[FoH] AR ORI MERFERF O T o r G i

E]
17

JwHsNON

I RRIE cs133
1EMBERE R FIED
=/\\ » W
=ZBHh1R

BEFEE I XA REBERAFRESE
HIVERRIMRIREE DRI DR ERRDIZH DR F

ol

[$17] 2024 €3 8




:/Nl

2 58IEICBITD
zl A ﬁ-'-ﬁ '0)

III

%2%

BEHEE I ARBERAFER
HIV BERMIRAREE DS LD REFRRD - H DR



F X

M&#F von Willebrand /& D IEMERERBE(F. BEEDES(ICK D FRIWEL. BEKRD
FHEGIFBEEEERZFICRIDDHIET. CDED. HRLBETEER - HEEZEEH T 558
EANBINLTEY ., INICHE> TVER. RMEBER. MEEVSIEHRMEZNE L T 2EHIEZ
RIET 2BEFDEINLTVED,

INSOBREROEMIERG. BRERFREDOEEECENTEREICI>TRIFICIY bO—L
TECVRHEENE L LLDEEFNEZEMCIEREORIE TINESNTVET. ULALEAS.
INHDMER CIEERREHEDEEIFTEREA. —H. XEEBRDIPWBEEKEFOD T, LM
BERERBED MR i - WBIFOEMINGICHBLERIZEHU. B2 ERTEDNE
FIF—BBICRONF T, THIC, IEMBEREERREDOL L FHIEZEDHEFICZTFN. NODEEIC
FULERTBERSNTVET,

Lich' > T CNODOBEFRDHRIX SNBSS, HERER(ICIFINSDOEFNBRHINTL
Bhvofch) . BERERDHDEMNVRENC LB L, ERICEYREEN TERN > IcBalbHRES
SNTVFET,

Z I CARIARMTlE. EEREHHEZFA Ulc IEIMEREER B EREOYEN MR EBKE CEYIC
L CETDIEE. IEMEEDOEFIMR @ U THMDERE - BIIEN T2 ICERTED 72BN
EUHERIRS CFRICBSRTED [(MEABELCHIT 2 IEMEEERBEDZEA A K] ZERULFE U,

ZEAA R(E. IEMEEREREFEODF —/N\—E 1 —&MkR. von Willebrand & (VWD) . %&
PEMRBIAME (ITP) . MAR M/ RO AMAE R BER (TTP) . #RMIAR A (AHA) D 5 DDEREIC
DVWC., MREERBICEITDEZEMMEBBICOVTCHREDICDHDTY, BRHFTIZEIT DI EDR
WIEMERERBEDEBERD. SN DER - IMEIC K > THRIBEX SNBSS, BT 2HIE
KAPEMANBEFD IEMEEC DOVWTHRILTVERIFNFEVNTY, WITNDHERNREETH Y.
HEBZICHIFT D20 - BEODIETVRFEFEAETVED, BEFIROEBRZPLE UG
HARERBOTVET, sHBIFEEBDZNZNDHA RSA 2V ZITSBIIEE0,

BH. MREBKETURULIFEZBEINTUVDRINEE DIC [CDOVWTIFEAEFEEEFR - A
MEEZEH S [BERR RIEZES A RS4V] . ABRMZBOFREEFEESICOVTE. B
e - BESEEZAN S [KEHMEICH T 2 MRRBDBEERERADHA RS54 ] Y HFEAS
NTWBch, ZNZENTSET I,

1) https://www.jsicm.org/pdf/jjsic28Suppl.pdf
2) http://yuketsu.jstmct.or.jp/wp-content/uploads/2019/02/065010021.pdf

BEH@EE I A RBERIAFSESR
HIV R FRBRE DRSS L OSRELFRD I H DIFF

HRRS | EENAS IFIRS - [RPR
B B



OJJ:[[[I*%E‘EET%"EU)Z'—I\‘—E‘J— ............................................................ 4
| 1 ‘ BB - v 5
| 2 | ;’ﬁ;ﬁ ............................................................................................................... 6

@ Crn L T e 11 2 - e -
| 1 | IIAZJER A @ Brroereerrreereesee e 7

10 BEEBRHIED «eennrntiiiitii 10
2. TETJELR ceeeevere et e et 10
3. AR N D TTBEME CEZEER] ---vvvvvvvrreeerrrmmmrmmee oo e ettt 10
. T PP PP 10
5. I - ZANNHGULEBEGODRIIE - eeeerrrrrrernreeeermmmmmnii ettt 1M
T BT covevnnmmnne ettt 11
2) AT —DEVINATRICT T D LIEMITEET (AZH) -ooooeereerrrrrrreeeeerrre 12
DA eI —DERWIAR A (NATA TS @ IEERRH) -wrvvererrrreeemrrree 15
QA4 I —DEBWVNIATR A (NATA TS CER) -oooevvvreerrreee 16
@4Vlit\‘9—@78:b\ﬂj]7iﬁ8 ........................................................................ 16
3) A VEE Y —REIMERICTT B IEIIAET (EIR) «-rororrrrrrrrrrrrrrererree 17
O VEEI—RBMKREA (NLASA TS O FEHERB) BRU e 19

(Ve By —REMKIR B
QA EEY—REMER A (NATA TS CERF) oo 20
6. JRBEAN CIRRAEEEIN T CICAFECTEBRUMEEDTULTTE oo, 21
7. IMERE (FEREDRUVERE « FEIR B S PUIEIEE - oeerrrrrrrrr e 22
| 2 | von Willebrand ﬁ ....................................................................................... 23
10 FREBRIED «evvvvreetmitiiii 24
D TETEJELR ceeveerere ettt 24
3. THEPE I N D TBEME CHEZEER] «-vvvvvvvrrreerrrrmrmrmmee e et 24
A BB ceceeeenree e 24
5. HHIM - ZAMHULEBRGODSRIIE - ceeererrrrremnrreeeermmmmmn e ettt 25
(I .- O R O R S PP PP PR PP PP PP PR PP PP PP PORPRRPRRSPRROROR: 25
2) VWWF SSEEUE|- o oeeerereermmme et 25
6. FRAT VWD ABEEINT S ICAF TEBUBEDIBLITHE - rvveereresrremsseenseen 27
7. VWD &E(FESEDEUVVEREE « fEIR THEE SN TIRE cooooerereerrrrmmmree e 27

g D L Fam] 1110 o = S 28

| 1 | %E'&Eﬂlj\*ﬁﬁg\ﬁ (|Tp) ........................................................................... 28
ST === - P PP 28
2 TEEEELR oo eereene et 29
3. EAWNESN D TTAEIE EER] oo orrrrrrrrrrrreeer e 29
A . ZDHT ceeeee e 29
5. HIM - Z3IMEGULEBRGFODIRI L o rrrerrrrrrsrrrrsmennee e 30

1) BBEEE  ceevrmnmn e 30
2) EEBEIN. EMMATULEBIEOIIEET e 31
3) HIMERD BRI, DD UVNFIEFEIR IR G corvvrrrrrrerrrrerr e, 32
6. TP EIFEHEDZVERE - SRR THLESNUEIRE oo, 33




10 FREBHIED «eevvreetimiitiii 34
D TETEJELR ceeeeereeee ettt 35
3. THEPRE SN D TBEME CHEEER] «-vvvvvvvrrreerrrrmrmrmmns e ettt 35
A BRI coeeeeene e 36
D 7 R T LT T PPN 37
1) B0/ \IDARTERRODHIE  ---eveveveremememmmememememem ettt 37
(DIIEERTIITE <+ eeeeeeeeeeereeremmmameammaaa e et et et et et et oot e ittt 37
QHTTVART (BERE : ATUE®) o 38

2) ADAMTS13 A/ E BT —DHNE] « ARHE oo 38

6. TTP &CIEEEDEUVESE « FEIR THEBE S AUITER G cooovverrrrrrerrrree e, 39
| 3 | SETMEIMIZIIG A ovvveveeserermsmeestim ittt 40
T === O P P PP P PP 40
D TETEJELR ceeeveeeeee et 41
3. AR N D TTBEME CEZER] ---vvvvvvvreeerrrmrmrmrme e oo e ettt 41
L. DR} ceeeeeeeee et 41
D, BEUER oeeeeereee 42
1) I - EINEALEBEFOD LEMISEER  vvvvreeeerrrerrrrrrse s e et 42

2) HBITIODTORA  wevvevrrreeeremenmmmmns sttt 43

3) EEHIEIEEE  cooeeeererererer ettt 44

6. BRMIMAR A EIEEDEDRUVES - FEIR CHNE S IUIR G ooverrrrrrrerrrrerrneeennnn 45

FLRH A ROBEAICELT

ARESEH A R, ISR, von Willebrand & (VWD) . BB MEIVRIAME (ITP) « MAS IR AMESREDR (TTP) .
BRMUIMAR A (AHA) D 5 DDERBOEEFRDNYEWESINZHE(C. BT 2 BIDERPEMYNEIRFD | EIMERE
[CDOVWTHERII TV ZEZBRNE LTVETD,

AE2BEAA ROABIF., BOBZEESPHEIINSRTINTVBDEREDHA RSA VERRUTSIRLIEBEDNS
Wwezsh, INSIEDVTIFSIANBOZHZLZ L THBIEITH, EHA RSA VDOFETEAHNS 2022 F 10 BFT
(RSN UVAIBPHRRICER S NSEEREICEAT DEHIIC DWW TIE, SIAXMZBH U TVLE T SHEEBDEM
PIEFVRICDVTIEF, EHARSAVH2WEEIAXEZE TSR LIET0,

Ffe A RTA VPEMERXICHB WV TIF. BEIDR2FIZE—RL TLE T 2 DN IEENTI O A2EH A RICBVTIE.
IEIMEERE R BAE DIBEREN M EVFTE DRI ZB 2N DG T B eI, BEANICER ZERETILH L TVFETD,

IEMEEEEREDBREFNIHRIRXEINDREREHFLTHY . ZOR/UTECDODVTDIETF VAN G2 BDEIEE
[CERENTWVET, Uleh' > TERZEHA ROEZHENB(CE. BFARODER (THRBRIETFTVR(FHL) BBLSEN
TWBTEATTETREL,

BB, PEAHIFECDEEREICRELTVKREDDTY, UIeh > TEZEHA RFRS(CIRET2EES
wHlLEY) . EERSBSEDHEEXFBRLUICW ITD2DDTIEHY T, 2EGERICDOVTODELFEEDZEIESE
[CIREIT2HDTHY . AHERIMDLOEZES A ROERICED2EBEEEIF—VDETZEVFE A,

ABEHARICOVT, CRRZEELTEVET,
SEOUEMERICBITIEVWEZEZ X ITODT, EROTERZBIESTELLEE L,
Fle. ABFRETFHHRORBNG D ETITDT, EBNFAERIZESOUTHSHHUIAHLEE L,

BT 1 HIV BRRIMARERE DML DIREFRD = 8 DR
EHE: RBE ##  hatemura@hyo-med.ac.jp




MRS BERED F — N — ¥ 2 —
WE RO

O HmiEm@ (EMERERE) RO NBRE(ICE. RTU—ZVIJREL L TUMRE - OOy
EVERE (PT) - & EED SOV RIS ZAFVERE (APTT) - 4TV /T VE - T4 T UVS
fREEY) (FDP - D-dimer) ZEf# 3 5. CNSDRARBRICE DT, LIMEEDEZICEENHS
DT L. BN SDEBDEEZRICHBEFREZRET D (K1),

AIdY—-=V BB
I/\RE- 7’0 OV E V- (PT) SEMHEERSD SO YRS F 8- (APTT) -
J47U 58 (Fib) - 74 U VHEEEY (FDP - D-dimer)

M/ MREE T M/ RESIER
,_k_‘ [
| | | |
PT IE% PTiER PT IE% PTIER PT IE% PTIER
APTT IE% | |APTTIER | |APTTIE | |APTTIEE | |APTTIEE APTT fER

| FioEss | | FioE T | | FibEss | | FibEss | | FibEs | | FibEs | | Fb&ET |
\ \ \ \ \ | |

FDP FDP FDP FDP FDP FDP FDP
D-dimer D-dimer D-dimer D-dimer D-dimer D-dimer D-dimer
e =0 e = = =) =)

l l l I I
ITP DIC /)i = VIIRF MR 2 XN/ T4TV 5y
s b BB ikh 7 7 \
TP FEEER R RZ = X mF HFRZ 1EE—.FIE
/7 /57 /57 [N
S VWD VK Rz R VK Rz EEE
= Xl &F VWD
RZ
MEERE

1. HIMERDRAIY—=2T"
ITP : St/ RRANIE. TTP & MARMEI/ ) MR AN SR BER.
DIC : #EmeEpygaRE. VWD : von Willebrand &, VK &RZ : Vitamin K RZ

O BHERHIERDSH I BHOR I U -V ITRENETIERDRE(C(E. VIMRIEERS. RES
Xl BFEHDET. von Willebrand RBFFEDET. XICFMEDEREHNEZ SN S,
O [VJWRDE - BMNERICKDHEIMABKICE, [MIMRBRIMA S S TRER THZH, MR MHEI/IR
WAMELEBER (TTP) [CHEWVTIF /NIEICHIT D MR ZES SICBRSEDICHICERTH D,
0 FERFRZICKBDEHMERICH UTIF. RERFEREANGIHGF. TORAICK>TEE
21TV BUVBE(FFERGEIE (FFP) (CLDRERFEARDMITZITI. L. REZHEE
I2YE (BB ey —) iFHET 250 BERFZMITL COREFEFEELZRV.

4  HREECHTDILMEREREAEDZSEA A R




Q PR ERED S —/\—E 21—

|1 | 2R

HMEEAERRONDEBECIF. RTU—-ZVIJ@AEL UCIVIVES - O ~OYE V- (PT) -
SEHEED NOVRTISAFVEE (APTT) - T4 U /T VE - T4 U VIEREY (FDP -
D-dimer) ZREd . CNSDREBRICEK > T, IEMEBDOETICEBN DN ZHMTL. 5Eh
N3 EEDEEZHICHERREZERT S (K1),

PT&fcld. APTT AMER L CTWWSHE, XERGHR (JOXIFIVIHER) 2REINE. Z
DRERANMERERFOEMBERZICEDDDN ., REEEYWE REDEKERFDA VLT —P)L—
TFRPVFIATITSUN) [LLBDDDONHERITED, (H2)

BEREYE
EBIMEWORMNICKID ., BREFEOIERHELE S UEW
(EITm)

R
&
B
Ei
AERTFEMNZ
ERBMBORNICKID. HERFBOLEENZESNS (R
1 1 1 1 1
£E C@EEA 1000 75:25 50:50 25:75 0:100
@RmIEEALE)  (100%) (75%) (50%) (25%) (0%)

B2. XEREGHER (JORZIFYVIHER)

F. OREA VEEY—(F. BHEWZ ECOOTSTICRSBVWEEEHZH. BSNICRICOTRIINEA Y
EEY—REHET B,

F 2. BEAVEEY—DPI(CE (BRMEMKRR A DS VI BFRHERE) (& BEERISHIECRE (KT
IRGENGHBIcH, RBIBERICINA T, 37CT2HEAYFaR—Y a3V UcBICEDREZERT 5.

BRERXHMERSAS VBN ESRX I U -V ITRENEEDEGIE. M/IWREERSE. &E
Z XIAF FXI) K. von Willebrand f&. F2EFMEBEDEBENEZX 5MND, TDHPTvon
Willebrand iB[F LB BEN BV eH, RIU—ZVITHREHNLTEREDHS(C(E. —EF von
Willebrand ®F&H (U R S EFOT7 09 —EH VWF:RCo) ZRIE U TH < HENH D, F/c.
KERMZICF U UBEEC FXIAETL. BMANEIED 218610 5H 2D T, BIFAENNE
T,

SR (T BT B LLMERERBEDZEA 1 N

5



Q MR BRED S —/\—E 21—

| 2 | 5

[M/RDEN - BNEBICKDEMABRICF. MIMREIIA S HCRENTH DO, MieMEmm/IR
AMEEEBIR (TTP) [CHEWVTIE. MUNIEICHITDMEFERZS SICBRI B HICERTH D,
SR MM/ RBIAME (ITP) Tld. MIMREIMODMRIFDRVA, BEREMOIEMEEDZHIC, ¥
JO7UVPRTOA NEIZHADLETEET 155055

BRERFRZICLBDEMERICHUTE BERFREBRANGDHGE. TORAICK>TEE
ZTV. BULSEEFERGME (FFP) [CK2RERFL2ADHRZITI. RELRERFORZH
REENZH. INSOMABENEDRBEE. BEA VLY —DEEZERE > CRAZITOMNE
5%,

—EOHEMICHNTCIE, MEEFICLVEKRIIEZRE L. TDMEICERMZMRITI S LT,
IEMATIREE 3 BB GEH D, HIMEMMIDBMIEES LT, FOVEVRA, BSFVRAL T«
TUVESAl. MBIHERREDHARRNAVSNSEGEH 5,

Z Ot K HNHIMPRSREME S WEEANEMPEEALEMD T, SEICIFRRRRDGEC
AT, ANV IOLRIVKRVEF NUD LA, EYZY CREDMEEREL. bSRFULE, A
TF2Ov7 I/ ATOVEREDTURFBHINEVS NS, FlREEFARBMICHERNER TH D,
FRESHMMICH T BEAE. RPTHEMSNIORMBAEREUIC <RV, [REBFAEZSCIOEMEN
HDCHERERD, Ffc, BREEMENREEEREF (DIC) FDORIRBTHERREICT T 2EAD.
MEEZE S [CIEBREIEDCHICERER D,

6 HEBEICS B MEEREEDREA A K



TR PEDE

| 1 [ M

Gl e e

O MifwlE. MREES VI (1X) BFOEH. BRRZICEDETMENMHERT. B VIIRF
RZIEDMRR A % IXAFRZIELIMRRKB THB.

