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ANLSA TSP FVII R B _ERENGFRE T=V YT
JIRET Y H® EGCFHERZEHAMREES VI B F2E
A1, BEAEICONT
HIMDAES ORI BIREO BT AIC DV TIE, TR @m0 AEE IER L, &
BIDBERDBSEICOVTHENT 2L EBIC, FZBEHA ROBRDIEMBES A RSV ESEC U
LTHRET B,
E2. MUTFPIE/ 70—F)LiE (ARE : 7LUE") ZERPDES
M&ERA/B. A4 VEE9—DEREEZRHYS. BMFTHEENICH TFPI £/ J70—F Uik (BRE: 7
UE®) ZERPORE. EMAEEDEREN 3 EAUTHDH. BREEVRSHBNERDBENGD S,
I3, BEICERTIREICOVNT
SBEICEAT 2REIE. BENERNSERALTCVSDDESIEHEEAITZIANLEZLLN, BUR
BINAFTERVES. B URRICHOEORF N GNIE. ZNEERL TCEEZRET D,
4. RENTIARAEEEINT CICAFTERVES
BEH(ICHMERE ST MRRESORBNE. RERFEFIOEEEINEEER/LTHY.,
HECHEEECISNAORFZRIELTVDIEENH D, SELKEMIRICKIBESINIE. BATHI
KIRBEEEIN T CICAFTERVES(E. BRRHENICEENPFRULCVSEEZ (ERAREHRESEL
1z£T) ERL. IEMEEERIEY 2 EAZEINETHD,

8 HEBEEICHIFDILMEREREAEDSEA A R



@ SRS

A EEY—DRVMARRESDOEMER (CH T 2 4ERFREIOYORSEE. EMDIEEIC
KO TERBY . BBTRE2 (p.12) DERESEXSE(CHRSET D, BEOHMIC THEINIZBER,
AFMHARDERBSF. FTERFEHEZ 100% BEICLRETEIRFE (MR A VI BFR
El%& 50 807 /kg  [MAHK B 5 IXEFRE%® 100 BAL/kg) BIRS5T D, IEMAEHITT DI26HI(TIF,
NS IERES—TEFB L ICRERFREIDR R UERS (EfRS) MHETH D,

AU EI—DBVIMAREEDIEMIHEDEZS UV AF. APTT RO FVII (FIX) 5EEEBL
T1TD,

HIMFHZEBHICANLS A TS © ZERAPOIMER A BE(F. APTT Hi%(ICEHE U IER&EED
SIEREHE TFRUT &2 N, EEDEBEREEFS VI RFEEICBREU T 15% BE TH D12,
HIMAEARDIEMEEICF AT THD. Uich > CTHIMFPEHEMBLERFIC(FNT RERTRE %=
AU EITEBENNECTH D, (NASA TS ® #EE - BIRS U TCHIEMBRERSNEZN)
ANLSA TS EFERPDA Ve EI—DRVIIERK A [CIF. NASA TS “IEERFEL<E
BOE VI IFRBIBEREEEERET Do NATA TS EFERPOA Ve EY—REMKK A
([ZB. NASA TS IERF EERRIC/NA/VRIEMBSEZERIET B, /A /S IEMBF|DEE
RORSENER DS, FENUECTH .

®1. NLS(T35 " FEROEEE LMEE

NLSA TS IHERA ~NLSA TS ERE

ANLSA TS ©IHERBIEEU

A2 e EY—DIRVINKERH A FVIII &EEFeEOA = V|| EEREEE

NLATA TS C IHERIEF
A VY —RFEMRRK A INA N I MEE HEER VR SENERLRD
INA N LEMESE

A VeI —REMRRK A BEOHMIBRDBEIF, BEDA VY —DHHMPREE. NA
SATSCDERADBERICE>T. BEDBIRNEDDBEN DD, NLATA TS ® ZERPD
BEGF. BRRBEN—REBRINLSA TS BEEN— RZFRHLTVBDT, EHINT
W2 iR ICi @S ZEY . SBEAHZBVEDEDUNEN DD, £D U THEBDFEN AL
BEEYEISECTRRZEMEMBRES VI RTRE (ERS : /Rt H®) %Z 90ug/kg
®59 2%,

A Ve EY—REMERKBBEDOHIMERDEED. BEDA VLY —OAMPRINEICK S
TREIDBRIRNEDDBEN B D, &5 UTHEEDHMNRHEBZESFALIC/ RET > HI®
Z 90ug/kg 859 %,

M&HEA/B. A VEEY—DERZBNY, BMFHEZENICTVE“ZFERLTVSHBES. Ik
BEOFEEREFNFE O THD, 2L, BENSTEEOHMICK LT, £ VII/IX BFRA
HDVENANZIEMEFC K 2BEZITOIBGIF. ARINTVIREAEZERE LT, Hil
WAIPIZEITIN O TRSEPRSHEEHRT 5, B0 MOV EVESHRRE (D7 14/\V°)
[CDWTIE. 24 BELINDRAFRSEIFAEE 1kg B2 100 8z LRET DT ENEFT UL,
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O MEWEBEICDOVWTARARRNH2HEF. BARME EMFRMAREZEEEZERD T O Y JH#l
FURRE. PR ECROEDED S K0,

MARZEEEZSRD WEB Y+ h— https://www.jsth.org/wordpress/com/jhnc/

O MERICIF. BEORENESIBZRFT D ICHOEEEDNHE (RERREEHNE /NS
EFRRERENNGIE X (FERMMRRER FEEEGENFTER) i, INSOHIEZT
A2 EICk>CECEIBRRIEEER LD, SHEZFAT 3 CIIPFENVERCH, B
[CEREY—YvI)LD—H— (MSW) BEICTHEIL THHEN G D,

Y 2 7 |\ |\ [ =t
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1. KEBE

MiEHIF. MARRES VI (IX) BFOEN. BRRZICED<ELMEMHEERTH 5. £ VI
F (FVII) RZAEZMMRR A, 5 IXEF (FIX) RZEZMKRK B SIFO. WINBRFEED 1% K
BOHDZEE. 1~ 5% DODZEPFE. 5% ULEDBDZEES LTS,

BEMARIFHEROEEANHIP. RN SEEN. ARRNEHIGREDEMARICKI>T. K
BADNBRICEMEN S, ULHURBHD'S. AFEEHOEBRNSNPEE. $25WVEBEDHGEH
MAERNEEZE TIFR <. BEHAD D VIEHMAHDORELHME, FililFOLEMESE. 52 VIS EAHR
SNICRERBRBZE>NFICEMSNZHEGHLH D,

2. F=ER

MAFRDEMAR EREBLIMAR (Bfe. [MEER) Zhie U, BEAREMIRDE <. R\NTH
AAEMAE W, MRRKA EIMRRK B DBICKERERDERER,

RETALEIMZ#R )RS &, BEBRICIBMENENET Y (IBMBEX) . REICHEHRED SENE
BISHRA U T (MAJREIENE) . RN ISBIENITEZ R T HEN B D,

EFEDBEDES(C KW EFOMRRERE (FBEHREEDETHNE SN TVDEANLLH,. 40
M _EDMRFREE ST TICEBDBEERICESHET LU TS HIN'E L,

Ko, —WOEGIFEBERFOMITICK Y. RSSNIZFVII (FIX) ZBEDOREEENEYE L
TERHU. FVIIL(FIX) [CHTBEETGE (1 eEY—) PEESND ZENH D, 1y —h
EESNIGEER. BEOBABENENERDIH. IEMEENRE#C R, KV EEHBEENET
LRI <85,

3. HailREdNSTIEEN & XRE

HENICHIEYT 2BEENEIN. HAANLI. KT - AREMOXEE. RERFREDETES
AH FEDMDUDITEICKD EMEBEICK > TEEINTWVS ). INSDORFICERDIEVE
ABMICK > THIEEKE CIESNDOREMED RV, 22U, BEAEMEEMESZ . &
EHOMBEWEREOEEERZECITENNGY .. [EEE (WEEPIRIERE) OHMIFKEREICKD
BROBNNAHZIcH. WINHARICTTRREIMEREZRET 20EN DD,

MAREEN X SN BTN HDHEMAFKR E UTE. B, BERIRE OB EER
BOSDBEEELM. HDVWEKERHNMBICKLDHI. EEHEREICHT2ERMIVNERD LIE MR F
ENEZS5ND,

4

W

IEMA T U—ZV7%E (/)W 7’0 SOV E VR PT. JEEEED OV RS X F V-
APTT. 47U/, T4 TUVDEEEY : FDP £ U<LIE D-dimer) [CHWVT. APTT B2RDIE
EHRHSNIEBE(IC, FVIIL - FIXGEEZEREL. RFEMED 40% KiaDHs. MAREZRIT 5.
von Willebrand y® & DiRIDzsd. VWF RE. VWFEE (UX M EFOT 709 —FMH) D
BEEICAIE T 2HNEHSH D,
Fleo W—FR7ZUFA7 TSV MPEREMER A BRERBERIGZEE T 2AIC K2 RERES
BET DD, W—TAFVFATIT SV P FVIIA VeI —DRAEDNETH D

H2RECHIT B ILMERERBEDZEA 1 R
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5. Him - SRmeYNERFDXT

1) BiIE

MARDEM - HRMPNBRO IEMEEOEARE. FVII (FIX) #EI7ZeERERN L. KZ UIEEFD
WREZTOITETHD @REL). 2L, A1 VEEY—REFICHLTIF. ZN5D FVII (FIX)
RFFHERN R Db, IEMBEICE. FVII (FIX) ZRAE T, FICHEREEBRFZEH LS E
TRERINZRET 2/ NAEMEEN BSOS NS,

—ERRIEMBEDTAIC DOV CIFEAMZIEMFRNS [/ EEY —DRVMARESE ICHT
B LB A RS54 > 2013 F8ETMR] V[ ¥ E B9 —RBESXRKEMRRRS(CH T 2 IEITEE
A1 RS54 2013 FHETHR] 2. BRUZOMERY DRITSNTV S, GEERIE 2013 FLIE
[CHEFESNFRVEEREIC DOV CEH UIcBD T, BEOEANAS(E 2013 FelEIMRICEHE INT
W%) — http://www.jsth.org/wordpress/guideline/

U, INBDOHA RSAVDOABIF. 2013 FRIR CIRFES N TV RHEIRAEIIRIA Z L)
EHBEORSE. R5ERTHY . TORICETSNICHRIIERAAIZRAWVWCEERT 2555(F. F
[CHRSERNARRDICD. SERIDRNINEZSRIT 20ENH D,

Flo BEFHMDOFEAZENE UCRERFABRAIVCEBESHEE (Re-balance) BARAIE WS
TEIERFEF (Non-factor &) OBEFEIN TV D,

