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3) fer2L. BENSHEEOEMICKH U T, /N4 /VRUEMRBECKLDBBEZITOIHEIF. SR
D [FEBINTVIREAE] (—6. PUEY ELRTI®CLD "HMTFEL EREPICKEEL
FiEfeEmo “IkmaE" s81R) #BRE LT, EMBAICEECR U TRSEVRSHBZY
49 %o

MEREBEICDOVWTAREARRNAH2HBEF. BARME EMFRMAREZEEEZERD IOy JHl
SRR, SRR EICRVEDE D E K.

MERZEEEZESRD WEB 1 h— https://www.jsth.org/wordpress/com/jhnc/
MERICIE. BEOFENEIEZEFET D ICODEEENNFIE RFERmEEHIE SNBSS
ERREREBENNHIE X cFEREMRRER FREHFEEMAEE) Hol. TNSOHIEZT]
93 &LICk>THCABREEIEERNER D, SHEZFRT 3 (CEEENNERCD. B
[CEREY—YvI)LD—hH— (MSW) BREICHERL THHEN G D,

ENEE
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. KEBI=

[Eﬂ?irlat MAEEEZE VI (IX) BFOEN. BHIXZICEDERMEMMEERER TH 2, £ VIIE
F (FVII) RZAEZMMRE A, 5B IXEF (FIX) RZEZMRR B STV, WINBERFEMED 1% K
AMDEDZEIE. 1~ 5% DODZEPFIE. 5% ULEDBHDZEEE LTS,

BEMRRIFHER OBEZANHI®. 4R SEEEA. ARREMREDEMIERICE>T. K
BWADNBHRICERENSD. UL ULBH'S. RFEHOERNEVNPEE. $25WEBEDHGEH
MAERNEEZ TIFR <. BEHAD D VIEHMAHDORECHME, FllFOLEMEE. 52 VIS EAMHD
SNICRERBERBZE >NNFICEMSNZHBEGHH D,

2. FEER

MARDOEMAR (EREBLBIAR (KR, [MEER) Zhie U, BEAREMIMRDE <. RVNTH
AREMAE W, M&RHK A EIMRRK B DEICKERERDERFR.

BIEANHMZ#2 )R & BEIEBRICIBIERENE T Y (IBIBIRR) . RECEHEEMEN SENE
BEPLA L T (MARREEEE) . REHICIIBIEIOEZRITHEGN H 5,

FEFDBREDES (C K BFOMAREE SBEEHESDETIMIE SN TVBEANZNH, 40
H EDMRRES (T TICEMDBEEHICEENMETLTLZ A%,

Fle, —EBOEGIFRBERFOMITICK ., HSSNIZFVII (FIX) ZBEDOREEENEYE L

TERHU. FVIIL(FIX) (CHTBEETS® (1 eEEY—) PEESIND ZENH D, A1 Ve —h
EESNIEER. BEO@MABENENERD D, IEMEENRE#CRY . K EEHBEENET
LP I <5

3. BaiEd N3 a6 & XER

HENICHEYT BEALM. HRANEI. KT - MEREMOXEDF. RERFRADETED
FH FEEFMDUDIFEICKD EMEBEICK >TEEINTWVS ). TNSORFICERDIEVLE
ABMICK > THIEEKE CIE S NS OREMED RV, 22U, BEAEMEEMESZ . &
HOMEWPEREOEEERZECITENNGY .. EEE (RIEPIRIERE) OHMIFKERREICKD
BEOBNDHZ1cH. WITNHARICTHRREIMEEZERT 2HNENH D,

MARREEN WX SN DTN HDHMAKR E UTIE. I, SERIRE PO b E R
BOSOBEEERM. HDVWEIKERNMEICKLDHIM. EEHEREICSHT2ERMEVNERD LE MR R
ENEZS5N D,

4. WA

MR U—ZU7%&E (IV/MrE. 7’0 OV E VR PT. 5EMEEED SO VR TS AF V8FR:
APTT. 4 U5V, T4 TUVDEREY - FDP B ULIE D-dimer) [CHEWT. APTT BHODIE
ENROSNICIZEIC. FVII - FIXCEEZAE L. BFEEN 40% KEDHEE. MARKREZHT 2.
von Willebrand fs& D#ERIDTz8b. VWF FIIRE. VWF & (URA M EF>OAT 705 —EMH) B
BIRFICAIE S 2END D,

Ffe, —FRTPYF AT TSV MPHRIMMER A BRERBRINERET 2KIC K2 RERS

BEIT DI, IV—TRPUFAT7ITSU RPN AV EEY—DREOMNETH D,
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5. Him - SRmeYNERFDXT

1) i

MAFRDEM - HRMNBROIEMEEOEARE. FVII (FIX) #F7ZEREH L. K2 UEFD
WMAZITDOIETHD @REE). LU, A VEEY—RBHICHLTIE. NSO FVII (FIX)
RFFEIDE BB, IEMEE(ICE. FVII (FIX) ZRAE T, FICHRREERFZEE LI E
TRERIGZRET 2/ /N A EMEENBELSN S,

—ERREMBEDTAIC DOV CIFEAMZIEMFRNS [/ EEY —DRVMARESE ICHT
BIEMEEA A RS54 2013 FHEIMR] 1) [ Ve EY —RELREMRKREE (KT 2 IEIMEE
HARSAY 2013 F4EIR] 2). BROZDOMER 3)4) IMRITINTV D, (ERRIF 2013 FLL
B ICHEFRINICHRBERIC OV CEH UICHD T, BEDEARANABIE 2013 FUEIRICECHEH N
TW3) — http://www.jsth.org/wordpress/guideline/

U, INBDOHA RSAVDOABIF. 2013 FRRCIRFES N TV RHEIRAETI R Z L)
EHBEORSE. R5ERTHY . TORICETSNICHRIIERAAIZRAVWCEERT 255G(E. F
(CHRSBRNAERDICD. SERDRINEZSRIT 20EN G D,

Fo EFHMOFEh7ZBENE UCRERFABRAICEBSEE (Re-balance) BARAIE WS
TeIERFE&EI (Non-factor &E) DFEFEIN TS,

2018 FICHFTNI FVIIEERB _SRBNARF TV AVT @RE  NLATA1T5 ") Z(E
APDIIAER AERICDWVTIE, IEITEBEHINLS A 7S © IHEMRAE—EERDmN B Sz, [
RREBEICHT DILMEES A RS 1 2019 Ff#ER ~NASA TS (VXY FAICDL
TJ5) v, PAHEEDEENDEIFT A b— https://chugai-pharm.jp/contents/ca/055/001/002/ 7&
EmHITBIRUTUVEREE 0,

E5IC. 2024 FLIE. REIFESE (Re-balance) FARKTHZ IV YAV T @RE FLUE®) -
RIVRIVRT (@R e ARTY®) BEFINTVD. PUEY ELARTY® & RESIEE
FD—DTHS Tissue Factor Pathway Inhibitor (TFPI) OIERZEINGEIT 2 E ./ 2 O—F)LiAR
BT, PUE A9 —DEREZBHOITLTOMAR A/BEFICH LT, EARTI®FA
VeEEY—0ORVINARE A/B SIS U T, "HIIPH" ("ILIDEE" TlERV) ZBMICERSNS.

ANLATATSOPFUESY ELRTICICLD "HIMFH ZREPOEBE (CFHE UciRiEHBmc
WU, NSO “HIMFR BZENERS L TH, [EMMREFERUEV S, md RERFREEIZR
Wz “IEIEE" ZXRET BN DD,

122U, “IEMBE" DI DHEEIRSICEK > TIREOEE D AT QRIS NZBEEH D2,
FAT2RHEIDBRPESENRRBDHEENH . FRZNELET D,

IFMICERAUTV2RFZE B, MRKADBEENLTATI PTUEY ELRTI %
FRALTVSDEN. ZULTERRR. BLUBEDUREREDBRIDETH D, MEBRSH IR
REHBHUERICE. |RDICINSZHERT 5. BEEFRERFICIRRT 2B23FR[EN—FZmEU
TWBEELHY . AN—RICEEEDQLMERICHERERDNEH SN TS,

MARDIEMEEE, TFEHCDH UVERRAENS N, haUEMIELTWSfzh, HMDiE
it PERMBVNEBR O IEMEIRTTIAICDOWTIE, TIRERR Y Bhitsg DIEEIER L. HAIDRE
RPESEBICOVNTERT D EEBIC. FZEAA RO LA RSAVZESECUCLTRET S
CENEETHD.
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EHA RTIFHI - SMBLEBROENICOVT. COBEDRIC. 2) 4 VEE9—DRUV
KRS B AT (185%) O4 e B9 —DRVIIEKA (NASA TS “IHERA). @1k
B9 —DBVIMERA (NASA TS “FERF) @4 Ve 9 —DRVIMERKB. 2) 4 VS —R
BMARICHT 2 IEMEE (358 O1 VeI —FBEMRK A (NLASA TS ©IEFERA) BLUA
VY —REMRRKB QA Ve Y —FEMER A (NLASA TS “EAM). [CHITTEHT 2.

BB FUEY ELRTIC(CELD "HIMFTH ZRMAEPICHEE UMD “IEITAE (CDL
TlE. BIREH T, (= 6. PLEY ELRTI®(CLD “HIITH ERIEPICHEE UrciiEHm
D “ltMsE" 28R)

2) 41 Ve B —DOBVIRIKICH T B LA () "

A VeI —DRVIIRKICH T 3 EMEE (5 KOBRMLEBD EMEE) (&, FVII (FIX) S5
DHFTEENBEARTH . FVII (FIX) REEHIOTHCK Y. BERFELESE 100% BULL) CER
SEBTENTEETH Y. BEAEBEHEOLEMBERER (EFIRSDEF) #IFSED N TETH D,
Lfeh' > T AHEMPAFRICENTHREAEEFODBE - IMBHTREE KD,

HEWEE D I EEO AR VLBDESIC(E FVII (FIX) 5E#H%E 20 ~ 40% (T, DEFEDHI
HDVIEPPEEOBVLBDES(E 40 ~ 80% (C. BREDOHIMDEEOATBRUBDES( 80 ~
100% (LUE) (CERETEZED FVII (FIX) 8E%R5T 5. (F2. 388

12R2L. ZPUEY ELRTIC(CLD "HWIMFEL ZSRFEPICHRE UM “IEMmEE" (214,
FVIIl (FIX) BHIDOABIRS(C &K > TIIEDFLE U RI DRSS NZ58DH e, BEN SHEED
HMICE. VI (FIX) BFEEIDORS8EE2FIN [FRSNTVSRIERE] (— 6. PLE Y/ ELAR
TICICKD WM ARMERICHEE ULRIEHm “ItaE 218) #8ZE LT, BmSGe
BEINUTRESE VR SHREHMT %, 1220, EEOHMASRICH U TEZDRRY TlERL,

X 2. WHIMEFOHFEE

- BESR ) OYERARSE
ﬁg? agz% IR (@) m&ER A M7 B
= ! EVIIEFEE) | & IXEFRE)
BSERPOLLI (827
FARLN ()
| Dmrsm - -
B E 20-40% S 1 RIS 10-20 8afif 20-40 8
SR EE OIS
\F S S m
BSERPNLLI (/%)
SN (EE)
PEEfAE 40-80% &, EIVE, O5/IMEHh SOHMm 20-40 8L 40-80 8111
=2t
\F B PRSI AR
B
80%LILE | S{LEsbm 40-50 {7 | 80-100 B
B 5 HEDOENDHBD50EH
100% LLE gﬁmmm SOEEILE | 100 BfLE
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& 3. BMONEROMBITEE

Filg - WiE

BigE—o
AFLUAXIV

ENEEDILS

B[R y=p=
REPYRZHDIEVSEE

ke, FIEFURZHSBE

JREARE,

1F MRS
20~40%
50 ~80%

IFMERETHNE, 12 ~ 24 BES T ([CHEMIERH
KETo

NEBRIIC 1 EDH, FBICMUTE—TIRFUAN
V7 20 ~ 30% LU EICTR2 KD 1~ 3 HES.