O FHICFRDOBRVWBARBIMICK > THREBEFHEICHRE S NS TREEFARVA, BEAHHMNE
B (WEECHREER E) OHME. ABICTHaRIEMEEZERT 2HENH D,

O ERMEIN2TEMNHHHIMABRE UTF, MBI, RiSEifE e hOEEEREN SDHEL
BHI. 52 WVIFKETRIMEIC KD HIN. EEHETORMIVLERDILMRHERENEZX S5ND.

O MAFROEM - HMPNBEO IEMEREROERE. 5 VI (IX) BFREIZERFHN L. RZ U
RFOMRZITOIIETHD @FRELE) . L. A VEEY—REBAICHLTIE. INSDSFH
VI (IX) BFREISER) SR DT, [EMEEICIF. B VI (IX) RFZRBREBIIC. EICHER
FERFZSHES B TRERMZIBET 2/ /N EMEELN AL SN S,

O —MRNRIEMEEDITEICDOVTIE. BARMZIEMFARNS [ Ve EY —DIRVIMARES (CH
FBRUEMEBEA A RSA> 2013 FHETR 1)) [ Ve EY —REFRMEMARES (CHT B 1M
BEAA NS4 2013 FYETRY . BRUZOHERNFITIN TS,

— http://www.jsth.org/wordpress/guideline/

O BESINTMERBEDIMMEEDHEHRECIF. MAKAND B, A VeI —DFE. T
IEMICEERA LTV SRR EBAE. MRRE A DBEE FVII #EERB_SREFNAREITIZ VX
X7 (BRE ANLTATS®) 2ERALTVDIHED. ZUTERESR. BLUBEORERE
DEBNMETH D, MEEEDMEREHIBAUIEICIF. BRHICINSZERT .

O BERR2WCRRI B 2DV ORSBFREN—F (TR) ZFARHLTCVREBEENH Y. AH—
RICEEZEEDOLMEEICHERERNEEH SN TVD,

SN I SERERE - 2R
Hjm]'li%’ih%\ % 1 il - ]
EoTVET BE
HIMODBBEOFMEFC (E RERFRRIDRENNE T RS (FEBN)
8 EEOEFMECERL TSN —
Joilbe - 7
4488 : il k3 A =] AR
PR - RS (TEBR )
EERR s (4 )
gzl o ExEEE
21 | B
EREE: % ASEEH— & - || e
HIOBEECERUTWIESE . ..
B58 847 : mg
» FERERINRVEESE. ftho HFREITE
BRI TERT, T
= HIMDBEE BT : mg ZTEBRITRRAIC
wsLCFE. ZOIR, S FESMNIRRNDE (LM SRR LR,

TAXFHIEHCES < HROMEEBEDHONR (IRARE GIRKE - HRHES BIR)

SR (T BT B LLMERERBEDZEA 1 N

7



O MEHRDIEMEREICHITBEBREAIEK 3 D7 IV TUXLESEITRET %

ANNE

NLSATS® = VI BFRA
ERRL IR

NLSATS® VI AFRA
EF®D Y HITEA

A1VeEY—1RL

s A INA NZEMESE
NLASATS® HBWVIE

ERRL =RE% VI BFREA
[CXBA ey —hflEE

A1VeE9—%1)

JIRETVHPICELD
INA N LEMEE
HBWIE
SRAES VI BF&EA
[CKDA ey —FfEE

NLSATS®
EF® Y

Py £ IX BT
A1eEI—IRUL hzeE

M=% B

INA N IEMEE

{VERI—85Y __ &30
SHE% IX KF2E|

[CLDA ey —hilEE

3. MRFEDIEMEEICH T DE—EIREH
ALSA TS ® VI B BN RAREE TSYXTT
JRETYHE  EETER SR MRREES VI BT R

A 1. BEARICOVT
HIMODEE T PR MBLBIE DR IMTRATEIC DWVWTIE. TTAERIE W @R DIEE (ER L, &
BIDBRDIFSEICOVTIERK T 2L EDIC, REBEHA ROFIROIEMEES A RS54 > ESZ(IC U
L TRET Bo
2. BEICERTBIREICONT
BEICERTREF. BENSENSFERULTVSEDZES|IEHREMEHIT 2 HAHNEELLA. BUE
BIWAFTERVES. B URRICHDERIDEF A HNIE. ZNEFERL CEEZRIET .
E 3. RN TCIARREEREIN T SICAFTCERVES
HENICHMERZ LI MRRESDAT D (E. HERTFREDOEEEC/EFTEEZERL TH Y.
BEICESECSEFHADERZFLCVDEENH D, EELGEIMERKICKUBESNZE. FRATI
ERABEHEINT CICAFTERVEEEF. B2BHENICEENRLTCVIHEIZ (BREREEESE L
fc£T) FRLU. LMEEZRIET S EZERBI NETH D,

8 HERBEEICHITDILMERERBEAEDZEA A R



@ SRS

A EY—DRVIMARRESDOHEIMER (CH T 2 4ERFREIOYORSEFE. EMDIEEIC
KO TER . BBTNRKR2 (p.12) DERSEESE(CKRS T D, BEDEMIC THXINZIHBE L.
AFMARERBES(E. FTERFEHEZ 100% EEICLRETEIRFE (MR A 5 VI BFR
ElZ 50 801 /kg k¥R B: 5 IXEFRE%® 100 BAL/kg) BIRS5T D, ILMAEHITT DI26HI(T(F.
N5 IERES—EFB L ICRERFREIDR R UERS (EftRS) MHETH D,

A VEEY—DRVIMKREEDIFMPRDE=ZI U A&, APTT RO FVII (FIX) 5EHEZBWL
T1TD,

NLASA TS O BERPOMKR A BE(E. APTT WYRiE(CEHE U EREE SR 3D, EBROR
BEIHEEIFE VI BFEHICIRE L T 15% ZE TH D26, BMERDIEIEEIC[EAR T TH B,
Ufeh'> CTHMEPERMINER CIFn 3 RERFREIZER U8B NE CTH D,

NLSA TS EFERPDA Ve EI—DRVIIERA [CIF. NASA TS “IEARBIE2<E
BOE VI IFRBIBREEEERET Do NATA TS ZFERPOA VLY —REMKK A
([CB. NASA TS CIERF EERRIC/NA/VRIEMBEEZRIET B0, /A /S IEMEF|DEE
RORSENER DS, FENUETH .

®1. NLS4735 " EROEEE LMEE

NLSA TS LR NLSA TS FEEE

ANLASA TS CIHERBIEFU

NLSA TS IHERE & (E
4 e Y —EFEMNER A INA JNZ A HENBIRPIRSENERD
INA ISR UEMEE

A Ve EY—REMKRK A BEOHMIBKDBEIE. BEDA VY —DOAMPRIEME. ~NA
SATS DERDERICE>T. BEDBIRNEDDIBEEN DD, NLATA TS ® ZERPD
BEIF. BRBEEH—REFFICANLSA TS EBE/H—REZFRFLTVDIDT, THINT
W2 iR ICanHEEZEY . SBEAHZBVSHOEINEN DD, &5 U THBEDFINRAR
BEFYOICEG TR FHERMRRES VI RFRE (@RS /RET> H®) % 90ug/ke
£59%,

1 Ve EY —REMKK B BEOHEMIBRDEED. BEDA Y EEI—DAOMPRIGHEICEK >
THREDBRNEDDHEN DD, &5 L THBEDHMANRERBEEYEIC/ RETY HI®
Z 90ug/kg 15T B,

MEFREBEICDOVWTRERRNS2HEE. BAMRIEMFRMERZEEEESRO T 0Oy JH#l
FURRE. PR ECRVEhED E LW,

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

AdNNE

WEEECH T D IEIMEREREFEDZES AR 9



. KEBI=

JI[IEF(E»* MARRESE VI (IX) BFOEN. BHURZICED<ELMEMHEEERTH . £ VIEA
F (FVII) RZIEZIRRE A, 5 IXAF (FIX) RZEZIDRK B EIFO, WINERFEED 1% K
BOHDZEE. 1~ 5% DODZPFE. 5% ULEDBDZEES LTS,

BEMARIFHEROEEANHIIP. RN SEEN. AIRNHIIGREDHEMAKRICKI>T. K
BADNBRICERENSD. ULHURHD'S. AFEEOEBRNSVNPEE. $2WVEBEDHGEH
MAERNEEE TIFR <. BEHAD D VIEHMAHDORELHME, FillFOLEMEE. 52 VIS EAMHD
SNICRERBRBZE >NFICEMSNZHEGHLH D,

2. EEEIR

MAFRDEMAER EREBLIMAR (KR, [MEER) Zhie U, BEAREMIRDE <. R\NTH
AAREMAE W, MRRK A EIMRRK B DBICKERERDERFR.

BIEANHMZ#8 )R & BEIENBRICIBIERENE T Y (IBHBIRR) . RECEEEMEN SENE
BISHHRA U T (MAJRBIENE) . BA&HICISBIENITEZ R T HEN B D,

FFEDBEDES (C K BFDOMARES SEEHESDOETMIE SN TVBEANZ VA, 40
ML _EDMRFREE ST TICEBDBREERICESHET LU TS HINE L,

Ko, —WOEGIFEBERFOMITICK . RSSNIZFVII (FIX) ZBEDOREEENEYE L

TERE L. FVII (FIX) (ST BEBIAE (Y EET—) PEESND T ENHD, 1 VeEI—H
EESNIGEER. BEO@MABENENERD D, IEMEENRE#CRY . K EEHBEENET
LPT <85,

3. HailRESNSTIEEN & xRE

HENICHIEYT 2BEENEI. SANL. KT - AREMOXEIE. RERFREDETES
AEH FRIEMDIDITEICKDLEIMERICK > TEEEIN TV S ZH. INODRICHERDZNE
ABMICK > THIEEKE CIESNDOREMEDEWV. 2L, BEAEMEEMESZ . &
EHOMEWEREOEEERZECITENNGY . [uEEE (WIEEPIRIERE) OHMIFERZEICKD
BROEBNNDHBIcH. WINHARICTTRREMNEREZRET 2ENGD.

MAREENHRX SN BTN HDHMAFR E UTE. B, BERIRE P mOEEER
BOOSDBEEELM. HDVWEIKERNMEICKLDHM. EEERICHT2ERMIVNERD LE MR F
ENEZS5ND,

4.

\"g

s2Bh

IEMR O U—ZV7%8E (//WeE, 7’0 O E VB PT. SEME(EERD OV RS R F Vi5H:
APTT., 47U /5. T4 TUVDEREY) : FDP B UL IE D-dimer) [CBWVT. APTT BHDIE
RARHoNIBEIC. FVII - FIXCEEZAEL. BFEED 40% KaDHEE. MAREZRIT 2.
von Willebrand fs & D##RID1z6d. VWF FIIRE. VWF &% (URA M EF>OT 705 —EMH) B
B ICAIET 2MENH D,

Fleo W—FR7ZUFA7 TSV MPEREMER A BRERBERIGZEE T 2AIC K2 RERES

BEIT DI, IV—TRPZUFAT7ITSV RPN A Ve EY —DRIEOMNETH D,

10 H=2EECHIFD I MEREEREEDZES A R



@ SRS

5. Him - RmaYNERF DT

1) Bi=

MARDEM - FRMPNBRO IEMEEOEARE. FVII (FIX) #EI7ZEERERN U, KZ UIEEFD
WRZTOITETHD @REL). 2L, A1 VEEY—REFICHLTIF. 5D FVII (FIX)
RFFESYE R Db, IEMEBEICE. FVII (FIX) ZRAE T, FICHRREBRFZEH LS E
CTRERIGZRET 2/ /NAEMBEENBLS N2,

—ERREMBEDTAIC DOV CIFEAMZIEMFRNS [/ EEY —DRVMARESE ICHT
B LSS A RS> 2013 F8EThR] V[~ E B9 —RBESREMRRRS(CH T 2 IEITEE
AA RS54 2013 FHETHR] 2. BRUZOMERY DRITSNTV S, GEERIE 2013 FLIE
[CHEFTSNFRVEEREIC DOV CEH LB DT, BEOEANANS(E 2013 FedEIRICEEHE INT
W3) — http://www.jsth.org/wordpress/guideline/

U, INSDOHA RSAVDOABIF. 2013 FRIRCIRFES N TV RHEIRAEI R Z L)
THEEGORSE. BS5ERTHY. TORICHETSINICHRIIERREAZAVWCEET 25G(1F. E
[CHRSBERNARRDICD. SERDRINEZSRIT 20ENH D,

Flo BEFHMOFELZENE UCRERFABRAIVCEBSSE (Re-balance) BARAIE WD
TEIERFEF (Non-factor ®E|) OREFENEA TV,

2018 F(CHFTINT FVIIEEERB ZERENARAIIZ VYT @RE NLATATIY) &
ERPOMMERAEMIC DWVTIE. IEITABENNAS A 'S “IHEMRF| & —EELEDmN'$H Dzt [
RIRBE(CNT BILMBESA RS> 2019 R ~NLASA TS (IZTVAYD) FAICD
W] 2, s sIsEDELMEIF Y+ h— https://chugai-pharm.jp/contents/ca/055/001/002/
BREEMTSRBULTVIEETZL,

2024 FI(C1F. HEBFYE (Re-balance) BEREI IV VAN T @RE : 7UE®) HETINI
TUE® . REHEETDO—D>THS Tissue Factor Pathway Inhibitor (TFPI) DfERZ T
BE/JO0—FILHHERET, Bitld ey —ZRET2MERA/BEAITHZN. FEICAV
EEY—ZRE I SR B IEGICERASNIRALEEZ S5SND,

NLATATT PP UE® [CRDEMFRHEEMEPD A >~ b B9 —REMRRICFE Uiz
DINAJNZIEMEGEIC I, MASFEDFEE U AT DERKINB 2. FRTIRFIDERPESENE
RBRBIBENHY . FREVLEET D,

xS NEMAREBEDILLMBEDOHEHRECIEF. MAKANBM. A VeEESY—DHEHE, L&
IEMICER U TV R RFIR BN, MEKA DBSEANLSA TS Z2ERBLTVRHED. ZU
CTBRhEsR. BRUBEDURELGREDBERNNETH D, BEBEN MRS URICE. &1
[CINOZHERT D, BEFRIFICRTIZPRIFBREN—REFARFLTVRHBENGY . KO—
RICFBEDIMAEICAEREFRINLEHINTV D,

MARDIEMEEIE. TFEHLDOH UWVEREMENSN. hRUEMELTWVWSIcsH, HIMDE
B CHMILERFDOEMFRAEAICDOWVCIE. TJEERR Y @heiisg DIFEEIER U, REIDE
RPBEECOVTHEHRT DL EDIC, AZEFEAA RO LEHA RS AV ZSEICUC ETRET D
ZENEETHD.

KEZBEHA RTEFHEM - SIMNANEBROMIGICDOVT, COBMEDEIC. 2) A VEEY—DREL
MEIRICH T B IEITEE (5H) O4 e —DRVIAR A (NLASA TS “IHERA). @1
EEY—DRVIRK A (NASA TS CERA) @4 YEEY—DRBVIRFEB. 3) 19—

MRECHIT B LLIMERERBEDZEA 1 R
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REMERICHT 2 IEIMEE (5 O« Ve B9 —REMER A (NASA TS ©IHERA) BL
AVEEY—RENKKB QA e B9 —REMERKR A (NASA TS “HAA) . [CHFTEHEHT 2.

2) 41 Ve B —DOBVIRIKICH T B LA (KR

A VeI —DRVIIRFICH T 3 EMEE (5K OHRMLBDEIMTR) (&, FVII (FIX) S5
DHFEENEARTH . FVII (FIX) LEZBIOTIHCK Y. BERFEESE 100% BUL) CEF
SEBZTENTEETH Y., BEAEEEOLEMERES EFIRSHF) #IFSE2TENTETH D,
Lfeh' > T REMPAFMICBNTEHREAEBROLE - UBHTEEE B D,

HEEERE D HIT D EEDDBEVNBDERE C1E FVII (FIX) 5EM%E 20 ~ 40% (2. DEFEOHI
HDVIEF PP EERVNBOES(E 40 ~ 80% ([T, EAEDHIMPEEOAET BZUBOEBS(F 80 ~
100% (LU L) ICERSEZBDOFVII (FIX) #E#ERST D, (k2. 38R)

+x 2. WIMIFOHFEE

FESY OYIORFIRSE

wmo | SEET ,
. SE tHIMAELR (1) s A %% B
GEVIETRA) | (& IXETHH)

EEALII (8E)
AT (B2E)
ORI

4 _ o0 ) \e gL ) o
2 E 20-40% =72 E 10-20 E8(iL 20-40 1
SEER , BAEODNAE

LEMANEE RS EMm

FEINEMm (EE)
AL (BE)

BEE | 40-80% | B BIME,OEMEDSOWM | 204084 | 40-80
e
IE TR 3 PRSI
BB
80% LUE | MfbeEm 4050841 | 80-100 &
— BN D53 TEHM
T
100% 1Lt m;mﬁm SO E | 100 8IlE
=]

12 S2EECHITD MR EEDZES A R



@ SRS

xR 3. BMBLEROFHETTENE

i - B = BN
HRI
BEACTBEHOGOES | FARE. | FMEHTHNE, 12 ~ 24 BESSICHIERR
IHMEEE | XF T
20 ~40%
ok FIEGTREHSBS | 50~ 80% | MEERIC | DO, BBICKUTE—IBFLA

V72 20 ~ 30%LL EICIRD KD 1~ 3 B,

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

EEA R 20~40% | BZICIHUTT @,

FEHEZ=R 50~80% | 12~ 24 FEHBEC 1 ~4B8E,

EES - PEUBEERRRIRE | 50 ~80% | £ E. BMNLEZIT 2B EF. BEICIHU

EERR

T12~24FEBEC1~488.