2018 F(CHFTINT FVII EEERBCERENARAIIZ VYT (@RE NLASATIY) &
ERPOMERALEMNIC DVTIE. IEITABENNAS A 'S O IHEMRF| & —ERELE D mN'H Dzt [
RIRBE(CNT BILMBESA RS A > 2019 @R ~NLASA TS (IZTVAYD) FAICD
W] 2, s sisEDEEIF Y+ h— https://chugai-pharm.jp/contents/ca/055/001/002/
BREZEMTSRBUTVIZEETZL,

2024 FI(C1F. HEBFYE (Re-balance) BEREI IV VAN T @RE : 7UE®) HETINI.
7UE® . REHEETO—D>TEHS Tissue Factor Pathway Inhibitor (TFPI) DfERZ %I T
ZE/J7O0—FIWHFHEEIT, 19 —DFHRZ-EH TR TOMmKRE A/B IEFIDEMEE; (LM
BETEIRV) [CEILN G DN, EICAVEEY—ZRET MR BIEFICHERINIRFEER
5N,

NLATA TS O PTUE ® [CRDEMFRHZEEMEPD A >~ b B9 —REMRRICFE Uiz
DINAJNZIEMEGEIC I, MIEFEDFKE U AT QRIS NB 2. FRTIRFIDERPESENE
RBRBIBENHY . FREVLEET D,

WX SNIEMARBEDIEIMBEDAEHREICIE. MARANBHM. A VEEY—DEH, T
IEMICER LTV B REIG B, MER A DBSEANLASA TS ZFERLTVINED. ZU
CTEbthEs:. BRUBEDUEREDBERINETH D, MXBENMRREHIBUERICIE. &)
[CINOSZHERT B, BEFRIFICR/TIZ2RIEBREN—REFAFLTVRHBENGY ., KAO—
RICIFEEDIUEMEEICHERBRNIEEHINTVD,

MARDIEMEEF. TFEHLDH UVBEREAENSN. MRUEMIEL TV, HIMDE
BT PERIMPANBEROEMTRAIC DOVTIE. TJRERR Y EiEsz DFBEISHEB L. REIDE
RPBEECOVTHEHRT D EEDIC, AZHFEHA RO LEHA RS AV ZSEICUC ETRET D
ZENEETH Do

ZENA RTEFEM - fRIANNERFO[IGICDOVT., TOBMEBDEIC. 2) A EEI—DRRL
MRS B IEIMAERE (358) OA Ve B9 —DRVIIER A (NASA TS ©IEHERE) . @4
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EEY—DRVIIEKRA (NASA TS “ERAA) @4 e 9 —DRVMAR B, 3) A ey —
REMARRICHT 2 IEIMTEE (5 O« Ve EY—RBEMER A (NASA TS ©IHERA) BL
AV EY—REMRRK B QA Ve EY—FBIKRK A (NASA TS CEAG) . [CDIFTTEHT .

2) 41 Ve B —DOBVIRIKICH T B LA (KR

A VY —DRVIIRKICH T 3 IEMAE (B & OHMELBDHEIMTRS) &, FVII (FIX) 845
DHFEENEARTH . FVII (FIX) REZBIOTIHNCK Y. BERFEEZE 100% BUL) CES
SEBTENTEETH Y. BEAEEHEOEMERER (EFIRSDEF) #IFSE 2 ENTRETH D,
Lfeh' > T ABMPAFRHICBNTHREAEEFOEE - BN TREE D,

HEWEED I PEEOAZEVLBDESIC(E FVII (FIX) 5E#%E 20 ~ 40% (T, PEFEDOHI
HDVEPPEEDBVILBDESE 40 ~ 80% (C. BREDOHIMDEEOATBUBDES(E 80 ~
100% (LU L) ICERSEZBDFVII (FIX) #H#ERS5T 2, (k2. 38R)

X 2. WHIMEFOMHFEE

FESY DYERERSE

wmo | SEET .
o SE HHIAER (1) Mm% A IR B
GVIETRA) | (& IXEFH)

EEINEM ()
AL (BfE)
CIFEAEM X \

-40% _ e _ o
B E 20-40% PP — 10-20 BBfiL 20-40 &1
SRER , BAEODIIAE

LEMANZE RS EM

FEINEMm (EE)
FRALEI (EE)

BHE | 40-80% | &, FAME DEIEDSOWN | 20408 | 40-80 i
OEzE
F MR PRI
BB
80% LIt | sfLEtm 405081 | 80-100 &
_— BFROEN D BB
i
100% bt | P 508 L | 100 gL
Bif
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& 3. BMALEROFHETTENE

Filg - B

BigE—2
AFLUAXIL

ENEEDILS

ESLRy=)=
REPYRZHFDIEVEE

k. FIEFURZHSBE

JREARE,

1F PR
20~ 40%
50 ~80%

IEMEETHNE, 12 ~ 24 RIS E (CHIMIERE
KET

NEBRIIC 1 EDH, FBICMUTE—TIRFLAN
V72 20 ~ 30%LL EICIRD KD 1~ 3 B,

SRR 20~ 40% | RiEFIC 1 DDdH. ERBFITREZIT > CVDEE
([CIE BFBZEZFEDBICRINGDHED,

R ENA R 20~40% | BEICIHUTT o

FEHEZER 50~80% | 12~ 24 BBEHBEC1~48E,

EE - PEUHEERRRIRE | 50 ~80% | ARG E. BMNLBEZIT 2B EF. BEICIHU

EER

T12~24BFEHBEC 1 ~488,

FTEEAR 60 ~80% | BEICIHUET S TRFLANIIZ 30 ~40%LLEIC
ROKD 1~ 4 HE. HfitdEEzT>THRL,
IR A ZAIE BN DEIRAE | 20 ~40% | MECHUET 10,

Rl PDEEIRAD T —TILREA

R— bhERE 80%UE | BEICIHUT S TERFLANILZE 80%LULEICHERDK
5 3~5HM[,

gD T —7 ). TACE. 60 ~80% | HWEICIWUT 12 ~ 24 BEHEIC3~7 HE,

MEGHRE NEERFHRETZ{T>CTHLRL,

FRPKER UIBRTT 80% LUk S OREFLANILZE 40 ~50% (TR DKD5~7H
Bo Ko, PSXRFY LB 1D 15~ 25mg /kg 7Z 1
A3~ 4@REH 1E 10mg /kg % 1 B3 ~4ED
BT ERAEACHALTHRL,

OB E R 60 ~80% | IERICIHUT 12 ~ 24 BEHE(IC 1 ~2HA.

BBl 100%LUE | b TRFLUANILZE 80% U EICRDKLDIC5~10
HE. TORFEBFEERICET D,

FEE - M (DmmESY) - | 100%UE | FSTRFUNILZ 80% U EICHERDKDIC5~10

FBRTR & D25 FER Nl BE. MRRGEFE NS TEFLUANILZE 30%UEITRDE
3 3~ 5 HEXZIEEIRARE T,

FAL - REDARIR E DIl 100%E | b TRFLUNILZE S50% U EICRDELDICE5~10

B, M&lE bS TRFLUANILZ 30% L EICRDK
D 3~ 5HEFIEEIRAE T,
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BB, FFEBIIC FVII (FIX) SEHED 100% U EICR-Tc & UTH. I<ITMIRED U R T hENT
BDDIFTIFERL,

SEEOEFNDFERICELTE. NAZILDZHEENREZ>TVBDT, INSZSIFLHEHEDE,
S EZEMB<EICEDLOTIRITINENDD,

BEICERATRE (X 4) (&, BENEENSFEALTVS2HDZSIEHEERAITDHANEFLL
P BUHEHEINAFTERVES, B UBRARICHOD FVIIL (FIX) "EIDNSNE, TNZERL TBE

=BIIR T B,
=4. E VI - £ IX AFEF—ER
8 A A —h%& BRFE=tt
JORXIA ~MC®
~ _ ® % EZ*?T‘%;%%@)\E/& N7l | %
O>3OTA b—HT = /|| /D7 HARMA RS
AV J7J KNFe*
S o g L@ WU#o ~37 N
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aN—=)LkUA® Z0 NI R—%5 NA TIVES
. ® voo ~ao JIRSIT 4 RD
JINTA 7T Jy—v
v A® YEI NIT s
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_ o I7507 37
40754 b > Y4
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— o ® SE
PT+4 /XA~ 1L 7~ HEERRIZE
s ® SEI~IT o o
R ST ved FILT PRI A T =
BES VI RFEE
o ® vog ~ao JINSIT 4 RD
TANDZ R 7T T J7—%
TITATRFS® O/27 377 T7 | CSLR—U VT
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TV E—F LT Y4
N ® N7l %
9 |J 17// I\/\ E’Zﬁ%;}%ﬁ\fﬁ)\m;ﬁ EKD]]/&K%”*}&*%
JINT KM ARE (XEF KM NA F OV T2
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[ZF4 o] O % X BFESH
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= A Em+ —fi%%4 AR5ttt
AL FOUTRE Tohb/F I Y74
ZILT 7
BB R N FILT RIS NI
aE® Xm0 VEEY - CSLR—U V2
Lo« 7°¢ JFATR—9RT)L ;Tig}’W\Q

MIOVIAIAM—HT® 3777 KF®:von Willebrand BFEHEE VI BTFEE|
XX PPSB — HT [ZF V7] i FIRTF. HURTF. FEXETESEI D0 MOV EVESHREEA

FVII (FIX) #AIC K2 EMBBENRODEZI UV TE. APTT RO FVII (FIX) &EEZRWVTIT S,
FVIII (FIX) EHEDAIEEE < DIt D ZFARERHTICHEL TS BRMBEHAISND FTHEDE
BZZET 2. FVII (FIX) EHED 50% ZHBR 2 & APTT FIERB#HE L RBHENLWVIH. APTT
DEZYUVITREIFI TR EMEREDFHAN RNt TH D, LIch > T, BEDOLEME=IUVTEL
TAPTT ZRIEL DD, Bl FVII (FIX) BEEZRAEL. REAKRSEZHREHI S ENEETH D,

REMDIZEF. FVIIL(FIX) DADRERFOHEENR (FRM) (KT ST8EEN B S, PT,
T4 TU /T UEREDERNISAE L. HECIHU THERBINRGR E THRORERFHMFTI D.
Ffeo PT R APTT [CRBRESNGWVE XN AFBHEBMICE T T S, ERFAIEL. MEICIHET
2 Xl IF B DMITZIT S0

BMEREEBNICTUVES ZERALTVSIHEE, BENSPEEOHMICNT 3 IFIEEIF. F
VIIRFREDIKRSEZXR2. 3OREAEZEREL. BMEUPEEICNU TRSEVRSHE
ZHMTT Do 22U, BEEDOHBMABKICH U TIEIDRY TlERL,

DS VEEI—DRBWVIER A (NLS 175 © IEERE)
AVEEI—DBRVIIRFA [CHLT, 2 (p.13). F3 (p.14) [TE U FVII BRI O@TFES
E1T5 (LY. BERFEEEERT BOICNERESEF TEOX THEIND, RFEHD

FRETHPHT. B5% 30 DLRNICE—TEISET 3,

FVIILAEE (1U)
=(FVIIEEDBIIRLANIL (%) — FVIEEDR =S54RI (%)) X FE + 2

FEESEXTER LcBE. FVII&HFIZ 10 ~ 20 841 /kg #59 NI FVIIEMEE 20 ~ 40%
FRU. 20 ~ 40 811 /kg #5911 40 ~ 80%. 40 ~ 60 &1 /kg #5T1F 80 ~ 120%
FRIBDILICRD, BB, LIMERICHRMAMEER FVII| REZER T 25HGH. FRHERE FVII
HAZERT 2550, YHDRSEFEANICEETH D,

FRARZER FVII KA DOFEHAIE 8 ~ 10 IFEERE (FRHTERAAITIE 15 ~ 20 BEEE) T
HBcH. PFEELULEOHMABKDOZEG(E. FVII REIZYLOES%E. EMOMHROZHIC—EDH
B 12 ~ 24 [KEBICE ) IRUIRS (EiRS) I208NH 5.

