 2R ICBIEHN G Z N D foth, MEEIRZOIRERR ) B<BBT D EHNEFL
We UNULRBHS. BEXMETTP DEEZHICHER ADAMTST13 EHES LU ADAMTS13 1 E
EY—F. KEDDEZNMNIRBESHTEELTHY . BRERBRMEAINZFTICFIHEEET
%, ZDfzs. MW &/BMMEENICE RS PMEEESR EDEBFES ZaH LTV 25EE (R
FRHIIC TMA ZZES18E) . TOREN ADAMTS135FEDETICLDDDH ZFATBFERE LT,
PLSMIC score. @2 W\(& French score h'BEESNTWLS Y, (X 12)

% 12. PLSMIC score & French score ®

1B PLSMIC score French score
M/ WL <3 /uL 1= | <35/u 1p=
masoLr7r=> < 2.0mg/dL T/ | <2.26mg/dl | 1Tm
BMAR BEEUILEY  F2lE >2mg/dL
MRIRIMERE (& >2.5% (= %
NTrJaoEy <IRHIFRFR
REDEMEEGH &L (= P
fEigs - EErliaie DEIE 3L (= %
PT-INR <1.5 (B ¥
MCV < 90fL (= S U730
0~4=:0~4% Om: 2%
ADAMTS13<10% CT&H S olge 5/ 5~24% 1Tm:70%
6~7m:162~82% | 2m:94%

% French score (&, BI0& REIRINERZ SR 2 MR MRUNIIEARE (TMA) h'eph). BEY 8. BiB. BiEH
MEREENGFVES(CFERT D EZFHEE LTWBEh. smBlE DVTULEW,

INHOM score [F. TMAERICHWNT ADAMTS13 BHEMRE DGR Z 15 c o (CINERA R AR T
SHEHRIT 2 EIE UTHERUTHRVLA. INSICK>TTTP MEMNET T 2 0F TIFEL,

BB, TTP FEAWNCMEMEERTH Y., MIMRHIEFRL TV TH, EEREMERZFRET 2
EFARV, BIMERZ TR 2 BN TI/IMREIIZERT 2 &, MRICKDESEESNISICBE
U. PERDB(LIC DRI DIz, VVREIIFEIENFENN G 2 HEEZRVWTERTH D, LIch'>
T, VIR SBMMEBMDEH 2R DER T U TIE. TTP DTEEMNEESNDF T, 5
BRIMWREINZEREUBRVT ENEETH D,
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@HhFS5YRIT (@RE: HIUE®)

ATUE®(F. 2022 F 12 B 23 BICENETCIRTEL/BHB SN VWF D AT RXA A VICH
B9 DPMAEREI T, VWF [CLBIVIRDIE. BREZESID2EFNTHD. CDIEAICKY.
ADAMTS13 DRZICEK>TEUE UL VWFM EMV/IMREDIEEHPEE SN, TTP [CHI(F B Mg
ARSI NS,

BRI TTP O2MEACEER U, MESITIEAIAD 15 HH1E TIC 10mg ZFEIRAIRS. MEEIRK
TRIC10mg ZE RS 2, (RSEBIEFYBOMEIEFI TR THEDRBRVN, TEZRIE
HAICRAIE 9 %) TDHROMEBIIRARP(E, MG THRICTH 1B 10mg ZR NME59 2, M
THEAR&IE. 1810 10mg %= 30 BEE TR5Y 3.

[IIAS P I/ ORI AMAE SEBTR (TTP) 2284 R 2023] [CBWVWTHTUE ® [F, MEERRE &6 I(CHE
BE 1A THRINTWLS,

SURDIIRERZIIHIT 22 CAVDERITH D18, MEEIRI(CK > TIVIMREH EE Uls
% (MEFEMALEMEUTctk) Do AEFIDRSZHIBT 2E&EED L,

ATUEC DERSICKY. IMRHODOLEEZ COBBENIERE L. MEROEENHL T D2,
ABTHARS(3SEHE T D, /o, TTP [CEHET DI, TTP DIEBEDHEM SR 2ES. BLOMEHE
EERNFPT DY ARBIDBEERG. E(TFEEBMOBFRRINTHZDH. VWF [C&L B IV\MR
W& - RERIEIT DIERAN DD, B NMERBIIOU R I NEIT 2 TN BRI N T D,

