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T1T3,
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FVIILAEE (1U)
= (FVIEEDBERL NIV (%) — FVIIEEDR—RS5 14V LUARIL (%)) X FE+ 2

FEEHEXTER UBE. FVII&EIZ 10 ~ 20 841 /kg H5 I NUL FVIIEMEE 20 ~ 40%
FRU. 20 ~ 40 811 /kg £85I 113 40 ~ 80%. 40 ~ 60 &1 /kg £85I 1(F 80 ~ 120% L
FIDILICIRD, BB, EMEFEICHREMEER FVIII REZERT 2550, FRHTERE FVII
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NLASA TS Y FFVII DERZREB I 2MAREIT. EHPEHNIERICRL. ETMESHNTRETH
BN EEOREREE FVIIEEICRE LT 15% 1RE T, 587 ENS B THHRIFIER LB,
CDIEDNLSTA TS (F. BEOHIMERDFHHIREH SN, BMDIEITEECEFRNR+5
TH L. HMmEEHEMEWNBRICIEHS RS FVII ZBVC EIAENNECBE D, NLTA TS5
EEAPDA > b B9 —DRRWVIER A DIEMEEIF. ANLASA TS © FEFERAICER. K2 (p.12).
F3 (p.12) [CEUT FVII HEIWFTEEZERT D,

NLSA TS EADE. APTT HREDREKEEL Y BRIBICEBT /2. APTTHLU
APTT ZFIB U TRIED 2 FVIILESE. FVII A Y EEY —REDSTERE G, FRAREBENESNT.
IFIMERENBARICEHES N T LE S NASA TS ®FERPIC APTT ZFIB L CTAE T 2B & EHE
IBEEF. NLATA TS OPRTUREREISHI U L TRIET BN B D e, EENNE
THd. (FHMEDAFFECDOVNTIE, PHRRECEVNEGHDTESD L)

ANLSA TS DFERDPOESEG. EMEOEENEMERICH. BEFMAREEEEFET 3N
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LASA TSEARERICEVWTEEZRB L. HENGEEEZ T+ O—E CIT> TV HBEHNEL,
BEGFALTATS VEEH— REFFFLTVS DT, HMIFIC[FEEH SN TLDHEERIERZEY .
X - R A S CBBEAHZERET DT ENET UL,

NLTA TS DFERPDA Vb B9 —DRWVINRR A DBMEFORIGE. HREROEE®IS
4 k= https://chugai-pharm.jp/contents/ca/055/001/002/ [CEEMNAEEEH N TNWD DT, &
SRRV L,

@14 veb9—nizLnE®B"
£ P I—DBVNIERB ISR LT, £2 (0.12). £3 (p.12) [CEUT FIX REIDBFE L
BITS ol . EERTEREENT 3D NERESRE FEORTHESN S,

FIXEE (1U)
= (FIX;EEDBIRL NIV (%) — FIXTEEDR—ZS5 12NV (%)) X FE

FEETBEN CEH UICIBE  FIX&EZ 20 ~ 40 841 /kg 5T UL FVIILEEF 20~ 40% ER U,
40 ~ 80 811 /kg 59 NIF 40 ~ 80%. 80 ~ 120 Bifi1 /kg %59 NIF 80~ 120% LFITD T
&3 B,

FRHEIRAEL FIX /A ZEA T 21560, PHIALERE FIXREZERT 2500, YOR5ERE
EANICEUCTH D,

SBEICHERT 28E|F. BENEERNSFERLTVSDDES|IEHMIFERITZ2ANEEZLLN, @
VBB AFTERWVES. B UBRAICHOD FIX ZEINGNIE., ZNZERL TCEEERIBT %,

R EARZERY FIX BB O REAS 20 ~ 24 BREEE T, FRHBERI FIX "EITEREF L ICH
AN KE L BI3D, MAFEA B PEEL EOHMERDESF. FIX BRI ZEIDRS5%. 1k
MDDz ([C—EDHERE VIR LIRS (BFiiRS) 308N G D, (RSEREFRAICLICER
Bch. EEFDMINEZSROI L)

SEOHEMPFMFRE, RERFEEZRPESHBICXESEIMNENDIEGICF. YUVY
MY TEANT FIX 8B Z[FR 59 2545055, FIX O LEFE PR, FVIIICHE U TRA
DOEFFEPECDEGNCEICKELERBRDN, FHEEER FIX BRI ZRAVTHRRRSZERT 2155
(&, FTERAFEEEXTN—SRIRSTFIX®EZE@FEL. BENS 5 B4I /kg/hr ZBLR(CHf
BEZRRERT D, 22U, FMEERE FIX #EF. FRBNIERCRVLERBZ WD, 4T LB
RS ICLDIEMEBEANNER (BFEULV) DIFTIERL. WITNICEK YIORSERE. BKLU0E
IS5 - FERSPICEERCNSZAT L. BIIOWRITIH CTERFEENESNTVD N =R
Ulc LT, BEEZRAETD2HNEND D,

3) 4 VeI —(FEMERKICHT BILMERE (HR) 2

MR A (B) BEICFVII (FIX) BEERS UiRs. —SBOEMCFRSS N FVIIL(FIX) (23
I REBIANEESNDIEENHY . TNEFVII (FIX) 4 Y EESI—EFER,

A VeI —DAMIEFR RSB (BU) /mL TRIESIN. EEMEDO FVII (FIX) 5E4% 50%
1T BHAAME 1BU/MLE LT WD .o Y E B9 —[FZDHMIC &> T B (5 BU/mLLLE) .
1B (5BU/mL £58) [CRD SN B, F1= FVII(FIX) BEIE S5 ORIEICHEVND S Y FVIILFIX)
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@ SRS

K DOMFFZERIT THRIC 5BU/ML KEDEWIARE THE T 20— ARSI —& FE VI (FIX)
D7 1 HBERLRNICERRICIEENEINL. —ETH5BU/MLB EICHE ST NGB /N A AR
VI =R ENS,