BOATIE FVIII OFFHAZLER S BEEBINER LTHY . INSOFRBAFVINOREDH 15
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@ SRS

~ 20 BERETH D, [/ Ve EY—DRVIIKREEICN T B LLIMMETEAA RS54 2 2013 F4E]
] (CHNTIE FRIRERRRIZ AWCHEOLEMEERICDOVWTERH SN TSz, FRIFHIE
RAFVII RE7ZEAT 255E FRORMINEBZSRO L ERRSDERZHEE T DUEN T D,

EEOEMPFMEGRE, RERFEEZRIBSEICRESEINENHIHGICIF. YUY
MY T ZAVT FVII REIZRRIRS T 2R 50525, FRHEIREL FVII "EIZRV CRRRS =
X9 2HGE. FTEFRFEEFTTR—SAKRSTFVIIREZGEL. BENS 4 841 /kg/hr
CHfIR S ZRMT 5. BRE(CIFBELDERICKY . FVII O LRBELHREANRRD 2d, FIOE
58%. BIERKRS - FHERSPICEEFRERFEEZAE L. HmORRICH UcRFiE%E
MESNTVBINZEIER LIc LT BE5EZFHEIT INENH D,

FREERE FVII HEIDF RSOV TIE, IRRTIIMFENRIRSEDELZ IRV cH. @<
DIERIICZ DRAZFER UIBED LREBH LUFRAN G SH UHERSNTVDEEICDH.
DT =S ZRICRFIRGDEZR/E L TRMT 5T EHNEFX UL,

@4 VEEI—DRBRVIER A (NLASA TS © ERE) >

TE. MARAICBVTIEAVEEI—DERICHHDST . NASA TS Y ICKDEMFE (IE
[TEE TERV) ARESNTVDEANIEINLTND,

NLTA TS Y FVII OERZRE T 2TAREIT, FHHANERCRL, R NMESNTETH
Zh'. EEOSEREEE FVIIEEITRE LT 15% BET. REEXENSE TEHRIFER UL,
CDEHONLTA TS 3. BEOEMERDFHHNREH DN, HIMDIEMTEEICIFHREN R+
TH Y. HIMEEPHRMBNBEEC(EH SRR FVII ZAVC EMABENUECE D, NLASATS5®
EEAPDA > b B9 —DRRWVIER A DIEIMEEIF. ANLASA TS © FEERAICER. K2 (p.13).
&3 (p.14) [CEUTFVII HEIHFTREEAZ R 5.

NLTA TS ERBF. APTT AW REDOREKESL Y DAIBICEBET D, APTTH LY
APTT ZF|B U TRIET 2 FVIIEE.FVII 4 Ve EY — R EDESEREL. FRGREENESNT.
IEMEEENMBRICFHESNTUE S NASA TS “FAPIC APTT ZF]B U CAIE I 2B ERIE
I2BEE. ANLATA TS DDA ERECHIN LI L CRIET 2HENH DI, EENNE
THBo (FHMEDAFDECDOVTIE, PHEZECRVSHEZ T &)

NLATA TS DERPOBEF. BMBOSENEMGICH. BREEMARSEZEFET DN
LATATSBARRICBVWTEREZRIBL. BENGEESZ 7+ 0—ERTT>TLBRHEENZL,
BEEFALSATS Y EEH— REFHELTVDDT, HMBECEEZEH SN TVDHERIOERZRY .
BniX - BT 2 S OBBEASZRET DT ENEF UL,

NLTA TS O DFERAPDA Vb B9 —DRWVINER A DBMEFORIGE. HREROEER®IS
- b— https://chugai-pharm.jp/contents/ca/055/001/002/ [CEEMAEEH TN TV DD T, &
BFsREVZL,

@4 VeEI—DRZLINKERKB"

AVEEY—DRVIMARBICWLT, &2 (p.13). £3 (p.14) [CEU FIX HEOBFTEE
EISCHIcY. BERFEFUEERT DIHICHBERIRSEF TN TEESIN D, RFEEHED
FRIFTHPHT. 5% 30 pLIRICE—TBITET %,

HoRECHIT B ILMERERBEDCZREAR 17



FIXZEE (1U)
= (FIX;EEDBIRL NIV (%) — FIXTEEDR—RS5 1NV (%)) XFE

FEEBE CEH UGS FIX&EZ 20 ~ 40 841 /kg 5T UL FVIIEEF 20~ 40% EF U,
40 ~ 80 811 /kg 5T NIF 40 ~ 80%. 80 ~ 120 &1 /kg %59 NIF 80~ 120% LFTDT
EICiED,

FRHIRAELL FIX /B ZEAT 21560, PHIALERE FIX R ZERAT 2500, YER5ERE
BEAXAWICAUTH D,

BEICERT2EEF. BENERISFERLTCVDEDAES|IEHIFEAIDANEELLA. @
UEBIHNAFTERWVES. B UBRAICHOD FIX ZEINGNIE, ZNZERL CEEERBT %,

HORERERY FIX RFIOFREAS 20 ~ 24 BREEE T, FRHBERI FIX REITEREF L ICH
AN KT BI3D, MAFEA EAE. PEEL EOHMEERDBEEF. FIX BFEZTDR5%. 1k
MOHERFDIZH IC—EDEEE VIR LIRS (BFiRS) I 208N G D, (RSEREFRHAICLICER
BIch. SEFDORMINEZSROI L)

BEOHEMPFMFRE, RERFEEZRPBSBICXESEIMNENDIBEICEF. YUVY
R TEBVT FIX BB EFFIR 5T 255055, FIX OLESFEPERBAIG. FVIIICHE L TR
DOEFEPECDEGNCEICRKELERBDN, FHEIEER FIX BRI ZRAVTHRRRSZEMT 2155
(&, FTERARFEEETN—SRIRSTFIX®EZzEFEL. BENS 5 B4I /kg/hr ZBZR(CHf
BEZEERT D, 2120, FHEERE FIX 2AF. FRENIERICRVEFIBZWVCH, 4T LD
FHERESICLDIEMBENNER (BFE UL) DIFTIERL. WITNICEK, YIORSER. HXLOE
g5 - FHRRSPICFERRER FEEZAE L. BmMOKRICIHUERFEENFSNTLDH
ZHER U LT, REEZHAEITDINEN DD,

HMFRZBNICT UE ® ZFERULTVDEED. BENSHEEDOBINICHT 2 IEIEEF. 5
X RFREIDHREEZER2. 3OREAEZERE L. EMEBAPEECH U TRSEPRSHEE
T2, 2L, EEDOEMAERICH U TIEZDRRY TR,

3) 1 Ve EY—{REMRRICHT 3 ILIEE (KR) >

M A (B) BEIC FVIII (FIX) BEIZIRS UGG, —BOESIICIFRESSNIZ FVIIL (FIX) (3
IREEAGRDNEEINDHZEN B, TNZFVII (FIX) 1 9 =S, FVII(FIX) 1 >E
EY—(&. FVII (FIX) O#EEZINHIT 27, FVII (FIX) REIDOMRIFRESS - HET 2,

A Ve Y -0 NHIFEEDFHEIERER) IR ENM (BU) /mL THREEIN, [ERBMEDD
FVII(FIX) /&% 7%Z 50% SR 9 254 Aff7Z 1BU/mL &ELTWS. 4 VEEY—[FZDHfICL>T,
S (5BU/mL LLE) . &Il (SBU/mL Kid) ICXDTEND. i FVII (FIX) HARRSEDRIG
EICHEWVNG . FVII (FIX) BEIO@EFRZ KT CHEIC SBU/ML REDEWRAE TR ITH0—
LRRYT—&0 VI (FIX) OFF 1 EBLNICRRICAGENEINL. —ETH5BU/mL L E
[CIR 21T ENBBDNA VARV T —[CRDEIN Do

A Ve Y —REMKRFIELIE. FVII (FIX) #F7ZRS UTEMRMF SN cth, KEBDDIE
BICIE. FVI (FIX) Z#RAE T ICHEREERFZE S B TRER N Z(RET 2/ V1 / VA LM

18 H2EEHICHIFD I IMREEREEDZES A R



@ SRS

ERRAVNSND, —73. A4V EEY —HEDMDIEGID—ELIE. KED FVII (FIX) RENCLD A~
EEY—thilEE (PHEE) ARLSNS5HEDHS.

A Ve EY —REMRIFEGIDIEIEEICH T 2/ VA /N A IEMEE E PHBEDERE, BEDIR
FEDA ey —7ffi (K 5BU/mLHh=5BU/mL ). FVII (FIX) HEERSEOR M (O—LU X

RYT—DNAVARYST =), BLROEMIBKRDEEE BEEHNEED).