FTEER 60 ~80% | BEICIHUT S TRFLANIIZ 30 ~40%LLEIC
ROKD 1~ 4 HE. HfitdEzT>THRL,
IR A ZAIE BB DEIRZE | 20 ~40% | MEICHUET 10,

Rl PDEEIRA T —T IUREA

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

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

MEGHRE NEERFHRETZ{T>CTHLRL,

FRKER UIBRTT 80% Uk NS ORFLUANILZ 40 ~50%(1CRD&LD5~7H
Bo Ko, PSRFY LB 1D 15~ 25mg /kg 7Z 1
A3~ 4@REH, 1E 10mg /kg % 1 B3 ~4ED
BFERFEACHALTHRL,

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

BBl 100%LLE | S TRFLUANILZE 80% U EICRDELDIC5~10
HE. TORFEBFEERICET D,

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

FERTR & D25 FERF Nl B, MERRGFE NS TEFLUANILZE 30%UEITRDE
3 3~ 5 HEXZIEEIRARE T,

FAL - REDARIR E DT 100% L | bSTRFLUNILZE 50% U EICRDELDIC5~10

B, M&lE bZ TRFLUANILZ 30% L EICRDK
D 3~ 5HEFIEEIRAE T,

MRECHIT B LLIMERERBEDZEA 1 R
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BB, FFHEBIIC FVII (FIX) SEHED 100% U EICR2Tc & UTH. I <ITMIRED U R T hENT
BDDIFTIFERL,
SEEOEFNDFERICELTE. NAZILDZHEENRZ >TVBDT., INSZESIELHEHEDE,
S EZEMB<EICEDLDOTIKRITDNEN DD,

BEICERATRE (X 4) (&, BENEENSFEALTVSHDZSIEHEERAITDHNES LV
P BUHEHEINAFTERVES, B UBRARICHO FVIIL (FIX) HEIDNSNE, TNZERL TBE

EBIIAT Do
=4. FE VI - £ IX BFEE—Ex
& A EHmB —fi%$2 BRFEatt
JORXIA ~MC®
. o es | BREBANE o
OY3OTA b—HT = /|| D7 HARMA RS
AV J7J KNFO*
e JLUA o ~ad e
7 RA ® S
BT 7 ERA T s LR
RES VI BT \ \ \
aN—=)LkUA® FIRNaTR—%5 INA TIVES
. ® vaoo ~ao JIRSIT 4 RD
JIMTA FILT 7 Jr
v A® JEI NIT s
X—A w7 7,77 A BYER
_ o I7507 37
AO0774 bk LT /74
. . WUA T ~aT N
7 \ ® SER 2
7TAS AR 7T 7RI RERELE
sy ® 9\\:E9 I\jg\‘ N SHZE
AR A JeA P 7RI A TIL=m
BES VI RFEE
o o voo ~ao JINSIT 4 RD
TANDZR P77 T J7—%
TATRFS® O/2 37777 | CSLR—U VT
WS ® IO7xVI 82T
FILYE—F . Y/ TJ4
N ® N7l %
9 |J 17// I\/\ %’Z@éf}%fﬁﬁ)\m;@_ EKE/&K%”*]&*%
JINT R~ M® ABES IX AT KM NA Z 0399 2
AR TR \
REE IXETRE | PPSB-HT EZ=INb v Ok
[ZF o] @ % IX BFESHE
R T4 IR JFATTIVT 7 TrAH—
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@ SRS

= A Ema —fi%%4 AR5ttt
AL FOUTRE tohb/T Y Y74
ZILT 7
BB RE N FILT RIS NI
aEs xmraE |7V LT CSLAN=UY7
Lo«F37°¢ JFATR—9~_RI) ;Tig?’W\Q

MIOVIAIA M= HT® 3777 KF®:von Willebrand BFZHEE VI BFEE|
XX PPSB — HT [ZF V7] i BIRF. HURTF. FEXETESEI SO0 MOV EVEGHREE

FVII (FIX) #AIC K2 EMBENRODEZI UV TIE. APTT RO FVII (FIX) &EEZRWVTIT S,
FVIIT (FIX) SEHEDAIEF2 < DA ZFEERBERME(CHEL TS, BRMRIFNEND X CHREZ
EI 3N, FVII (FIX) EHEN 50% ZHBA 2 & APTT FIERHEHER2HZENLWVcH. APTT OE
—I U VIR TRFIEMERDOFHHN N T+DTH 2D, Lich>T. BEDILEMEZIVYTELT
APTT ZRIELDD. &8 FVII (FIX) EEZAEL. HEKRSEZBEHITDIENEETH D,

REMDIZEF. FVII(FIX) DADRERFOHEENR (FIRM) (KT 2TaEEN G S, PT,
T4 U/ T UEREDERNISAE U, HE(CIHU THERBINRG E THRORERFHHFTIT D.
Ffeo PT R APTT [CRBRESNGWVE XN AFBHEBMICE T I S/, ERFAEL. MECIHET
2 Xl IF&BIDMFTZIT S0

D1V EEI—DRVIRE A ANLSA DS © IEERG) "
AVEEI—DRVIIERFA ICHUT, &2 (0.12). %3 (p.12) [CECT FVII BRIOBFEE
EIS5(CHcY . BERTEGEERT D EDICHBERIESEF RO TEIN S,

FVIIAEE (1U)
= (FVIEEDBERL NIV (%) — FVIIEEDR—RS5 14V LUARIL (%)) X FE+ 2

FEEEXTER UBE. FVII&EIZ 10 ~ 20 841 /kg #5 3 NUL FVIIEEE 20 ~ 40%
EFU. 20 ~ 40 811 /kg £85I 13 40 ~ 80%. 40 ~ 60 &1 /kg £85I 1(F 80 ~ 120% £
FIDILICIRD, BB, EIMIEFEICHREMEER FVIII REZERT 2550, FRHTERE FVII
HEZERT 355D, YEDRSEFEANICEUTH D,

FRARZER FVII KA OFEHIE 8 ~ 10 BEEE (FRHTERREITIE 15 ~ 20 BEEE) T
HBlcH. PFEELLOHMAERDBZE(E. FVII HEZH)EERS%E. EMOMEFFDIZ$(IC—EDH
B 12 ~ 24 BEIEICE IR LIRS (EfiRS) T20ENH S,

RIA Tl FVII OFREAZER S B BHNER LTS Y. INSOFRBEVITNOREDH 15
~ 20 BERETH D, [/ Ve EY—DRVIIKRESICN T B LLMMEEA A RS54 2 2013 F4E]
] (CHWVTIE FREIRERRRIZ AW CHEOLEMEEICDOVWTEH SN TS 2, FRIFHIE
RAFVII R 7ZEAT 256(E FRORMINEBZSRO L ERRSDERZHEE T DHEN T D,

EEOHMPFMEGRE, RERFEEZRIBSEICRESEINENHHHGICIF. YUY

MoRECHBIT B ILMERERBEDOZEAIR 15



Ry T ZAVT FVII REIZFRIRS T 25055, FRHIREL FVII "EZRAVCRERSZ
Rt 9 2HGE. FITEFRFEEFTTR—SAKSTRVIIRAZGHGEL. BERNS 4 841 /kg/hr
CHIRSZRM T Do BRE(CIFECDERICKY, FVII O LERBERF BN ERD f2h, FIOE
5B8%. B&UERRS - FHRRSPICFBERINSZAE L. BIMORRICHUcEFEENES
NTV2RHZER LI LT, REEZRBEITINENHD,

FRHBERE FVIII RFIDOFHHRSIC DOV TE. IR TRIRENRESEBOBEL IRV csH, EBL
DRERIICZDRAZFEA UIHZED LFREH LUERAN G SH UHEERSNTVDEEICDH. T
DT — ZRICRHEIRESDEZRHE L TERMIT 5 EHNEF UL,

@4 VEEI—DRWIER A (NASAF'S © ERE) >

TE. MARAICBVTIEAVEEI—DERICHHDST . NATA TS Y ICKDEMFE (IE

SBECIERW) DSEESNTOVDEFINIEINL TS,

NLTA TS YR FVII OERZERE T 2NMAREIT. FRINIERICEL. ETNESHTRETH
0. EEOERERBEE FVIIEECBRE LT 15% ZE T, BEEZENT T THHRFERULZL,
CDEHODNLTA TS 3. BREOEMERDFHNRGH DD, BIDIEITEEICIFHREN R+
THv, HMEPHMELEBRICIEH SRR FVII 2RV EIEENNEICRD. NATA TS
EERPDA Ve EY—DIRVIER A DIEMEEE ALSA TS “IHERAAIEEHK. K2 (p.12).
3 (p.12) (CEUT FVII HEBTEEZERT 2.

NLTA TS EADFE. APTT WREDREKEES Y BRIBICEBT 2. APTTHLU
APTT ZFIB U TRIEY 2 FVIIES.FVII o EEY — R EDSTERE(F. EEGREBEAESNT .
IEMBERENSBAICTHES N T UE Do NASA TS ®HRAPIC APTT ZFIR U TRIE T 2B Z 5N
IBEEF. NLATA TS OPHTERZEREISHI U L TCRET BN B D I2th. EEHNNE
THdo (PFHTFEDAFTECDOVTIE, PHEREE(CRVEGHDTE DT L)

NLTA TS DERPOESEF. EMSOEENEMIEIZH. BEFMAREEEEFIET N
L©TATSEAMRICBVWTEEZRIBEL. HENRBEZEZ D+ O—ERTIT>TLBBEEHNZ L,
BEEANLSA TS " EEA— REFFELTVNS DT, BIMICIFSEEHIN TS HERIOBEREERY .
X - BRSO OEEAHZRET 2T ENEF UL,

NLSA TS Y DERAPDA e EY —DRRVINRK A DHEMEBEOXHE. PHREDEEmE(S Y
4 k= https://chugai-pharm.jp/contents/ca/055/001/002/ [CEEMNEEEH N TNWD DT, &
sV,

@4 VLI —DRIERB "
£ PI—DBVNMERB ISR LT, £2 (0.12). £3 (p12) [CEUT FIX BEIOBFES
BITS i, BERTEREENT 3D NERESRE FEORTHESN S,

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

St B TEH UIciBE . FIXREZ 20 ~ 40 41 /kg 15T UL FVIINEEF 20 ~40% EF U,
40 ~ 80 BfiI /kg &5 F 1 40 ~ 80%. 80 ~ 120 811 /kg®w5INIF 80~ 120% LRI B

16 F2EECHIFD I MEEEREEDZES A R



@ SRS

EIC13%,

FRHIRER FIX RBZEMAT 255D, FRIERE FIXXRAZERT 2560, YERSER
BEANICEUTH D,

BREICEAT2RAR, BENEERNSFEALTVZEDZ5IESHESFEATIANEZT LV, @
UREINAFTERVEES. © UBRAIICHO FIX REID SN, ZNZFERL TERZRBT 5.

FRHIRAER FIX REI ORI 20 ~ 24 BERE T, FRHERE FIX REITEREI S L2
HEADNKE LR35, MK A CEk. PEEL LOHMEROBEGF. FIX REZPOKRSE. Lt
MOHFFDIZ C—EDHER R LIRS (EiRS) T2MEND D, RSEREEHFTEICER
DI, BREEIDMINEZSRDI &)

BEQHMPFHiGE. RERFEMZRABSEBICEESEINENGIHGICE. YUV Y
R TZAVT FIX REIZRHHR 59 575055, FIX D LEEPHFHIE. FVIICEER U TRE
DIEFEPESCDIES T E(CRESERRDN, FRAIRER FIX REZRAWVWTHRIRSZXRT 2155
& FTERAFERETR-—SRAKRSTFIXREZHETEIL. BERN S 5 B /kg/hr ZBRI(CHKfR
BE5ZERT D, 22U, FRIERTE FIX REIF, FRANMIEBICRVDERBZVZH, HITLD
R S(IC KRB IEMBENRER (BFLL) DI TERL. WINICEK. POERSBER. SRU0HE
RS - FHERSPICEER NS ZAE L. HIMOWRICSIH CTtRFEEHNESNTVS N 2R
UTc LT R5EZREIDINEN G D,

3) 4 Ve E9—{REMRRKICH T B ILIAR (F5R) 2

MR A (B) BBICFVII (FIX) BEIEZRS UBs. —BOEICEFRSI N FVIIL(FIX) 123
I ZEBAGDEESNZBED G Y. TNEFVII (FIX) 4 Ve EI— &R,

A Ve EI—DOHEFRERIEA BU) /mL THRESN. EREMERD FVII (FIX) 5E4% 50%
i1 BHENMEE 1BU/MLE LT VDA Y EEI—[FZFDHIC K > T EHf (5BU/mMLELL) .
&1 (5BU/ML 58) [ICX D SN B. &1z FVIINFIX) BEIE 5% ORIGIEICHEWVH S . FVIIFIX)
BUIEIDFF AT THEIC SBU/ML KBDEWIAETHB T 20— L ARV T - S VI (FIX)
DOFFE 1 ERLAICERICHAGENMEN L. —ETH5BU/mLUEICR 2T ENGB 5/ \ A L AR
VI =X END,

A Ve Y —FEMRFERIE. FVII (FIX) 8EIZRES U THHRMB SRV D, KEBD DIE
FlICIE. FVII (FIX) ZRBETICHRIREERFEEHE S E ORBRISEBET 5/ V1 / V2 L&
ERRVSND. —H. A VeI —MEHEDERD—ERE. KEBD FVII (FIX) BEICLD A~
b B9 —thilEsk (PSS IBELSN 28855,

A VeI —REMKFEADIEIAREICHF /N4 /SR IEMESE & DHEEDBER(E, BEDR
TEDA VS —Affi (< 5BU/mLH = 5BU/mL ). FVII (FIX) BERS®ORINE (O—L 2
RS —DNA VARV ST —0) . BLOBMERDOEEE EEHNEED). DEFEDOEICKUR
ESND, (RS5SH)

INAJSZUEMESEICAVSNZEE(C(F, SEHRTO MOV EVESHEE (aPCO) (ZRAMR
BERTNAIDESESHE BRE: 77/ EEM 1000° 2iEHRT | RERRTEMKRS
i), BLFHEMARZESEMELS VIIEFEE (FVia) (TF937 PILT7 ERE: /ReTY
HI883RY UV Y® 8SERFET /IR /LT 4 AT T 7 —<kREH) . 65WE8REE X BF
SEMEES VI BFRE (FVila/X) (@B AR RES X BFIGEHESEIRT AR /N1 70y

MoRECHBIT B ILMERERBEDOZREA N 17



&5, A YeEEY—REMKRFESDILITEEICH T 2 FEHER

D | R HmER) 5 13%IR 5 28R
O—URARST— ;%VTIE(FIX) o INAINZ L IR

5 (mEonn, i |COenemBREC

<5BU/mL o —

e s, = Pl 0 84A S AR
IS ERER ;'%vﬁ%(HX) ) INAINZ I IMEE]

SHi (= 58U/mL) A SR U3 AV e
O—L RS~ Ry JNA ISR UL )

TR NA LRSS — XA ISR UL MBS e, s
R JNA 7SR IE MBS ST e s

N® BUSERSE KM NA A OV I A% EE TOTE— 3 Vil —RAEEE A BARMRREHAE)

D 3BEN DD, K6 ICTNZTNDREE - 7582 T,

BE. NATATZ PP LUE® ICLDBMFPBAEERMPICHE UIciieBmicxd s 2/ /YR 1k
MESEICIE, MEAEDFEE U AT HREIIND e, FATIRADBRPESENRRZDGZENH

V. AREZELEET D,

&6. /N4 VR LMD

MRS EES B FHERAEMER MEREREE X B+
2 A FOrOYVE VEE FRES VI BT RE MBS VI BTFRA
(aPCQ) (rFVla) (FVlla/X)
Sl oy BT HI R .
mRe | orwmzmiooe” | JNETTHEER oy e
90ug/kg (#1@)
HE/INS | 50~ 100 &4 /kg ZD&IF FVila & LT
Fi5-FIB | 8~ 128881 ~30 |60~ 120ug/kg (1@) | 60~ 120ug/kg 10
E2~3FETE
BI®RSE. 8B ED
XYk 1 HEXKIRSEI B &3 TiTL, PO
200 &1 /kg ZERBZ TR 58&LE6HDET. 180pg/kg
ZHBA RN
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@ SRS