1 Ve Y —REMRKERE. FVII (FIX) HEIZRS U THOMRIMEO RV 6. KEBDDIE
BIICIE. FVII (FIX) ZREAE T ICHRRBRERFZ/EH LS B TRERINZ(EET 5/ 1/ VA IEIME
ENRVSND, —H. A VY —DEAHMEDEFD—EBE. KED FVII (FIX) HEICKD 1>
by —thfgeE (PSR ITRAVSNSEEHH S,

A Ve Y —REMRIRERIDIEIEEICH (T 2D/ S LEMESE & PFIBEEDRERRIG. BEDIR
FEDA e 9 —Hll (K 5BU/MLH=5BU/mLHY). FVII (FIX) HERSHOR M (O—L 2
MRYT—DN\A VARSI =), BROEMIBROEEE BENEED). DEFSHBICKIR
ESND. (R52H)

R 5. M VeEEY—(FREMRFESDIEMEECSH TS FEER

=D , . .
S ERD | RS (mER % 138R % 28R
O—LARYT— —— AR M)
/\/I’ I./X/—ﬁ’\./g\\_ W © E3| %ﬁﬁ%
i @rsEowm. Fm | rvn (i s
(<5BU/m) NA LRI S — =2 N
(EEOHm. i) VIl (FIX) 225 SNANA MR
RIGIEAH F%Vﬁﬁlg (FIX) B3 AN USR]
_ e MR
=7ff (= 5BU/ml) INA IV LEIMEE] FVII (FIX) 228
O—LAMRY S — ?vﬁqu% (FIX) 55 AU MEF
- <o .o . (MIjIa) SH=E
FEAEE NALUARYS INAINZ IR FVII (FIX) 9
o e sRE
RIGIEARS INANRLEMEH) FVIL (FIX) 895

NANZIEMBGACHAWVWSNZEECIE, JEEE O OV EVESREE (aPCO) (FRAMEK
BRERTIAIOIEHESHR @RS 77/ EEM 1000° ®isiRFET  BERRTEMNTSR
). BILFHMHEZESEMEE VIIRFES (FVia) (IX927 7LD 7 BRE: /RtIv
HIESTRY U Y ® BUEERGETT . /R /LT« AT T 7 —<X#HAR) . H2VIEERES X B0
EMEE VIIRFRA (FVila/X) GZERBAMRRESE X AFINEHEEVIRF mei/\rJ0y
N® BUSERGE KM N\A A OV IRt TOE—Y 3 Vgl —REEE A BARIMRREIRAE)
D 3 FEFEN DD, K6 ICENFNDREE - REEZTRT,

H2RECHIT B ILMERERBEDZEA 1 R
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R6. /N4 )V LM DIFHE

MEFRIELIES BETFHERZ TR M#FHRSE X ®WF
2 A OOV E V& BREE VI BTFEE IS EEE VI BFE8E)
(aPCQ) (rFVIa) (FVIla/X)
= S o ' HI 8853 N
BRE | 774/ &M 1000° ;ﬁy;® BER | vopwie
90ug/kg (#1E)
HREINS | 50 ~ 100 8141 /kg Z0D#(& FVila & LT

Fi%-FB | 8~ 120881 ~38 |60~ 120ug/kg (1) | 60~ 120ug/kg 1@
72 ~3BRCE

ENNRSE 8RB ED

AXY R 1 BREXESER A% &3 TTL, FIOE
200 8 /kg ZEFBR 1R 586D T. 180ug/kg
ZRBAIRL

ZBEHDIEMPROELETRIT LET VRIFRWVZH., WITNOEFEZRNTIEMERERKRL T
HELRVN, BEOEMIRICH U TERA L TVDEFINERSINTUVDIESE. ZOEFZAN
CTILMEEZEERT D2DHEFE UL,

BH. NANREMEEF. APTT ZOMDERERE(ICZDNRARREINRWVzH, EZIVUY
THHEETH Y. BRTRHEBRERDLZBOESWVICK > T, BREHET 2LTHEN L,

—7. A VEEY—AlH < 5BU/ML DIEBEDHBEF. SHEED FVII (FIX) BRI ZERS5L. «
YeEY—ZPRUT, ILIMEREZERLSB2PHNEEDHD. PHZEF/NNA /NN IEMEELS (F
FigY, ZOPHRE APTT ¥ FVII (FIX) SEETEZI U VI HTRETH B

P EEEfET DBEF. MBRPDA V9 —&hflg 2DITHER FVII (FIX) 8%, LU
DR TEET 2. EEDILMAEICIFLUTOPRFMEICNAT. £2 (p.12). &3 (p.12) [TRT LM
BEICHELBRTFEZBINRS T 2NENDD.

thilE
= 40 X {FE (kg) X {(100 =AY b T VU v ME(%))/100} X 1 £ E'Y —(E (BU/mL)

RICANTY b U MEZ 50% T2 &

thil&= 20 X{4&E (kg) X« Vb9 —f& BU/mL)
Y. TNICLEIESEICHER FVII (FIX) EXIIZ CEDEF AHYE(ICIRET .

ZD%(F5|IEHE, EMOMERFDIHIC—TEDHR FVII (FIX) HEIZ#E VIR LIRS (EFRS) &
BZVERFIRST2NENHDD. (MEKA:p.14 OAVEEI—DRVIMARA (NLASATS®
JEEAR) SR, MERKB : p.16 @4 Ve EY—DIRWVIMASR B 21R)

AVEEY—REHICBVTIEFVII (FIX) DTUTSYANTIEL TWVDIEEH B D28, B
APTT B8KU FVIII (FIX) SBEEZEZIU VT U, THRIEMHIRAESNTVDHZHERT DHED
$H2. Flo. FVII (FIX) ®EIZERS U4 ~7BH&IC, FVIILFIX) CRIGLTA Y EEY—EL L
FI 2. PHBEDIRNAESS - HAKIT D EICHBEET D2HNENH D,

BlE. 4 e 9 —FEMRFEANDIEIEEF. RHEDRRPRSE. IEMEZIU VITHIER
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@ SRS

(CEMERD ). BFIfERCRMET 5FDEE L.