S EOAR] 20~ 40% | RiEFIC 1 DDdH. ERBFITREZIT > CVDEE
(CIF, BFBZEZFEDBICRINSGDHED,

BEA R 20~40% | BEICIHUTT Do

FEHEZER 50~80% | 12~ 24 BFEHEIC1~48H.

EE - PEOHEERRRIRE | 50 ~80% | ARG L. BMNLEZIT 2B EF. BEICIHU

EERR

T12~24BFEHBEC1~488.

AT R 60 ~80% | BEICIHUET T TRFLANIILZ 30 ~40%LLEIC
ROKD 1~ 4 HE. HfitdEEzT>THRL,
RIS ZAIE BB DEIRZE | 20 ~40% | MEICHUET 10,

R, PDEEIRAD T —T ILUREA

R—hERE 80%LUE | BEBICIHUT IS THRFLANILZE 80% LU EICHRDK
5 3 ~5 EﬁlEﬁo

IDMEH T —7 )b TACE. 60 ~80% | MEICIHUT 12 ~ 24 BEHEIC3I~7HHE.

MEGTRE MBI ZIT 2> CTHAXU,

TR PRBR VBRI 80%LIE | FSTRFLANIIZE 40 ~50%(CRDKD5~7H
Bo Ko, bSXRFYLBE1D 15~ 25mg /kg 7Z 1
H3~4@MAARN 10 10mg/kgZ1H3~4@D
BT ERAEACHALTHRL,

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

RAENTFif 100%LLE | b THERFLANILZE 80%LL EICHRDKDIC5~10
HE. TORFEBFEEFMICET D,

FEE - B (DIMBLIAY) - | 100%UE | RSTHEFULUANILZ 80% LU EICERDKIDIC5~10

FAERTR & D25 FERF Nl B, LEglF NS TRFLA)ILZE 30%LEICRDEK
D 3~ 5 HEFRIFEIKRAE T,

B - REIARIR EDF i 100%L E | b THERFLANILZE S50% EICHERDKDIC5~10

B, M&lE bS TRFLUANILZ 30% L EICRDK
S 3~ 5HEFIEEIRAE T,
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BB, FFHEIBIIC FVII (FIX) &N 100% U EICIR-Tc & UTH. IITMEED Y R T hENT
DI TIEEL,

SEEOREIOFERICEALTIE. NAPILDSEENRE > TVLBDT, INSZESFEHMEHEDE.
SEBZEMB<EICEDLOITLXRI DNEN DD,

BEICHEATRA (R 4) F. BEDBENSHEALTVRHOZESIEHEEMAIT 2HNEFLL
P BUHEHEINAFTERVES, B UBRARICHOD FVIIL (FIX) HEIDNSGNE, TNZERL TBE

FEET B,
F4. EVI - EIXEFHZ—ER
& A EHma —fi%$2 BRFe ¢t
JOXIA ~MC® -
o fa _prex | remma AR R
3/7 ;thr e\ E A M5 B ks
I7 ’
' [ a7 R
e 7 RANARE e HERBIH
AES VIIRFER | gNv—)Lpuq® F0 NITR—% INA T)VES
. R wOoo k3s JIRIIF 4 2T
JINTA 7LD 7 Jr—v
_ " ® :/:Eg I\jg\\ —_ %UEHZ
X—A w7 7,77 RRAEER
_ ® I7507 37
40774~ 715 > /T4
e e el S=r o
T4/ AR P72 RS LR
AR Jpae T, NA TIVES
RES VI BT - —
P wOg kag JIRI T4 2T
FILT 7RI J7—%
IATRFS® O/ 32777 | CSLR—U VD
I E—F TIrRYIRIT Ny 5y
LT 7
D R M® e N KM N1 4097 X
N RES X BT / AR
iaiidcuniins PPSB — HT i \ 75 E .
R e = i SR
AERXEFEA | () e 5 IX BTESH BAEE
RRILTA® JFATTIL T 7 TrAH—
FILFOUTZR® %Z“U/THQTN YT
*;JEE/H«H@EEE —n Y ~, ® 7)'/7\\ |\ I_//\o/ T:'Q“ \\_I ~ Y
BEE X m7am | 2 VETY LT GLA=UZ7
LI uP " JFATR=gRT | I TAAT

¥JVITA b—HT® J2T77bF®:von Willebrand RFZH5 VIl BF A
BOKPPSB — HT [ZF V7] BIRF. HURT. FEXRFZSEIT 20NV EVESHEA]
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FVII (FIX) #AIC KD EMBBENRODEZI U VT IE. APTT RO FVII (FIX) SEEZRWVTIT S,
FVIIT (FIX) EMEDRIEEE < DIER D ZFHARERHICHEL TS BRMBEHAISND FTHEDE
BZZEI 2. FVII (FIX) BN 50% ZHBR 2 & APTT FIERBEHE L RBHENLWNIH. APTT
DEZI U VI RIFTIFIEMERRDFHEN Rt A TH D, LIcH>T. BEOLEMEZIUVTEL
TAPTT ZRIEL DD, @S FVII (FIX) FEEZRAEL. HERSEBZFHET 2 EHNEBEETH D,

REMDIBEE. FVII(FIX) LADRERFOHEEN (BRI [TE I 2TEMNGDIch. PT.
T4 TU /T UEREDERNITATE L. HEICIHU THERBINRG E THRORERFHHFTIT D.
Ffzo PT R APTT [CRBRESNGWVE XN AFBHEBMICE T I S/, ERFAEL. BMECHET
F Xl AFRAIDO®MITZ1T D,

D4 Y EET—DRBWIERK A (NLS 1 F'S © IEERE)

A VEEI—DRVIIERRA ICHUT, &2 (0.13). %3 (p.14) [CEUT FVII BRI OBFEE
EITS(CHIc) . BERFEFEEERT BOICHNERBSEF TROX THEIND, BFEHED
FRETHPHT, B5% 30 DLINICE—TEISET 3.

FVII #ZEE (1U)
= (FVIIEEDBEIRLARIL (%) — FVIIEEDR—RS5 14V LARIL (%)) X FE+ 2

FESHEXTER UcBE. FVII&HIZ 10 ~ 20 841 /kg #59 NUL FVIIEEE 20 ~ 40%
ERU. 20 ~ 40 811 /kg 59113 40 ~ 80%. 40 ~ 60 &1 /kg £85I 1(F 80 ~ 120% £
RIBDLEICIED, BH. LIDERICHFRIMEAER FVIII RAZER T DHGH. FREERE FVII
HAZERT 3550, YLDRSEFEANICEUTHD,

FRHIRER FVII RHFIDFFHIF 8 ~ 10 EER FERAERRAITIE 15 ~ 20 KEREE) T
HBcH. PFEELULEOHMABKDOEZEG(E. FVII REIZYLOERS%E,. EMOMROIZHIC—EDH
B 12 ~ 24 KEIBICE IR LIRS (EhiRS) I208NH S,

BATIE FVIII OFFHAZERT B LR/ANER L TEY . INSOFRBAEVINORE DK 15
~ 20 BERRETH D, [/ VEEY—DRVIIAKREEICN T B LLIMEETA RS54 2 2013 F4E]
AR) ICBNTIE, FRHIRERRFZRVCHEDEMERICOWVWCEH SN TS 2, FmERE
REFVII RE7ZEAT 256 FRORMINEZSRO L ERRSOERZRE T ZUEN DD,

SEOEMPFMEFRE, RERFEEZRIABSEBICRES EINENHHHEEICIF. YUVY
MY FPZRAVT FVII &R ZHRIR 5T 55052, FREIRER FVII HEIZHAVTHFRSZ
X9 2HGE. FTEFRFEEFTTR—S KRS TFVIIREZGEL. BENS 4 8461 /kg/hr
TR S ZRM T 5. BRE(CIFELDEMICKY . FVII O LRBELHBEANERD 2th, FOE
58%. BIERKRS - FHERSPICEHEREERFEEZAE L. HmORRICH CcRFEH%
MMESNTVBNZEIEER LI LT BE5EZFHEIT INENH D,

FRHIERE FVII RFI ORI SIC DOV T E. IR TIRRENRRSBOELZ IRV csH, B
DAERIICZ DRAZFER UIBZED LREBHS LUFEAN G SH UHERSNTVDEGICDH. T
DT =S ZRICRHIREGDEZR/E L TRMT 5T EHNEFX UL,

FUEY ELRTIY(CLD "HMFEE ZREPOIMRRK A BEICFRE UILBERBMCD, Flig
Z VIl RFREZAV "LIVEE DA ETH D, 22U, BEDSPHEEDHMICEK 2 (p.14) D
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K585 UGG, MPEREDURT ERDUREENGDDT, SRAD [EBINTVIE
BRAE] (—6. PLUEY ELARTICLD BT ZRMDICHEE UICIERHIMO I MEE"
2R) ZBZ U T BMBAUPREEICH U TREEPRSHEZHIT 2, 2L, EEOEBIMAE
RIS UTIEZDIRY TIFTRLY,

@4 VEEI—DRBWIER A (NLASAT'S © ERE) >

FE MR A [CBVNTIEA >V EEI—DBEEICHD DS T ALSA TS Y (L&D HMFPH (“Lk
MEE" TlERW) AERINTODEFNEBIIL TS,

ANLTATS Y FVII DERZRE T 2MBEEIT. FEHNERICRL. RSN TETH
2P, EERDEEREES FVIIEHICEE U T 15% EE T BREEZEBIIS B THMREFER UL,
CDIEDNLTA TS (F. BEOHIMERDFHHIREH DN, BMOIEMEREC EFRA R+
THY, HMEPHMELEBRCIEHTBIE FVII 2RV EITESENNEICIRD. NATA TS
FERPOA e 9 —DRVINER A DIEIEEF. NASA 7S © IEERFICERK. K 2 (p.14).
% 3 (p.15) [CHE U T FVII RBIHFEEZRIEYS Do