SEEIDILMHROBS ZRT TET YA FRWH, WINOERIZBWVWTIEMEREZRBL T
HELIRVLA, BEOHEMIERICHW U TERA LU TV SRFNERINTVDEEF. ZTORKZRHN
TIEMEBZRET 2DHLEE LU,

&, NANZEMEEE. APTT ZDMMDREREICZDMRIRIRENZW e, EZIUY
THHEETH Y. WRTREBRIEROLEOEEGWVICK ST, MRZHET 2 LSTTEDR,

—7. AVeEEY—HfH < 5BU/ML DIEBOZEF. SHAED FVII (FIX) #EZESL. A
YeEEY—ZPHUT. LMEREZEIEBES B PHNEEDH D, PHREL/NA/ VA IEMBTEE &
Hix), ZOWRZE APTT ® FVII (FIX) SEETEZI U VI N OIBETH D,

PHEEZE/mT DHEIE. MBRFOA 2V eEY—Z2PHT2DICHER FVII (FIX) E%Z. LUITF
DI TEET 2, REDLIEMEEICIFLIFOPMECIHZA T, K2 (p.12). &£ 3 (p.12) [CR9 LM
BRICHEBRTFEZEINRST 2UENH D,

thflE
= 40 X {FE (kg) X {(100 —~ANY b T VU v ME(%))/100} X 1~ E9I—(iE (BU/mL)

RIEAT ST U w MBZ 50% & T B &.

thfl&= 20 X4& (kg) XA Ve E9—{E (BU/mL)

ERRY) . INITIEIBEICHETR FVIIL (FIX) 211 TCE2DREZIIDICRET S,
ZORIFSIERE. LLMOHERFDIZHIC—EDHRE FVII (FIX) HEZEDIRUIRS (EFiRS) &
DVEHHERET2MENHD. (MEFA : p.14 D4 VEEI—DRBVMERA (NASA TS
JEERA)) SRR, MAKRB: p.16 @4 VeI —DIFWVIMKRK B SH)
AVEEI—RBHITEWVWTIEFVII (FIX) DT U7 SV IADTTHEL TWVWDIBEN DD, EiF
APTT BKU FVIII (FIX) EEZEZSI UV U, THRIEMMBRMESNTVD N ZIERT DHEN
HB. Fc. FVII (FIX) "HEIZEH®RS Ulc 4 ~7B%&IC. FVIILFIX) CRIBLTA VY —EN £
FRIBh. PHEEDMRNFEDS - HEKIT DI EICHBRIDUNEND D,

BE. 4 Ve 9 —REMARERDIEMEEF. REOBIRPRSE, EMEZ9U Y ITHIER
([CEMEEIRD s, TR CEMT S HNEF UL,

O VEEI—REMRHRH A (NLASAT'S " IEERF]) &V« ey —(FENK% B>

A VEEY—REMRK A (NASA TS O EERA) BLUA b B9 —FEMKERE B DS
BEFHNRDRAD EB W . BEDIRED A ~ b B9 —Hff (K 5BU/mL Hh= 5BU/mL HY) . FVIII (FIX)
BERESBORNE (O— VAR —DNA VARSI —h) . BIROEMEROSBEE (BEHNE
). DEFEDEICEY. NA /SR EMESAE - EPEEREL (0.17 X588). p.18 &
SZE(CIMERZEE/RT D,

erRU. MERKBBA VY —REHMCTFANZHWVEEEG, J7A4NICEBINTVS
FIXICRRULT., 858DA VeEY—HENLERUREY . PF T4 SFV—FERPRTO-—EZHE
ET BDMERN BB, T7A/N  ZFERALTHINSDBIERDHELE LRV EHESEESN TV AES
PSHE. /RETVHI®H2WENA 70w ~° ZFERAT 2HNLLTH 2,

MERA A eI —REFICT7A N ZRWVWEESIE. 7F 745V —ERPRXTIO—C%
FIET DTREMEFIFRVD. T7A N ICFVII DBIFEDSEINTVSIEH. BREZICA Ve T—
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HiEN' LRI 28NS D,

2024 FECHEFTINCREBEE (Re-balance) BARE IV VAN T (BRE: 7UE®) F «
Ve EY—EREYT DMK A/BEADBEMTRAICFHERIET. SBREELTAVEEY—ZFET
Mk B AEFICERAESND EZZ 5ND. 7UE “RBEDICHRE UcEHMOIEITEAE(IC (&, &
DINA ISZEMBEERNTHEDRND, ZUE ®© &ENA VR UEMEFIOHAIC K2 MIEEDFEE
MRRRZEIND D, NA /N AEMEFNFERFIDFARIN TV 2 RSER THERIN TV 2 RERAE
/593, T7ANYICDOVTIF 24 BELADRSHAERFE 1kg X1z 100 Bz LRET
BDTENEFLL, ESNTVD, PUE ® ZERTOBEF, HMEFOBESAZSDEH UIoEEH—
RZFIFRFLCWVDIBENH2DT. TNZSE(CIEMEEZERT 2 ZENEFULL,

BH. MEKRA VEEY—RERIDA VeI —DHMCSME. SERIEMEEICHERL TSR
Bl ANLATATS PP UE C FEHOERGEDFHMNREARBE(CE, £ /RETV HI® (90pg/
kg) IC&B/\A ISR ULMEEEERET B

@4 Ve I—FEMEREA (NLSAD'S ® (BRG]

BE, AHDA e B9 —REMKRK AERICHUTIE. NASA TS OERRSICLDHEM
FEHINSEREEN T VD BRRDEB Y ALTA TS DEEREREIS FVIIEIECIRE LT 15% 12E T,
BREEXENSETHOPIREFER LBV, CDEDANLSTA TS Y, BIOIEMEEICIFZIREHSR
+9 T, BIMEFCEHRMIVNERICIEN T BhE/N 4 VA EMEEF e FPFEEAZHE T 2MNEH
B2 I\AINZAUEMEEEDPHEEDWVWITNEEIRT 2HCDOVNTIE. NLASA TS ©IEERAIEE
REKS (p.17) ZSEITRET .

NLSA TS C ZERPDIRRK A A Ve 9 —FEHIICN 2/ /S ALEIMEEE. & D=EIR
PIREENRBDZCH. TENNETH D,

ANLASATS®ENAINRIEMBE T T7ANBELONA 70w K®) ZHAULESTIE.
MAFEAE. MMM NMEEZFIET DTEEUNBLBRDBIEHD. NASA TS CICLBEMFRZE
FEME UFe 8 [CFE LI BIMER ISR U TIE. REIE LT/ RETY HI® ICK D IEMAEN HER I NS,
NLSATS® EHATBED/ KTV HI® OUEk5EE 90ug/kg UTET 3.

JRETVH® ICELBEMPRHSATH T, POEFIT/NA 70w K ° ZFEREIDEERVES
[FPERS5E R 60ug/kg IR, 774\ ZERE I3 28BVESEYIERS5E% 50U/kg LIF
U, FMEERTEDEEZDREREICEEDINENH D,

—5. NATATS “HERPDA Ve EI—REMKK A DREDA ey —Hin' < 5
BU/mL DIXEDHZ G, HIMDEE (K PHEEDBIRRD—D2E13%, CDHZBED FVIIEEID
BE58(F. NLATA TS YIHEMBHIER U TH D, (p.18 BH)

NLSA TS BERAUESIE. APTT AREOSBEREES U BXIBICERL. BEDHETIE
APTT. FVIIISEME, FVII A Ve B9 —HBNERICHETES, MR BRICSTHESNTLE S,
hPHEEDDRDE=ZI U VI (ERAT S APTT, FVIISEH. FVII A Ve 9 —HlERIES 51
HICIFE ALTA TSP ICRTBPHMEEENLTHS NS EAET 20BN G . (PFIHED
AFHEICONTI(F, PHEE(ICEBLEDES L)

BB ALSA TS BFERDOMKEA A Ve EI—FERICBNTH. 4 VEEY—DHED
B, EERIEIMAREICER U TV 2 REIREDFEHNRERIES(CIE. £/ "7 HI® (90ug/
kg) [CKRD/N\NANAIEMBEEZFIIRT D,
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NLTA TS OERPOBEF. BMBOSENEMGCH. BREFMARSEZEFET DN
LS4 TSEARERICEVWTEEZRB L. HENGEERZ T+ O—ER CIT> TV HBEHNEL,
BEGFALSATS VEEH— REFFFLTCVZ DT, HMFICFEEHINTLDHEERITERZEY .
X - R A SO COBBERHZRET DI ENET UL,

NLTA TS O DFERAPOA e EY—RERXREMKRR A DHIMEFOMNIGE. PHREDERMT
[FH 4 b= https://chugai-pharm.jp/contents/ca/055/001/001/ [CEHANEEH SN TV DD T,
EIFS IR0,

6. WHEATMRFESERAIN T CICAFTELRWMES OIS E
BEHNICHIMAPRNZ &9 MAREEDOKRE D (F. RERFRADETECEIFFEEZERL TS
V. BEICETHCIENADORAZRFELTVSIEENH 2D, EERHBIMERICK RS NIZER.
A TMAREEREANT CICAFTERVESGE, R2RHENCRENFRE LTV REIZ (B3
HBRZHER LTz £ ) AL, LLIEERZRIGT 2 ZEZERBINETH D,
Fle. —MORBRFHANCELTF. REPKEREDEBRBATH. PLOEERRHTEE
[CFFT 2 ETEAPHIE SN D IHEN G S,

VIl T2
C X—A w7 © (EEARRE)
BAXT VT I—THEEZECE0LEHE
cIATAFS O (CSLR=U VD)
BE - WEDOA. TN - SHERE.
ZOfDHE, - ZILT L v JIL—TE2tICEVEDhE
c 7 RS MEETRF Y N © (250 BNy HEERRIE)
X T4 NIV IV—TICERE D B Rk
¥H 8:00 ~ 17:00 : SPLine #zX=%t TEL : 03-3562-8300
FH17:00~F#F 800 £ -H-%®2488: J—)bt>¥— TEL:0120-435-195
% IX AFEE|
A FILEF T ® (CSLR—=U D)
mE - WEDOA. NN - SHER®.
ZOfOE : FIL T Ly TIL—TEtICELEhE
INAINZ LRI
- D7 A N\EHEA 1000° (REAERRIE)
X T4 NIV IV—TICERE D 2Rk
¥H 8:00 ~ 17:00 : SPLine #zX=%t TEL : 03-3562-8300
FH17:00~F#F 800 £ -H-%®2488: J—-)bt>y— TEL:0120-185-268
Takeda Medical Site : https://www.takedamed.com/page.jsp?id=1048449
- JRETVHIETRYUYY Y (R /LT RT T 7—X)

J T PHERE
REBNS£EE (iH - HAB7ZkR<) TEL: 0120-180363
RERULH - 118 - 24KE TEL : 0120-359516

NA70v K® KMNAAOVTR)
AR T ) —BHEEEICEAVLEDE
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7. MRREBBHEDZVERE - FEIRTIESNI=IES

MAREGN AR E (FBEHEDBRVWER - FER THRESNEBE. HIERN L. SHINNLED
ARETHNIE. HEXDFRREBSITERDBEZERB ) EHINERV, 2L, MisESRZE
HUICBEOHMEEE U/ WREES KOTUEEREER) OERICEAUTIE. HIMEaZERTE2
OJREMEN' D D TIMEEEDESEICH > TlE. MARDEEZT> TVDEEEFCIFEFIREH
BOE, FUNEEAERBOTSPERDRSE. SLONIMEEAPDIIRRDEES & ZRE LT
W< AEN'H D,

8. &EXM

1) BH 1BAX, fit. A VEEY—DORLIMAREEICH T D LIBEAA RS> 2013 Fi
EThR. BAMMRIEMFARTE 24 565 Page619-639, 2013.

2)BH 8% . A VEEY—REEREORKREECHT B EMEEAA RS> 2013 4F
EIRR. BRI IEMEAEE (0915-7441)24 % 6 S Page640-658, 2013.

3) BH BAX, . MRRESICHIDEMEERASN RS> 2014 FER. BAME M
=it 26 5 15 Page7/5-78, 2015.

4) BH BEX, . IRRBECHIDEMERAA RS> 2015 FiER. BAMe M
RiE 27 %5 15 Page107-114, 2016.

5) @Il £EF, . BAMRENFE MERKRESICHITDIEMERERDA RS> 20194
B NATSATS(IZVXRXT) FARICOVT. BARMZIEMZERE 315 15 Page9os-
104, 2020.
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@ SRS

| 2 | von Willebrand j® (VWD)

Gl e e

® von Willebrand % (VWD) [FEGHELEMEREDT TIEROBENBVEER CTH DN, HIIAEK
[FEVEBIN'Z L,

O HMAPR CTHERE SN ST E U TR, NERDKRET D 2HM. SMEICKDIEMEEH. IS
HMFEDOHARNEI, HEERENSDRELM. HDWVIEMBIIRENEZ SND.

O REAJU—Z—rI8aE (IMRE. PT. APTT. 7« U /4>, FDP - D-dimer) Tl& APTT
DEMERNDRH SNZBD. £ CERBEZRIEMNDIRLEW, 122U, von Willebrand BF
(VWF) DRZIC KW MVIMRAEERBEIFE T U TS,

0 MREERS(ICH TS EEERHMOEE PHMINEROEIMINGC(E. #3 VWF SEREZH
W EEENRETH D,

O —iRIR VWD D2t SaRICBIL TlE. BAMEEMFARNS [von Willebrand f&DE2E A
RS> 2021 FRRV] HFITSNTLZ,

— https://www.jsth.org/wordpress/wp-content/uploads/2015/04/
von-Willebrand 8 D2 A RS> 2021 Fhi .pdf

O XN VWD BEDIEIMBEDOH#HRECIF, HERIEMICER U TWVWSREIR SR, &
Briest. BRUBEOUREREDBRNMMNECTH D, HXBEHD VWD CHIBAULEICIE, &)
[CINSZHETRT Do

0 BERR2WICIRRI B 2DV ORBFREN—F (FR) ZAAFHLTVREENHY . AH—
RICEEFEEDOLEMEEICHERERNEZEH SN TVD,

S48 ——— SEIRERE - 2R
HE I AR « 1
EOTVET BLE
HIODERFi (C (S HERFREDRSIUE T A8 (FEEM)
R BEOEFRHEHCERL TS T
b - #
4E#AH:  @E &= A =] BE
1 RS (FEBRM )
S TR (4KE - 7R )
A Sl
RFEE L ]l = R
HmosRCERL Vv R |
’5=: BT : mg
 ERBEANRBVNES, Mo EFERITE
HmEmOIFN s cEEs, T e
= HnDBEE B : mg ZTEBRIFRAIC
&scFae . T Sos s eaanssena oo wovaeos

TAZFIIHICES <HROBEENEODONE FRAFE GIHE - FRHOE k)

© BIMOEESE PERMFLER DB TELTTAIC DWW TS, TIRERIR L @behEsk D F/a6: (D& U,
HEIDBERPIRSEICOVTHEHRT 2L EDIC. REZEHA RPRIRDZEA A RS54 V7ZESE(C
Ufc ECTIRET B

MRECHIT B LLIMERERBEDZEA 1 R
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VWF 2B&FIICF,. b bMSEHR VWF 255 VIIEFRE @R VT 77 ~FE5HA )
EEBLTHEMHEZ VWF 8F (RS RV T «8EH 1300°) 0 28&8nesY)., 2777
7~ F? 13 VWF E%ESE VINRF (FVII) OfiAZBR(ICHEFTAEERD. RUNYF 1% [F VWF
DFH UMNMEFE T TR,

VWD BEDHEMABKIC T D VWF SERAIDYICHRSEF. BIOERICK>TERY ., HH
TREK7.8 (p.25) DERSEZSEICKRET D, BEOHIIIC THESINIIZE Y. KFMH N
ERBEEF. FITRFEEZ 100% BEICERTEIRFE (VWF & UT 50 811 /kg) =185
92, LMZHFTT DcHICE NS5 IEmE—ERB T &(C VWF SERBIDR) R LIRS (&
RS NINETHD.