O VEEI—{REMRHRH A (NLASA 'S " IEERF) &V« VeI —(FEMK%B >

A VeI —REMERA (NASA TS CEFERE) BLU4 ey —FEMARK B DIEME
BFFHROMFARD BN BEDREDA > £ B9 —71fi (< 5BU/mL H= 5BU/mL HY) .FVIII (FIX)
BERESHORINE (O—LUARYIT—N\A VARSI —D) . BLROCBMERDOEEE (BREHE
Eh). OEFEDEICEY. NA /NN EMBEEFEEPIEEEREL (p.17 K588). p.18 %
SZ(CIEMEEZET 5,

U, MERBA VeI —RERNC T 7A N EZRVEEE. J7A4N°ICSEBINTVLS
FIXICRISUT. ®EEDA Ve EY—HEHN ERUIEY . PF T4 SFV—FERPRTJO—-—EZH
ESRERNBDIeh. T7A4/N\NC ZEFERLTHINSDENERNFELE UKV RSN TL SIS
BSIE. /RETVHH2WENAT0Y ~© ZERT2HNRLTHD.

MERAAVEEI—RERICT 74N ZRWEESF. 7F 74 SFV—FERPR7O0-t%
FAET DOEEMLEBVH. T7A4/NCICFVIIDRIE N EEINTVD ). BEEICA VEET—
Hifin' LR T 2TTEEMN' 5 Do

BH. MEKRA Ve EY—REFIDA VeI —DHfvP b, SERIEMEEICERLUL TSR
73 S QAP RBERIES (. £/ RETY HI® (90pg/kg) (CLB/N\A /SR ILMBEEEERET 5.

@4 Ve I—FEmNRREA (NLSALD'S ® (EHE)

B, KEDDA ey —REMKRK AEFISHUTIE. NASA TS OEMRSICKDEM
FRADEIES N TS FIRDEB WU AL A TS ® DRERAEF FVIIEHICIRE LT 15%ZE T,
REEFENTETHEPRIFERURV. TDEODALSA TS ®IF. BMmOIEMEEICEFZIENTR
+9 T, BIMECHRMPVNEBRCIEN T BhE/ N4 VA LEMEEF e EPH I EZHE T 2 NEH
HDo NANAIMEEEPHBEEDVNTNEEIRT 2N DVNTIF. NASA TS O IEEARIEE
#ER5 (p.17) BBEITRET 3.

NLTA TS C ZFERPOMER A A Ve B9 —RERICHT 5V /VRIEIMEES. RFIDREIR
PIRSENERD 2D, TENNETH D,

ANLSA TS O ENA)SALEMEE BEFICT7ANBRONA 70 K®) ZHBUESITE.
[MIEEARAE. MMM/ EEEFIET 2TREMEN S EDIEH. NLASA TS ®[CLBEMTHE
FAtA UTe 2 (CFIE L BRI U T &, RBIE LT/ RET Y HI® [CX B LEIMAENHESI NS,
NLASA TS EHATIED ./ RETY HI® D9EHR5E(E 90ug/kg ITET B,

JRETVHI® ICXBIEMPRHIR+D T, POESITNA 70 ~ © ZERATI3EERVES
[FHER5E% 60ug/kg LIT. 774N\ ZERE 2 2B BRVESIIOREE%R 50U/kg LT
EU. EMEERTEDREEZDREMEICEEDDINENH D,

—H. NoTA TS O RERPDA VEEY—REMER A DREDA VY —Hfin' < 5
BU/ML DIREBEDIZG(E. BMOFREICK ) FHEEDERED—D2 LD, ZDHED FVIIEED
B58EF. NATATS Y IHEABIERAUTH D, (p.18 BH)

ANLSA TS O EFERUESIE. APTT HREDRERKEEXR D DABICERL. BEDTETE
APTT. FVIIEXE. FVIII o« e EY —FEN EEICAETEY . IEMERENBXRICFHESNTUE S,
hAEEDNRDEZI U VI (ERAT D APTT. FVIISEM. FVII A ey —FUEERES 31

H2RECHIT B ILMERERBEDZEA 1 R
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DICIF. NATA TS W 2PHNFREEN L THSINSZAET DNEN DD, (FFRFUEADA
FIECOVTIE, PHRECEHVEDED L)

BE ANLATA TS O RERAPOMRREA A Ve EI—FERICBVTH. 4V EEY—DHEP
I, EERIEIMAREICER LTV 2 REIR EOFHINREBBECE. F9/RET> HI® (90ug/
kg) [CKRD/N\NANZIEMEEZRIIRT D,

NLTA TS OFERATORSEF. BMFOSENEM D, BERMAREEZEFET DN
LASATSBARMRICBVWTEEREZMIB L. HENBRZEZ T+ O— R TIT> TLBHENL L,
FEEINLTATS BENH— REFRFHLTVDDT, HIMFICIFEEHSN TV DR (CEEZE Y
X - SR E SO TR ZRET D ENEF UL,

NLASA TS O DFERAPOA Ve EY —RESLXREMKRR A DHIMFIONIGE. PHREDERMG
[« h— https://chugai-pharm.jp/contents/ca/055/001/001/ [CEEENEEE SN TV DD T,
BIFS L0,

6. MRATORFIENANT ICAFTERMZE DU E
HEHNICHIMAFRNZ E 29 MAREEDKRED(F. RERTFRADETECIFEEZREL TS
V. BEICETESIRAORAZRRHLTCVWSHED B D, EEQRBMARKICK I BES NIZE
A CTMAREBERENT CICAFTCERVESIF. RRBHNCRENFEL TV SREIZ (B3
HARR7ZHES3 LTc £ ) A L. LLIERZRET 2 EZERI NETHD.
Fle. —BORBRFRAICEALUCFE. REPARBREOEFHRBHNTH. ToOERRHTES
([CFET D ETEANIGINBDBED H S