ESND, (R52H8)

R5. A YeEEY—REMKRFESIDILITEEICH T 2 FEAER

DEFEGHEICK IR

BH0 _ o
e |t (HmER) 1R 52BN
O—LRmy T~ o (FIX) ) AR M
NAVRARY T — S e ) =HE
i @hEEowm, S | AEDEHA EVII (FIX) ]
(<5BU/mL) NA URIRY S — =1k e .
(@EEOBm. i) VIl (FIX) 5 NANAIEMEH
RIS I (0 5 JANALEMER
_ o | MRS s S mRE
DL = Il (0 8 I TR
i o o | (M) SRS
p iz NA VARV S INA VX IEMEA FVIIL (FIX) 29
- o . smE
2t ERNEE INA )N Z I EHE FVIIL (FIX) 295

INANZEMBGECAVWSNBEAC(E, EHILTFO MO Y EVEGHRE] @PCO) (ERAMR

BRERTFRAILEMHESHE BEmg: 77/ EEH 10007
BELFHEMRZEELE VIIRFHRA (FVila) (T30 ZILT 7
BUEIRTETT 1 /NI T« AT T 7 —XHARH) . HDVIFEES X BFIDEMHE L

ERYUYYC

ROERTTIT  REE G TR
BmG /INET Y H A

B VIIRTRE (FVila/X) Gz AMRsRES X RTINS EEIRT BRd: N1o70v K°
BUEERSTE KM NA F OV I A%AEE TOT—Y 3 Vg | —RaEEEA BAIREFIEE) O
3EFEN DD, KO ICFNENDREE - BREEZRT,

BB ALTATSOPTUE® CLDEMTPBHERMERICFHEE Ui BIMICN g 5/ V1 /YR UE
MELE(C(F. MEEDFEY AITHNEIIND 6. FRTD2RFDBIRCRSENERLGDIBEN D
W, FRZHNEET D,
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R6. /N4 )V LM DIFHE

MEE S H R S EETEEUEME | MRS XET
W oE | JONOVEVEE | BESVIETEA | DB VI BT
(aPCQ) (rFVlla) (FVlla’X)
s T HI 85 .
BRE | 77 (/\EEF 1000° ;ﬁy;® IR | vogupe
90ug/kg (#E)
WEIND | 50 ~ 100 e /kg Z 0%l FVila & LT

Fix-FBR | 8~ 1208E1~38 |60~ 120ug/kg(1E) | 60~ 120ug/kg 1@
72 ~3BRCE

ENERSE 8RB LD

XY THREXESER EfRZ & T TV, O
200 81 /kg ZEHBR 1R 586D T. 180ug/kg
ZRBAIRL

ZEEDIEMPROELZRT IET Y RFHBV D, WITNDESZRAWNTIEMERZREB LT
HEDBZVLN, BEOEMMIERICH U THER U TVDEEINERINTUVDEEE. ZOREIZAN
CTIEMEBZEERT 2DHEFE UL,

BE. INA/VRUEMEGEIF. APTT ZOMMODRERE (CZTDMRADN D LT < RIRSNRWf28d,
EZIUVITHRETH Y. BWRTRERERDLEDEESWVICE> T, WRZHET DLUNTHE
AN A

—H. A VeEEY—HEH < 5BU/ML DIEEDBEIF. SEED FVII (FIX) HEZ®RS L.
YeEY—ZPRUT, ILIMEREZERES 2PN EDHD. PHZEF/NNA /NN IEMEELS F
RiGY, ZOHRZ APTT ¥ FVIII (FIX) EETEZI U VIO OJEETH D,

P AZERET DBEIF. MBEPDA VeI —2hFg2DITHER FVII (FIX) 2%, LUTF
DR TEET 2, ERDOIEMEZEICEUTOPMECIA T, F2 (p.13). £ 3 (p.14) [T/RT 1M
BEICHERRTFEZENRS T 2UNEN DD,

thflE
= 40 X {FE (kg) X {(100 =AY b T U v ME(%))/100} X 1~ E9—(E (BU/mL)

RIEAT KT Uy MEE 50% & T &,
PAIE = 20 XAE (kg) X A Yk I —fE (BU/mL)

Y. TICIMAECAER FVIL (FIX) B2 - BOREENBICIRST 3.
ZO®IFEIEEE, EMORESORH[C—EDEB FVII (FIX) RE#§)EURS GEERS)
HVEHERET BREN G 5. (MRKA: p.16 DA VELI—DBVMRKA (NASA TS ¢
SEEFIA) BHE. KB 1 p.17 G4 Y E9—DRUIMRR B S5)

£V I—EEBICBVTIEFVI FIX) D7 UFSYRNTFELTVR RSN GBS0, i
APTT B&U FVIII (FIX) SEEEE=9 UYL, +HBIEMPRNMESNTNBH ERRT BUEN
BB, Ffo. FVII(FIX) 8EIERSE Utz 4~ 7 B#%IC. FVILFIX) [CRBLTA Ve 9 —Bh L
ST DI, PHEONRIE - HET BT ECHEET BNENG S,
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@ SRS

DlE. 4 ey —REMRFEGOLEMERE. RADOBIRVKRSE, LMEZY UV ITHIERE
([CEHM BB, FFIERTRET DITHESE L,

O«a Ve B9 —RENERRE A (NLASA 'S * IEERF) LU« VeI —{7EMK% B>

A VEEY—REMKRRKA (NATA TS “IHERR) SLUA VeI —REMKERK B DIEME
BE(FFHROEFRD EH W BEDRED A > e B9 —7ff (< 5BU/mL Hh= 5BU/mL 1Y) (FVIIL(FIX)
BEIRSH O (O— LU ARSI —DNA VAR T —H) . BLOLEMEROEEE (EEHE
EnY). OfFahBICL) . NANAEMBEEFRC(EPFRBEZERET D. (0.19 K5 SHR)

U, MERBA VeI —RERNC T 7A N EZRVEEE. J7A4N°ICSEBINTVLS
FIXICRIEUT., B5%DA VeI —HEN LR LY., 7F T4 SFV—FERPRT7O—EEH
ET DERN G DD, 774/ ZFERLTHINSDEWERIFELE LRV EHERIN TV SIS
BsHE. /RETVHI® B2V 70 ~© ZERT 2ANLETHD.

MERA A e E9—REFICT AN ZRWEESIE. 7T 74 SFV—ERPXT7O—C%
FAET BUBEFRWVN. T7 AN [CFVII DRIEHEEIN TV, BERICAVEEY—
Hffin' LRI 2aEEN G Do

2024 FECHFFINORBEFYE (Re-balance) BFARBI IV Y XY (@RE:: 7UE®) & «
VY —DERZEHO IR TOMAR A/BEFDEMFHICSELAH DN, FELTAVEET—
ERE T BIMRE BESICERIND EEZ5ND. 7 UTE ©RSDICHRE UCRFEHIIO L MEE
(TlF. EDNA /SR IEMEFZEBANTEEDBRVN, ZLUE® &N /SR IEMEF OHBIC L S Mmie
EDRENMRSIND D, NA/VRUEMBF| FESEFDERIN TV D RESHBTHERINTVD
REASERS5TD. 774N DV TIE 24 BELKNOESHEZAFE 1kg Bz 100 Bz
FRETDZEHNEELL., ESNTVD, ZUE® EERDOEREG. BMBOEESEETCE L
B AN— RZFRFLTVDIBEENHDDT. TNEZSE(CIEMEEZERT D ENLEFLL,

BB, MERAeEEI—FREHDA Ve ESY DAV RINE. SERIEMEEICERUTCVDE
B, ANATATZ T UE " EHOGRREDFHENFERBEICF. FI/REeT HI® (90ug/
kg) [CLB/NA /S ULMBEEEERT B

@4 Ve I—FEMEREA (NLSAD'S ® (EHE)

BfE. ABODA Ve —REMRRE A ERICHUTIE. NASA TS ® OERSICKDHM
FHNEFBS N TNDBHIRDEB YU ALSA TS DREKEEE FVIIEEICIRE LT 15% 2E T,
BEEFENSETEMRIFERURV. TDEHALSA TS ®F, HMOIEMAEICEFZIRATR
THTHY ., HMEEPEEMALER CIF I RhR/\N /Y2 L MESEE 2 F P EZEHA T 2UED
B2 I\A/NZAEMEEEPHEEDWVWITNEEIRT DHCDOVNTIE. NLASA TS © IEERAEE
BHES (0.19) BBE(TRET .

NLSA TS ® HERAPOMER A A Ve B9 —REFITHT 2/V( /S A LLMESEF. &EIDREIR
PIRSENRRBIH. TENNETHD.

ANLASA TS O ENA)SALEMEHE BICT7A N BRONA 70y ~°) ZHBUIESICE.
[MASERASAE, AU/ \MBEEFET DTUEUNEBRDIED. NLASA TS ® ICLDEMT%E
BEEE UTe B ICRIE LB MARR IR U TlE. RAIE LT/ RET Y HI® L& B IEMEENHERES NS,
ANLSATS® EHAT IO/ RETY H® OO 5E1F 90ug/kg LTFET 3.

HMBEFICHT 5 L MERERBIEDZES A KN 2]



JRETY H® KD EIMHREHSFRTDT. POEEFI/NA 70y b © HFEREIZEERBRVES
DR 58% 60pug/kg LUTF. 774N AT EERVESFYORS58% 50U/kg UT
EU. EMZEERTEDEEZADIREBAEICE EHDUEN DD,

—H. ANLATAT S RERPOA VEEY—REMERA DREDA VeI —AlH' < 5
BU/mL DIREDHZ G, HIMOEE(CK ) PHEEOEIRRD—D2E13%, CDHZED FVIIEEID
BE58F. NLATA TS YIHEMBHIER U TH D, (p.16 BH)

NLTA TS ZERURESIE. APTT HREDFEAEL Y BXIBICERL. BREOHETE
APTT. FVIIISEHS. FVII A e B9 —HBNERICHETET, IEIMERENBRICTHESNTLE S,
hFIBSEDNRDEZI U VI(ERT S APTT. FVIISEH. FVII A e 9 —HiliERIES /-
DICF ALATATS Y CHTDPHTREERNLTH S INSEAEIT DRENH D, (FFRIFHED
AFFFELCOVTIE, PAHREICEBOEDES L)

BB NASA TS O EFERDPOMERA A VeI —RERICBVTE. 49—
Rtit. EERIEMAREICER U TV S EEIR EDF@NRBERREEICFE. £ /RtET > HI® (90ug/
kg) [C&B/NA /S UL MBESEERIET B

NLTA TS DFERDPOESF. EMEOEENEMIRICH. BEFMAREEEEFIET N
LASATSEAMRICSVWTEEZRIEL. BENGBEEZ T+ O—fi TT> TV HEENZ L,
BEEFALSATS Y EEH— REFHELTVDDT, HMBECEEZEH SN TVDHERIOEEERY .,
X - SR E SO COEEASZERET 2T ENEF UL,

NLTA TS O DFERPOA Vb B9 —FEAREMKRR A DHIMEFOMNIGE. PHREDELME
[FH 4 k= https://chugai-pharm.jp/contents/ca/055/001/001/ [CEEANEEEH SN TV DD T,
EliSE AVl A