VWD QLEIERICIY 777 h FC 2RV 5BE(E. BRBRICEHSINTLS FVII OB T
Fr<. BBD/Vy T —I(CEEHINTWVD VWF DBEAHZELECRSERRET D,
—BDFEF VWF SEREIDETEC IR EZRMEL TLD T8, KRAT VWF SEREID
FLUCAFTERVGGF, BENETECEHRAICARH LTV S REAIZ (BMIRZERESR L L
T) EAL. TEBLIFTEPHICLEINEEZRIET 2 EZERBINECTH D,

1. KEHE

von Willebrand %% (VWD) (&, MVIMRD#EBIER L. BB VIIEF (FVI) OREIERZRY
% von Willebrand BF (VWF) D882 WIBRBERZICK D FIET ECHLMERER TH D,
VWD [FEGEHHMMEREOF CREDEENSVEERTH DN, FERNFEAEEVEADHZ L,

2. FEEIR

BIMAEK S MV RASERBERRE S C L DR T - #REMZ ST 50, —8D VWD (& FVIIIOD
RZITKH>TIRKR A CFRLT 2EENEMPHANEMEFEIEYT 2. —MREICIFLIEN S EHIMIE
KORBHENZH, BAEDBGFFERICIE>THOSIMGOFI. DRES(CIEMAZEZ S U TE2IS
N2B5HEN. —8D VWD [FHIEEDMEELMZFE LRI <. BRI BEEELHMZE/CT
EFDH D,

3. Bainxd N3 a6 & XER

INEEADRET ZEHM. FIHBORBEMRECK > THREEFKREZZ2 T 2N H D
ZNLADHEIMAERIE BB TRE L, FICHFRADFTVBARLBIIC K > THRMX S NS algeEIHEL.
HRMED M ERHMAER S UTIE, INRBMEOHRARNEM. MEREM S D VIFtOHEIEER
ZHOSOAREHM. WMEMDOFEE. HDVEKETBRIMERENEZ 5N D,

4. 2HR"

BREZTU—ZV A (IMRE. PT. APTT. Z« U /4> FDP - D-dimer) Tl& APTT
DEIERNBHOSNBH. 2 CERBEZRIEMNDIGREN. VWD H8EDNZHEF. VWF
MRE. VWFESE (U b EFYIT709—7EMH) . FVII &% FVII O ZREL. VWF &K
FIclF VWF FURED 30% KDzt 7z VWD E2ZHid 2, 2L, BRREMIERN DY VWF
BN 30-50 % DIFEH. VWD ZIRNT D EIFTERL,
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5. di - RMENBEFOXRE"

1) BI&

VWD DIEMEEE. ETFUE VWF RO FVII ZfIET D K. HMDEE. SKUERM
PIEBFOEMZINH TSI ETH D, BE. BHBEICEWVT VWF KU FVII OFIE(CERTIEER
HE (& MERZMEN SAREED VWF ZRIHES B 2EET AT > (-[deamino-8-D-arginine
vasopressin : DDAVP) &. #ZB2HRIC VWF Z#78 9 2 VWF SBEREID 2 &8 THhd.

DDAVP [FEFIC K > TRIRDEWVNAZ UL, —BBDMERIICIFER), —BOIESCIFERERD I
. MRERRSCHT2EMOBELHIMNAERIC(E. VWF SERFZAVN 2N SRR
NERETH D,

—REVR VWD D2 &IBRICREL Tl BARMEIEMFRN S [von Willebrand D2 E A A
RS> 2021 FRRV] HFITINTL 2,

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

WX SN VWD B2EFDIEIMEEOAEHRECIE. ZERIEMICHER LU TV 2 REFIR B, Bk
fis%. BRUCBEDUREREDERIUNETH D, WHEBED VWD LHBAUIEEICE. |ICIN
SR Do

BERFRRBCIETR IS 2 DI DRRRBEN—RZFARLCVRHEEN G KNA—RICFE
FD I MBEICHERIERIEH SN TL D,

HIMD;EE A PEMBNBRFDEIFRFAAIC DWVWTIE, TIEE/RRR Y EBFeiEsk DFBEISEBIE U,
HENDBRPISEICOVTHRT D EEBIC, AREZEH A B [von Willebrand imDE2EA A
54> 2021 R "] ZBSEC U LTRET .

2) VWF SERH

VWF SE&EIC(E. & ~MEEER VWF 255 VIl BFRHBRE (pdVWF/FVII&E]) (FZigR
MBAMBRES VIIRT @RS IV I7I NFEFAS 858E0RE KM N\AF70Y7 %R
# - BRFETT | —MRAEAABARMRREIRRE) SEnFHEMRR VWF ®E VWF &&) (RZ27
FILT 7 BERERYANYFEEA1300° RERFTT REERTEKIR) O 288N % 5.
mMEDEWVG FVII #ZEI2INENT. AT 77k FP & VWF & FVII Z@EIC#FT 5 &h
OEETHDN. RNV T ©[F VWF BREEITH D25, FVII DERICHTTT D2NENH D5
Bl FVII B ZHATIHEN DD, (KRR T 1 © BEmg S UIBEd. BERADOREM
FVII B RE(LS N, FVIDESFSRCICER U, 24 BRIEgICE—T £13) Lich'> T, BamEs
NEE T REEREMOYEEECFE. V777 M F*OANFEENENEEZZ 5N,

BB, VT 7T SFIFVWF & FVII DEEENAE <EL. VWF A FVIID 2.4 fE5HEN
TWd, BEDOEIIEFVII DSEEXEECEEHINTLDH Bl DT 77 S FiE5H 1000°
= FVIII H* 1000 BAIZSHEINTND) . RBD/Sy 7 —ICE VWF & FVII OB OBEAIEH HED
TNTWVDesH. BE5EF0NT VWF OB (B 32772 hFiF5H 1000° 0 VWF 2B £
(& 2400 &f]) ZEE(TRTET Do

OVI7IRFCERYRY T P DIREEDEZZR7 . 8IIRT,

HMSEFICHIT B EMERERBIEDZEA KN 25



xR7. Hm - BOKLEEOIV T 77 b FETRDRSE

BERFEHE YOS E 5= S HIR
>100% day! N 20 ~ 401U/kg N
KFi Ze0% o 50~ 60 1U/kg | 30 008 | 7~148
. >50 ~ 80% day1 N 20 ~ 401U/kg .
\Fil >30% ~ 50% day2 ~ | 20 ~60I/KE | 1) _sgmmEe | 2°H
thiE - BEIE | >50% 20~ 40 IU/kg | B2EES 18
DR - EE
BB | >100% day 20 ~ 401U/kg
(VW 38l - FVII Btk - 40~501U/kg | 22~ 8 | 3~358
Nt ek P | >50% day? 12 ~ 48 B35
BRI >50 ~ 80% day] B 20 ~ 401U/kg N
@E~DEE) | >30% day2 ~ 20~400U/kg | 1) sgmemeg | | OF
Ekzauliill >100% day 20 ~ 40IU/kg .
(&) S50% day2 ~ S0IUke g oappge | /108
B5EIE FVIEM TG < VWF B EREC RS T2 s,
8. Wl - BOKNERRORY N5 « BER 1300° DRSE
) e MELEDESE
LR NERSR | (g3, mRGICHES SN BHER)
BRI .
i, Regsne) |40~ 50U/kg |40~ 50 1U/kg 78~ 24 BMTE
S
— |+ BESL )y = X Bz ~ N 2~ =
(BESEHBHORBN BEES. | o0 g0y, | 40~60 IU/kg E412~ 3 B,

HEEEM, PREEROME. BEE
H. SHSHEEMRE)

8~ 24T L

MIRPEREE—T1E

FiffDiEE
VWEF : RCo (%) FVIIl : C (%)
I\t 50 ~ 60 40 ~ 50
KT 100 80~ 100

ZE) VWD IEAIICHEWNT, BIRRFEMZENT 21D ICHERRSEE DX THESI NS,

VWF#EE (V) =
(VWFEHEDBIREL NIV (%) — VWF EEDR—25 1N (%)) X FE+ 2

FVIIREE (IU) =
(FVIIIEEDBIRL NI (%) — FVIIEEDR—ZXS5 142NV (%)) X FE+ 2

26
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@ SRS

VWF OMIMeP4EHAEH) 16 A TH Sz, PFEEU EDOBIMIBRDESF. VWF SEXRAZ)
0% 5%, ILMOHRFDIZHIC—TEDHIRE 8 ~ 24 BEEIC (EfiiRS) T2uENH .

B4DIEGICKY . VWF SKUFVII O LEFEWFFIAIEERZD D, HORSER. BKIUE
RS - FHERSPICEER NS ZAE L. HIIOWRISIH CTRFEEHNESN TV N 2R
Ulc LT B5EZREIDINEN TS,

6. WRAT VWF SERAINT CICAFTERVESOXNTE

BHEWICHIMAER Z ST —80 VWD B&(F. VWF SERBIOEEEDENEEZERMEL TS
BZahtehl . INSOEBEERFBEICHEIZRLTCVREEN DD, BERHIMERICK ) BESNT
B BT VWF SEREIN T CICAFTERVEGR. R #NICESIFRULTCVL2887Z (B
WEARRZRESI Uz £C) AL, CTEBLITERPHICLEMEEZRIGT 2 EZERINETH D,

FEFEICK>TH VWF SERANMEATETRVEEICIE. FEREMEE (FFP). XcFoUs
TUFET—hZAVT. TJEREET VWF ZHR I DUEN DD, EEREMICOVNTIEMERE
DB ZZERT Do

Z O, FWEINRIEMEEES UC, FSRXFYLAR. 42OV 7/ HTOVEBIREDTHEEH.
AIVNVIOLZXIRVEFT NUDAEYZIY CREDMEE SRR EBEA () TJaETH BN,
BEREREMICNT 23RIFBRENTH S,

7. VWD &t (IBRHEDEVWEE « FEATIRESNIES

VWD FEBIAY VWD & IRBHEDRWVER - FERCTIRXSNBE., HIMERN R <, SRINLEHD
AETHNE, MEDODRRERBR S IcFREBEDBREZESBURBINIFRV, /2L, MEHERZS
HUIEHBEONIMEEE G WREEDS KUTUEBERE) OXFEICELCE. BMEEZERIES
OREMN BB, FMIMEEEADEMICHIZ>TIE. VWD DBEZT>TVBSFEERICIIFFIREH
BO L, fUMEEERBEOUSPERIDRSE, BLUTMEEEFD VWD OaES#7Z2RET %
WEND'G B,

8. &E ik

1) B3 B8, fth. von Willebrand fRDE2EH A RS54 > 2021 Fhy. HAMEIEMFERE 325
4= Paged13-481, 2021.

2) B5 B8, fb. von Willebrand f8DE2&EH A RS54 > 2021 &Fhy BIE 2022 £2 8. BAM
2lEMF RS 33 % 35 Page372-374, 2022.
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|1 | SEEIVIMREAME (R WRislAMERERER) (ITP)

ME N

28

O SBEMHEM/IMREAME (ITP) [F. MVIMRIEEBICH T 2B2HANRR L, [/IMROBIENTTET 2
CECK > TR Z R T BORBEMERRTH D,

O TP [CBVT—MMICKE TG EDHMAKHEE S MR DDIE. MAWRE 55 /UL IR TH %,
EREHMMMNOOFREM. SHMm. MM, MERRE . AR 175 /ul LURISEA U1 Al

SSRHBHND T ENDL,

O HEBHMEZLELET DL ORBEERHBMIBRZFIET 20IFHENNRWVAY, [/ MRERHITIE
EEAEMVHEEEMR EEELRREREMZE T I EN DD, FICMIMRBAREBEDEE ITP
BENMISHDOME. FRBEICK > THEMXSIN, ZO—8ICHMERNEH L TLIHEEH
BB

O ITP [CIFEBEENBREMNENR . BEANICIIFRANZH BB,

© IR TP DEMEIBEICDOWVTI(E. BEFBEHSRRECRIITNESRE  [MRFEEDAESCE
I DMEIENS [ AFFRMEMWORAMERPEROSIR A R 2019 FeEMR] BFETIN TV 2,
— https://www.jstage.jst.go.jp/article/rinketsu/60/8/60_877/_article/-char/ja/

O SEREMPHMIVLERFC[E. DRICIVIMREZEESE2IHICXFILTL RZVDOYV/VLR
A, REJ 07U YKERE VMREN. SLUINSOHAEENTBELSNS,

O RBEIJOTUVAERLEF. T2 FieRRET 071U 400mg/kg/day % 5 BELESR U T ruiss
FT B AFIVTFURZIVOVINIVAEAF. 1g/day & 3 HEER U CREEET D, MR
(& 10 ~ 20 BAIDOREIVIMRERFZIR5T D,

O [VIREIIE, [/IRAVEAN T 2 AR/ MRBANMESRBER (TTP) A/ VU >R I/ Wom 2
fiE (HIT) [CBVTIF, MFERZBRI D CHERTH D, LA > T, BIFAR (EUILEY
© LDH O LR EEM) OEHIRE TIP ZROMEN H2HGF. MIMREIINZLS(CRET 2N
ECIFFEL,

© INSORUFEEIF. BETRURN—BMUTH S/, 5IEDIVWTROSV RV OV ZHE
WCHERR A Z SR T 2.

O EIMERDEM. 352 VIFERERDBES. AU INTI—-LOUBRRNGNIIBREREZERYT D,
ANJIONTI— - EOUBENRVES. $DWVIFREICK > THIMREAN 2 ~ 375 /uL Uk
CEELBRVESEE. FIRIBREXTOA K (U RZVYDOY 0.5~ 1mg/kg/day) ZRWL
TBRZRIBT .

1. KEHE

SEMMIVEAMEF. MIWREEBCHIT2ESRANREREL, MIMRICHEEST 2ER. =
EULTERICHITMARMETOMIMROBIRATHE L, M/IWEHAAZRITBCREEERERT
BD. LUBIFHFFEMEIIIMBAEEIIR S EN TV, &TlFmE M RRAMNE (immune
thrombocytopenia : ITP) EIF[EN 2 T N0,
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© wRItES

M/ & fo LIS 2 D RAPEE DT LR primary [TP & EEIWPE2SMTUT T h—
TR (SLE) &AM SN DRAICK Y iR i/IWogAZE 2 UTW 3 secondary TP [CH3EEN.
DI ATREFE MM W AMESRBHR S [EEN TVITERIE. primary ITP [C3%2T %,

2. EEEIR

AEREHIAERTH Y, FEUTE I (FRIRHMXFER) Z58H 2. HIMAERIF O SFHERN
BRI DT ENS L BYBAAICE>TEMULP TV, —RANICHMIEBNEES H(TFD DI,
M/MREIS B /UL IR CH 2. K FHRMMUAOOEREI, SHIm,. MM, mRQREF, MmIwREH
TR /UL TITED LB TROOND ZENES L. AD 1% RE. INED 0.4% BEICSWNT,
HaRNBImbE L.

ITP [CIFFEAERYFE~ 1 FLAICBRBH I 228 L, M/IMREA DR D U < (G a %
NRETH2EMEN DD, LA L. 2ERINE DN FEARBICUNHRTCERVCH. RiFIFH
FRESH TP (B2Iie 3 » BLIN) . FHEMEITP (3~ 12 #8). 184 I1TP (12 » B L)) D3 DICHE
TNcThs,

3. Baixd N3 a6 & EER

ITP [(FRREMNIFERAERL. EEEECORE /WO ZiEEE N TEME N2 6In'%
< TEBICHSMEXZNEET DRI BEERHIMERZFEAET SHENEN. —FH0 A ITP D
ZSEM TP TH Y, ZDBEBREEEREMZ FHU D SIM/IVMRE (375 /uL BILE) Zi#RFd
B ETHBIEH, MIMREAEBDIEN ITP BEDMSHDIME. FIRIRE (TR > THRBES N,
ZO—BICHMERD'EGH L TVDIHEENH D,

4. E2HR

ITP [CIIERBRENFEUDEN TR <  BAMCIIBRANZH 78D, TR0 E. MV WRBIAMEFRDH D H
RIBRROER (HRZMEMPRMELMICIDEMZRS) BLUBMKROREN G, HERE
BYIVIMOBANE T HOEER (R9) BDERATEDHGICITP EE2HT 2. ITP EBEICEZEiTN TV
H7ZERE, BREEICINSDEFIZMZINTERIT DDEEETH DN, TEREH CHDKER
ZRNT Do

F9. MMM DEREA
M/ )\ DIRA FIRRE

BieGMesaER. BEARMUEN. SHELNERE. EAIM1EH
i), SERMEEAE

iR G I \RAMEE (primary ITP. secondary ITP)
BIEEMBENEE. MR WM R,

ELEEE

RETUE AR SR e, A~ €1 > AR I R
R BRERE T
k- EIR SEm
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B2 Tl BIMERDEE. STITRROEHE. SHEPREE. IREEZHEEIT D,

BRBEMRETIE. £2M% (CBC) BLURERRE. £EFREL DI, TJRERRY MLRICHKRHEI
BEBRAZES L. MVWESE, REMR. BRRMIROEEZHERT 5. MIVMWREENFET 515
BlF. RMAR® EDTA KFHEIV/IMRED ZZ X . CBC DB&, ~N/VU2VH2W(ET T VBRMT
DIV WRE =TT Do

IR RIMERODHESRIS . LEMEER(C I/ MREIINZ{EFATIAE (ITP) H A= (AR MM/ Wosi M4 SRBE -
TTP) W ZHIlr g 2B BB Tcsd. FHICEETH D, BIMRDEHRE TTP ZE SFIENH 215
BIClF. BEEIIC ADAMTS13 B4 ZAET 2,

Fleo AV VERMIVIMREAME HIT) ©ERICIIVWRBRINER TH B fch. /YU ERD
BECOVTHEBIUNETH D,

—ERDBENMBKAIESS CIFHIRIRIIER & & B ([CHBM/IMRDLEER (IPF%) ZRIETE S8, IPF%
KO TCBHICHITDMIMRELEDET (IPF%IET) SMM/IMRDEE DD WVIFIIRTTE (IPF% $E0) D
RN CTERHEENGY . BMDSE LIRS,

INSITHIA. EHEERREY CTREICKVEBOERZERT 2.