F VIl AR5l
CR—A W (FEARE)
BRI VT —FEEZECHVWEDE
CIATRFS O (CSLR=U VD)
B8 WEDA. NN - SHER®.
ZOfot - PILT Uy JIL—TEICELEhE
c T RAA REEERAF Y N (250 BfiDdH HHAERIE)
AT 1 IV IW—TICEE D& 2 b
*FH 8:00 ~ 17:00 : SPLine #xz{=%t TEL : 03-3517-5508
FH17.00~32800 L -H- w2468 J—)Lb>ry— TEL:0120-435-195
% IX HF&A]
CAFIVEF Y C (CSLR=U VD)
JoEE : WECA. TN : EEEDH.
ZOfotE - PILT L v TtV EhE
INA IS Z I E M AR
- D7 AN\EEM 1000° (RERBITE)
AT 1 INILT)V—T (TG D& 2 iwkR
FH 8:00 ~ 17:00 : SPLine #xx{=%t TEL : 03-3517-5508
FH17:00~32800 L£-H-M2485E: J—)bE>%— TEL:0120-185-268
Takeda Medical Site : https://www.takedamed.com/page.jsp?id=1048449
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- JIRNETVHIEERYUYYC (R JIVTARIT T 7—<)

J T PHERRE
BN SEER ((iH - ABZR<) TEL : 0120-180363
RERULH - 18 - &#HE TEL : 0120-359516

N 2o0v ~® KMNAAOITR)
BAXT VT —ELYTECRERVEDE

7. M&%E&EIREEDIZVWEE « FERTHRESNIES

MRFEBIH MRS & (FBHEDRVEE - FERTHESNCEE. BIERD 7R <. HRONLED
AETHNSE, MEDREEBR S IcRBOBREZESEYRBEINFRN, 22U, MEHERZS
H UICBE ONIMEEE G WREES KUHEERE) OXMEICELTE. BIMEAZEEREE2
OREEN H B, FIMEEEADEMICHIC > TlF, MARRDEEZIT> CVNDFBEERICFHEFIREH
BO L, AISEEREOITSPERDIRSE. BIUNMEEETOMRRDEEGEHZREL T
W< RAENTD D,

8. EXM

1) BH BX, fl. 19 —DRVMARRECHTDIEMERAA RS> 2013 F4
IR, HAMIZIFMFREE 24565 Page619-639, 2013.

2)BH BE . A VEEY-REXRENRREEICHT SLEMEEAM RS> 20134
cHEThR. BARMizIEMFREE (0915-7441)24 % 6 5 Page640-658, 2013.

3) BH BAX, . MRRESICHIDEMEERAN RS> 2014 FER. BAMEEMS
=in 265 15 Page75-78, 2015.

4) BH B, . MARRBEICHITDIEMEESTA RS> 2015 FER. BAMELEMF
=36 27815 Page107-114, 2016.

5) @Il £EF, . BAMRENFR MERKRESICHITDIEMERERDN RS> 20194
BN NASATS (IZVRANT) FAICOVT. BARMEIEMFRE 315 1S Page9d3-
104, 2020.
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| 2 | von Willebrand j® (VWD)

©® von Willebrand #% (VWD) [FEGHEEMEREDP TEROBENBVEER CTH DN, HIIAEK
(FEVEBIN'Z L,

O HIMAPR CTHEE SN ST E LT, /NERDKRET S 2B, SMEICKDIEMEEH., IS
HMFEDORARNEI, HEERENSDORELM. HDWVIEMEBIIRENEZ SND.

O BREAIU—-—Z—rI8aE (IMRE. PT. APTT. 74U /4>, FDP - D-dimer) Tl& APTT
DEMERDRH SNZD. £ CERBEZRIEMNDIRLEW, 122U, von Willebrand BF
(VWF) DRZIC KW MVIMRAEERBEIFE T LTS,

0 MREERSICH TS EEERHMOEE PHMONEROEIMINGC(E. #139 VWF SEREZH
W EMEENRETH D,

O —iRI7R VWD Dt SaR(ICBI L TIE. BAMEEMFARNS [von Willebrand fwDE2E A
RS> 2021 FRRV] HFITSNTL 2,

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

O XN VWD BEDIEIMBEDOH#HRECIF, HERIEMICER U WS RAEIRE BT, &
Briest. BRUBEOUREREDBERNMUECTH D, HXBED VWD CHIBAULEICIE., &)
[CINSZHERT Do

O BEQR2WCIRRI B 2DV ORBFREN—F (TR) ZAAFHLTVREBEENHY . AH—
RICIFBEDIEMEEICAERERILHINTLD,

SAREl brUi BRI - AR
HE I AR « 1
EOTVWET BLE
HIOERFi (C (S HERFREIDRSINE T S (FEEM )
R BEOEFRHEECERL TS % (e )
b - #
4¢AH: @B &= A | BE
PR RS (FEBRM )
e TR (4hE - 7R )
A Sl
RFEE : LI ]l e = R
HmosECHERL VWS R |
B5=: BT : mg
* ERBEANRBVNESE, Mo EFERITE
RmEmOIFN S cEEs, T e
= HIDBEE H{] : mg ZTEBRITRRIC
wsUTFE. R Ty ———— e T iy S

TAAFIHIHCES HROBEENEODONF FRAFE GIHE - FRHOE ik

O BIMOEFEGEH PERIFLER DB ELTTAIC DWW TS TIREIRIR L @ehEsk D F/a6: (D& L.
HEIDBRPIRSEICOVTHEHRT 2 EDIC. REZEAA RPRIRDZEA A RS54 2V 7ZESE(C
Ufe ECTIRET B
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@ SRS

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

VWD BEDHEMABKICN T D VWF SERAIDYICHRSEF. BIOERICK>TERY ., HH
$RER7. 8 (p.25) DERSEZSEICKRET D, BEOHIIC THRESINIIZE Y. KFMH N
ERBEEF. FITRFEEZ 100% BECERTEBIRFE (VWF & UT 50 811 /kg) =185
92, LMZHETT DcHICE NS5 IEmE—ERB T &(C VWF SERFIDR) R LIRS (&
RS MInETHD.