6. WHEATMRFSERAIN T CICAFTELRWMES OIS E
HENICHMAER Z E /29 MARBEDREDE. RERFRAIDOETECENEEZREL TH
V. BEICETECINAORAZRRHLTCWVNSHEN B D, EERBMAKIC K BES NI
A TMAREERENT CICAFTETRVESGE. RRBHENCERENFRFL TV REIZ (B3
HPR7ZHES3 LTc £ C) A L. LLIERZRET S EZERINETH D,
Fle. —MORBRFHANCEALTF. REPKREREDEBRBATH. POEERHTEE
[CFFT 2D ETEADHIBEEINZHEN G S,

£ VIl BF&H
s X—A v © (AR
BRI ) —FBYTECRAVEhE
cTATJRFS®(CSLR—U D)
UBE - WEOA. SN - SHERE.
ZOMOME : PILTL v FI—TEICEVEDE
- P RRA REEEAFY M ® (250 B2IDFH HEAERTE)
AT 4 )LD I—FICELE DI B kb
FH 8:00 ~ 17:00 : SPLine #kz=4t  TEL : 03-3562-8300
FH17:00~28:00 -8 -HM24KH™: J—)btz>9— TEL:0120-435-195
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@ SRS

% IXEFHA]
CATIWEFY C(CSLR=U VD)
JuEE : WEDA. SN - SHEREH.
ZOfDHE : LT L v TIL—TRMICEVEDE
INAJVR LEIMEE]
- D7 AN\EEEM 1000° (RERBITE)
AT 1 IV I—TICEE D& 2 b
FH 8:00 ~ 17:00 : SPLine #xx\&=%t TEL : 03-3562-8300
FH17.00~32800 £ -H- w2468 J—-)Lbz>y— TEL:0120-185-268
Takeda Medical Site : https://www.takedamed.com/page.jsp?id=1048449
CJIRETVHIBEERYUYY S (VR JIVT A RT T 7 =)

J T PHERE
REBNrS£EE (iH - sARB7%ZR<) TEL : 0120-180363
RERULH - 18 - 24K E TEL : 0120-359516

NA70v K® KMNAAOVTR)
AR 7 ) —BETEICEAVEHDhE

7. MEREEIEEDRBWVEE - FERTIRESNIIBS

MARIRAEBI D IRIR & [FBHEDIRVER - FERTIHRE S NIciZE. HIMERN 7R <. RMILED
AETHNE, MEDRREB S IcFREBDBREZESBYRBINIFRLV, 22U, MEHERZS
HUIcBE OAMEEE /) WREES KUHRERE) OEMICELTE. BMEAZEBEREED
OJREMN' H Do FUMEEEDEMICHIc > TlF. MARRDBEZIT> CVDFBEEFICIFHEFIREH
B0 L. FUIIEEERROIUSPERIDRSE. SIOTMEEERDOMARDEESE7ZRE LT
W< AEN'TG D,

8. EEHEBIRHIE

MEIRICIE, BEDREFNEIBZER T D cHDEEREMNGIE EEREEHIE /NS
EEREEREMHIE R FEREMRFER FESEGENRERE) o). INSOHEZFA
I EICKH>THCABRHRIEREERELBD. SHEZFATZICIIPBENNERCH, BHICE
Y= v )LD—="— (MSW) BEICHERUTHUMENH D,

9. 2EXM

1) BH BX, i AVEEY—DRVMARESICHT D IEMEEAA RS> 2013 FK
5IhR. BARMZIEMFAEE 24 56 = Page619-639, 2013.

2)BH 8% . AVEEY—REEREORKRIBECHT D EMERAA RS> 2013 4F
EIRR. BRI IEMEAREE (0915-7441)24 % 6 S Page640-658, 2013.

3) BH BAX, . MRRESICHI D EMEEA RS> 2014 F/ER. BAMEEMS
it 265 15 Page75-78, 2015.

4) BH BEX, . IRKRBECHTBEMERAA RS> 2015 FMiER. BARMmeEm=s
=~ie 278 15 Page107-114, 2016.
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5) @Il %EF, fi. HAMRLENFSR MRKREBEEICHWITDUEMEESA RS> 2019F
HBR NLASATS (IZVYXRYY) FAICOVT. BARMZIEMESEE 31 515 Page9s-
104, 2020.
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@ SRS

| 2 | von Willebrand j® (VWD)

® von Willebrand & (VWD) [FEBGHHMEEZROP TIEELEENBVVEER TH SN, HIMERK
(FEVERIN'Z L,

O HIMER RIS NSO E LT, /NEBORED UK IFEGMOSEM, YMEE Ok
BRDIEMEREE, NRBMFORARNLEMM, HEERENSDORELM. $H2WVIEFMEMRENZE
ABND,

0 BEXTU—ZUJ%E (MR, PT. APTT. 747U /45>, FDP - D-dimer) Tl& APTT
DRWERNBOSNZN, 2 CEBBZERIEADDRIIELV, 212U, von Willebrand BF
(VWF) ORZ ISR M/WRAGEREEEIFE T U TS,

0 HREERRS(CHIT2EERHMOBECHMIVABIRFOE MG, ©d VWF SBE&RE =M
W EIBBENNETH 2,

O —RR VWD OZKEBREICEA U TE. BARMmzIEMmFEAMS [von Willebrand 5802 A
RS+ 2021 FhR "] HFTSNT NS,

— https://www.jsth.org/wordpress/wp-content/uploads/2015/04/
von-Willebrand 8D A RS> 2021 Fhi .pdf

O RSN VWD BEDIEMEEDAHRE(IC(E. SERIEMICERAU TV HEAIR B, &
Pritsk. BRUBEDREREDBERNMUECTH D, HMXBEEN VWD SHBBURERICIE. &Y
[CINSZHERT D,

O BERRRBICIERTS 2 DIV DR2FEEHN— R (TR) ZAFLTWVLBRHBENGHY . KO—
RICIFEEDIEMBEICHEREHRIEE#HINTLD,

SAREl PreUiE Eg%%w' - H
- ESFLE
Hj.[ﬂ]’liﬁ% & BYE
EOTVET
. . RS (FEEM )
HIOEEFiE (C (S HERFRAIDRSIUE T -
8 REOEPMEICEEL TS e
BSE=FaIN = 9
) T #
4EAH: @B 3 A =] B2k
PR RS (FEBM )
RERST RS (#E - RS )
Pl SRR

BEEM: % ASEES— B - |
HHMOARITEER LTV B8 :

K52 BT : mg

* EREANRVEEE, o HEFEEITE
AR S CEE Y.

- HIOIEA(E B : mg 2 TEBRIRRIC T
BSLTFZL, conm nlvmaﬁ!ggm;;mzmmmm (G :;;»

O BmoEE P ERMENBIFOHINFRATEIC DV TIE., TIEERRR 1 @FTiEsk DIBEE (SES U,
SEIDBRRPVIKSEICOVTHEHR T D EEBIC, KEBEHA ROFIROEZEN A RS AV ZSE(C
U ECTRET %o

MRBEECH S D ILMEREREEDEZES 1 R

25



VWF 2B&FICF, b MISEHR VWF SEE VIIEFRE @R VT 77 S FE5A )
EEBLTHEMHEZ VWF 85 (RS RN T« 8EH 1300°) 0 28&8nesY)., V77
7~ FP 13 VWF E%EISE VINRF (FVII) OfiAZBR(ICHETIEERD, RUNYF 1% [ VWF
D+ UHMHFE T TR,

VWD BEDHEMABKICN T D VWF SERAIDYICHRSEF. BIOERICK>TERY ., HH
TRER7. 8 (p.28) DRSEZSEICKRET D, BEOHIIC THRESINZE Y. KFMH N
ERBEEF. FITRFEEZ 100% BECERTEBIRFE (VWF & UT 50 811 /kg) =185
92, LMZHETT DcHICE NS5 IEmE—ERB T &(C VWF SERFIDR) R LIRS (&
RS MInETHD.

VWD QLEIERICIY 777 M FO 2RV HBEE. BBRICEIHTNTLS FVII OB T
<. BBD/Vy T —I(CEEHINTWVD VWF DBEAHZELECRSEZRET D,
—BDEFEF VWF SEREIDETEC IR EZRMEL TLD T8, KRAT VWF SEREID
FLUCAFTERVEGGF, BENETECEHNAICARH LTV S REAIZ (BMIRZERESR L L
T) AL, TEBLIFTEPHICLEINEEZRIBT 5 EZERBINETH D,

VWD (CI&, BEORENEIBZERT 21D DEREBNHIE (NRIEMHFERREREEBN K H
EFRIIFEREMBRER FESESENTER) i'H). INSORIEZANATSIEICKST
BoaBBEEEREER LD, SHEZAT 2 (ICEBENNERCH, BEHICEEREY -V v
D—H— (MSW) BEITHR U CBMENH D,

ENEE

1. KEHE

von Willebrand & (VWD) (&, [/IMRO#EEER LS. BES VIIRF FVII) ORELIERZR T
% von Willebrand B+ (VWF) D885 2 WIEBRIRRZ [CK W FIE T DBETHEHIMMRETH D,
VWF DIETDREEICIHU T, FVIIBETFLTLREENEWV, VWD [FEGHEEMMEERERDOD TIFR
PEENSWVERCTHDD. FERNEEAEEVEFDZ L,

—MH97R VWD D2 BEICE L TlE. BAMmEIEMFRNS [von Willebrand 58DE2E A
RS2 2021 FhR"] BFITESNTVD,
— https://www.jsth.org/wordpress/wp-content/uploads/2015/04/

von-Willebrand 8D A RS> 2021 Fhi .pdf

2. FEER

HIMAEK F M/ MRAGTEEERES [C KD - MEEMZERHET DN, —8D VWD [F. FVII DR
ZICK > TIRR A SFELIT EEEALMPHRNNEMERIET 5. —MREICIFLMEH SHMARKD
BHSNBZH, BIEDBGIFFRICIR>THOHMEPFI. DIRESICIEMRHZE/cLU TSNS 5
BHEV.—ED VWD [FHEEDMEELMZFIE LYY < HRWIRITBELELMZECIEL BB D,

3. WX NSOIEEN & XRE

WNBHADRE T 28EM. FIBHEORBMREICK > THIEEKEZZ52 208N H DD
ZNLSADEMABK [EHHTREL . FICFRDBZVBERBIIC K > THRIME S NS OIAEMEFEN.,
KX R ERHIMAERE UTIE, IRBIEORARNEM,. MBEEMD D WV (FtOHEEER
ZHOOAREHM. MEMOFE. HDVEKESBRIMERENEZ 5N D,
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@ SRS

4. 2ZHR"

BER T U—ZVORE (R, PT. APTT. J Z'U_/ 4>, FDP - D-dimer) Tl& APTT
DEMESHRHSNZN . 2TCERBEETITEADLBRBN. VWD HEHN2BE(E. VWF
MEE. VWFES (VA NEFYOT709—=EH4). FVII &M FVIIL: C) ZAEL. VWF &%
FIcld VWF RS 30% KBDIES%E VWD 2855, 2L, SEREMERN S Y VWF
fi5N* 30-50 % DIFEED. VWD EBRANT BT EFTERL,

5. i - SRENBEEFOXE"

1) B

VWD DIEImaEF. ETULE VWF RUFVII Z@#IET S 2 &ICKY, HIMDBE, SKUERMm
MALBRDOHMZIFT 2 I ETH D, BHBE. HAEICSWVT VWF RO FVII OFIEICERTRER
EE (3. MEBREZMEN DAREHED VWF ZRIES B 2B T A E L > (-deamino-8-D-arginine
vasopressin : DDAVP) &, #E8IRMIC VWF Z#78d 2 VWF SEREID 2858 TH .