NLTA TS ERADE. APTT WREDREKEES Y BRIBICEBT D/, APTTH LU
APTT ZFIB U TRIEY 2 FVIIEH.FVII o EEY R EDSERE(G. EEGREBEAFSNT .
LEMERENBRICTHESNTUE DS NASA TS *EAPIC APTT ZFBH U CRIEY 2B ERIE
I2BEE. ANLATA TS DDA ERECTIN UIc L TCRIET DHENH D8, EENNE
THdo (FHMEDAFHECDOVTIE, PHRECEVNGHLTESD L)

NLSA TS DFERADPOESEG. EMEOEENEMRICH. BEFMAREEEEFIET 3N
L©TATSEAMRICBVWTEEZRIBEL. HENRBEZEZ 7+ O—ERTIT > TLBBEEHZL,
BEEANLSA TS “EEH— REFFELTVNS DT, B CIFEEHIN TV S HESRITBEEEERY .
X - BRZESH TOEFEAHZRET 2T ENEFLLY,

NLTA TS DFERPOA Ve S —DIRVIAR A DHEMEFOIRE. PHREDELRGISH
- b— https://chugai-pharm.jp/contents/ca/055/001/002/ [CEF N EEEH SN TV Z DT, &
BFsREVZL,

@4 VLI —DRIERB "

£ PI—DRVNMARB ISR LT, £2 (0.13). %3 (p.14) [CEUT FIX BEIOBFE S
TS, BRRTEMEENT 3D AERR S TEOR CHESND, BFEHED
FRIEFTHPHT, E5% 30 2LIRICE—TEISETD D,

FIX ZEE (1U)
= (FIX;EEDBIRL NIV (%) — FIXTEEDR—S5 12NV (%)) X FE

FEEE CER UG FIX&EZ 20 ~ 40 841 /kg 5 I UL FVIILEEF 20~ 40% ER U,
40 ~ 80 81 /kg 59 NIE 40 ~ 80%. 80 ~ 120 Efil /kg RE5TNIEL 80 ~ 120% LRI D
EICRB,

FRHEIRAELL FIX HEZERT 21560, FHILERE FIX REZERT 2560, YERS5ER
BEAXWICEALCTH D,
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BEICERAT 2RAIE. BENZEERNSHERAL TV DDZS|IESHEIFERITDANLEZILVLA. F
URBINAF TERVES. © UBRAICHO FIX "ENAGNIE, ZNZFERALTEEZRET 2.

FBHIRAERY FIX RAIDOHRAE 20 ~ 24 BERE T, FHHERE FIXRAITREEA L2
HEANKEL RIRD, MK A CEER. PHEEL EOHMABRDOBEEE. FIX HEIZYOR5%. 1t
MOHFFDI= [C—EDHBR R LIRS (EiRS) T2MENDD. RSEREERFTEICER
DI, FEAIDIMINEZSRDI L)

BEQEMPFHiGE. RERFEMZRIBSEICEESEINENGDHEICEF. YUY
MY TZAWNT FIX RBIZREI 5T 2755055, FIX D EEMBEPHEEAF. FVIIICHER U TRA
DIBFEPE L DIER T L ICRE S ERDN. FRHIREL FIX REZAVCHRRSZRRET 2155
& FTERRFERETTR—SRAKRSTFIXREZ&EGEL. BED DS 5 8B /kg/hr ZBRI(CHKfR
BRE5ZERIT D, 22U, FRIERT FIX REIF., FRANMIEBICRVDERBZVZH, 4HITLD
R S(ICR B UEMBENRER (BFULL) DITEGL, WITNICEL POESER. SXRUE
g S - FHRR ST IC(RERRERFEEZAE L. MO UcEFEENFOSNTLDH
ZEHWR U LT, REEZRFEID2NEN DD,

PUE® ELART I CRD "HIMFEE ZRBEHOMMARE B BE(CFEUREHMICE, BhiE
EIXEFREZAV LIEE PRETH D, 2L, BENSHEEDOHMICEK 2 (p.14) D
B8RS UGG, MMEREDYURXT ERDTEMENGDDT. SREID [AEBIN TV I&R
EAE] (—6. PUE®/ ELARTI P ICLD "HIMFPH ZRMEDICHKE LRI “IEMEE"
2iR) ZBRE LT, HMEBAPREEICIH U CTREEPRSHEZHIRT 5. 22U, EEDOHIAE
RIS U TIEZDRRY TlETRU,

3) 41 Ve EY—{REMRIKICH T B ILIAE (F5R) »

M A (B) BEIC FVII (FIX) BEIZIRS UGG, —8OESIICIFIRESSNIZ FVIIL (FIX) (3
IBEEAGRIEESINDHEN DY, TNZFVII (FIX) 4 e E9—EIFS, FVII(FIX) 4 >E
EY—I&. FVII (FIX) OgeZHIHIT B 1zth. FVIII (FIX) REIDZRIFESS - BKT D,

A ey —07ih HIFIHEEEDFHEER) FNEXFEA (BU) /mL THRELIN, ERBMESOD
FVII(FIX) /&% 7%Z 50% R 9 25401l 7Z 1BU/mL &ELTW%. 4 VEEY—[FZDHfICL>T,
S (5BU/mL LLE) . &Il (SBU/mL Kid) ICXDTND. i FVII (FIX) HARRSEDRIG
EICHEWVNG . FVIIL (FIX) BEIO@EFZHT CHEIC SBU/ML REDEWRHE CHE T H0O—
LRI =& E VI (FIX) 0T 1 BELAIC2RICHEENEINL. —ETH5BU/mL M E
[CIR2 I ENBBD/NA VARV T —ICED TN Do

A Ve Y —REMKRFELIE. FVII (FIX) #E7ZZS UTEMRMF SNV e, KEBDDIE
BlCFE. FVII (FIX) ZREBE I ICHRRRERFZEME S B TRERIVERET 5/\ /A LLME
ERRANSND, —73. A VEESY —HEDMDAEGID—ERIE. KED FVII (FIX) BFNCKD 1Y
EEY -t (PHEER) PARLSNS5HEDH S,

A Ve EY —REMRIFEGIDIEIEEICH T 2/ VA N A IEMEE E PHBEEDERF, BEDIR
DA ey —ffi (K 5BU/mLHA=5BU/mL ). FVII (FIX) HEESEOR LM (O—L X
YT —DNA VARV T —h) . SROBIMEROBAEE (BEHEED). DHESFEGDHEICKIUR
ESND, (R58H1)
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@ SRS

& 5. A VEEY—(FREMRFEDIEMEECSH TS FEER

S50 , " \ \
e |t amER & 1R 22 =R
O—L2M>s— Eﬁ%@m)%ﬁ MBS
NA VARV T — e &1 =HE
A @pgEonm, 4 |1 AR FVIIL (FIX) 245
(<5BU/mL) NA VAR>S — =SR2 s oo \
(EEOLI. F) FVIIL (FIX) 85 A NALEMER]
RIGHEE e INA VAL MR
_ o | e =
=i (= 5BU/mL) INA N IEMERE] FVIL (FIX) &%
O—LRMRYT— ?vﬁﬁlﬁ (FIX) ) AR
i o e | (e BRE
IETRER A LRI S JNA JSR U M o e
oy ~ i ° | %ﬁﬁ%
R FSHRE JNA J SR IR Y

INANZUEMESEICAWVWSNBEFICIE, FHE 0N Y EVESHRRA| (aPCC) @ AINRK

BRERFIAILEHESGH B 771/ \&5EM 1000°
BELFHEMHRZEEELE VIIRFRE (FVila) (TZF9 37 ZILT7

BOSiToTT  REEG TR .
BMm% /T H B

ERYVUYY® BESIRTEIL /R ILTa R TP =X KRARM) . 5BVIFERES X RFIEHEE
£ VI RFRE (FVila/X) (Z@EEBAMRRESE XAFINEHEEIRT ARe: NAJ0v~°
BUEARSE KM N A OV I AM%AEE TOE— 3 ViIgH | —REEEABERMERBHERE) O
3BEN' DD, K6 ICENTNDREE - BEEZTRT,

BB, NATATS O PFPLUECLD "HIMF ZRMHICHE UBiRBImCHT /541 /VZ
IFMEHECIF, MIPEDFEE Y XITHDEIIND . FATDIREDERPIRSENERDHEH

HY., FRZNEET D,

&6. /NN LMD

200 837 /kg ZHBZ B

MEFRIFLIES BETHRIRZ EEE M#FHRSE X ®WF
2 A OOV E V& BEE VI BTFRE IS bEE VI IFRH
(aPCQ) (rFVIa) (FVIla/X)
BWRB | 77/ 8 1000° ;ﬁg;gHwﬁﬂﬂ NAT0w R ©
90ug/kg (#@)
HEINS | 50 ~ 100 811 /kg Z0D#& FVlla & LT
Fik-FEB | 8~ 128/E1~3@ |60~ 120ug/kg (1E) | 60~ 120pg/kg 1@
HZ)~3BRECE
BiEs5E. 8EELLED
XYk 1 BREKRIRS5EE BiRZd(FTTL. gEE%

586D T, 180ug/kg
ZRBAIFN

H2RECHIT B ILMERERBEDZEA 1 R
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SEHDIFMHROBEL ERT TETYREHOEsH, LI NOERIERNTIFMEEERE LT
BEDBEVA, BEORIMERCH UTERLTLZREANERSNTVSIBE(E. ZOREEBL
CIHMBBAEEET HOHNLEE L,

B, NA S LMEEE. APTT ZOMDREREICZOMBEI DLW PT < RIRENRLH,
ZIUVTHRETH ). R CRERERDBEDESVC &> T, MREHET BLSHIIPENRL,

—FH. A VeEY—Hffint < 5BU/ML DIREDIZEEFE. BREED FVII (FIX) A =&/S5 L. o
VeI —#PHUT, IEMEREEERES 82 DHEAD®H 2. PIEER/ /T2 EMESAS &
Y., ZO#R%ZE APTT ® FVII (FIX) SEETEZIYU VIO O[ETH D,

PRIEE MY 5I84(E. MBERDA Ve LS —EDHT BDCUER FVII FIX) B, T
DR THET 5, EEOIMAECIFLTOPRCMZT, £2 (p.13). &3 (p.14) [CRT LM
BECNERETERENRST 2 UENG S,

thflE
= 40 X {FE (kg) X {(100 —~ANY b TV v ME(%))/100} X 1~ E9 —(iE (BU/mL)

RICAT R U MEZE 50% T B &, DRIE= 20 X4E (kg) X+ VEE9—(E (BU/mL)
Y. TIUCIHITAREICKER FVII (FIX) BEIR e BOSEENDICRST 5.