VWD QLEIERICIY 777 M FO 2RV HBEE. BBRICEIHTNTLS FVII OB T
<. BBD/Vy T —I(CEEHINTWVD VWF DBEAHZELECRSEZRET D,

—BDEFEF VWF SEREIDETEC IR EZRMEL TLD T8, KRAT VWF SEREID

FLUCAFTERVEGGF, BENETECEHNAICARH LTV S REAIZ (BMIRZERESR L L
T) AL, TEBLIFTEPHICLEINEEZRIBT 5 EZERBINETH D,

1. KEBE

von Willebrand 5% (VWD) (&, MVIVRD#EBIER L. BES VIIEF (FVI) OREIERZEY
% von Willebrand BF (VWF) D882 WIBRERZICK D FIET ECHLMERER TH D,
VWD [FEEEHRMEERBEOF CREDEENSVER CH DD, FERINFEAEEVEGIDHZLL,

2. FEEIR

BIMAEK S MV RASEEEERRES C R DR T - #REMZRHMET SN —8D VWD (& FVIID
RZITKH>TIRR A CFRLIT HEENEMPHRANEMEFRIEYT 2. —MRHICIFLIEH S EHIMIE
KORBHEN BN, BAEDBGFFERICIE>THOSIMGOFIM. DRES(CIEMAZEZ S U TS
N2B5HEN. —8D VWD [FHIEEDMEELMZFE LRI <. BRI HEEELHMZE/CT
EFDH D,

3. BRixd N3 a6 S EER

INEEADRET ZEHM. FIHBORBEMRECK > THEEFMKREZZ2 T 2N HDH
ZNLADHEIMAERIE BB TRE L FICHFRADFTVBARLBIIC K > THRMX S NS algeEIHEL.
HRMED D ERHMIER S UTIE, INRBMEOHRARNEM. MEREMS D WIFtOHEIEER
ZHOOKREHM. WMEMOFE. HDVEKETBIMERENEZ 5N D,

4. 2HR"

BREZXOU—-ZVIJRAE (IMRE. PT. APTT. Z7« U /4>, FDP - D-dimer) Tl& APTT
DEERNBHSNBH. 2 CERBEZRIEMNDIGRLEN. VWD H8EODNDHEF. VWF
MRE. VWFESE (URX b EFYIT709—7EMH) . FVII & FVII O ZREL. VWF &K
FfclF VWF FURED 30% FiaDizeZ VWD 2T 2, L. BRREMIERN DY VWF
B 30-50 % DIFEH. VWD ZFRNT D EIFTERL,

AdNRNE
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5. Wi - HMENBEF ORI

1) BI&

VWD DIEMBaEE. |ETFUE VWF RO FVII ZfIET D LK. HMDEE., SKUERM
NIEBFOEMZINH TSI ETH D, BRIE. BOHBEICESWVT VWF KU FVII OFIECERTEER
HE (& MERZMEN DAREED VWF ZRES B 2EET AT ¥ (-[deamino-8-D-arginine
vasopressin : DDAVP) &. #ZB2IRMIC VWF Z#7 9 2 VWF SBERJID 2F7E8E THhd.

DDAVP [FFEFIC K > TRIRDEWVNZE UL, —BBDMERIICIFER), —BOECFERERD I
H. MRERRSZCHT2EMOBEPCHIMNAERIC(E. VWF SERFZAVN 2N SRR
NERETH D,

—fREVR VWD D2 &IBRICRL Tl BARMEIEMFEARN S [von Willebrand D2 E A A
R34 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 B2EOIEMEEROAEHRE(CIF. EEEIEMICER L TV RAIR B, @it
%, BRUBEDUREREDERIUNETH D, WHEBED VWD LHBAUIEICE. |ICIN
SR Do

BERFRIRCIETR TS 2 DI DRRRBEN—RZRARLCVRHEN G KNA—RICFE
FD I MBEICHERIERIEH TN TL D,

HIMDBEA P ER MBI DM FRHEIC DT IE. TTRERER L BEiEsR DI BB (CEBHE U,
HENDBRPISEICOVWTHR T D EEBIC, AREZEH A B [von Willebrand imDEEH A
54> 2021 R "] ZBEC U LTRET .

2) VWF S

VWF SB&AIC(F. & bIMEEHER VWF B8 VIl BFEERE (pdVWF/FVIIEE]) (F28
BAIRRES VIIRF @R DV I7J bFASAY 8EHRT KM N/ Z7 0V 7 %R
#t - BRFETT | —MRHEEAABARIMREFERE) S ECTFEMAMRR VWF &E| (VWF &%) (R=37
TILT 7 BERERIUNITETA 1300° RERGET REERITEKIR) O 278580 % 2,
MEDEWVEFVII ZSETZHENT. IV T 70 NF I VWF & FVII ZEBICH#EITT D &N
GEETH DN, RNV Ty ©[F VWF BREEITH D25, FVII BDERICHFTT 2NEN D D5
BlE. FVII KB EHBT 2HNEL DD, (RURNVT ¢ @ BERIRS UIBEF. BERADAEMN
FVII B REEE N, FVIIESEFSRAICER U, 24 BRERICE—T&185) Uich' > T, HME2ikEs
NBETZEERBMOVEEESEICIE. IV T 77~ FP OANFIBEENENEEZ 5N,

BB, VT 7T ~FPIFVWF & FVII DEEENAET <EL. VWF A FVIID 2.4 fE5HEN
TW3, BEIDEMIE FVII DSEEZEECTHINTLSA Bl : VT 77 & FiE5H 10007
= FVII A" 1000 BAIZSHEINTWVD). "WRD/Vy T —I(CE VWF & FVII OIS OERAEDHED
SINTWBTes. BE5EF0T VWF QEME (B 0 3> 777 ~FiE5H 1000° D VWF SE5&
(& 2400 8f]) ZEE(TRET D,

OVI7IRFCERYRY T P DIREEDERZZR 7. 8IIRT,
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x7. Hm - BOMLEEFOIV T 77 b F*ETRDRSE