DDAVP [FEFIC K > TRIRDEWVNAZ UL, —BBDERIICIEER). —BOIERCIFRRERD I
H. MRERRECHT2EMOEEPHIINAERIC(E. VWF SEREZAVN2 AN HERERR LMD
NORETH D,

xS Nz VWD BEDIEISEDOTEHRE(C(F, ZERIEMICHER U TV REIR B, &k
5. BRCBEOURBREDERNINETH D, MEBED VWD CHIBBUERICIE., &AICIN
SZHEFET Do

BERFRIMCTIETR T 2 DI DRIRBEN— RERLCVRHBEN G, RNA—RICFE
EDIMEEICHERERDIECH SN TS,

HIMOAE S ORI EB RO M TR AIC DWTIE, TTRERER W IBRFefEsR DIEEEIERE U,
REDZBRPIRGEICOVTHRT 2L EBIC. REZEHA B [von Willebrand mDE2EA 1 K
542 2021 TR ] ZBEIC U LTRET %,

— https://www.jsth.org/wordpress/wp-content/uploads/2015/04/von-Willebrand & MDa2E

HA RS A 2021 FhR .pdf

2) VWF SE&H

VWF SEREIC(E. & MIEEER VWF 255 VI BFEBRE (odVWF/FVII&E]) (&2
BAMREES VIIRF @RS IVI77 NFEHAS &EHRT KM N\ AO0YT %R S
#t - BRFETT | — M EA AN BARMAREIHE) SBmTHEMRZ VWF R (VWF &&)) (R=Z237
TILT 7 BERERIUNVFETIA 1300° 2ERGTT REERIEMIIA) O 285880 55,
MEDEWNG FVII 25BN ENT. IV T 77 N FP (& VWF & FVII ZESICHTET DTN
GEETH DN, KRRV T ©IF VWF BRBEEITH B2, FVII BDERICHTTT DNENH D5
Bl FVII "B EHATDHNEN DD, (R T 1 © BEMES UIEEE. BERADORNEY
FVII R ELS N, FVIIESIFBRLICER L, 24 BRE®ICE—T &£133) LD > T, HEixs
WEBEFDEERBMOMEAEICE. IV T 77 M FCOAPFEEIEVNEEZZ 5N,

BH. VT 77 KFCIE VWF & FVIIDOSEENAREEL. VWF A FVIID 2.4 fEE3BEN
TW3, EEIDLFFG FVII DSEEZEE(CEHINTWVDH (B > T 77 b FE5H 1000°
= FVIII H* 1000 BAIZSEINTVSD) ., BRD/Sy7r—ICE VWF & FVII OfH DEAEH HED
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INTWBcsH, BE5EENT VWF OB (Bl : I T 77 bk F3E5F 1000° D VWF SEE
(& 2400 Bf1) ZEE(RET Do
OV I7IMFCERIRYT  CODBRESEDELREX7. 8ITRT,.

x7. W - RONBEFOIV T 77 b FEEIRAORSE

BiEETE NEESE HISIESE | BSHR
>100% day1 _ 20 ~ 401U/kg _
=1 2205 cors 50~ 60 1U/kg | 20 0008 | 7~ 148
>50 ~ 80% day] N 20 ~ 401U/kg N
A >30%~50% day2~ | S0 601K |5 _sgpme | 3T°F
thik - BEULE | >50% 20~ 40 IU/kg | BEES 18
5 - B
BB | >100% day 20 ~ 401U/kg
(VVF S5 - FVII 5 N 40~50 U/kg | 29~ 8 | 3~5m
Nt et ai B | >50% day2 12 ~ 48 B9
BRI >50 ~ 80% day] N 20 ~ 401U/kg N
(@E~D%E) | >30% day2 ~ 20~401U/ke | 1) _4ememg | 2B
BRI >100% day] 20 ~ 401U/kg N
(&) >50% day2 ~ S0IU/ke g oapsme | /10
B5E(E FVIIEM TG < VWF BN ERECRST 2T &,
8. M - BIANERBORY NV (85 1300° DRS5E
’ s DELEDRSE
B 2] ERSR | (gr03, EROCHES SNBHERE)
BT .
e i, Regene) |40~ 50IUke | 40~ 50 1U/kg 8~ 24 BMTE
SR
(EBEFRHLHORLMN, BEES. 40 ~ 60 1U/kg %402 ~ 3 O,

LB, AR ROsNMg. e | 20~ 801U/ke

B, SHSMHEMRE)

8~ 24T L

MiRPBERE—I1E

FiliDRERE
VWEF : RCo (%) FVIIl : C (%)
NSl 50 ~ 60 40 ~ 50
PN 100 80 ~ 100

2Z) VWD IIEAICHEWNT., BIERRFEEZENT BIeHICHBIRIRSEF FELDORATHESI NS,

VWF#EE (IU) =
(VWF BEEDBEREL NIV (%) — VWF FEEDR—Z5 142 UNIL (%)) X (FE+ 2
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FVIIZEE (IU) =
(FVIEEDBIRL NIV (%) — FVIIEEDR—RS5 12 UARI (%)) X FE+ 2

VWF OMPHEHEEH) 16 BE ThD/csh. hEFEELEDBMBRDEEGE. VWF SBERAZ1)
0% 5%, [LMOHRFDZHIC—EDHIRE 8 ~ 24 BEEIC (EfiiRS) I2nENHD.

BLDIEGICKY . VWF SKUFVII O LEFEVFFIRIERRD D, HORSER. BKIUE
RS - FHERSPICEER NS ZAE L. HIIOWRISIH CTRFEEHNESNTLSH 2R
Ufc LT R5EZR/EIINENH D,

6. WBEAT VWF SERAIDT CICAFTERVIESORNSGE

BHEWICHIMAER Z S —80 VWD B&(F. VWF SERBIOEEEINEEZRREL TS
Bahten . INSOBRERFBEICHEIZRLTCVSEEN DD, BERHIMERICK I BESN
B BT VWF SEREIN T CICAFTERVEGIR. R2B#NICESIFRHUL TV 2887Z (B
WEBR7Z SR UTc L) AL, TEBREITRPHCLEINGEZRRINT 2 EZZERINETH D,

FEFEICK>TH VWF SERANMNMEATETRVEEICIE. FEREMEE (FFP). XicEFoUus
TUFET—hZAVT. TJEREET VWF ZHR I DUNEN DD, BEEREMICOVNTIEMERE
EMOBENZZR T Do

Z O, FEINREMEEES UC, bSRXFTLAR. 2OV 7S/ HT7OVEBIREDTHEEH.
AIVNVIOLZRIIRYEF NUD A EYZY CREDMEE SRR EBEA (HH) TJaETH BN
ERREMIC T 23RIFBEENTH S,

7. VWD t(3FEDIBWEE « FERATHHESNIZIES

VWD EBIHY VWD & [FEHEDRVER - IERTIRX S NICHE. BIERNA <. RINLED
AETHNE, MEDODRREB S IeFREBDBREZESBYRBINIFRLV, 22U, MEHERZS
HUICBEOAMSEE G/ WREES KUFRERE) OEMICELTE. BMEAZEBEREED
OEEMEN S 5. MIMEEEDEMICHIc>TIF. VWD DBEZIT> TS EBEFICIFFMIREH
BO L, NIMSEERBOIUSPERIDRSE. BLUTMEEEFD VWD OaES#t 72 RET %
WENH B,

8. EEEMMHIE

VWD (CI&, JBEORBNEIBZERT 2 DEEEBNGIE (T8 MERERRERE A H
EFFEREMREERFESECRMAER) iH). INSOHEZFIRISZEICK->TH
CEIBgHEFEREERN LR D, STIEZMNAT 3 CIIBENDERCH . BEOICEERY —YvILD—H—
(MSW) R ECHBR L THED' H B,

9. 8E

1) B3 B8, fth. von Willebrand f&DE2EHA RS> 2021 Fh. BAMEIEMFERE 325
45 Page413-481, 2021.

2) B3 B, fb. von Willebrand J&DE2&E A RS54 > 2021 Fhy EIE 2022 2 H. BAM
IEMFPREE 33 535 Page372-374, 2022.
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|1 | SEEIVIMRRIAME (R WRislAMERRDRER) (ITP)

RV WORANE (ITP) (&, [VIWRIREB(CX T 2 BSiANEES N, MIMROBIENTTEY

B EIC K> TR Z KT BERELERECH D,

ITP [CHEVT—RMICE TR EDHIMAERDBES M IR D DI(F, M/IMRE S T3 /UL LI TH 2,

EREmMMYAOORALM. SHIM. T, MEREREF, MAWREH 15 /ul IRISE2 UTefl

THROSNBTENL,

KX ZNELE T DL D RBREERBIMIERZFRIE I 5 6[EHRIARVA, [/IMRZ RS T

EENRMOHEBHMNREEERERHMZEC T TEND D, FMMIMREHMEBEDEMHE (TP

BEMISHDOME. FRBEICK > THEMESIN, ZO—WICHIMERIEH L TWLBEEN

Hdo

ITP [CIFEBFENREMENR . BAN(CFFRAZRIE D,

INRD TP O EBEICDOVTIE. BANRMER - PAZEHS TBRNEMR - PAFEE

2022 FINBRZEEM/IWORANEZEA A RS54 V] BRITENTLS,

— https://www.jspho.org/pdf/journal/20221214_guideline/20221214_guideline.pdf

RAD ITP DZM EBEICDNTIF. BEFBEHOTRBERIARNSER MRREESAESCRH

I BWEIMNS [ ARFEME IR A EBER OSBRI A R 2019 FERR] BKRU [ARE

MMV AMESS RIS IR A R 2023 Frhit] ARITINTL %,

— https://www.jstage.jst.go.jp/article/rinketsu/60/8/60_877/_article/-char/ja/
https://www.jstage.jst.go.jp/article/rinketsu/64/10/64_1245/_pdf/-char/ja

BERHMPHMONER(C(E, RRICIVIMREZOESE D LHICAFILIL RZVDOV/VILR

i, REIJOTUVAERE VIWEN. SXUINSOHAREENAVSNS,

GBI OTUVKEREF. BAITP DBEG. 2N FileEI 07U 400mg/kg/day Z5H

EhER U CRUEERET D, R ITP DFEIE. 800mg ~ 1000mg/kg 7Z 1 OREFFIIRS T S

CENHERINZ N, CORESHEFRBNE SN TLEW,, XFILTL RZVOV/VVAEERR.