BEREICDOVTIE, ITP [CHHNBATRE RV IZSH. MOMIKICEENRINE, BREZHRES
TRRICEET DNEIFEV. NUINTI—-EOUBRNSHDBSIC. INEREIT D EICE
TRRT 2 TP BHDN. [M/IMRBDOEEICEFF—EANANNDIH. TNOVTOREPEED. Bl
ERNEBBENTH S THEDRL,

BB, —MREVR TP DM EIBRICEALTIE, EEHBEHOMEBEERIASEE MRRERS
EEICRT DM S [HARRMEIV R EBHROSRAI A R 2019 F0ER | iRITS
nchad, — https://www.jstage.jst.go.jp/article/rinketsu/60/8/60_877/_article/-char/ja/

oo MPIINREMERBERRDS FUHRKRICEESINTS Y., TNTIUN\REBERERRIERE
>~ 9 — (https://www.shouman.jp/disease/details/09_13_023/) B KUV HKRIBEHR Tz I —
(https://www.nanbyou.or.jp/entry/157) @ Web 1 ~CHERT - JBEICEI T 2573 EFRNEC
HFINTW2,

5. i - SRMETLEEFDRTIE

1) 8=

ITP Oi&EF. BERHI. SRMNNBROEES. HMERNEMIIEE & CRRENER S,

BERHMPERMALBEE. &2 WVIEI/IMREN 1 ~ 275 /Ul LU COFRRSEER & (SRS N -
MmAE (wet purpura) NERHHSNBHBE(CIE, TRICIV/IMREZLOESBBIHICXFILTURZY
OVINIVREE, eEd 07U Y REEEA MIVWREI. SXOTNSOHBREENAVLSN S,

—7. BMERHIER. H2VERERDEBE. NUINTI— - EOURBEHN G NILREE LT
Eied 2. NUINTI— - EOURBENRBRWVES. HDVEREICK > THIMIMREN 2~375/
UL U EICEE ULRWESF. FITRIBRERTOA REAVCEBENE ITRESN DN, M)\
37 /UL P ETHIMBEEAR SN WEEIFHEEREHRRE B2, (K4)
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SERHMm ®EI 07 VKERE
gnoum ol mis
(FLFET MM AE) AFILFU RZYVOVNILAER
v

________________________
y«u:m99—5muﬁﬁ£ﬁ$@u++]@%@%\

v v v
MRS =375 /| [ mvEs2B~3h /| [mivRs< 25
MRS MRS BB
v i IR
EE R EEEE v Y
| BBEEZFOCR
|

’ Second line ;'é.‘?ﬁ‘

4. BADGEEMIIMREAME (ITP) 8R0FN
B ITP (DN 28RDERE. MIMREERILT 2 ETERL,
BEREMEFHLS DM (BF 37 /UL ML) ZH#RBT2 2 THD

2) EXRHMm. SRmYNBEE0S

MIMRDEFRICK Y SEEBHMPVREMREDEEREREMZELTVSHE. HDVIEEHE
BRECKVREBFMAIUNERBEICF, REITOTUVKERE. XF/ILFURZVOV/INIVAE
A MVREI, SXTINSOHBABEERENBVSND, INSOBINE. M/IMREH 175 /UL
DT CcEEhEss (W, f. JBEE. BRSR. WEE - IERE - 88EA) E(ICHMN®D. HDWVIEZ
DENPRBVIBE. H2VIEFN - RONNEZERT 2HBEG CTHD. & 10 [CTNSDEZEED
EIFERMAVIE - FirL, CNSZRET DFEFICHBES NS MW ZRT

& 10. HMAVLE - FTlFICHR S NS IV WRER

wnE HESIIVIRER
FHHERIILE (ETRES) 2~37 /uLBLE
e TR i 355 /UL BLE
SRR 575 /uL BLE
T R R 355 /uLBLE
PR N T — LB A 275 /UL BLE
2 575 /uL BLE
INFEif 575 /uL BLE
KAl 875 /uL BLE
AR F il 107 /UL BLE
e 575 /uL BLE
4315 575 /uL BLE
TR AR 875 /uL BLE
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REIJOTU VAEELF. BE2HTFEREI DT 400mg/kg/day %z 5 BRESER: U T rlEEs
9B, BERMIEIBRSS VN SIVIMREIFIEN LS. T 7 BRICEKREBISET 20, Z0D%
H2ITEA U, MWREHEERFBRETR VBN L TWLWSHREIE 2 ~ 3B TH 2,

AFIVFURZVOV/INIVREEF, TP DFENBBEDE—ERETHZ U RZVOY (1
mg/kg/day) 5 & HRMAICH/IMRIENESSNZTEEMNG Y. BEXFILSURZVOY 18/
day 7z 3 BfE&ER U CRUEREE T 5. MIMREBIEINFIRS3BHE<SOVLHSERN. £ 80% DIESFIT
M/ \WREDIENIN H S5 N B

IVIVREIIN(E 10 ~ 20 BAIDREMV/IREEIZR5T 2. RDHREHMRMF SN B TREMEN G DN
MIVIMRAAENDFET 2D CTHLES NIZMIMROFGFEL< . MIMRBDOEINNMESNIcE LTH—
BUTH D, BEIOTUVAREREEHAT D EM/IMREIBIIMRNESN LI RBRIDT, B2
BFICIFUFURHEINS,

22U, MAMREIIE. TP &EHRIVIMRAEA T2 TTP 2 HIT SV TIE, MSERZFIEESE
BICHERTH Do F5IC TTP OFER IS [/ MREA & BMMEEMD HH588 S BHERERE O FEL.
BHEEERZEDBRVIEEDH D, (REICINOSDSEIENITRTZ2SERIE, BRETIP £
KD 10%Fim & IERE (CAFW)

FEIRDIV oA EBMMBMDHFD TTP (&, UIF UIFBECSSEESmMEEMmE ITP D& Hf (Evans
REREE) SN, M/IMREIMAERESNTUESBENH2D T, BIAR (EU)LE>X> LDH
DOEFEBAM) HEHULTWVD ITP BWLEIICIE. MIMREIM AL (CSEIET DNETIEFL,

—75. ITP WL\EIAY HIT TH2OEEEIFHERINEVNEEZE X 5N2H. KDTeHAN/VU VERDERE
[CDOVTIFHESRLTHLADERLY,

ITP A EARBIICERANZUTH Y. MREEECTEHIEEDER ZiT o/, TP EH L THEER
BB LRITNEBRSRBRVEEDZ V. M/IRRIMZERET SERICIE. 2d TTP & HIT DTlgEE=E
KKUCET. RfEITIRNETEEZS5ND,

INSDRMEPEE(F. BBTRWRIS—BMUTH2DIcH. 5IEDIVTROSURZVOVEHR
WA ZRR L. R4 ICHERL T <,

3) HIMFERHER. HSVIIBERDES

HMABRDER. 52 WVIFEERD TP BEN. MEREBHBE(ICHIXIND 2 &EF2RL EITE
BE(FERL MBERNRETERINS.

ANYINTI— - EOUBRESHLTWD TP EMIF. TNERET D EM/IRMNIEINYT %15
G, NUINTI— - EOUDKREREIE. BEHEEN 7 HEICRSNTWVS £ BIBEEX
FOA4 RKUBEDINTEWERPINDENT ENS, TP E2MEBAU INTI— - EOURENSG D
SEICIE, MR EIEROEREICHND ST, BENGRERANHEIND,

ANUIONTI— - EOUIERZ. 52 WVIFBRENEOD ITP OEEE—EIREIFEIBRER 704
RTH2N. ZOREEPRIFMATIEN 25% BN & HRLBEWERNHS & ITP (G0
WEN 375 /UL L LS NEESTRICFFEEZSZI BV ERENS., 184 TP OEEBEEE IR
HZIEBICRIT CETIFREL, BEEREMZT/LUDBM/IMRHZMHITT IS NTL D,

MAWREL < 273 /UL 62 W EFHEIMERA G 2BE(CF. FEEEE LT RZvy O (PSL) 0.5
~ 1mg/kg/day D& 5% 2 ~ 4 BERBL. ZDERIVIVREIEBNOERICHN DS, 8~ 128
MFTPSLZ 10 mg/kg/day LAIRICE TRET D, TDEREICK > TIREZ 375 /uL LLEIC
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M TERVESE. POVARIF UVSBHRETHE, UVFITT. HD0VIEEEEBEMRED
second line DEEZEZET D,

6. ITP LIIEHEDBVERRE « FERTHEINIIBS

X CHIMERD S <. HMNEOARERSEE. MEDRE LR S IcREBEDBREZES
B EE T NIFRVA, MigMERZ G0 UIGE OISR E I MREES K UTREREE) (.
M/IMREAMEAEDRES ([CB VW THIMEQZIERE B 2T/ N 52D, —MREVICIEI/IMRELS 3 /uL U
FDBEE. EEEYD OTIREANTTD CENHERSND N MIIIREADRERICHZ> T,
ITP DEEZT > CVDTEEFCIEFFAREHERD L. FIUMEEEREOISPEAIDIRSE. H
KUFUMEEOEP D ITP DIGETTE7ZRE LU TV BEN B D,

7. EH
1) 18K JEM, fb. s ARFEEMIWORAMERBRGEDSIR A K 2019 45T, ERRINE 60
% 85 Page877-896. 2019.

2) 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 | A REAMEEEBER (TTP)
WE RN

O MMM/ WEEAMESRDER (thrombotic thrombocytopenic purpura : TTP) (&, von Willebrand
RF (VWF) UItiEER Cp 5 ADAMTS13 WM 10% KiBICIE T I EICK > TRIET DHEETH Do

O DEiFmweEA, UNMEFEESSMMEm. BHERS. F2H. BiFEamEES 05 HN 5
BIRCEMINTULEA. NSO SHIENT RN TZES SEMIF 10%FKFmEIET (AR, M/
R EBMEEMDHDIERIEFET Do

O EXRMEEBREND Y, FEXRME ADAMTS13 BILFEEICKY . BRME ADAMTST3 ([CHT
SHETMBENEESND ZEICKYFEIET D,

O MIMWREAS KU, EERMEEM. BEEU)LEY . LDH, #BRRmEDO LR, N\ hJOE>V O
W EDBMEBIMDMRZRH2IHG(F. BHRERS. . EFHEEMRESR EDERN
1B<THTTP Z&EL. ADAMTS13/EMZRIET 5. BHERCREMENSEZ. TTP DL
MEWEE(F. ADAMTS13EME EBIC ADAMTS13 4 e EY—ZRIET B,

O HFRIEZME LT, HEENENERE DIC) . SBEFRELARBE (Shiga toxin producing E.
coli : STEC) RRZ(C KB BMMRBAEAEREE (STEC HUS). BE®EMAMMEEI (AIHA) &%
BIVIRBIAME (ITP) D&Ht (Evans fEIRE) BRENBETH Do

© —RIETTP OEZMEBEICEALTIE. BEFBEHMKRBERMASEZE MRABESIE
E(CRAT BARMN S MM/ M RBHRZE A K 2023] BEITSNTWL D,

— https://ketsuekigyoko.org/guideline/

O TTP FEANICMEMEERTH Y., MIWRNAFRLTVWTH, EEREMIERZFRIET 5 L&
DIrV, HIMAER7Z TR 2 BN CI/WREMZEfT 2 &, [Mi2IC KD ESEESN T SICER L.
THRDOBILICDOBN DI, MV/IMREMFEIENRHMN G B HBEZRVTERTH D,

O BERMETIPICIF, MEREE (ADAMTSI3 A VEEY—EBEDTFE VWF EGHRDRE. &
KURZLTWVD ADAMTST13 DO#FE) ICKBHUNMEFEROME & mEIHIEECKS
ADAMTS13 4 e 9 —Dif] - 1R#ED 2 DDBENNE TH B,

© %KM TTP ORUINIEFERICH T 2/8BDPNNFMEEIE T, FEREMmEE (FFP) 50 ~ 75mlL/kg
FEHRREUT, 181 0EE. MIMREHERL (1575 /uL L) UT2 BRI THIfTI 3.

® ADAMTS13 A4 Ve EY—DEEZIFIT B0, X704 R/VLVRABEE., Freld@ROXTO
A REEAZEERT 2. AT 04 R/VVABEICIEXFILIURZVOVABEWLSM, 1,000mg/
day Z3HE®RS L., ZTORERTOA REZEMET D, RORXTOA FAREEE. FURZ
VO 1mg/day ZFa L. 2 BBk LIz hS 0.5mg/kg/day & THEHN2RITHET .

O #64) (MfRTHZ 5 O HT> THOMAMREA' 5 5 /uL LEICEE LRWLEE, BULLIE 157
/UL ECEE U CEOBEIIMREN 5T /UL K (CIE T UIcEE) H2WVIEBRAIICE, UYF
H>®375mg /mi7z 1 EIC 1 DDBEETEET 4 EIR5T 5.

1. KEHE
M M4 MmO AN SR BER (thrombotic thrombocytopenic purpura @ TTP) (&, IN/\RIE A
CBMEEAMIC, BESCPHMBRESREDEBESZGH T KB CH D MieHH/I\MEE
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© wRItES

(thrombotic microangiopathy : TMA) DT, von Willebrand BF (VWF) YIKEER TH 2 a
disintegrin-like metalloproteinase with thrombospondin type 1 motifs 13 (ADAMTS13) A
10% Ki@ICIE T T D EICKO>THRIET DHEECTH Do

DIRilE. OEFEMM/IMREL. OQMNMEFEESMMAN. OBKERE. @FH. OBEEE®
MIREEDOHHE 5 IR TSN TV, REICTINSD 5 MIRN I NTES SEAIIE, BRI
TTP 248D 10%FKiE " EFER (AR L SRR/ AREIA & U\ EAE B 4B M D H DEEFIE
FEIT Do

FRMEEHBRMENSG Y, FRME ADAMTS13 BILFRBICKY., BRIMEIF ADAMTST3 (XTI D
BoiiE (ADAMTS13 A Ve Y —) BEETND EICKURET D, SOITEKRME TTP [FEREE
BEROBVERERFME TP & 2BMTIUST Y M—FTRAREDECRREEPF/O0EIVIRE
DEFIICEHEL T ADAMTS13 (ST 2BECHEFDEESNDERME RN TTP [CHRESN D,

FRMETTP FIEBICENREETH DD, REZEHA RTIEIEBRMETIP [CDVWTDOHEHT 2o

2. EEFER

TTP T3 ADAMTS13 MME TR I 2 &Ik, MBERNFME CEESNICIERICKERDTFED
BEoTFE VWF E814 (unusually large VWF multimers : UL VWFM) QIR CER LR,
INA MR & BRI (TS U CIVIMRIMR ZFER S 5. MATER SR 288 3 2 B ICIRIMER (F Y
[CHHIRSIUBMT %, o, MIMRIMAED B PR EDIMRZRET 2 LICKY,. BLOERRE
ENRAET Do

HORZDE, HER. HRBRENETL. HE. B, Hl (FEICKR) . HHERER, BE
ENCT D, FHEF ISCRIET. £FICA40CEBADZEHHY . PEERVUSEDEMZEER.
BEDHBZMHE S EDHD. BEMPRIERE LT, B, =HES. 8El. ME. K8, IEES.
RABE, BEQRENRDHSND, MR, EERZFRD. FNCBARICR2EE5DHD.

MAMEANE. 1- 375 /UL DEAINES <. K FEMWISEREMZRIES 2560520, NEER
(FEAWCIIMEMERERTHY . EEREMABRZE ST EGIFA RV, BMEHEMENEIOEY
P, 8-10g/dL DEEFINE <, BiET —LARKRMEMH T, UL URBRRRMIKOEIRZEDH 5.
12U, WHRIRMEKISESENHEE T, TTP THROBVWT ENH DI, EERLIT I TEWVIFRL,

EBEEEEE. RBMVREBBEDOHOEEDHDN S, MEI V7 FZUN ERT DEHFE
THRATHZN, MEILU7FZEF2mg/dLKRETH2D I ENLL, BMMEEM E MR
(C. MBBHZANELETIEEORMBEARLZGH U CVBDHEIF BIMMRSEERS (Hemolytic
Uremic Syndrome : HUS) H'&Hh 13,

NSO 5HIRDSC, BEBEOIMRBEEICKDER®. DHENICKDWE. FNERITESNS
DD,

3. BREIN 3068 LiREFER

BRM TTP (FFER. M/VREIA &BMME MO & DS CRREREE CRESND Z &2
VDY, EE#, BEREEZEGHUIESICIBI U LRESN. T TER - BEINZ T ENS,
ABe#e DMERHREDE & RBNEIEDEIC K Y. B <IFRRNTEE UREE 13D, BEE&ENFRTRE
HIHIBOE DM - WL - PLEATHND T2, ERINEPDOERME TTP BEN TTP DR THXS
NndZ EFHIRL,

MSHEFIC BT B EMERERBEDZEA KN 35



4. WA

MIWEA S KXY, IEEREEM, EECU)LEY, IDH, fRRMmRO LR, N IOV 0F
IR EDBMMHEBMDRARZRO2IHEF. BRAERS, . BEMEEHERESREDERDR
<THTIP Z5EL). ADAMTST3 EMZRET Do BHERPRERENSE A, TTP DFELN'E
WEEIE. ADAMTST13EMHEEBICADAMTSI3 A VEEY—ZRITEYT %, (M5)

wRlEZ e UCE. BEEmENERE (DIC) . SESHRELARBE (Shiga toxin producing E.
coli : STEC) RRR(C & 2B RBIEAEREE (STEC HUS). BE®EEAMMAN (AIHA) SEtt
IVI\RGRAME (ITP) D& B (Evans SEEE) BRENTETH D, TIP WREHOHNDBEICIF. TNHE
BEIBcHICTONOVEVER (PT). JEHEED SOYRTSIF VB (APTT). 47U/
TV T4 TUVHEREY (FDP - D-dimer). 7VF hOYEVRED DIC BhERE. FEIEER
B - SESRERBRLE EIA). FILPS (TV R YY) IgM iR ED STEC BiERE, hUT—
LZAFERIRED AIHA [CEAEREZHE CERET 2.