@ SRS

BIEETE DEESE WISRSE | BRSEN
>100% day N 20 ~ 401U/kg N
AT >50% day2 ~ P0~e0IKe | g oapme | 7148
= >50 ~ 80% day1 _ 20 ~ 401U/kg _
\Fil >30% ~ 50% day2 ~ | 20 ~60I/KE | 1) _sgmmE | 2 °H
thiE - BEIE | >50% 20~ 40 IU/kg | B2EES 18
5 - S
BB >100% day 20 ~ 401U/kg
(VW 58l - FVII Bt - 40~501U/kg | 22~ 8 | 3~5m
Nt | >50% day2 12 ~ 48 B35
BRI >50 ~ 80% day] N 20 ~ 401U/kg N
@E~DZE) | >30% day2 ~ 20~401U/kg | 1) sgmemg | | 3E
Ekzauliill >100% day 20 ~ 40IU/kg N
(&) S50% day2 ~ S0WUke g oammgs | /108
B5EIE FVIEM TG < VWF B ERECRST 5T s,
8. M - BIANEBORY NV «8EER 1300° DRS5E
] e DEUEORSE
LR ERSR | (gr03, ERGCHES SNBHERE)
BRI .
i, Regene) | A0~ 50lUkg | 40~ 50 1U/kg 78~ 24 BMTE
SR
(ERFBHELOREN. BEES. | (o o0, | 40~ 60 IU/kg 2412~ 3B,
MEELM. PRGEROINME. EE & | g~ 24mRICE
WL SHEM RIS ES)

MIRPERE—T1E

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

2ZE) VWD IIEAIICHEWNT. BIERRFEEZENT DD ICHBIFIRSEF FEDORATHESIN S,

VWF#EE (V) =

(VWFEHEDBIREL NIV (%) — VWF EEDR—25 12 UANIL (%)) X FE+ 2

FVIIREE (IU) =

(FVIIIEEDBIRL NI (%) — FVIIEEDR—ZX S54RI (%)) X FE+ 2
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O SRS

VWF OMPHEHEEH) 16 BETHhD/csh. hEFEEL EDBMBRDEEGF. VWF SBERAZ1]
0% 5%, [LMOHRFDZHIC—TEDHIRE 8 ~ 24 BEEIC (EFiRS) IT2nENHD.

B4DIEGICKY . VWF SKUFVII O LFEWVFFIAIERRD D, HOKRSER. BKIUE
RS - FHERSPICEER NS ZAE L. HIIOWRISIH CTtRFEEHNESNTLS N 2R
Ulc LT R5EZREIDINEN S D,

6. WRAT VWF SERAINT CICAFTERVESDOXRNTE

BHEQICHMAER Z ST —80 VWD B&(F. VWF SERBIOEEEDENEEZERHEL TS
BZahtehl . INSOEBRERFBEICHEIZRLTCVREEN DD, BERHIMERICK I BESNT
B BT VWF SEREIN T CICAFTERVEGR. R2B#NICESIFRUL TV 2887Z (B
WEARRZRESI LTz £C) AL, CTEBLRITERPHICLEMEEZRIGT 2 EZERITNETH D,

FEFEICEL>TH VWF SERANMNMEATETRVEEICIE. FEREMEE (FFP). Xic@EFous
TUFET— I ZANT. TJEREET VWF ZHR I D2UEN DD, BEEREMICOVNTIEMERE
DB ZERT Do

Z D, FWEINRIEMEEEE UC, bSRXFYLAR. 2OV 7/ HT7OVEBIREDTHREH.
ANV IOLZRIRYVEF MU DA EYZIY CREDMEEER R EBEA (HH) TJaETH BN
BEREMICNT 23RIFBRENTH S,

7. VWD &t (IBRHEDTZWVWEE « FEATHIRESNIES

VWD FEBIAY VWD & IRBHEDRWVER - FERCTIXSNBE. HIMERN R <, SRINLEHD
AETHNE, MEDQDRRER S IcFREDBREZESBURBINIFRV, /2L, MEHERZS
HUIEHBEONIMEEE G WREED KUTUEBERE) OXFEICE L CE. BIMEEZEERIES
OREMN BB, FMIMEEEDEMICHIZ>TIE. VWD DBEZT > TVSFEERCIIFFIREH
BO L, IMEEERBOUSPERIDRSE. SLUTMEEEFD VWD OaES#7Z2RET %
DED'G B,

8. &E ik

1) B3 B8, ftB. von Willebrand f8DE2&EH A RS> 2021 Fhy. HAMEIEMFERE 325
4= Paged13-481, 2021.

2) BH5 B8, fb. von Willebrand f8DE2&ES A RS54 > 2021 Fhy BIE 2022 £2 8. BAM
2IEMF RS 33 % 35 Page372-374, 2022.
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#®RTER R

|1 | SEEIVIMRRIAME (R WRislAMERRDRER) (ITP)

SR MEMIWRORAME (ITP) &, MVIMREEZED(ICK T 2ECHANEIRL. MIMROIZNTTES 5
C &K > CIVIMRRAZ R T BORBRERRTH D,
ITP [CHEVT—RMICE TR EDHIMAERDBES M IR D DI(F, M/IMRE S T3 /UL LI TH 2,
FREHMMMNOOFNEM. SHMm. MM, MERRE . MAWREA 175 /ul IR ISEA U1 Bl
SSRHHND T ENBL,
HBMEXZNE LT DL DBEEREMERZFEE T 20FEENDBRVN, M/IWREREHETlE
EEAEMVHEEEMR EEELRREREMZE T I EN DD, FICIVIMRBNMRBEDES TP
BEDNMISHDME. FRBEICK > THEMXIN., ZO—8ICHMERNEH L TLIEHEEH
H3
ITP [CIFEBIFENBZEENR . BERWICIFERNEZRER D,
—AREYIR ITP DFEZMI EIGEIC DWW TIF. BEEFEEHSHRBERINASEE MRREERSIESC
B9 2MEINS [HMANRRMEMIWOEAERBEROSRBA A R 2019 FiER] HEITENTL
%o — https://www.|stage.jst.go.jp/article/rinketsu/60/8/60_877/_article/-char/ja/
BERHMPHMONER(C (&, RRICIVIMREZOESEZHICAFILIL =V DOV/VILR
A REJ 07U YKERE /IMREN. SLUINSOHAEENTBEVLSNS,
REIJO7U VKEEAF. 2O FEREIOTU > 400mg/kg/day 7 5 HEER U CRiEEs
FT B AFIVTFURZIVOVINIVAEAF. 1g/day & 3 HEER U CREEET D, MR
(& 10 ~ 20 BAIOREIVIMRERFZIR5T D,
[VIVREIID (S, [I/IVRAVRIAN T 2 AT/ MRIBIANMESRBER (TTP) o/ VU >/ SR /) s 2
fE HIT) [EBVTIE, MEFERZIBRES B2 HERTH D, LIch'> T, BMAE (EU)LEY
¥ LDH O LR EEM) OEHIRE TIP ZROMEN H2HGF. MIMREINZLZS(CRET 2N
ETIFRL,
INSDRUHBEIF. BBTRMRN—BIUTHDIc. 5IEDDVTROSL RV OV ZER
WEHEFTBRAZERT 2,
HIMAEAR D ER. 352 WVIFRERDBE. AU INTI— - EOUBRRINSNIHREERLZERT D,
ANJIONTI— - EOUBENRVES. $DWVIFREICK > THIMREAN 2~ 375 /uL MU E
[CEELRVESEE. FIRIBREXTOA K (U RZVYDOY 0.5~ 1mg/kg/day) ZRU
BRZFRIBT .