1g/day UNRETIF 20 ~ 30mg/kg/day) 7= 3 BEER U CREFRET . WA ITP [CXT 2

AREIIIE 10 ~ 20 BAIOREIVIWRRAEZIZS5T .

[VIVREIID (S, [/VRAYEIAN T 2 AR I/ RIBIANMESRBTR (TTP) /YU /SR I/ WRos 2

iE HIT) ([CBVTIE, MERZBRI D ICHRERTH D, LIZH > T, BIFRRE (EU)LEY

PYIDHO LR EBM) DEHBZETIPZRR SED B 2HE . AN/VU VIRSZOIVIWORA R E (.

25 (M REIMZRET 2 NE TIEE,

INSORMHEEIE. BHTCRURI—BUTHBcH. SIET DIV CEIBRERTOA R =M

WEHERERAZ RS 2.

R ITP OaBEBNIEI/IMREZBIIS B2 & TIRIRL, TEBRIBEICH DRIERZNERL

UDDEEHRMZRLIET 2 & THd. Uich > T iBEEIRNF IR Ta<. BMDEEES

FURBRREEDEEDE (HRQoL) ZZEU TRET 2.

A ITP THIMFERNDERH. H5VFEERDHZEG. NUINTI— - EOURRD S NIIFREE

EEERMET 2. VUNEITP [CBIFEIAUINTI— - EOUDREEEDENMEFHETL L TLRL)
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A TP ICBVTAYONT I — - EOUBENRVES. HDWVIEREICEK > THIVIWREN 2
~3F /UL ECEELBVWESE. FIEIBRERT O R (FLRZVOY 0.5~ 1mg/kg/
day) RV AEERIAT .

ITP (C(&. JBEDRFENEBZERT 2D DEREMFIE (R8N ERREREEIE
FIFHREEEMGIE I8THRK 63) i’ . —EDEHZHICEIFECABENEHIN D,
FIEZFNBY BICIFBEENMNERZH., BHICEERY—T vILT—H— (MSW) BREICHERRLT
BLUEN G D,

1. KEHE

SRMEI/IREAME . MIWREEEB(ICH T 2BEMAENEESN. MIWRICHEET DRBR. =
EUTHRREICHIT D HARMIRTOMIMROIENTUE L, MR ZRTESREMEERT
H2. LIBIFFREMEIIMRBEAMERBREFEEN TV, &ild e EmmIVREAME (immune
thrombocytopenia : ITP) LIF[ENZ T N0,

M/\WREA & £ 1e LR 2 thDIRRPHEENFE LRL primary TP &, EHEPE25UTUT Y h—
T (SLE) BEASHDIRAIC KW ZBEMR M/ WA Z E 2 LTUL S secondary ITP [CH%ESN.
DI RTR R M WRORAMESRBER S IE EN TV ER(E. primary ITP [C%EY 2,

INRD TP DEMEBERICDOVTIE, BRNRIE - PAFENS [BARNEIR - PAZER
2022 FINBREEM/IWORANEZEA A RS54 V] BRITEIN TV S,

— https://www.jspho.org/pdf/journal/20221214_guideline/20221214_guideline.pdf

A ITP D2 EBRICEA U T, BEEFBEHOMEBRERIAFSER MRABESESCEAY
DHRIEN S AT/ WRBIAMELBHRODB R A A R 2019 FX0ER '] B LU [RAREEN
N\HRIAMERZKIS IR A R 2023 Fhit] BMFEITIN TV D,

— https://www.stage.jst.go.jp/article/rinketsu/60/8/60_877/_article/-char/ja/
https://www.jstage.jst.go.jp/article/rinketsu/64/10/64_1245/_pdf/-char/ja

e, MPINREBMERERRDSIUHRKRICEESINTS Y., TNTIUN\REBERERRERE
>~ 9 — (https://www.shouman.jp/disease/details/09_13_023/) 8 L U HRBEHR Lz I —
(https://www.nanbyou.or.jp/entry/157) @ Web 4 ~CHE2HT - SBEICEI T 25 El/BIRNEE
FHEINTW3,

2. FEEIR

ERIFHMIERTH Y. F&EUTR T (RREMXIFEN) Z530 2, BMEREESFRN
BRLEBID T ENES L BHMBANICE >THEMULP TV —BBICHEIMEE@AEESHICRD DI,
MMRE S /UL IR CH D, K FHMMAOOEANHI. S, T, MR, B%FERRE-.
M/IREA 175 /UL AR ISR UTEBITROEND T NS <. BAD 1% 2E. INED 0.4% 12E
([CHNT. HEHFKEMBEL S,

ITP [CIFFERFF~ 1 FLUAICBRER I 2R L, [IMREADE D U < [FHRIREE
PINETHZBMEN G D, INEITP [ 6 A~ 1 FLRNICERERET 20h% <. 1BHLIT DD
#25% CH2. —73. WA TP (FIBIHLT DEGINZL L,

SHEIN E S MFEFEBIC UMM CERW D, Tl [SXAEZHT TP E2Hie 3 » BLIN) . #
BHEITP (3~1248). B%ITP (12 BRI L)) D3 DICHFEINTLD,
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3. BREINDO0EEN & XER

ITP (Fr KRB R FERAHIR L. EEMEE TORE CIV/IWREA ZIEE S NTEH S NS HIH
< INE. A EBICHIRERICHRREZNEE T D KX DBEFERLMMAPRZFAE T 2 HI(F2E0,
—7. NEC RAEBIC, 18 TP OBRBERE I/ Z ERET 5 & TG, EFRBMZ
THUDDMIMREZHT T 2 ETH D, INETES SICI/IMRE K DASREMOAERZERT
Do MUIREHMEMBEDIBIE ITP BENMASHDIME, FIRIFEICK > THRESI N, ZD—8ICH
MERNESHLTVBIEBEED DS,

$

4. kR

ITP [CIFEEBRFENGERTEN TG BARRCIFBRNEZ/ E 18D, TRD B, M/WREAMNFERD DD
RMERRODER (HRZHEMP2MEMICK2EBMZRS) BRUBMRROEEN B HRERE
IR T2 T bDER (R9) BN TEDIRSICITP E2HI T D, ITP BTSN TL
2H17ZBRE. BRFICINSDFERIEZRIZ I N TERT DDFHREETH DN, TJeEREHE CHOESR

ZRRNT B
&9. MREADRE
M) \RiEA DIRE FIERER

EEE BECIEEER. BAEARUEN. SHELMEREY. EEIMHEEE

. ERMEEERE
i3 SRV \WRAME (primary ITP. secondary ITP)

SEB T %E’I‘ﬂﬂ%ﬂ%ﬁ\ JIH*%’I‘&EJIH/J:*)ii)ﬁ,w\’l‘étgf‘iﬁiﬁ\ B
MA MRV NMEERESAE. /YU VR M/ Wi AME

DER kAT IE

IR - IR ,N==tuullll|

BIE2TlE. BMERDZE. TITRROER. SHECPREE. REEZESRT 5,

BRBEMMRETIE. 2M% (CBC) BLURERRE. £EFRELEDIC, TJRERRY MLRICHKRHEI
BHREAZHEZR L. WS, ESME. BRRMROBREZERT 2, MIWREENFET S5
BlF. RKMARY EDTA MWD Z#Z X, CBC OB, ~N/VUVHDWET T VBEIMT
DIVIWREZHESR T %o

B RRZRMERDHESR (S LEIMVEEE(C I/ \WREIMMZEFATIRE (ITP) H. 2= (AR I/ WRBIAME5RBS -
TTP) =4I g 2B &R B Tesd. FICEBTH D, BIFMRDEHRE TTP R SFTEN G215
BIC(E. BENIC ADAMTS135EEERIET Do

Foo AU VERMEMAWGEANE HIT) BEMRICM/IMRRMAZER THDetd. ~N/YUFERD
BECODVWTHERINETH D, (HIT (FA/VUVIREEA5 ~ 14 BRICRET 52 EH%0.)

CNSITHIA. EEBEIREY CTREICLVBEBDERZIETRT D,

BEEREICDOVTIE. ITP (CHHMNBATREBWVIZSH. OMEKICEEN R INE,. MREERE
TRAICERT DHNEIFHRV. ANUINTI—-ELOUBRNGDIBEIC. CNEREITDIEITEKD
TEIITDZ TP BH 2N, [VIMREOLEEICFIFEANNSBcH. NCDOVTOREPEED. 1B
MERNEBBFNTH S THEDREL,
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BB, TR AR/ WORAMESSHIS B A A R 2023 SR (CBWVTIE. SZMERE(CmE SOV R
MIF > (TPO) BECHBEIIIRIEE (IPF%) HIIZ SN TWVSAY. 2024 FKIFE. CNHSDRE
(FERIRINE, SN TLITRLY,

rerEL. —EOEEIMECATSE Cld. fIRRMEKE & B2 (RERINE N D) IPF% B RIENT
BECHD. TNICKIBBICHIT2MIMREEDET (IPF%ET) EIMIMRDBEED 2 W IFIHIETTE
(IPF% 1B0) DRI TEDIHBENHDDT. ZHDSE(TED,

5. Him - FHMEYNEEFOIIR

1) 8=

(1B14) ITP OBEBRE. NEDBEGOWADBEG O/ Z ESICRT CETEFRLS B
BEFTEDRBEICHSENEREDGRL UDD, EEHMAERIET ST E. BADESIFEER
HMmZEEEEL S SMAWRE (B%, 375 /UL L) (ST 2 & THD. LIch> T EERHM.
HMOVLERE . EMERDBHRIEE L TR, BEDERRNERS.