ZO%IFEIEEE. [EMOHSFOH [C—EDIER FVII (FIX) REZ8 R URS (E5HRS5) &
BVEEERETINEN B D, (MAFA: p.16 DA VELI—DRVIMERA (NASA TS °
JEEFA) B8R, MAKB : p.17 O ¥ E9I—DREVIIRSR B SH])

A VEEI—RERICBVTIE FVII FIX) DT U7 SYINTEL TV EEN GBI, Ei
APTT B&LOFVIIl FIX) SEEEE=IU YT L. +HRIEMIHENESNTNBHERRT 20BN
HD. F1z. FVII (FIX) 8EIERS U 4~7BHIC. FVIIFIX) CRBELTA Y EE9—EhE
ST B, PIEEDHRIEE - HET BT EICOBET DREN DB,

BlE. A Yy —RAEMRFEADIEMSE, BEAORRDESE, HME=9 U VI hIER
[CEMERBI, BPIBRCERT 3 HNEE L. AV Ly —REMRKEED EMBEDE
MHE S LTHRERISSR. MEICEGTHRUIHANRRES VI BTEE @Re /Rt
7Y HI®) % 90 ug/kg 857 B.

OV EEI—REMER A (NLASAT'S " IEERF]) &V« VeI —(FENK%B?

A VEEY—REMRKA (NASA TS O EERA) BLUA b B9 —FEMKRSRE B DS
BEFHNRORAD B W BEDIRED A b B9 —Hiffi (K 5BU/mL h = 5BU/mL HY) . FVIII (FIX)
RSB ORINE (O—LUARYIT—DN\A VARSI —D) . BLROCBMERDOELEE (BREHE
EhnY). OfFabhBIcL) . NANREMBEEFRC(EPRFEEZRET D, (p.19 K 5SH)

2L, MRBBA VeI —REBICT7A N EZRVEEES. J7AN°ICEEINTVS
FIXICRIRULT. ®EBDA Ve EI—AEN LR LY., PF T4 SFY—FERPRIO-—EEH
ESRERNBDIeh. T7 A4\ EFERLTHINSDEWERNFELE UKW SRS N TV DS
P, /RETVHIB2WINA 70w K ° ZERTIHNRETH D,

MERA A eE9—REFICT7AIN ZRWEESIE. 7F 74 SFV—FERPXT7O0—C%
AT DOEELFBVH. T7 AN ICFVIIDRIFE N EEINTVD ). BERICA VEET—
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@ SRS

Hifin LR B TR 5 5.

FLUE® (L& WMTFR ERMHDA Vb £S5 —REMRREE R UBRRmD/ S /$2
IFIAREICE. EDNA /SR LMBHERNTHEOBUN, MEORENEISNB 1, S5
HIDERSN TN R ESHEBCARINTVBRERE (»6. PLE Y EARTY® LS "M
BE5" EERIEDICRAE ULIEEMO LS 28) 28585, J7 AN ICDVTE 24 5
BLANDERSHEZAE 1kg Bz 100 BAIZ FRETDTENEEFLL., ZUE ® EERAPDR
Eid, HMBOBESEEDE LB H— REFE LTV BEN 530 T, ZNESE(CIEIE
BZEERT D ENLBEULL,

B, MERAYELSI—RERDA Y ES—OAMCRIHE. HEIEMAEICER LT 5%
., ANLSATS O pPLE C BROEREEOHEHITERSSICE, £/ RETY H® (90 u
g/kg) (2 kB /\A /SR UL MBEEENET 5.

@4 VEEI—FEIER A (NLS17'S ® {EHE) >

B, ABHDA Ve EI—REMER AERICHUTIE. NASA TS DERREICLD "B
MFBE” HEESNTND. BRRDEBY . NASA TS © ORERAEES FVIIEHCHRE LT 15%
BET. REEFENTETCHPRIFERURV. TDEODALSA TS ®F, BmolEmagEc(E
WRAANT9THY . BIMEFCEHMNERFCIFHN T BIE/NN A NN EMBESEF e lF PR E = HAT
DNEN DD, NAISZUEMBSEEPHEEOVNITNERIRT 20 DOVTIE. AASA TS ©IHE
FBflEEREKS (p.19) ZSEITRET Do

NLSA TS O HFERPOMMER A A Ve B9 —RERICHT 2/NA /VRUEIMEEIS. RFIDREIR
PIRSGEHNRIGDH. TENNETHD.

ANLSATS®ENASALEMBE T 7ANBLONA 70 k ®) ZHABUESICE.
MMASERASE. MMM \MEEEFRET DUREUNB L BBIEH. NASA TS ® L&D "HIMFRY
ZBIA UIe B ICRE LI BIERICH L TlE. RAIE LT/ RETY HI® L&D “IEIEE "R
TNDe NATATSC EHATIED ./ RETY HI® DIEHRSEIF 90 u g/kg AT ET D,

JIRETY HI [CXKD EMHRHIRTH T, POEESTNA70Y ~ ° ZERAEI2EERVES
[FHERSER 60ug/kg AT, 774N\ ° 2ERE 2 ZERVESFIERSER 50U/kg LIT
EU. EMEERTED EEZDREBBICEEDDINENH D,

—H. NoaTA TS RERPDA VEEY—REMER A DREDA VY —Hffin' < 5
BU/mL DIXEDHZEF. HIMDEE (K PHEEDBIRRD—D2&E18%, CDHZBED FVIIEEID
BE58(F. NLATSA TS Y IHEMBHIER U TH D, (p.16 BH)

NLSA TS BFERUESIE. APTT H"REDSREKEEKR D DABICERL. BEDTEATE
APTT. FVIISEM. FVII A Ve B9 —HENERISIETE S, EMERENMBAICEHHESNTLE S,
PAEEDONROE=Y U VI (ERT S APTT. FVIIEMR., FVIIA e B9 —HEZEAES 1
HICIFE. ANLASA TSP ICRTZPHNMEERNLUTH S INSEAET 20BN B . (HFIHED
AFFECOVNT(EF, PHEE(ICELEDED L)

BH. ALSA TS BFERDOMKEA A Ve EI—FERICBNTH. 4 VeI —DHfED
R, BERIEMEEEICER U TV EEIR EDSHEN RS EICIE. F3 /Rt HI® (90ug/
kg) ICKB/N\A /SR ILMESEZBIAT Do

NLATA TS DFERPOEEE, BMIBEOBENEERICS. BEFMARSEEZEFIETIN

HMBEFICHT 5 L MERERBIEDZES A KN 2]



LASATSBARMRICBVWTEEZMIBL. HENBREZEZ T+ O—:R CITo> TV BHBEHZ L,
BEFANLTATS BEN— REFRLTVZ DT, BIMEHCFESHIN TV BHEER(CEEZER Y
X - SR E SO COREAHZRET D ENLEF UL,

NLASA TS O DFERAPOA Ve EY —REFLXREMKRR A DHIFFONIGE. PHREDERMSG
[ 4 b— https://chugai-pharm.jp/contents/ca/055/001/001/ [CE¥NEEEH SN TV DD T,
ISRV,

6. PLEY LRIV ®ICLD “HINFEE” ZRMERICHE UiEEMm) “ 1k maE"

ANLASATSOPFLUEY ELARTI®ICKD "HIIFTH ZREDPOES(ICHE U,
NSO "HIMFE" EZEMNRS UTCHIEMMRFEEURUV D, mIRERTFREZRAOE “IE
IBE ZERT DUEND D, 212U, “ILIAE DD DRFIRSIC &> TIMIEDFLED 2T
PMERENZBEDH DD, SHFD [ERINTVIRERE] 2BV EESNTNS,

[ARINTVSRERE] 3. SEERTEEICE> TABICERZN. 7LE ® 0% 3 8RS
BRICHNT. A Ve B9 —IHREMERES(C(E FVII (F 201U/kg. FIX (3 301U/KgI2E, A Ve £ —
FEMRREBEICIE/RETVH®H 90 u g/kg BEENTVZ. —F. EARTY® O 3 188
ERBCBVTIE. A VB9 —IHRBMARRBESIC FVII 1F 20 ~ 301U/kg. FIX & 20 ~ 401U/
kg BENRSINTL,

—ZHDORERFREND [FERINTVWIRERE] F. INKUBDZVNIEENH DI, MISED
URDCIFT5EET BUEN B,

7. WREATORFSERFNT S ICAFTERVESOMNSE
HENICHMERZ T MARBEDAREDF. RERFREIDEETEDFHBEEZERLTH
V. BEICETECEFADREZFHFLTV2IBEN DD, BEBRBIMAERIC K BoX I NI,
RN CIIAREBEREINT CICAFTERVESIE. B2BHENICEENRUCVL2EEZ (B%)
HIRRZHESR LT L) A L. ILIMBEERBT 2 EREBINETH D,
Ffo. —MBORERFRFNCEALTIE. RECAEREDEBEFEANTH. NLOEREREHTES
([CFFT 2T ETERNMEEINDBENH D,
£ VI BFRE
XA T (AR
BARXT VT )—FIEETECEVEHE
cIATRFSC(CSLR—=U D)
EE - HEDOA. NN - SHER®.
ZOHOME : FILT L v FI—TFEICEVEDE
- T RARA MEEEAFT Y b (250 A0 HAERGTE)
X T4 )NV )I—T(TEE D B R
IFH 8:00 ~ 17:00 : SPLine #kzt=%t  TEL : 03-3562-8300
FH17:00~328:00 £ -H- %2488 : J—)btz>9— TEL:0120-435-195
2 IX AF&A
A FIWETF Y C (CSLR=U VD)
EE - WEDA. NN - SHER®.
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@ SRS

ZOfDHE : ZILT L v TIL—TRMICELEDE
INA IS A IEMEE]

- D7 A \EERM 1000° (RERRITE)
AT 1 IV IW—TICEE D& 2 b
FH 8:00 ~ 17:00 : SPLine #xx\&=%t TEL : 03-3562-8300
FH17:00~32800 L£-H-M2485E: J—)bE>%— TEL:0120-185-268
Takeda Medical Site :
https://www.takedamed.com/medicine/substratum/20387?medicine_id=557

CJRETVHIEEFRYUYY Y (VR JIVT 4RI TF7—X)

ARIN—EVI—
BEEpsEEB (iH - ARBZR<) TEL: 0120-180363
REKRUTH - fi8 - 2HAH TEL : 0120-180363

N0y k® (KM /NAZ4OITR)
AR 7 ) —IBHETEICEAVEDE

8. MR &IIBEDZVWEE « FEIRTHESNIZIES

MAREFIN AR E FEBEDBRWVER - FERTIRESINZBE. BMEKN <. SRINLES
RETHNF. MEXORREBS>IEBROBEZEEEY EREINERV, L. M ESES
HUCBESOMMEEE (/) WREES KUOTURERE) OEMICEAL CIE. HMEQZERcEs
OJEEMN D, FIMEEEDEMICHIE > TIF. MERDBEEZT> TVDEEBEFICIFEFIREH
BO_ L. NMEEERBEOTSPEEIDRSE. BLOTIIMEEERDIRRDEESZRELT
W< ABN G D,

9. EEEMMHIE

MEIRICIE, BEDREFNEIBZER T DO DEREMNGIE EEREEHIE S/ MR
ERREREEMHIE R (FEREMRFEER FESEGEMTEE) o). INSOHEZFA
I EICKH>THCABRRIRERERNEBD. SHEZFMATDICIIPENNERZH. BHICE
B —Yv)LD—H— (MSW) REICHRULTHKMENH D,

10. BE#R

1) BH 1BX, fit. A VEEY—DORLVMARBEICHT D ILIBFEAA RS> 2013 F
1. BHARMZIEMFAEE 24 5 65 Page619-639, 2013.