1. EEBE

SEMMIVEAMEF. MIWREEBCHIT2ESRANEERL, MIMWRICHEEST 2R, =
EULTERBICHITMARMETOMIMROEIRATHE L, M/IWEHAZRITBESREEERERT
BD. LUBIFFREMIIIMBAEEIIR S EN TV, &ElFmEEIMIRRAMNE (immune
thrombocytopenia : ITP) EIF[EN 2D T ENE0,
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M/ = 1o LIS 2 D IRA P EE DT LR primary 1TP &, EEIPE2SMTUT T h—
TR (SLE) B&EAMSHDRAICK W iR I/IWogAZE 2 UTW S secondary TP [CH3EEN.
DI ATREFE MM W AMESRBHR S [EEN TVITERIE. primary ITP [C3%2T %,

2. FEER

ERFHMERTH Y, FEUTR MMM (RIREBIIY (LK) 25882, HIMERFESFERN R
<EIBDTENEL, BHBANICI>THEIULP IV, —RIICHMEDHES N CTR2DIF, MM
ARESF /UL IR CH D, K TFEMUMOOFEALM, SEM. T MRS, MR 1
TR /UL ATISEA UIEBITRH S5ND T ENE <. MAD 1% EE. NED 0.4% REICHNT,
ot R ImBE U2,

ITP [CIFFERFF~ 1 FLURICBRER I 22 L, [IMREADE D U < [FHRIREE
PIHNETHDEHENG D, UL L. RUERHNESHFERARNICUNHIKTERW )., Rf(EH
a2l ITP (G2t 3 » BLIN) . HfctE TP (3~ 12 4 F). 1B ITP (12 » ARLL)) D3 DICH%E
INTLB,

3. Baixd N3 a6 & EER

ITP [FRREMNIFEHRAERL. EEEECORE TR ZIERE N TEH SN2 60%
< TEBICHSMEXZNEET DRI BEERHIMERZFEET SHENEN. —FH0 WA ITP D
ZFEM TP TH Y, ZDBEBREEEREMNZ FHL D DIM/IVMRE (35 /uL BILL) ZHRFd
BT ETHBIEH, MIMREAEBDIEN ITP BZEDMS O DIME. FIRIRE (TR > THRME SN,
ZO—BICHMERDEGH L TVBDIHEENH D,

4. 52HR

ITP (CIFARBRENREZUDEN T <  BAWCIIBRANZH 18D, TR0 E. M WRBIAMEFRDH D HY
RIBRROER (HRZMEMPRMELMICIDEMZRL) BLUBMKROREN G, HERE
BYIVIMWOBANE T HOESR (R9) BDERATEDHGICITP EE2HT 5. ITP EBEICEZEiTNTL
H7ZERE, BREICINSOEFIZMZINTERIT DDEEETH DN, TREREH CHDKER
ZRNT Do

9. MIMERIAVDIRR
M/ \osA D IRA FIRRE

BRSNS ES. BEARMUEI. SHELNERE. EAIMEEE
). SERMEEAE

tRiz SR/ WORAME (primary ITP. secondary ITP)
EEMMENRE. MR/ WsAMEERTR.

ELEEE

RETUE AR SR e, A~ §1 > AR I R
HTRE BRMERE T
Bk . EIR SELm
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© wRItEES

BT, HIMERORE. FSTHREOEH, GHECRERE. REEZHERT 5.

BRBEMRTIE. £2M% (CBC) BLURERRE. £EFHREL DI, TJRERRY MLRICHKRHEI
BEBRAZES L. MIWoESE, REMR. BRRMIROEEZHERT 5. MIVMWREENFET 515
BlF. RMAR® EDTA KFHEIV/IMRED ZZ X . CBC DB&, N/VU2VH2WET T VBRMT
DIVIRE 2SR T 2.

IR R IMERDBESRIF . LEMBER(C I/ Wi Z{EATIEE (ITP) K\ A= (A2 MRBIAME SRR :
TTP) DNEHIMS 2B LR DI, RHICEETH D, BONMREOEHBRE TTP Z5E SR NG 515
BIClF. BBHIC ADAMTST3 E4HZRIET D,

Fleo AV VERMIVIMREAME (HIT) BERICIIVWRBRINER TH B ch. /YU U ERD
BREICOVTHERIUNETH S,

—ERDBENMBKAIESS CIFHIRIRIIER & & B ([CHBM/IMRDLEER (IPF%) ZRIETES28H. IPF%
KO TCBHICHITDMIMRELEDET (IPF%IET) SMM/IMRDEE DD WVIFIIRTTHE (IPF% $E0) O
BRI CEBFZEN DY, BMDSEL1IRD,

INSICHA. EBBEEREY CT REICKVIBEODERZHRT 5,

BEEREICOVTE. ITP CHHNBRRIFBRVICH, MmOMKICEEBLNRIFNE, MBEHRES
CTRRAICERT DHEFEV. NUINTI—-LOURRENHZHEIC. INZERET DI EICEKD
TERT B ITP HHBN, MIMREDOHE IC[FEEND A B cth. TNDOVTOREWEED. Hi
ERNTEBBENTH S THEDRL,