TTP TlIFBEXRDEMENHFE IR 5Bz, DIC TRHOHSNS PT. APTT DIER. T+ 7
U/ op7rF SOYEYDETEGSRDSNT. FDP. D-dimer D ERFOBREICEEFTDIEN
%0\, DIC. STEC &%, Evans fEREH R ENEELICTHNISE, %KM TTP OEEMEN K UE R,
ERIRAYIC ADAMTS13EMEA 10%FREICERBUTONIE TTP TN, 512 ADAMTS13
A1V EY—DBETHNIEEBRRME TTP L2 NS,

V)R +amEEm (| EXRMEm
LDH. EUJLEY. fIRIRIMERDIEN

NF HTOE YOS
WA OHIG &
¥
| ADAMTS13 351 BRIBKOLHOBRE" |
I
| 1
| ADAMTS13 5E1#£<10% | | ADAMTS135E14210% |
’ MAS P WA SR (TTP) ‘ A IV WRIRAME 2R DR
DS DES

| ADAMTS13 A vEES—*2 |
I

BXM TTP | EE
R5. ImiMImIRRAM ESEBER DSk

%1 RIS DIRE
- DIC B#E&E& : PT. APTT. J« U /T VE. T4 TUVHEREY (FDP - D-dimer). Z7YF ~OVEY
- SEHEREEAAGERERE | BESRE - SEFREERDE EIA). 7ILPS (TR YY) IgM HilF
- BeRELBMETAMRESRE | B - BRI —LARHER
%2 BReEREE. ®H. BEEEOORESREDOHEMHEERD D). TTP DRVHAEWNEEGE. ADAMTS13
EHEEBERICAET .
%3 SERM TTP OWEEZHIICIFET TR IE

138, HBRM TTP (JOEREMMICK Y RATFZ S-S UREMN 2T, BZIEFCIF O hOR=Y
BHETRAELTH <,

—RRBVIE TTP DM EBFEICR U ClE. BEEHBEHEERB[BERMFA SR MRAEBE S
LCRIT BRMN S [MAe MBI AME LI (TTP) 2B A A B 2023] ARETENTN S,
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— https://ketsuekigyoko.org/guideline/
Ffc. TTP FER (BEHR 64) [CIEESNTHY . TNETNHERBHREYY— (https://www.
nanbyou.or.jp/entry/246) MO Web U1 MCHERT - JBEICRT 2 lRIERNEH N TNV D,

5. &%

BERMETTP (C(F, MEENE (ADAMTS13 4 VeI —EBanF2 VWF E640DRE. BLD
Rz LTW2 ADAMTS13 D#FR) [CKDM/NMEFEMDINHE] &, RRIFEIEEIC KD ADAMTST3
A4 e Y =D - ARIED 2 DDBENNETH D,

1) fuINItERZREDHNH
ORI

BXRM TTP OFUINMARTERL (X T 2 /8ED LIS MR T, FiHRGEmEE (FFP) 50 ~ 75mL/
kg ZE#ARE LT, 181 0EH. MAWREHAERE (155 /ullE) LT 2HEFTHITI .
FFP [CKDMERIBODEREK(F. ADAMTS13 A eEY—. BLU UL VWFM DFrEE. RZULT
W3 ADAMTS13 Z#FR I D EICH D Tesh. ADAMTSI3 DEFTATERVWT IV T I U ZBIRR
EUTERLULTIERSIRW,

MEFITIAC K > TERME TTP DFRIFKBICHESN. 80% FIEDEFEERNESNDLDITHES
feht. —EZBIF2MHICEBEN IR A I D foth, MM ETREIRR Y E<BBIT DT ENLEFUL
Ve ULNURH S, BRMETTP OEEZKICMHER ADAMTST3 /EMES KU ADAMTS13 4 &
EY—(F. AEDDESRMNEIRBERMTERELUTHY . REGENMEA NS ETICFFEZEY
%o Do, MWREA E/BMMEEMICBE RS PERESR EDERESZaH LTV 35S (R
FRENIC TMA Z5E S 5E) . ZDREN ADAMTS13EEDETICRDBDhZ TR T BFERE LT,
PLSMIC score. 3% W\(& French score 'BFESN TV, (&R 11)

% 11. PLSMIC score & French score ¥

=1 PLSMIC score French score
M/ \HRES <3k /uL T/m | <35/u (=
msoLr7r=> < 2.0mg/dL Tm | <226mg/dl | TR
BMATRE EEEUILEY FrlF >2mg/dL
MRIRMIRE  FflE >2.5% (B %
NTr~JaOEY <IRHBRFR
FRDEMHEESH 2N TR %
fEies - EmErliate DENE 2N (B= %
PT-INR <15 = %
MCV < 90fL (= i L7x Ly
0~4=:0~4% Om:2%
ADAMTS13<10% T&H 2 OJ8EMH 5m: 5~24% 1m:70%
6~7m:162~82% | 25 :94%

% French score &, BN WRIRMIRZSD S 2 MISHHUNMERE (TMA) H'd 1. BET 25, BiE. BEHE
MERREHNRNEEICFEAT ST EZRIRE LTV, REIEDLTLRL,
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INH5D score (. TMA FERICH LT ADAMTS1 3 BEERE DR Z1F/c 3 ([CMRRIBZRIA T
DHEHI T HMEIE UTHERUTHRVLA., CNBICK>T TTP DEMNAEE T 20T TIFEL,

BB, TTP FEAWNCIMEMEERTH Y. MIMRNEFRL TV TH, EERBMERZEFRET D
EFAIRV, BIMERZ TR Y 2 BN TI/IMREIIZEMET 2 &, MRICKDIESEEEN T SICBE
U, FEROBEIC DN D ot M/ MREIM (G EIFENRHEMN D BIBEZRVWTRERTH D, Lich'>
T, VIR EBMMEBMDEHZRH DER T U TIE. TTP DTEEMNEESNDET. &5
BRIMWREIIZ R LRV ENNEETH Do

@QHF5VRXYT (BRE: HITVE®)

ATUECE 2022 F 12 8 23 BICKP B CTRFTEAFIB SN VWF D AT RX AV I(CHE
GBI BNUERAT, VWF [CLDM/NROKE. HEZHETDEATH D, CDIEARICKY.
ADAMTS13 DRZICK>TEUZ UL VWFM EMVIMREDFEEHBEE SN, TTP [CHIF 2 ML
BAHIHIEN B

BRMETTP OR2MEHICHERA L., MERTIRFIIBD 15 2BIFX TIC 10mg ZE#IkMNIZ S, MR
T#IC10Mg ZE ™RS5 2, (BRSFABIFPIROMEBTIEAI TR THRBOIBRVH, TEDRUE
HAICRRAI6 T 3) TDERDMERIHRAB DL, MERIRE TR(ICTH 10 10mg ZR Mg59 5, MR
THHAE®E. 1810 10mg Z 30 BEKR ME5 T 2.

[ AT WRIBIAMESLBER (TTP) 82884 R 2023] (CBVLWTHTUE ® (&, MERsReE EBICH
TE 1A THEIN TNV D,

SR MARTER ZHIHI T DD ICAVSERITH D Iced, MERIIR(CK > TIV/IMRED' THE Ui
% (IMEFERDILEME LTcE) 1O, ARAIDRSZRIBT 2REIFDRL.

ATUECDRSCKY, MIMREOEHEF COHBNIEMREL. MTEZIROOHNES T D126,
ABEHIR 358 T Do Ffc. TTP [CEAETDIET. TTP DIEBR VG L RDEIG. HIUMRME
EERNMHP T DY AEFOEEERF. F(TEHBNOBFARIGTH DN, VWF [C&L DM/
¥oiE - REZIEIT DERN ®H D18, FTHEREMDYU X IMEIT TR BRI N TS,

Fle. AZEEIF ADAMTS 13 /EMNMEBECTHIVI W ZOES B 3 EAN GBS fcd. [V/IWRE DD
BZBRICIRSZRIET 5 ADAMTS13/EENEE L CORITNIE TTP A ER T 20EMEN H 2,
Lich' > T #5231 2R(CIE. ADAMTST3 /EHOOEZER LU CHEMENHS.

2) ADAMTS13 « e E9Y—DiNf - 1RfE

BRMTTP O5FEIF, MERZIBE LD (ICRBINHIZEEZRIGL. BCETH S ADAMTS13 A
VeEEY—DEEZEIFIT DI EICKL>T. ADAMTS13EMZLHE - #iFS B2 UNEN DD,
ORF0OA REE

70O RINVRAEE, FEFRORTOA REENMERAINTLSED. EBE5MENTULSHIE
BHoMTIERWL,

2704 RISNVABEICEAFILU RZVOVAAWVS N, 1,000mg/day Z#3HE®RS L.
DHFRTOA REZHET D, AT 04 ROBEEIC DOV TIIBELBRIZMRMLIIFELRVH,
HEBXFILURZVOVORBEZRE UGHASMEL. #OXTO4 R (L RZVOY) 0.5 -
mg/kg/day NEYIWER D,

RORTOA4 RRIREAF. U RZVOY 1mg/day ZBE L. 2 BREI#E Lz&H S 0.5mg/

38 FEMEEICHIT B IEMERERSEDZES A R



© wRItES

kg/day F CHBEN2ZFITHET D, ZNUUEDEES 2.5 ~5mg/ BRREZBEZRIC 175H M/JUR
> ADAMTS135E M. ADAMTS13 A Ve b B9 —Afi ZSZICEHET 5.
QUYFVYID (ERE: VYFHU©)

Uy T (@BRE: UVFEHY®) [ CD20 ICHTBE/JO0—FILIETHY . FRO B U
VISBERST ZET ADAMTS13 A Ve B9 —DEEEIFET 2, IR TlE, 556 (Migssias
5@ ET> THIIMEEN' 5 7 /UL BLEICEE LRWES., BHULLIF 15 /UL EICEELTE
BEI/IMREH 5 /UL XEITE T UEEE) $2VWEBHEAZPLICERT DI EMHEIND

UwHt > ©E375mg /ni% 1 BREIC 1 DDEECEEH4ER5T %, REICLIAVTa1—V3
VUTOY 3y (FE. MEET. E/RZE. BBR MERE) BE OBEREWERNELD T NS
% (RFICYOREE) DT, ARE MIERIZVE, P h7=/71Y) Z 0B L. ERRY IC
THRLICEREREZ LT3, MEREHART HBE(CIE. MEESRERLICRST 2,

BZ DfthDREHNHIRE
#E0, BEBRAICHLT, Y074 RT7IR EVIURFY, YTJO0ARUVREDE
WED—BRICFRS SN T B,

6. TTP LIZEHEDRBVEE « FERTHEINIIBS

BRMETIP FRMEEZRTH Y. ARIEICKYBR UMD, mEilflgsz it mHE. &
LT3/, SRICERT D, U 2T BFE. BREBZRE. HREBRPD TTPEAIFEERNIC
BRRIREETH D, JRBIRDPD TTP AEFIAIT S HDOEE - FERTHE SNBSS, MIVMREICZEI L
PRINE WXDORRAER > TERDERZREE ) EE T NIERV. [VWREOEA &SmO
BHROS5NDHEEE. BE ADAMTS13 &M, ADAMTS13 4 e Y —DRIEZRREL. BHE.
BRTHNIE. TTPBEZHH. B(Ld 2.

7. BEXM

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

2) BEEFBRZMRERAYE FOMTRI[BERMFSEE [NEREIREES (CBIT 2% Y TTP
T)W—7. Mgt MR A RBER (TTP) 28 A K 2023, ERARIMAR 64(6):445-460.
2023.

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

4) Peyvandi F, et al. Caplacizumab prevents refractoriness and mortality in acquired
thrombotic thrombocytopenic purpura: integrated analysis. Blood Adv. 27;5(8):2137-
2141.2021.
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O BERMEMAR A [F5EZE VI BT FVI) ([SHT58ei@EN IR L. B TNEMWEHRAREBMRE
DHEIMMFRZECTEER T, EREREIMEKRICKVUIET T 255D H D,

O FEWRET PT IER.APTT fER. FVIIEMHE . VWF JEHIER. FVII 1 > E EY —HEZ4HDHES.
BRMEMAR A 20T B,

O MEEMEEDRIERICBVTIE, FDP. D-dimer D LEZRBHB T ENHBH. LIEFUE
BREMMENER (DIC) EREZESNDTENH DN, DIC EFERUI/IMR. T4 TU /52D
HAN PT DIERFEANICRHR.

O FMEEEFE VIIRFZRBE I IC. FIHERRERFZEE LS CRERINZRET B/
A NAIEMBGENERTH B,

® 2022 . #BARMIMAR A OEMTR (EIMEETIERL) [CHULT. FVIIEERBZERENE
BETIZVANT (ARG ANASATS") ORBEINN ARSI NI,

O NANRUEMEECHAVWSNSESIE., EHE0 NOVEVESGHRRE (aPCC BRE : 77
A JNEHER 1000° &GSERGET - REERIEGRAW) . BGTHARIESEMEE VIIRT
(fFVlla B&%: /Red Y HEEAY U YY" 85ERTFT /R ILT 0 AT T 7 =K
=11) ®E. HBVIRES X BFINEEEE VIEF FVila/X @R N\4J0v~° 25
BRE : KM N4/ 70V 0 %Rt TOETE— 3 Vg | —REEEABARMRRE #E) 2E|
D I3EEN DD, FSERIDIEMIRODELZRT IET VR FEWH, WITNDERIZBWVTIE
MEBERB L THEDOREV, L. ANASA TS (CKBHEMFPFERBUIEIE. R/
RETY HI® (L&D IEMEEHIHEEEN D,

O BRMMAR A OIEMEEZERIL L. HIMD U XTI ZRET Dl (ClE. BENHIEBEEICLS
AV e EY—DIH- RIENNETH D, RRINFIZEAFEZHERESDICFRBT 2 N HRIND,

O (VeI —ZEBFRETDIHODREBINHEIEEICK) . KEBDEFBREICEDN. —EROAEFIFHIMAE
K2 WS BINHIESE (S BREC K > TIRT I B,

O BRMIMKR A DEZRTEBEICDOVTC(F,. HARMEIEMFSK Y 2017 FI(C [BRMEMAR A 52
BHA RS A 2017 F£HETR "] B RITINTLS,

— http://www.jsth.org/publications/pdf/guideline/HP i _ % KMIMKAK A LBEH A RS A
>~ 2017 B4EThR .pdf

1. REHE

BARMIMAR A IF. BRWIOERESE VIIRF FVID (CHIT2BSRFHENMELCDTEICKOT,
FVIIDEEME T U, SRQBREMABRZ S THEERTH D, BORBREPRIEES. Dk, EJIER
S5RREDRWERN SFHRT DHENL VN, —BFFICEREREZE LRV, FIEFEF 50 ml
EN90%8<Z G, 60 ~ 70 L TORENRHZ V. WEDHBEEUIFUEDIREICHKIET D
Jed. 20 ~ 30 WRICHE—THH DN, 2UDBLLLICIFEFRL,
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2. FEER

HBMER FEMEHARNEMOEEN <. KIOHEELM. FirE - ERHM. BEFALm. &
ZEALMR EDEERBMIPRZ E /2T, FCKE FHIMFRBBENS <. FTHEEPLRI - A58
([CEUPTLV. FTIHMWHARAREIE. UXUSLETRNRIERET, EEOEMZHD &
HHBD. —H. FREOMRKROEMIERE U TROB\ENBVEEHNLBME. #RMEMER A [CH
WCIFEHERBID RV, BIMADAERFHF (TR,

3. WX NSTIEEN & nXRE

BRMMAR A FFREFICEBEREBIMERZ S TIHENL Ve, IR CH=RERERMKRECix
SINCEM - BERZEZTBHINL W, WM FABIIEIC K > TRIRD'TIE T DIEAINL L6,
R [CARRBOEMIERN RE THBX S N5 O FEL,

W

4. 52BR

CADHEMABKN G Y. [IMREL. PT. T4 U /S VRIERT. APTT HER. TSICE VI
FiEMH FVII Q) DIETZERDIEHBSIFANEZRED. VWF JEENIERE. FVII A eI —H TR
RS8N BU) /mL U EDZE. BREMARA E20T2 (K6). FVIIIL: CPAYEEY—A
MDERZBDECICHBEEIT 2HEF. APTT JORZFIVIHRICE> T, APTTIERDIR
BANEEREFORZICLDBDDN, BEA VEEI—ICLDDDN EHRITDIENTED, (p. 5
258)

Ffo. MEEERZEDRDEMNICHVTIE. MEBRTERERIGICK>TFDP. D-dimer O tF7%
RDBZEN BB D, UL UIERREMENLEE (DIC) LBZ2TNDTENH DN, AEETEE
ARICIVIMR. T« TU TV O-AS PT DIERZTRHIR.