2)BH B4% . A VEEY—REEREMIRBERECHT B IEMERAA RS> 20134
eI, BARMmizIEMF = (0915-7441)24 %5 6 = Page640-658, 2013.

3) BH IBAR, . MARRBS(CHITBIIEMEREAA RS> 2014 FHiEh. HARMEIEMZE
=3 265 15 Page7/5-78, 2015.

4) B EX, ft. MARB[ECHITBDIEMEESA RS54 2015 FEk. HAMEIEME
=it 278 15 Page107-114, 2016.

5) @Il ZEF, fth. HAMRIEMFSR MAREBSICHITBDIEMEESA RS> 20194
BN NASATS (ZZYXVYD) FRICOVT. BARMZIEMFREE 315 15 Page9s-
104, 2020.

MESEFIC BT B EMERERBEDZEA N 23



| 2 | von Willebrand j® (VWD)

® von Willebrand & (VWD) [FEGHHEMEEZRDOP TIREDEENBVVEER TH SN, HIMERX
(FBVERIN'Z L,

O HIMER CTHESMESINSOaEMEE LT, NEBORED ULSIFESMOSREM, MBI Ok
BRDIEMREE, INRBMEFOR/ARNLEMM, HEERENSDORELHM. H2WVIEFMEMRENZE
ABN%,

O BERIU—ZVI®%E (W, PT. APTT. Z74 U /%>, FDP - D-dimer) Tl& APTT
DEMIERNRDHOSN DN, £ TCERBEZERIEADIRLIRWV, /2L, von Willebrand BF
(VWF) ORZICK Y I/I\WbERBEIFIE T L TWL D,

0 HRERRS(CHIFT2EERHMOBECHMIVABIROE MG, ©md VWF SBE&RE =M
W EIBBENANETH 2,

O —RBR VWD OZKEBRICE U TE. BARMEIEMFEAM,S [von Willebrand fRDE2E A A
RS2 2021 FhR"] BFITSNTV S,

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

O WEREINZ VWD BEDIEMEEDAHRE(C(E. SERIEMICERU TV HEEIR B, &
Brisk. BLrUOBEDREREDBERNMECTH D, MXBEEN VWD CHBEUERICIE. &Y
[CINSZMERT 2.

O [EGR2IGITERT S 2 DD ORSFBEN— R () ZAFLTV2EBENH Y. KXHh—
RICIFBEEDLEMEEICAERERNECHINTLS,

AR BRI
44 nrUE HHD DI o - M
RS - AR
o B
EOTVET s
L (FEEM )
BB FERTFRAORSILE TS =
=2 EEOERMECEEL TS Aol S
TS . ;
K4 : i Es bl #
££H8 i F A =] {BME
P RS (BB )
FREESE RS (4B - ')

Sk
HMEFHY BREHCTREREHBRTY. 0000
OANLSATS OFLE OELRID

PR

RFEE % A>EE5— F - & HIMOER(C(EESLLDERZEALE I, HEEW
5. MORKZERYT SRS CEERNMVETY .

MDA L TS RE

K5=: Bfi] : mg

= FEBRNRBEEE. D RFEETE
HBIEEDINHINEE TEE T,

= HDBERF B : mg ZTEBEFRRIC
BELTFEL,

O BMOEET & PERMEVNBERFO LEMEETTHEIC DWW TS, TIRETRBR V) @fehtsg D FEE: (CES U
HAEIDBRPIRGEICOVWTHRT 2 EDIC. REZEAA RPRIRDZERAA RS54 U ZESE(C
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@ SRS

N

Ufce ETRET 2,

VWF SBE&EIICIF. & hmEEsEk VWF S8 VI RFRE @RS IV 777 SFE5A©)
EEGTFHMFRZ VWF ®E (BRE RV T« &85EH 1300°) 02 En'sY. IV 77
I & F® & VWF &5ES VIINRT (FVII) 0SB ICHFITEEEH. KRRV F ¢ & VWF
DHUNHFIETERL,

VWD BEDHMABKRICH T 2 VWF SERFNOYIOHESEF. HIOBREICK>TERY., 85
TREK7.8 (p.28) DEREEESEICIKRST D, BEDEMICTHEINIZHBE Y. KFMH
TRGGE. FIRFEEZ 100% EEIC LRI 2RFE (VWF & LT 50 8] /kg) 785
92, IEMZEHMRIFT DIchICF. INICEIESHET—EFBE &I VWF SBEEEIDR IR LIRS (&8
iR 5) P"IhETH 2,

VWD DIEIAEIC IV 770 S FO ZAV2BE[E. BRBICEEHINTLS FVII QBT
[FR<. BRBD/Vy T —I(IEEHINTWVD VWF DEBEMHZEECIRSERRET Do
—EBDEREF VWF SERFNDTEEECEFEEZRMEL TLB e, HEAT VWF SBEREIH
FSICAFTERVESR. BENEEECEFNAICAFL TV 28 EZ (BHRZ#ER U
T) AL, TEDRITERPHICIEMEEZRRT 2 EZERBINETH D,

VWD (ZI3F, BEORENEIEZERT 2 IcHDEBEEMFIE (INRIEHFEEREREEM S
EFIFEREMREER FESEERMAER) o). INSORIEZFIATZZEICK>T
BCaifBEREMN LD, SHEZFIATDICIERBEINERCD. EHICERY— v
D—7H— (MSW) BRECHEK UL TH L HDEN G D,

1. KEHE

von Willebrand 7% (VWD) (&, I/IMRD#EEIFHE. &ES VIIERTF (FVII) OZELIERZET
% von Willebrand B+ (VWF) D885 WIBRGIRZ [C KW FAE T SEGHERMERERTH D,
VWF DI TFDOREEICIHU T, FVIIBHETULTWRHENLWL, VWD [FEGHEMEEREDDT TlER
BEENBVERTH DN, ERNEEASTRVEFNBHE L,

—iRBY7R VWD D SIBZICEA L Tld. BAMRIEMFRN S [von Willebrand fwDa2EEA A
RS> 2021 FRRV] HFITSNTL 2,
— https://www.jsth.org/wordpress/wp-content/uploads/2015/04/

von-Willebrand D& A RS+ > 2021 FFhx .pdf

2. FEER

HIMAER (E M/ RAGEHEAERES [C K DK T - MBEEMZRF#MET S0 —8D VWD 1. FVIII DR
ZICK > TIMRIR A FELIT EEETALM PHRNNEMERIET 5. —MREICELMEH SHMARKD
BHSNBH. BIEDBGIFFRICIR>THOIMEPFIM. DIRESCIEMEHZE/cU TSNS 5
GBHZEV.—ED VWD [FHEEDMEEF M ZFHAE LT < IR IHIEERMZ E /IR ©H D,

3. Hainxd N3 a6k & ixER

INBEADRET D2HM. FIHFOREMREICK > CTHRIEEKREZZ2T 20N H B D
ZNESADEMABK EHHTREL FICFRDBZVBERBIIC K > THRIME S NS O AEMFEL,
HRE D M EREMAER & LTI, IRRBMFORARNLM. MEREM S D WIFtOHEIEER
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ZHOSOAREHM. WEMOFE. HDVEKREBRMERENEZ SN D,

4. 2"

BRERXIU—ZrJ%aE (I/JWE. PT. APTT. 747U /4>, FDP - D-dimer) Tl& APTT
DOEMIERNRBHENDZ N, 2 CEEBEBZRIEADIRLEV, VWD B8EONZIBEE. VWF
MRE. VWFEM (U MEFrOT7 09— . FVII &S (FVII: C) ZREL. VWF &K
Flold VWF FIIRED 30% FKaDiBeZE VWD E8217 2, L. BRBHEMAERKN G ) VWF
BN 30-50 % DHEDH. VWD ZBRANT D EFTERL,

5. M - EREINBEEFDRE"

1) BI&

VWD D IEMMEEF. KU VWF RUFVII ZHIET S EICKY, HIMDBE. SXUEHM
PILBRFOEMZINHT 2T ETH D, RE. BHBEICHSWVT VWF KU FVIII OFIECERTEER
FE (3. MEBREZMEN SAREED VWF ZRIES B 2B T A E L > (-deamino-8-D-arginine
vasopressin : DDAVP) &. #RE8IREIIC VWF Z 759 5 VWF SEREID 2785 TH .

DDAVP [FIEFIC K > THRDEBWVWNAZE UL, —BPDIEGIICFESR). —EBOEIICIFRERERD T
H. WEEERGICHITHHEMOBERECHMNNEEICIE. VWF SERFAZRANSHNMERR LD
HERETH D,

WoxE Nz VWD BEDIEIEEOHEHRE(CE. ZERIEMICER L TV SRS B, &k
5. BROBEOURBREDERNNETH D, MEBED VWD CHIBBUERICIE. &AICIN
5= T 2.

BEFBRJFTIBRT 2 2 DI DRRGBEN— REFRRLCVDHBEN G, AA—RICFE
FD I MBEICHERIERIEH SN TL S,

HMOEEH S PERMAEBRO (EMEESAIC DV TI(E. TIRERR Y @FEitst DIEEISER U,
RENDBRRPIGSEICOVTHR T D EEBIC, ARZEH A R [von Willebrand imDE2EA A
542 2021 TR ZBEIC U LTRET %,

— https://www.jsth.org/wordpress/wp-content/uploads/2015/04/von-Willebrand D2 &
HA RS> 2021 €47 pdf

2) VWF SEHA!