BEGHIMPERMIVLER. 32 WFM/IREN 1 ~ 25 /UL LU CORSER &R e -
MEE (wet purpura) H'58H 5N DBEE. HATE. BRICIVIRHEZOESEDEHICAFILTU
RZVOVNIVAEEL. ®REJOTUVAEERL. M/MRENN. SLOCTNSOHBEENELSN
%, LEEDHZS. NETIE. FURZYVOVOREFICEAR. ®E7 07U VAEEANTAHALSN,
/) \#s I (F FE s\ DERRHMMICRES5 N2,

INEOFHEZH TP BEBFBAEE T D LI BBEEETDDF30~56% CThd. LIt >T.
SBEEINI MR TR <. BIMDBEES SORREHEDEEDE (HRQoL) ZZE L TRET 2.
BEEICOVTIF. FICHEEMOERVZEEZEE(C UIZEIE Buchanan HIMEEEHFE (3R 10)
ZRV., DEEMUFTEBEEERT S,

K 10. {EIE Buchanan and Adix tHImX 317

Grade UzJ imE
0 i FUWEImH L <R
. 824 DD KB (F5F 100 LUIRK) KLU/ Feld 5 BLIARD

NSRBI (B 3cm IA) . fEEHIMR U
< ORREMI (G5 100 BLE) BKU/ Ffeld 5@ ED

2 BIE S 7 BT (B 3 cm L) . RSESHms L
" 1B 22 DB DI, BHOE VRSN, i, =
; BUATRIE | s, (e(o58 - BRI O . SEOSEI< 5%
mUzommy | BOO> 55, MR ME. mHERSDERE. SUL
ﬁﬁ\i@ﬁ?
. - SO ME - [Fh. §5. PGS DAL .

B5(ICEMDZRICEN AN NERIZS
HEE S NICBRENBIME 2 H S DEBAL CDEaZEED I H\
I3 BERRY /R

5 Gan7ZBNT / Bt

A ITP TlE, BIMERDEM. 52 VIEEERDHBEG. NUINT I — - EOURRENGNIIER
BHEEZE/RT D NJINTY— - EOURENRRVIES. HDWVIFREICK > THI/IMREN 2
~37 /UL EICEHE LBRLEA ITP DIFE(F. FTEIBRERTOA RZAVCEREN T ITRMES
N30, MIMREH 375 /L LETHME[AAN R SNIBVRGIFEEEREBHER 5D, (K4)
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SN ®RTO7 U ABRE
MEILE > {551 |- IR
(k5 T 08 XFIVFURZY OV IV REE
v

_________________________
y«u:mas—eDU@%{QJ@u}+]mggﬁ\

v v v
MRSz 375 /| | mivEs2B~35 /] [mivee< 25
MRS L MRS L BB
v i HIMERE
B RSB v Y
| EBRERFO/R
|

’ Second line ;&85%& ‘

4. BADOFEMEMIREIME (ITP) afRDFiN
MADIBIN TP (LHT ZBEOBRE. MIRZERLT 2 ETREL,
ERGEMZETHLS DM (B8 37 /UL ML) 2RI 2T ETHD

2) EFHM. SMmKNERDEE

[M/MROFBREICKY . BEEBMPREMREDEERHMZECLTVWBIBE. H2WVIEEHE
BREICKIVBIFMIDERSECE, NB, MAEBICREIOTU VRERE AFILFUR
—VaOVNIVAEE, MIMWREN. SKTINSOHABEERENHANSNDS, INSOEINF. F
ZhEes (B, B, SH(EE. WIRSER. KL - [BRE - BRIEN) R EICHMA'SD 2. 52 WIFM/IRED
173 /UL IR THImMOBNABRWES, 62 WV (EF - SRMINNEZE’RT 515G CTHd. & 111
INODOREBENNERERMINE - FiiE. CNSEERMT DIFICHESND MIWREZTRT .

xR 11. HMANE - FTlFICHRS NS IV WRE

nE S| VIRER
FHHERINILE (EERES) 2~37 /uLLLE
R R i 355 /UL BLE
R R 575 /uL BLE
S R 35 /uLBLE
P HRN T —7 LA 255 /uLBLE
2 57 /uLBLE
e 575 /uL BLE
K 875 /uL BLE
Rl 107 /UL BLE
B 575 /uL BLE
it 575 /uL BLE
HERE AR 875 /uL BLE
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BT OTUVKEREE. HAITP DIBE. TeHFiReRI 07> 400mg/kg/day %Z=5H
BER U CRUEEEEd 2. /NRITP DFEF. 800mg ~ 1000mg/kg & 1 EEHFIRS T2 T EhH
[EINBZH. COBREFEFFRENE SN TOIRL, BB 3 HER SV SI/IMREIFEN LA
. T 7 BRICRAEBEIOET DN, ZOBRRLITHA U, IVIMRENEEFRBEILVIBIILTVS
HEF 2 ~3BTH S,

XFIVFU RZVOV/ISIVAEEIE. TP DIEENBEDE —RIRETHD U RZVOY (Tmg/
kg/day) 5 &Y B REICI/MRIBNEES SN2 TEEMN S . BEXAFILSL RZV DOV 1g/day
%Z 3 BELER U CRUEERET D, MV/IMREIENFIRS 3IHBE<SLHASIRMN. # 80% DAEHIT I/
WREIDIEIIN H 5N B,

WA ITP DIFE, M/MREMIE 10 ~ 20 B OREM/IVMREEZRS5T 2, ROELHRIES
N2OEHENH2DH, FIMRFAENEFET 2O THELE S NICM/IMRDFGFELS . TOBRMRNE
SNV ENEWV, BEITOTU VAEFASHAT 2 EMIWREBIENRIRI B ONP I <20
T, B2BFCEURXUEHAINS,

fer2 U RIS, ITP &BERMAVRAVEA T2 TTP 2 HIT [CEWTIE. MigERZIERSE
BICHERTH D, F5IC TTP OFERIS. [V MREA & BMMEBMD HH588 SN BHEEERE O FEL,
BHERERZEDIBVEEDH D, (EEICTNSDSHIENITNTZES SERIF, BRETIP2
AD 10%FimEIERE (CHTRWY)

AERH I/ WA S BIMEBMDHD TTP (&, LR LIFESSEIESmMAMmE ITP O&H (Evans
EREE) SN, M/IMREMAEESINTULESBENH2D T, BMARE (EU)LE>A> LDH
DOLEREBM) BEHULTWVD ITP BWLEIICIE, MIMREIMZRS(CERET D NETIERL,

—7. TP BWEIAY HIT THDOREEIFHRINEVNEZZ S5N2ZH. KOTEHAN/VU VERDOEHE
[CDWVWTCIFHESRULTCH<ANLEN,

ITP A EARBICERANZMITH Y. MREZECTIEHIEEDER ZIT o/, TP EH L THEER
BRI LRI NS TBWVEEDHZ V., MREMZERET DERICIF. 29 TTP & HIT DTJREEER
KU ET. T 22RNEEEZ SN,

INSDRUEEEF. BBTRPRIS—BMUTHDIcH. 5IEDTVTROSL RZVOVRERE
ZRVWCHFBEEZRmL. RICHRL TV,

3) HMFERH'EM. &H25VIEEERDES

HIMAERDER. 52 WSEERD ITP BEN. MRBEBEE (CHEIND Z&FPEL EITE
BI/NER, MBRARECERIND.

IR ITP (&, MAMREICEIFRR <. tEEHMZ M S PEEM EOEMERZRHDHBEIC. TUR
—VOv2mg/kg/ B%&5~7BEAL. MIWREN 3 ~57 /UL U EICBE > T2 SEPHITHE L.
RE 14BFTET 5,

A TP TAUINTI— - EOUBRESHUTVDELIE. CNERET D EHHEHDER T
MIREODENNESND, NUIINTI— - EOUDKREEEG. HERAREH 7 BREICESNTL
Lk BIBRERTOA RKUDEFINICRIERADM VT ENDS. ITP EEMEANUINT T — -
EOUBRN D 2HBEICIE. VIMWRECHIEROERICHND ST, BERONGRER AN HRIN
2o UNEITPCBIFZAUINTI— - EOU DREEEDEMMEIFHETL L TULIERL)

ANYINTI— - POUIERZ. HDVIIBRENEDDAA TP DEEE— BRI IFEIBRERT
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O4 RTHDN. ZOREEVDXREMATEIHN 25% SEVT & HRLABEIERNSD D& TP &
M/IREH 375 /UL A ESBNEESFEICEFHEEZSI BV EREN S, HADIEXE ITP OEEE
B/ ZERICRY T & TREL, EEREMZTHLU DS DM ZMIFT 2T EETNT
W3,

A TP T IVMRE < 25 /UL 2 WVIFEMERN G D HECEF. PEEEELTTURIY
O (PSL) 0. 5~ 1mg/kg/day DBS5% 2 ~ 4 BERE L. Z DBIVIREIENOEEICHD 5T
8~ 12 BMIFT PSL & 10mg/kg/day LI NICE TRET %o

INSDBEICK DT, HIMEKNLE LRV ITP ». MAMREA 35 /uL LU EICHRFCE
BOLRLA TP DIFEF. FOVRKRIF VSREHREERE. UYFITT, H2VIEEEHMTRED
second line MBEEEZERT D, &ifld. BEFOY>FF—1 (Syk) BEESIW® Fc B4 (FCRn)
FHEEITR EDFEDMANIBME TP (W U TREBEIN E 1> TV D,

6. ITP &IIREDIBWEE - FERTRESNIIBS

FRXE (CHIMAER DR <. RIINLBHARERGEGIF. MEXDREAER S CEBDEEZ BT
B8RS NIFRVA MigMERZ G 6 UGG ORISR E I MREES K UTMRERE) (.
[M/IMREAMEAEDRES ([CH VW THIMEAZIERE B 2 0/ N 52, —MREVICIEI/IMRES 3 /uL U
FOBEE. EEEY OTIREANTTD CENHEREIND N | RIIIREADE®ICHZ> T,
ITP DEEZT 2> CVDEEEFCIEEFAREHERD L. FIUMEEERFEOISPEAIDIRSE. S
KUHIMEEOEPD ITP DB ZRE U TV MEN DD,

7. EEEBRHIE

ITP [Cl&. JEEORENEBZEE I 2O DEREMMFIE (NBIEHHERRERSEMFIE
FIFHREEENGIE | I5EHK 63) . —EDEHZ K BITECEIBENERAINDS.
HEZMNAT 2 ICEBFBHIUERCD. BOHICERY -V vILT—hH— (MSW) BREICHRLTS
<HENHD.

8. 2EXM

1) BE %% . BAVNRIE - PAFER 2022 FINEREMMIWORAMEZSEAM RS54 >, BX
INBIAR - BPAF MRS 59 % 1 S Page50-57. 2022

2) GR B M NEIMPOEAY RS A VEE. HARMEIEMFAREE 355 4 S Paged61-467.
2024

3) AR SN, Ml SRR A M RBEREEDSRB A K 2019 tiEThR. BRARIIR 60
% 8 = Page877-896.2019

4) 8K SN, . RAREEIIWREAMEZ ISR« R 2023 £ BRMR 645105
Page1245-1257. 2023

5) Swan D, et al. Thrombosis in immune thrombocytopenia - current status and future
perspectives. Br J Haematol . 2021 Sep;194(5):822-834
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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

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

2) BEFBRFMAERPE HOMARBEERASEE [MRREESES (CRT 2] ¥ TTP
TI—2F. M M/ AMEERBER (TTP) 2 A4 K 2023, ERRIMA 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
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