BB, BARMMER A FECRBEEERPRMEES. ik, BRRSREOERERZEIT 255N
LUV e, BREMER A ZE2M UIBE . INSDEBEED AT -V T HHREICED,

BB, —MRIREXRMEMAR A DM EGEICEAL TIE. BARMEEMNFRKY 2017 F(C [#X
MMERE A ZBEHA RS4> 2017 EXEIR" | i RITEN TV,

— http://www.jsth.org/publications/pdf/guideline/HP F§ _ #&KMEMERAZEBEHA RS A~
2017 S451hR .pdf

(meE - REEOBLRROHNER )
'

( APTT fER. PTIER )

'

[ £ VIl BFE%E. 5 VIIERFA ey — VWF &%, J

APTT JOR=F VI HBDAIE
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FVII
FVIGES | qvee | YWF APTT S+vv7
2t S
ST BIBSRIt @ fESN D, H2VISERE
M A N F 4% ER BIERD - fIESNT. BEBERKY
£ FICOPERT
Sex . . | e BEICRESNS.
55 A ET Fate ER | BERs  SHICRESNS
SR M VWD
HdVIF G =Yk ES
BRI VWS
s | EEBOL [ L
Anticoagulant =0 g+ | EFEL ) SHEL
HER: | " BRI | MRS ER R SE

®6. EXMEMAR A D2t
*=FRTYFIAT IS N TIRRMFIRE DR L.
ENT LD FVIIEHEE TP A Ve B9 —BBHNH5NB 2B D,

5. 6%

1) i - ZRMAILERF D 1L M35

e (CERZERIFT K SBREEREMPETPOHMAKRICDOVTIE, I HPHI(CEMEEZRS
F2MENG D, BMERINBUHRAERYBIOETORVEGIICIE, BENREMEEFTET,
#il s R EHBENERDPIDER D, FICLEHRE MHIMPHNALEME, (EMmE&S R M
IR EDAERN T S ICIFHRULBZVD T, IEMIRIFERARAR (MAEIC K DERRERE) DHRST .
BMOE ETOIH) SEICLTHET 2,

BRMMAR A DIEMEEICAVSNSERF, SERMEMRKRA > EY—REBID/NA /YA LEMHE
EICAVWSERICEIC L, EMRTO MDY EVEGHREA (aPCO) (FZRAMRREERFHETONE
MESH BmHRE D 77 /\EEA 1000° BERTTT | RERRTEMRAA) . BLFHEHRRE
SEHAEE VIIRFREI ((FVila) (937 7LD 7 @Rg: /RETVHETRAYUYY® 858
BR5ETT: /N IUT « AT T 7 —IBIET) « 52 WFEESE X BFINEMHEEE VIIRFRE (FVila/
X) (HEEBAMKERESEXAFIEEHEEIRT @Re: N\170v ~© RGERSE KM /A
20OV ZMAERE TOE—Y 3 VigH | —REFEABARMREFERE) O 3EEN G, N
S5CRDNA/NZAILMBENERTH D, SREDERTED A YV EY—RE FEXI) MRKEE
U (p.18 K 6B8HB) THd. BRTIF/ RETY HEHRDHZLFEHINTLDH, SEFIDOHED
BLZERIIET VRIFRL,

INAINZIEMESEE. APTT R ZDMDRERE(CZDMRIRIRSNBEWH, EZIUVITH
HECTHY . FIRTIFBRARER ([MEICKDER. RROER. BMODETE) OWEDEGWVICEKD
T. WRZHE T DLUNCTHEN R,

ZTOfth. BIMDEE - BILEIC hSRXFYLBRMERSINZHEEHIN. LWIND/NA /T IEMER
BB hSRFULABREDOHAICK Y MEERZE I OREEN GBS cd. HAICIFIEZET 5,

WEEAN CMARRSEREIN T ICAFTERVEGEE., N /N EMAAICOVNTIE, REPARBR
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EDZEBIFREN CHERIDHEIEN TRERBEN B DD T, LUTFITHBNMULTH <,
- D7 A )\NEEBTR 1000° (REERIE)
AT 4 IV )V—TICEE D 2 Rk
H 8:00 ~ 17:00 : SPLine #Akzl&=# TEL : 03-3517-8300
FH17.00~32800 L£-H-M248E: J—)bE>5— TEL:0120-185-268
Takeda Medical Site : https://www.takedamed.com/page.jsp?id=1048449
CRETVHIEEERYUYIC (R LT RTT7—X)

J IR PHERRE
REEN SEER (B - ARBZER<) TEL: 0120-180363
RERULH - fi8 - &14K8 TEL : 0120-359516

N4 70y k% (KMNAZ4OYTR)
BRARXT 7 ) — BT EICEAVLEHE

2) BIiDFs

2022 F£6 B, FLRMMAR A (RSN TE FVIIHEEERB_ERENAEEI IZ= VYT (@R
2 ALTATSY) O, BRMMKRRE A DHITHICT I DREELGHESRS Nz, TRTIE. BRI
MERE A [CHTBIANLSA TS DFEARICET 2 IET VR, BARTCITONRERBROT—92 D
HT. HREBUWERICAAT DHENE T EFERIRBVN. BEEIDZRSICK > TEEDRERAES
FVII [CIE LT 15% BE LR T 22, NASA TS © B5BOEMBEIFAIRITHAN T 2 EHERIE
N%o TNICK > THEREMERABEDU/N\EY T — 3 U POEEEE DT, 352 WIEERTH
INFTKIBRLZR(CEMOBELRD EBFINTWV D, £IEL. BREEZEELTHZENLLLEITE
EREENTE T 2 C ENRL s, BIMDIEMEE P FREFOHEMFRAICIFERTER,

BRUMERA ICHTDINLATA TS DERE5EIF. TREMERA CHITIREEEAETLE
mY. 1HBIC6emg/kg ((AE). 2HBIC3mg/kg (AE) ZF &S5 L. 8HENMS 1@ 1.5mg/
kg (FE) ZBIC—EDOERTH MR5T D, BRMMAR A [FRBZINHEEAICKY FVIIEEND
BULTL 2, REICHMDBEDZOICHER LA RERFREIRS% 72 BEZBA. FVII
SEED 50% LLEEBNEANLS A TS © DRSEDIET 5,

& 12. BREMRRA ICHTEINLSATS “ DR5E

155
i n 5t
188 2HHE B
1@ REOMARERFRHERS%E 72 FE8
6me/ke 3me/ke 1.5mg/kg/w | B2 FVIIEE >50%

NLASA TS DBREICKY., BEHAEILFVIIITRELTKH 15% I2E LE 920 Eks5sE
UCHDRIFERUEV. TDfesh, BN OERMEVNBE (C(F T RIR/N A /YR IEMEEZHRT
BINEND D,

ANLSATSOENA/SZLEMBEE BFCT7ANBRONAT70w b®) EHBURESICE.
[MISZAAE. MASMR/NNEEZFIET DTEEMEN B IRDIEH. NLATA TS ®[CLDEMTHZE
BAIA LTE ICFIE LI BMABR I LTI, REIE LT/ RET Y HI® (LK D IEITAENIHEE S NS,
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ANLSATS® EHATBED /R T Y HI® OIERSE(E 90ug/kg LIFET 3,

JIRETY H® [CKDIEMIRHIAR+DT, POEEFINA IO b © ZFERAEIZEEBVES
[FERS5E%Z 60ug/kg U, 774N ZERE 2 ZERVEEFPERSER 50U/kg LIT
EU. IEMZEERTED EERADRIEBEAZEICEEDDUNEND D,

BRMEMAIR A OFIFRHCF/NA NNZUIEMBEENNBRZENL WD, /A )V IEMER DRSS
NLTA TS O OHAZERG UBEICE. MEERERNMNRIIND. TRTEEDIRTNLSA
IS mBET ARNENCOVTCIF. IEF Y RBH IV Y A0V SEDEFDEEN EIFS NS,

Flo. AERIZFERLUCBEEF. APTT WEBEDRERKER D DRBICEMBL. BREOFETIE
APTT. FVIIIEM. FVII A2 EY —HENERICAECERL<B2, ZDcsH. mBINFIEED
WREEZIVU VT ITBDIEDTERLIGD, IR APTT. FVIIEE. FVII 1 9 —Hifi%x
AETDEDICF ALTA TS CHIT B2PHTMAREENLTH S INSEAES DHEN B D, (P
MEDAFITAICDOVTIE. PAREICHVEDES T L)

BRUMER A ICHTDNLTA TS © OERICIFHRAFERBENGDH. URITDR/IMEZE
By, RERREHNUEMEGZ T EROHFERPTRIN TS, BREMAR A (IX
UTALSA TS ZERT B (CHfc> TlE. PHRRERDERBIF YA ~— https://chugai-pharm.
jp/contents/ca/055/001/003/ [CEHEANEEEH I NTVD DT, BEFSIRFEALZL.

3) eEiREE

BRMIMER A DIEMEREZEREL. HMDYU R T ZFRET B1eDICE. BEIIRIETAIC LD A >
b9 —DiH - IRIENNETH D, —SROIER TIFERERRNFZDHSNDN. 4V EEI—HTFET D
PRV EERHMIERZ R I TIREIEN S BT, RBIHIROEAIFEZRTRE 5 ICRIR T 2 C E RTINS,
SRIHEECERAINZIZER LT, X704 RER. HHVERTOA4MREDYTORAT 7=
R (CPA) DHABEDRENRHZ L. BOETIF. UYFIT T RIT) ZAVEREDEINLTVS,
AT 04 REMICKDEEICHRULT, CPAPUYFIIYTEDOHBELG A EE Y —DEAR
a<. BEHEALEVERIICEH SN, BICESTERDEHEDELRDIH. RIENRERFE(C
[FEBRRBRENRV, FRTEF. EOFEHCKL2RENFBEENROENTVAINZRIIET V(&
B, R PEETE L TN TNOBEREICTFERINZBIERZZE U ETHRANICHETENTL
%, B7ICHENMEDHA RSA VORBIIGIEED 7 LT XLZERY,
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#BRMMAR A DFZHT (RIRBEILHDRBEE)
| RIT 375mg/m2/ i X 4@
PSL 1mg/kg/ B e + PSL 1mg/kg/ B
* CPA1~2mg/kg/H + CPA1~2mg/kg/ B
[ :
| E1E0/vEEI— Hffi- FVII: C B&UAPT) AECEZE=IUVT |
\Z \d
BRI 3~ 5 BRI Ve eI — Affi. FVII: C |
| | | |
cCRZR cCR FiZRL PR (FFRZRL FVil: COLERIRUL
PR A1 AVECI—NEDET | A VEeEI—Aff
JFVIIl: COLR RE~LR
A4 A4 v v
PSLRIE IaBEZMEE cCCRZ HIMARRA R (F N E TREEED
(BRUCPA - | | ZR UTERRS T PSL BUaEtET Bl - EEERE
HE (BKV CPA - - \ MR RS
RIT Ocpib) g{gwgﬁo S rvewrs—— R R
LTV 215G, &l
REAGEEECKLSE HEECKDEERTH
ERTHERSEIEE. BENYPEREE. HRE
BEEOEEZER DEN - EE=ZER

7. #XMEMER A ST 2REMFEIEED7ILTY X L

PSL: L RZVOY, CPA: Y JORRT 7R, RIT:UYFIYT, FVILC:E VI BFENA,
CR (E2EB#) £ VIIRFEEEREN D Ve EY —REREL A DR HIE AR T
cCR (RERENTE2ER) | 5 VIIRFEEEBEN D Ve EY —REREMUT
PR (BIDERE) : FEFEHER LT By —HffH 1/2 KEITIET

FRIFIEEDMRE. APTT, FVIIEM. FVII A ey —ZBIC—ERESHAIL THET %,
TRIHIBOERIBR(FREBICA Ve EY—HEDET. HBWVIEFVIIEED EFHERH SN, APTT
BIEMET 2. BRIOET DR TOHBIFH A4~ 6 BLIPRIETH DN, 35 BHBIVIEFFILZN
EETDERDHD. BEMBREBEC > THA Ve EY—HIlDETHERD SNBEVIEEIE,
BIDEINCEEZER T DLEN S D,

BRMEMAR A FEEREMZEC UTHRLT I DIHENHDH. FERDKIFE(F AR OIER &
DREFHETH Do BN HBVERAICKSREIFIBEZITORICIE. COTEZRBEICEVT
REEDRIFR - FRHICHHEDRIFTRSIRL,

6. BXMMER A EIFEEDBVERE - EERTIRESNIIES

“BRMEMAR A FREERBCH Y. ARIIEICKVERUCEAND, REilfEEZ#E. BHE.
PIET DA, SRISERT D, UIch' 2T BFE. BREZRE, ARERPOERRMEMRIS A EH
[FEANICERRETH D, HRERTOBRRMENRRK AFEGINAISHDER - iFER TRIXS NIcE
B. APTT [CEEDRIFNE, HXDRE LR S IRBOAEZBSEB I NIERV. APTT D
ERNRHSNDHEF. BEFVIIEEE FVIIIA ey —DRIEZER L., BF. BRTHNIL.
‘RMMAR A DaRZBH. 8td 2.

7. BEM

1) BH B4, . BREMERAZENA RS A 2017 FEIR. BAMEEMFRETE 28 5
6= Page715-74. 2017.

2) Shima M, et al. A prospective, multicenter, open-label phase Il study of emicizumab
prophylaxis in patients with acquired hemophilia A. J Thromb Haemost. 2022.(in press)

HMSHEFICHIT B EMERERBIEDZEA N 45



oy [52535 T A KRBTSR
Bl HIV SR R S E DS DRERRE RO 1= 8 DT

Rxmit&E

| EEERAS RS - AR B% B

RRDEE

REAKARERE NER BEF 8%

RREMAZ BRAREEFDE XBF =6

—EXRFEFHHIERE Wi - BieFEs WE Bk

—EARFEFHNERE BIERNH - Mol - ReEPeRzYY— Kk £

MITBUEANEIDREHE ABREREYY— HIV/AIDS SSinEREFR T 9 —
KE 1oiE

R HE

KRIRAZEZHHERE @M 8K 50 (M) WosAME)

RRE|EUEMAT HIME - MARF A 8] (eI Wos M RBER)

20243 H






	表紙
	序文
	目次
	本診療ガイドの使用に関して
	1　止血機能異常症のオーバービュー
	ポイント
	1　診断
	2　治療

	2　先天性疾患
	1　血友病
	ポイント
	１．疾患概要
	２．主要症状
	３．救急搬送される可能性と搬送原因
	４．診断
	５．出血・観血的処置時の対応
	１）概要
	２）インヒビターのない血友病に対する止血治療（総論）
	①インヒビターのない血友病A（ヘムライブラ® 非使用例）
	②インヒビターのない血友病A（ヘムライブラ® 使用例）
	③インヒビターのない血友病B

	３）インヒビター保有血友病に対する止血治療（総論）
	①インヒビター保有血友病A（ヘムライブラ® 非使用例）およびインヒビター保有血友病B
	②インヒビター保有血友病A（ヘムライブラ® 使用例）


	６．病院内で血友病治療製剤がすぐに入手できない場合の対処方法
	７．血友病とは関連のない疾患・症状で搬送された場合
	８．参考文献

	2　von Willebrand 病（VWD）
	ポイント
	１．疾患概要
	２．主要症状
	３．救急搬送される可能性と搬送原因
	４．診断
	５．出血・観血的処置時の対応
	１）概要
	２）VWF 含有製剤

	６．病院内でVWF 含有製剤がすぐに入手できない場合の対処方法
	７．VWD とは関連のない疾患・症状で搬送された場合
	８．参考文献


	3　後天性疾患
	1　免疫性血小板減少症（特発性血小板減少性紫斑病）（ITP）
	ポイント
	1．疾患概要
	２．主要症状
	３．救急搬送される可能性と搬送原因
	４．診断
	５．出血・観血的処置時の対応
	１）概要
	２）重篤な出血、観血的処置時の治療
	３）出血症状が軽微、あるいは無症状の場合

	６．ITP とは関連のない疾患・症状で搬送された場合
	７．参考文献

	2　血栓性血小板減少性紫斑病（TTP）
	ポイント
	１．疾患概要
	2．主要症状
	3．救急搬送される可能性と搬送原因
	４．診断
	５．治療
	１）微小血栓形成の抑制
	①血漿交換療法
	②カプラシズマブ（商品名：カブリビ®）

	２）ADAMTS13 インヒビターの抑制・根絶
	①ステロイド療法
	②リツキシマブ（商品名：リツキサン®）
	③その他の免疫抑制療法


	６．TTP とは関連のない疾患・症状で搬送された場合
	７．参考文献

	後天性血友病A
	ポイント
	１．疾患概要
	２．主要症状
	３．救急搬送される可能性と搬送原因
	４．診断
	５．治療
	１）出血・観血的処置時の止血治療
	２）出血の予防
	３）免疫抑制療法

	６．後天性血友病A とは関連のない疾患・症状で搬送された場合
	７．参考文献