VWF SERAICF. £ MIERER VWF SEF VIl BFRBHRA (odVWE/FVIIRA)) GZER
BAMBRES VIIRT @R IVI777NFF5FA° ®EHRT KM N\ 270V 7 2Z%KR
7t - BRI | — MR EIEABAMREFEE) BT FHEMRZ VWE RE VWF &) (R=37
FILT 7 EREIRYANY T4 EER 13007 RERTT REER T EGIRM) O 27 8EN'$ 2.
WEDEVG FVII 288 I3NENT. VT 7J b F®[E VWF & FVIII ZERICHFT I 5T &N
TRETH DN, MUY T ©(F VWF BHBEITH D, FVII DERICHFA T 2LEN D D15
Bl FVIIREZHAT 2HREN DD, (RURY T« © 28RS UIZBEF. BERADOATH
FVII A RELIN. FVINEERIRLICER L, 24 BERICE—T £B3B) LIth' > T, aEz
MWEL T ZEERBMOYELEREICIE. IV T 7T~ FCOANFBEENBVNEEZEZ 5N,

BH., VT 7T MF°[FVWF & FVII OSHEENKE GEL. VWF A FVII D 2.4 BEHETN
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@ SRS

TW3, HEIDEZTIF FVII OSEEZEZCEHINTVSH (B 32T 77 b~ FF5H 1000°
= FVIII A" 1000 8IZEINTVD). ®WBO/Nv I —J(CIE VWF & FVIII O DB HED
ENTVB e, BSEEFHT VWF OB (Bl : 32777 b FAESA 1000° D VWF 252

(& 2400 1) ZEEE(TRET Do

VTP RFCERIRYT 4 CDBRE5EDELZEXR7. 8ITRT.

x7. Hm - BOKLEROIV T 77 ~ F*EERADBRSE

BiERTF S oS E HFRSE 25 HAE
>100% day] N 20 ~ 401U/kg N
KFif Z50% davh ~ 50~ 60 IU/kg | 57 qpenges | 7~ 148
. >50 ~80% day1 . 20~ 40IU/kg »
\Fis >30% ~ 50% day2~ | 20 ~601U/kg \ 15 sgpmsm | 358
ke - BEALE | >50% 20~ 40 IU/kg | B2EES 18
DR - EE
ER L 1>100% day1 20 ~ 401U/kg
(VW 55 - FVIIl i L 40~ 50 IUskg | 297 8 | 3~58
o0 sepaal | >50% day2 12 ~ 48 BRSE
ISR >50 ~ 80% day N 20 ~ 40lU/kg N
(@FE~h=m) | >30% day2 ~ 20~4010/ke | 15 _sgmmm | | OB
ISR >100% day1 20 ~ 401U/kg N
(&) >50% day2 ~ S0IUke g~ osmms | /108
WSE(E FVIDEM TR VW S ERECIRS T &,
8. LM - HIMHWLBEDRN IRV F «58EH 1300° D58
- R NEEORSE
tHIl DAER HE%SE (Flzld. BHRIICHEE SN BHRH)
S N N N -
(%Hjﬂ:ﬂ\ DE?H:”]I[\ ﬁfﬁ%i@%@t“) 40 50|U/kg 40 50 |U/kg%8 24 H%FEﬁL_&
A
(BEF/FHAEOSBIN. ABBS. | () o0, | 40~ 60 IU/kg E#92~3 B,
BIEEHI. PRXEERRONME. BEE g 8~ 24 &

H. SHSHEEMRE)

MRFERE—I1E

FigoiELE
! VWE : RCo (%) VI : C (%)
ME=T 50 ~ 60 40 ~ 50
KA 100 80 ~ 100

ZE) VWD IEAIICHEWNT, BIRERFIEMZENT DD (ICHERRSEF T DA THESI NS,

VWFA4EE (IU) =

(VWF EEDBIRELANIL (%) — VWF EEDR—RS5 142 UANIL (%)) X (FE+ 2

FVIIAEE (IU) =

(FVIIIEEDBIRL NI (%) — FVIIEEDR—ZXS5 14 LUARIL (%)) X FE+ 2
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VWF OMPEHEH) 16 BE THhd/csd. PEFEEULOBIMABRDOEGE. VWF SEREZ1)
0% 5%, [LMOHRDIZHIC—TEDHIRE 8 ~ 24 BEEI(C (EfiiRS) T2uENGD.

BLDEFCKY . VWF SXUFVII O LFERLHEHEEGRDH. OREER. SRUE
RS - FHERSPICEER NS ZAE L. HIMOWRISIH CTtRFEENESN TV SN 2R
UTc LT R5EZR/EID2NENH D,

6. WRAT VWF SERAINT CICAFTERVIZSDORNGE

BENCHIIERZ T —80 VWD BEld. VWF SBREIDEEEC IR EZREL TV
BENH) ., INOORERFEEICRAZRLUCVWSHEEN DS, EEQRHIMIERICK D BESN
B BENT VWF SEBRANT CICAFTERVEGIE. B2 EN(CBENII LTV REAIZ (B
MEBRZ SR Uz L T) AL, TEBREITRPHCLEINGEZRINT 2 EZZERINETH D,

FEFEICEL>TH VWF SBEREANMEATERVEECIE, FERBEMEE (FFP). FfcEoUs
TUFET—hZAVT. TEREHET VWF ZHR I 2MEN G D, EEREMICDOVTIFIMEE
M DBIZEERT Do

Z O FMENRLEMEEESE LT, bSRXFY LR A T2OV7 2/ ATOVEBIREDTHREH
AIVNVIOLZXIIRVEFT MU DA EYZIY CREDIMEE SRR EBEA (HA) TJaETH BN,
BERREMIC T 23RIFBEENTH S,

7. VWD & FEHEDIZWVWERE « IEATIRES NS

VWD FEBIAY VWD & [FBHEDRVEE - FERTIX S NBE. HIMERY R <, HRONLED
ARETHNE, MEDRRAE B S IEBEDBEZEEE ) EHINETRV. 2L, MgERZES
LI ORMeEE UL WREDES FOTUEERE) OEMRICEL ClE. BIMERZERTES
OEEMEN S 5. MIMEEEDERICHIc>TIF. VWD DBEZIT> CLBSEBEFICIFFMIREH
B L. fIIEEEERFBOTSPER DRSS, BROTMEEEFD VWD OBES#HZRET S
WED'H B,

8. EEEMRHIE

VWD (CI&, JBEORBENEIBZERT 2 DEEEBNNGIE (\TI8MERERRERE A H
EFFEREMREER FESECRMAER) i'H). INSOHEZFIRISZEICK-TH
CEBIBgHEFEREERN LR D, STIEZMNAT 2 CIIBENDERCH . BOICEEY - vILD—H—
(MSW) R E(CHER L TH K EN' DB,

9. &M

1) B3 B4, fth. von Willebrand /8DEEEH A RS54 > 2021 FhR. BAMRIEMZPEREE 32 5
45 Page413-481, 2021.

2) B B8, . von Willebrand i®De2EHA RS54 > 2021 kv EIE 2022 F2 B. BAM
2IFMFAREE 33 5 35 Page372-374, 2022,
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#®RTER R

|1 | SEEIVIMRRIAME (R WRislAMERRDRER) (ITP)

SRV WORANE (ITP) (& [VIMRIREB(CXH T 2 BSiANEES N, MIMROBIRNTIES

B EICK > CI/IMEBAZER T B RBRMERE TH D,

ITP [CHEWNT—MREVICKE FHINR EDEMIERDIAS MR D D&, MIMRE S T3 /UL LT TH %o

FREMMAOORALM. SHIM. T, MERREF, MAWRED 175 /ul IRISEA Uiel

THROSNBTENZD L,

KX ZNELE T DL DO RBREERBMIERZFIE I 5 6[EHERIARVA, [/IMRZ RS T

BEEALMDHEERMR EEERRESRBMZSCT I EN DD, FCMIMREAEMBEDEN ITP

BEDMMASHDIME. FIRFEICK > THRIESN, ZO—ZWICHIMAERDEH LTV BIEEH

Hdo

ITP [CIFEBHFENREUTENR . BAW(CFFRANZEIE D,

INRD TP DML BEICDOV TR, BANRME - PAZEHS TBRNEMR - PAFEE

2022 FINBREEM/IWORANEZEA A RS54 V] BRITENTLS,

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

RAD TP DEMEBERICOVTIE. BEFHBEHMMRRECRITIASER MRABEDESICE

I RDWMEIEN S [RAFTFFMEMIWORAMEEBERDS IR A R 2019 FoUEMR] BKU [HARE

PRI/ RRIAMIESZ TS ER 1 1 2023 Frhit] AFRITEINTWL S,

— 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

EERHMCHMIVLERC1F. TR(CIIREZOESBDIeHICXFILFL RV OV /IR

Bi. REIJOTUVAEEE WIWEN., SXUINSOHAEENAVSNS,

REIOTUVKREREF. RAITP DG, T2HFReEI 07U 400mg/kg/day Z5H

EhER U CRUEERET D, IR ITP DFEIE. 800mg ~ 1000mg/kg 7 1 =B EIRS T 2

CENHRINDN, COBRESHZERFIRBIE SN TVIRWL,, XFILFL RZVOV/NIVAEERZ.

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

AREIIIE 10 ~ 20 BAIOREIVIWRAEIZIRST 5.

IM/JVREI (&, [1/I\MRASEAN T 2 AR M I/ RBANMERBER (TTP) Yo/ VU 2/ SR M I/ s 2

fiE (HIT) CHEVTE. MPERZERESERCHBERTH D, LN > T, BMAR (EVILEY

PYIDHO R EBM) DEHBETIPZRSREN D 2HE. AN/VU VIS£OIVIWORA R E (S,

25 (CMVMREIMZRET 2 NE TIER,

INSORMHEEIE. BHTCRURI—BUTH D). I DIV CEIBRERTOA R=H

WA Z SRR T Do

R ITP OaBEBNE /IR ZIBIISE 2 & TR, TEBRYGEICH DRIERZN G

UDDEEEMZRGIET 2 ETHD. UIch > T, SBEEMNFIIWRE T, BMDEBEED

KURRREEDEFDE (HRQoL) ZZE U TREY 2.

A TP THIMERNDEH. H5VEFEERDHZE. NUINTI— - EOURRED S NISFREE

EEEMT D, VNRITP CHIF2AUINTI— - EOUOREEEDENEFHEIL L TLIRL)
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BAITP [EBVTAUONT I — - EOURENBWVES. 2 WVIFREIC K > THIIMREN 2
~37F /UL ECEELBVWESE, FIEIBRERTO R (FLRZVOY 0.5~ 1mg/kg/
day) ZRWICBERZRIET 5.