Fro. AEElE ADAMTS1 3 7EMENMEE CTHIVIREZOE S B2 1ERN G B2, M/ DE
BZEIEZICRSZHRIET D& ADAMTS137EMNEIE L TVRIFNE TTP BRI S T8EMN D Do
Lieh' > T, BE5ZDIET BE(CIF. ADAMTST3 EHDOEZERL THNEN G D,

BB, 2024 F6 B& W RMEHREBEDZIEFDIESIL (DPC) HIEDZHENEI— RARBETIN.
ATUE® BERURBEICIE. 2HBENEESE [070560xxxxxBxx] (EEREEREL EDFD
2EMHECREERE FIMLE2-BHY) [CREITDIET. ZERMOHEFRSEEN TIEES F e,
CNIEELY), ATUE® cBmmEHABUREBESICH. BER<EERMDBERNTIEES B> TV,

2) ADAMTS13 1 Ve E'9— DM - 174

BRME TTP OBEE. MEERRE & BICRBINFIRAZRNBL. B TH D ADAMTS13 A
VEEI—DEEEIEIT DI ECK>T, ADAMTST3 EZDHE - #5822 NENH D,
ORAFOA REE

2704 RVVRESE. FRFEORTOA REANERATINTLZN. EB55BNTLSHE
BSHTIFR.

2704 R/SIVAEEICIEAFILSL RZVOVAEWVSN, 1,000mg/day % 3 BEERS5 L. Z
DEIFRTOA REEHET 2. AT 04 ROFEEIC DOV TIFBRELGRIZHIRIIGEE LRV
HERXFILIURZVOVOSEERE LY Sk L. fROXT04 R (FLR=VOY) 0.5 —
mg/kg/day NEHIWEZ D,

®ROXAT0O4 FHRIREAE. U RZVOY 1mg/day ZRA L. 25BE#MEE Lcgn S 0.5mg/
kg/day F CHBEN2ZFITHET . ZNUUEDHRES 2.5 ~5mg/ BRREZEZRIC 175H M/JUR
¥ ADAMTS135E M., ADAMTS13 A Ve b B9 —AfiZSZICHET 5.

QUYFVYID (ERE: VYFHU©)
UYFyv T (@BRE UYEHY®) (F. CD20 I[CHTBE/IJO—FILHETHY . RO B U
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VISBRERSTZET ADAMTST3 « Ve B9 —DELFIEIT 5. BRTIE. HEAF) (MIEsHmE
5 @ T > THIMIMREH 5 5 /UL LLEICEELBVES. ©U<IF 1575 /UL L ECEELTS
BN 55 /UL FBICE T URE8) 52V EERAEDLICERT 52 A HEINS .
UwESY ©F 375ng /miz 1B 1 BOEETEE 4859 3. B5ICEUAYTa—Ys
VUFIYaY (BE. MEET. BF5. ERE MERE) BE OBEREHERNELZZEN D
% (BCYERSE) OT, SIRE (L AIIVE, PERFI/T1Y) BLAL, BRKY FIC
THRLICR5EER 5, MEREHRT 2E8(1C1F. MEBREmESICRST 3.

BZ DithDEINHIE L
#5A0), BHBRAICHULT, YJO0T74RT72IR, EVYIJURTFY, YJ0ARYVIREDE
N —BBICHRESIN T D,

6. TTP LIIEHEDTB VKRR « FERTIRESI NS

BRMETIP FRMEZRTH Y. ARINEICKYBEUIEMNN, RRllflgsz i, mHE. &
LT3/, SHKICERT D, U 2T BFE. BREBZRE. HRERPD TTPEAIFEERNIC
BRIRETH D, HWRBHREFD TTPEANMISHDEE - FERTHREXSNBZE. [M/IMREICEL
PRINE WXDRA R > TEBDGEZREE ) R NIERV. [V/WREOE &SmO
BNRHOoNZHEIF. BE ADAMTS137E . ADAMTS13 4 Ve EY—DAIEZERL. BH.
BImToHnE. TTP 6EZHE. 8(td 5.

7. EEEBRHIE

TTP &, BEDEENGBZER T 2/ DEFEEBMGIE (\BBMRERREREBRHIE
FIFHREEENGIE | IEEHK 64) . —EOEHZ K BITECEBENERAINDS.
HEZMNAT 2 ICEPFBHIUNERCHD. BOHICERY -V vI)ILT—hH— (MSW) BREICHRLTS
<HENHD.

8. BEH
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2) BEFBRFMAERPE HOMARBEERASEE [MRREESES (CRT 2] ¥ TTP
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3) Zheng XL, et al. ISTH guidelines for the diagnosis of thrombotic thrombocytopenic
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