ITP [C(&. BEORENEIBZEET 2 O ODEEEMHIE (RS ERREREHIE
F o3 HEREEEBGHIE ETEHK 63) i . —EDEBEHZm/IcBEECEAEBENRHIN D,
FIEZFIAT B ICIEFRBNMDERICH. BDOICEEY T vI)ILT—H— (MSW) IR EICHE LT
BLMEN G D,

1. KEHE

SR MIMREAME R, MIWREEBICH I 2EEHANEESN. MIWRICHE T 2BR. *
EUTREICHIT D HARMIRTOIMIMROIFENTTEL, MIRENZRITESREMEEERT
5B LIATIFFFEMEM/IMREAERIR S IFEENTWVEH, RiflFRE /I WigAME (immune
thrombocytopenia : ITP) LIF[EN 2D T N0,

MBI Z =1z LR 2 D RRPHEENFE LWL primary TP &, ZHEPE25UTUT Y h—
TR (SLE) &S A DRAICK Y iR I/\wWogd 2Tz LTS secondary TP [CHREEN.
DI RTREF M) W AMEERBHR S [REN T UVSERREIE. primary TP [CEHT %,

INRD TP DEMEBEICDOVTIF. BANRIVE - PAZFRN S [BARNRLR - PAFER
2022 FINRREEIIMREAMEZE A A RS54 V] BPETEIN TV S,

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

A ITP DEZHEBRICEA U TIE. BEEFBEHMABRERIINSER MRABESESCEAY
DTN S [ AR/ WRBIAMELBHROS R A A R 2019 FX0ER '] B LU [HRAREEN
INRRIAMESSURS IR A K 2023 fFhx] iEITIN TV S,

— 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

Ffe. MPIINREBMERERRDSIUHRKRICEESINTS Y., TNTIUN\REBERERRERE
> 9 — (https://www.shouman.jp/disease/details/09_13_023/) S LU HRBEHREZV I —
(https://www.nanbyou.or.jp/entry/157) M Web B+ ~ZHEHT - JBEICEE T 25l BRI
#HINTW3,

2. EEFEK

AERFEMABRTH Y. FEUTHE TR (FRIKHEMX(FE) #5265, HMAERE O SFERD
BRI D T ENE L, BHBANICRI>TEHIMUP IV, —fREIICHIME[BHBESHNICEDDIE.
MAVRE S5 /UL IR CH 2. K NEMMUAOOREREMm. S38m. i, miR. 8B,
MAREAY 1 75 /UL LURISEA UTeBIITERD 5N D T ENB <. AD 1% 12E. /INBD 0.4% 2E
[CEBWVT. HmMMEmbE L2,

ITP [CIFFEAERFFE~ 1 FLUAICBREH I 228 L, M/IMREA D FEHRD U < [F R aE
HNETHDEMEEN DD, NBITP(F 6 NE~ 1 FLURICERERT 2HHZL L, BHELET 2D
) 25% T2, —H. BAITP [FIEMHET DERNZ U,

SHRINE S NFEFENIC UNHIBT CERWVEsh, RRIFHHARZHT ITP (G20 3 » BLIA). ¥
FHEITP (3~12 47 8). 1B ITP (12 #BLLL)) D3 DICHEINTLD,
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© wRItEES

3. BSREE N2 OEEE EXRRE

ITP [FrR BITF 2 [FEEPINHIR U, EEEEE COMRE T/ Wom Z Bl N TS N Fh
%< B BAEDICTEBICHEMEZNEE T DL D BEERBMABRZFES 24FME 0.
—7. NE. RAEDIC, 18 TP OBBEBEZF /MWK ZERLT D& TIR, EEREMZ
FBHL D2 MIMREZEHRF T 2 2 & THD. NETEFI SICMAMRE K ) DHEHIIOEREZERT
%o MUMREHAMEMBDIEME ITP BENMTSHDNME. FREEICK > THRMEIN., ZO—HICH
MAERDEH LTV BIEED DD,

4

¥

ITP [C[FERIFENBZEEN R  BAW(CFERANEZHER D, TROBE MIWREANFERH BN,
IRMIRRDER BHRZHBMPRMELEMICKZBMEZR) SLUBMERROEEN R, RERE
EPMIMURAE 2T HDER (R9) DA TEDIBEICITP 32019 D, ITP EBEICEEiEN TV
ZPI7ZERE. BREICINSOERIZHZINTERYT 2DIERHETH DN, TRERERE CHDEE
ZIRNT B

x9. MMREADER

V)RR DIRE FIERER
EEE BEENEEES. BAEARUEN. SHELMEREY. EEIMHEEE
- ), ERMEEERE
IR SRV MRAME (primary ITP. secondary ITP)
S ERMMEAERE. MM/ WREAMERBHR.
’ = MA MRV NMEERESAE. /YU R M/ W AME
DER Btk ReTIE
LK - IR REHM

B2 T, HMERORE. TITRPEOERE. SHEPRERE. IREEZHERT 5.

BREBEMRETIE. £2ME (CBC) BLURERGRE. £EFHREEEDIC, TJEERRE Y RIS HAEM
BEFAZHEZE L, [VIVREE. EEME. BRRMIROBEREZEZIT D, MIWRRENFET 215
Bl FMAR® EDTA KFEI/I\Mom S 2#Z X, CBC DB, ~/VUVH2W\ET T VBRMT
DI Z TR T Do

IR ARIMERODFESR IS | IE AR (C I/ REIINZEFTIAE (ITP) H\. 2= (IIAR I/ W AN 5B -
TTP) hEHli g 248 BB Tesd. RHCEBTHD. BIMFARDEHBZE TTP Z5 SFIRN D 515
BIC(E. BEHIC ADAMTS13 5EEERIET Do

Fre. ANV VRERMIIMEEAME (HIT) BEEICIVIMRBIARZ Chdicsh. ~N/VUERD
BECODVWTHERDINETH D, (HIT (FA/VUVREEAB5 ~ 14 BRICRET 52 EH%0.)

CNSITIA. EEBEIEEY CTBREICLVBEBDERZIERT D,

BEEREICDOVTIE, ITP (CHHMNBATRFBWVIZSH. OMEKICEENRINE, MREERE
TRAICERT DNEFFEVN. NUINTI—-EOUBRNHBIBEIC. INEREITDZEICKD
TBRT S TP HHHH. MIMREOLEEICIFIFENNHA DIz, TNICOVTOREYDEED. H
MERHNEEBNTH S THEDIFL,
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BE. [AGRRMEIM/IWREAMEZKSER A R 2023 FiR] [CHBVTIF. ZHEEICIE ~OY R
IRIF Y (TPO) BEPLHBIMIMRELE (IPF%) BIIZ SNTWVSHY. 2025 FRIBE. INSDRE
(FRERINE SN TLEL,

fer2U. —BOBEMIKAIES ClF. fRRMIKE EBIC RRRNEZHS) IPF% ©RIEN T
BECHD. CNICKYBRICHITDMIMRELEDET (IPF%ET) &I/IRODEE DD WIFIRIERTTE
(IPF% $Eh0) DEFINTEBDIHZENBDDT. EZMDSE(CIR D,

5. i - SRmeYNERF DX

1) Bi=

(IB1%) ITP mEEBZE. NEDHZEOMADZEDIIMREZIERICRI L TIRRL NE
HBaIFTEDRUBECHIBEMERZAIBRUDD, BEEEMZFILETS I E. BADBZSIFEER
HMZEFH LD 2MIRE GBF, 375 /uLBlL) CHFTSIETHD. LIch > T EEREM.
HRMPLBR S, HMERDEHRIEE L TE. BEOERKIER D,

SEREMPERMNNEBE. &2 WVIEIIVIREN 1 ~ 275 /UL AT COESER E (CHIE R -
[MAE (wet purpura) H'E8HS5NZDHBE. WATIE. RECIVIMVMREELQES B D IEHICAFILTL
RZVOVNILREL ®EJ7 07U YKERE. MMRENMN. SXTINSOHABENHALSN
%, LEEDBE. NETEH. U RIVOVORBEFREEFEAR. 2RI 07UV REBEANBLSI.
I/ R &M =BRSSO EEGHIICRES N 2,

INRDFHIECHT TP BB FEARER T D EBELIBEZETDDIF30~56% THd. LIch' > T,
SEEEMEI/MRE TR <. BIMDEEES KOBERREEDEEDE (HRQoL) ZZRBU TRET %,
FEEICDOVTIE, FICHELRMOBERERPIZEZEAE(C UIZIEIE Buchanan HIMEEE 5548 (2 10)
ZRV., EEM L TEBEERERT D,

F 10. {EIE Buchanan and Adix tHImX 317

Grade Iy &7 =5
0 i #UWVEIIHL < L
. a2y DO SR (BEF 100 LIR) 8K 0/ F12ld 5 BLAD
- INSTRHBIMEE (B2 3 cm LIN) . $SEEmAE U
5 = L < OEREM (5100 L E) BKO/ Feld 5B ED
- KERHBMBE (B2 3cm BIE). KEERImE L

- 10 20 DR BILOMA. b 0m0 CEKE. O/ 0=
BURTDHE | ki, (361000 - BRI D d . SEDRLM< 54

3
= . SHMm> 52, MR, ME. BHZEHEDOFRKHE. 00
. - BOMEHME T FM, 5. BIEG S OMBMORENNSY |

B5ICEMDZRFENANDNKERES

N e | EESTCEEEABMEZIEH S DA COEGRZED T O\
5 /:_Eﬂﬂ%é%b\j /E&DDE@ ?TC(&*?&E‘EE’\]HH:‘.EH
WA TP TlE, BIMFERDEM. 52 VIFEEROBE, ANUINTYI— - EOURENHNILER
BEAZEMT 2. NUINTI— - EOUREDIRVES. $HDVIEREICEK > THIMIREN 2
~3B /UL ECEEURVEAITP DBSF. FIEIBREXTO4 REAVEEN T T EMRS
NN, MAWREH 375 /uL LETHEMEEN R SNV S EEERBHRE 11D, (K4)

32 HEMEEICSIT DI MEREREEDSES 1 R



© wRItEES

BRI SRTO7 U ABRE
MEILE > 51 |- R
(k5B T ) AFIVFURZYOV AR
v

________________________
]«UjNQ&—BDU@%};ﬂEUF*]%Eﬁ%\

v v v
m/)RE = 37 /ul M/IREL 2 5~ 375 /ul IM/REL< 275 /pl
IR L IR L BB
v i IR Y
EE ST EERVEBES v v
| BIBmERFO R |
7 |

’ Second line 5‘59?&\

4. RADORBHEMIMREDE (ITP) ;aBEDiiin
MADIBIE TP [T T ZROERE. MIMRZEERET D ETIEFRL,
BEREMZEFHLS DM/ (BF 37 /UL L) ZH#RT22£THD

2) EFGHI. SRMmKNERDEE

[M/MROFBREICK Y JHEELMPRKPMREDEFREMZEELTWVSHE. H2WVIEEHE
FBREICKIIBIFMOIDERBECE, NRB, MAEBICREIOTU VKREEE AFILTUR
—VOVNIVAEE, VWRE. SrOCNSOHARERENMAVNSNS, INSOBEINF. F
Shees (X, Bh. SBEEE. WRER. BT - IBE - BBIEN) BECHMN'GS. 52 WIFI/IRED
175 /UL IR THmMOBNARWES. &2 W (EFl - HMNNEZEET 2HE THD. K11
INSDRIVEENNERRMIULE - Fire., CNSZRERMYT BE(ICHRESND M/IMREZTRT.

& 11. SBRMAVNE - Filhs[CHER S NS M/ HRE

nE HELZ /) \HREY
TRAtEINLE (EOFRES) 2~37 /UL E
Rk 37 /UL E
EHR R 575 /uL LIk
[Pt RRE 37 /UL E
hDEERAN T —F )LiEA 27 /UL E
FEHEEE 57 /uL Bk
INSFAfT 57 /uL B E
KT 873 /uL B E
CHAR AR Tl 10 7 /uL Ak
e 57 /uL Mk
Ay 575 /uL LIk
PR A RER 873 /uL B E
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BRI OTUVREELF. BAITP DBG. T2 FiRREI 07> 400mg/kg/day #5H
REhE#RE U CRuEsiT o %, R ITP DiEH(FE. 800mg ~ 1000mg/kg % 1 QEsTIRE59 2 T Eh'HE
BINZH. COBREFEFFENE SN TV, BERE3IHER SV SIVIMREIFEN LA
H. Ty 7 BRICBRAEISET DD, ZOBRRLITHAD U, MIMREHSEERBRISUEIIL TV
HAEE 2~3BTH D,

AFIVFURZVOVINIVAEEF. TP DEEREBEDE—EIRETHZ L RZyOY (Tmg/
kg/day) &5 & W HEHICIMIWRIBINIZESNDTOREMENH Y. BEXFILSL RZVOY 1g/day
%Z 3 BELER U CRUERRET D, MV/IMREIENFIRS 3HB<SWLA SR, # 80% DAEHT I/
DB H O N D,

A ITP DIFE. IV/MREMIE 10 ~ 20 BEOEBEMIVWRER ZR5Y %, RPELHRNIES
NZOBEMN D DN, MIMIRITENTFET DD TEZ S NZIVIMROEFEGFEL . TORBHRNE
SNIBZVNTENSV, BT OTUVREREEALHAT 2 EMIMREIEBIIRIRMES NPT <BED
T. BRE(ICF U LEHATINS,

fef2 Uy MAMREIE. TP &EHRIIIMRANEA T2 TTP R HIT [CHEVTIFE, MSEREEESE
BICHBRRTH Do FFIC TTP OFAERFE. M/ REA S BMMEB D HH'ERED S BHERERES OFEE.
BAERERZAHEDRVES D HD. (REBICINSDSHENTRTZESSEMIF, BRMETTPL
KD 10%FiiEEIER(CARL)

AERA I/ WA B IMEBMD HD TTP (&, UIF U IFBSREMBmERme ITP &4 (Evans
EIREE) SN, MWREIMAERESNTLE SBENHDDT. BMATE (EUJLE X LDH
DEFREBM) AEHLTWVD ITP EULBIICIE. MIWREMZEZRSICERET DXETIFEL,

—7. TP HRWVEIN HIT TH 2O FHEERIEVEZEZ SNBN. KOTEHA/NU VEROER
[CDOVTIFHESRLTHLADERLY,

ITP WY EARWCBRAZUTTH Y. W2 ECTIEHDEEDERZITolc%. ITP EHR L TEER
FREA LIR I NIER S BRVEEHZ V. II//WREMASEET ZEE(CIF. AT TTP & HIT DTREM &S
KU ET. g HRXEEEZIS5ND,

INSDREEEEIF. BBTRPEN—BETHDeH. 3IEDTVTROSU RZVOVRE
ZERAVWCHERFBAZREL. R2ICHRBRL TV,

3) HMFERHIER. HSVIIBEKDES

HIERDER. 52 VIEERERD ITP BEN. MREBKBICHEIND ZEFDARBL EITH
B(FNER, MBERRECTERESND.

B ITP (&, MAVREICERR <, MEEMZ D PEEM EORMERZRD ZHBSIC. FUR
—vov2mg/kg/ B&S5~7BRIAL. MAMREN 3 ~57 /UL LU ECBR Sz 5P O THE U.
R 14HFXCTET D,

BANTP TAUONT I — - EOUBRZEEHUTWVWDERIF. TNZERET D EHFEHDIER T
[MMRBDEBINHNESND, NUINTI— - EOUDKREREIE. SEHRN 7 BEICESNTL
Lt BIBREXTOA RKJBEDINCENERNDM VT ENDS. TP EE2MBANUINT T — -
EOUBEN G HBEICIE. [IRECEMEROERICHND ST, BROGRER AN RN
2. UNRITPICBIFEANUINTI— - EOUDREEEDEIEFHEIL L TLERL)

ANYIONTI— - EOVUIERZ. 52 VIEBRENEDDA ITP D8BEE—EIREFEIBREAT
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O4 RTHDN. ZOREEPRIFHMATIEMN 25% SEVWT & RLBEIERN GBS &L ITP (&
MAREA 375 /UL L ESHNEEGFRICEFEESIA BV EREN D, HADENE ITP OBEE
BRI ZERICRT Z & TRRL, EEREMZFHL S 2MIMREZHRET S LEENT
W3,

A TP T M/MRE < 275 /UL 25 WVWEFEMERN G D HEICEF. PEEEELTTURIY
O~ (PSL) 0. 5~ 1mg/kg/day DF5% 2 ~ 4BERE L. ZDEIM/IREIEINOERICHHI DS T,
8~ 12BN FT PSL7Z 10mg/kg/day LI RICE THET %,

INODBEICK> T, BIMIERHATLE U VIR TP D, I/IMREIAY 375 /UL KL EICHEFTE
BOURA TP DFEE. FOVKRRIFUSEHMMEEE. UYFINT, HRVERERBLMRED
second line DBEBEZERT D, Ild. BEFOYFF—t (Syk) BHEEIW Fc A1 (FCRn)
FEEEIR EDFEDMAIEME TP (W U TREEIN EF > TV D,

6. ITP LIIEHEDBEVERR « FERTHEINIIRS

M XE CHIMERD S <. HMNEDARBRSEE. MEDRE LR S IcREDBRZES
&Y RS NIFRVA MigERZ G 6 UGG ORISR E I MREES K UTRERE) (.
M/IMREBAMEAEDAES ([CHWVWTHIMERQZIER S B 2 0/ N 2, —MREVICIFI/IMRES T3 /L U
FOBER. EEEY ORMREANTT D T EHHERSIND N NIIREADRIEICHZ > T3,
ITP DEEZT > CVBSEEEFCEEFAREHERED L. NIUMEEEAXREOIT S PEAIDIRSE. S
KURIMEEOERD TP DIEEIT#H ZRE U TV MEN D D,

7. EEEBRHIE

ITP [Cl&. JBEOEENGEZEE I 2 CHDEREREMMFIE (NBIEHHERREREEMHIE
FIcFEREEEBNHIE | I8EHK 63) o, —EDEHZHICBIFECBIBENERINDS.
HEZMAT 2 ICEPBINERCH. BOHICERY —YvILD—hH— (MSW) BREICHEHRLTS
<HENHD.

8. BEXIR

1) AF B . BRNRIE - AFER 2022 F/NBREBMHIM/IMREANESZSES A RS54 >, BR
INRIMAR - MAZRME 595 1 S Page50-57. 2022

2)BE B M NBITPOEAY RS A VEE. BAMEIEMFRTE 355 4 S Paged61-467.
2024

3) AR JERD, . AR/ RORAMESRBRIBEDSEB A K 2019 thEIhR. ERRILE 60
% 8 = Page877-896.2019

4) AR GEM, fi. WAREMI/IREAMEZKMSIRA A N 2023 Fhi. BARMR4E 105
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 | 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,
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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,

38 FEMEEICHIT B IEMEEERSREDSES 1 R



© wRItEES

[ 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

41



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.

42  HEEEICHT D IEMEREREEDZES A R



© wRItEES

| 3 | #XMEMmER A

BARMMAR A [FEESE VIIEF (FVID [CXHT2ESHiENHIRL. K NHMPHARLRMRE
DHEMERZE L ITHEERT. EERHEMIERICKIIETIT 255055,

RERE T PT EB.APTT IER. FVIIESEE T VWF SEEER.FVII A Ve B9 —h T HEDIHE.
BRMEMAR A 20T 2.

MEFE R Z EBIRDERICHWVTIE. FDP. D-dimer D EE%Z5B$2 Ehddleh. LIEFLIF
BREMMmENEE (DIC) LRETNDTENHDH. DIC EFERUIIMR. 747U /520
WA PT DIERIFEAM(TFRHEU,

IFIMBEFE VII AFZRAEIIC. EICHARRRERFZEHES B CRERINZ{(EET 2/\
ANZIUEMBGTENERTH 2,

BRMEMER A OIEMEE(IC(E. BLFHBEIRT IYERIMRRESE VI AFRE (BRd
FEY—°) BERTETH D,

BRMIMAR A D “HBIMFE" (EMEETEZRV) ([CE. FVIIEERB _SRERFRE TS
VAR T (BEREL  NLATA TS ) OFERZEERET B,

INANZIEMESECAVSNZERE, EHE OO Y EVEGHRER (@PCC mRi: T7
A I\EEEF 1000° HIEMRFETT - REERRTEMIAT) . BLFHEH R EEMHEE VIRF
(rfFVlla ®&%: /REeIVHIEERY UV Y ® 8RR - /R )LT 0 2T 77 =K%
21) BE. H2VEEES X ARFINEHEE VIIRF FVila/X B8R N\A4J0v ~° 858
BT KM NA 7OV 2GRt TOTE— 3 ViRl | —RuEEE A BARITRREIHAE) 2E|
DIBENH D, SEFIDIEMHRDELZRT TET Y AFFEVesd. WITNDEARIZBWNTIE
MEBEFHB LU THEDOEWN, 22U ANASA TS ILLD "HMFEL ZREE LIcklE. REl
JRETVHICLD "HIEE i HREEIND.

ZEHY—© OIEMERE/N4 /SR IEMBF LD EY @EZLEHEUEIET Y RFRL) EEX
5N, APTT EEVIIRFEETHRDEZI U VT ORETH 2R CH. NA /N UEMBEEL DD
BNTV2D, UL ULIEAS, IRBIKTIE FVIIEMZTLRICEZY —CEDHERNESN TS 2.
BEENEBNEDINZHMTD2ONHLL, T, HOHNUDEBRSEZTAITDIENT
TRV E. BERICTIFVIIBLTEMFVINICHT D4 9 —H LRI 208N DD
Z&. BEEOTHDCE. BENRIINDcH., INSDFIRERREITNTEER U LT,
FERZHT 2EN DD,

BRMEMAR A DIEMEEREZIERE L. BMO U R T ZRET DIHICE. RRINFIZEAICKLS
A Ve EY—Oif]- RIENNETH D, RERINHIEEIEZMHERBES(CRIET 5 LM HERINS.
A VeI —ZRETDIODRBIFIEACK Y . KEDFERICESDN. —EBOAEHIIF HMAE
K2 WVIEFBIFHIEAICHE D RBECKI > THTEIT DI EICBET 2UEN DD,

BRMEMAR A DR EBEICDOVTIE. BARMRIEMFEREK Y 2017 F(C [EREMAR A2
BHA RS> 2017 Fe8ETR V] B FEITSN TV S,
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