BB, —MREVR TP DM EIBRICEA LTI, EEHBEHOMEBEERITASEE MREERS
EEICRT WM S TRV WGRAEEBHROSR A R 2019 F0EMR | iRITS
nchad. — https://www.jstage.jst.go.jp/article/rinketsu/60/8/60_877/_article/-char/ja/

Fo TP NBEMREERRS LCHEHRICIEBESNTS Y., ZNTNUN\REBHFERRIERE
v 9 — (https://www.shouman.jp/disease/details/09_13_023/) B KU #KREHR Tz I —
(https://www.nanbyou.or.jp/entry/157) @ Web 1 ~CHERT - JBEICEI T 25573 BN
FHINTWd,

5. i - SRMETLERFDRTIE

1) 8=

ITP Di&EIF. BERHI. SRMNLBROEES. HMERDEMRIEE & CRRRNER S,

BERHMPERMALBEE. &2 WVIEIV/IMREN 1 ~ 275 /Ul LU COPRRSEER & (SRS N -
MmAE (wet purpura) NERHHSNBHBE(CIE, TRICI/IMREZLOESBBIHICXFILTURZY
OVINIVAEE, eEd 07U Y REEEA MIMWREI. SXOTNSOHBREENAVLSN S,

—7. BMERSER. H2VERERDEBE. ANUINTI— - EOURBREHN G NILREE LT
Eied 2. NJINTI— - EOURBRNRBRVES. HDVEBREICK > THIIMREN 2~375/
UL U EICEE ULBRWESF. FITRIBRERTOA REAVCEBENE ITRESN DN, M)\
37 /UL P ETHIMEEAR SN WEEIFHEEREEHRRE KBS, (K4)
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SEHMm ®EIO7YUVKEEREE
T R v
(FLFE T IMAE) XFILFL RV OVNIVAEE
v

________________________
y«u:m99—5mugﬁ£;$@u++]mﬁﬁ%\

v v v
MRS =375 /p | [ mves2B~35 /| [mivRs< 25
MRS MRS BB
v i IR
EE RSB v Y
| BBEEZFOCR
|

’ Second line ;'é.‘?ﬁ‘

4. BADGEEMIMREAME (ITP) iBaBR0FN
B ITP (OHT 28RDERE. MIMREERILT 2 ETERL,
BEREMEFHLS DM (BF 37 /UL ML) ZH#RHT2 2 THD

2) EXRHMm. SMYNBEF0S

MIMRDEFRICK Y SEEBHMPVREMREDEEREREMZELTVSHE. HDVIEEHE
BRECKVRBFMAUNERBEICF, REITOTUVRKERE. XFILFURZVOV/INIVAE
A MIVREI, SXTTNSOHMABEERENBAVSND, TNSOBENIE. MR 175 /UL
DT CEEhEas (W, f. JBEE. WRSR. WEE - IERE - 88EA) BEICHMNHD. HDWIEZ
DENPRBVIBE. H2VIEFN - RONWUNEZERI 2HBEG CTHD. & 10 [CTNSDEZEED
WEIFERMBVILE - Fire. CNSZRET DEFICHBESNDMIWREZRT

& 10. HMAVLE - FTEFICHRS NS IV WRER

nE HEIM/IVIRER
FEHHERIILE (HTRES) 2~37 /uLBLE
R R i 375 /UL BLE
SRR 575 /uL BLE
PPl R 355 /uLBLE
PR T —5 LA 275 /uLBLE
ez 57 /uL BLE
INFEif 575 /uL BLE
KAl 875 /uL BLE
AR F il 10 7 /UL BLE
e 575 /uL BLE
4315 575 /uL BLE
RSB 875 /uL BLE

30 WEEEICHITSIMERERSEDZES A R



© wRItEES

REIJOTU VASELF. BE2HTFEREI DT 400mg/kg/day %z 5 BREER: U T rlEss
9B, BERMIEIBRSSVLNSIVIMREIFIEN LS. T 7 BRICEKREISET 20, Z0D%
M2 ITEA U, MWREHEERFBREIR VBN L TWLWSHRIE 2 ~ 3B TH 2,

AFIVFURZVOV/INIVREER, TP DFRENBBEDE—ERETHZ U RZVOY (1
mg/kg/day) 5 & HRMAICH/IRIENEESSNZTEEMNG Y., BEXFILSURZVOY 1g/
day 7z 3 BfE&ER U CRUBREE T 5. MIMREBIEINFIRS3BHE<SO LN SR, £ 80% DIESFIT
M/ \WRE DN H S5 N B

IVIREIIN(E 10 ~ 20 BAIDREMV/IMREEIZR 5T 2. ROELHMRMFOSNBTREMEN G DN
MIVIMRAAENDFET 2D CTHES NICMIMROFGFE<. MIRBDOEINNMESNIcELTH—
BUTH D, BEIOTUVAEREEHAT D EMIMREIBIIIRANESN LI RBRIDT, B2
BFICIFUFURHEINS,

122U, MAMREIIE. TP &EHRIVIMRAVEA T2 TTP 2 HIT BV TIE, MSERZIEESE
BICHERTH D, F5IC TTP OFIER IS [/ MREA & BMEBMOD HH588 S BHEEERE O FEEL,
BHEEERZEDBRVIEE DD D, (REICINOSDSEIENIRTZ2SERIE, BRETIP £
RD 10% i & IERE (TAFWY)

FEIRDIV oA EBMMBMDHFD TTP (&, UIF UIFBECSREESSmMEEMmE ITP D& Hf (Evans
REREE) 2N, M/IMREIAERESNTUESBENG2DT. BIAR (EU)LE>*> LDH
DOEFEBAM) HEHULTWVD ITP BWLEIICIE. MR AR S (CSEMET DNETIEFL,

—7. TP ZEVWEIN HIT THDTEEMFLERIEVWEZZ 5ND N, KOO/ I ERDOER
[CDOVWTIFHESRLTHLADERLY,

ITP A EARBIICERANZUTH Y. MREEECTIEHIEEDHR ZIT o/, TP EH L THEER
BB URITNEBRSRBRVEEDZ V. M/IWRRIMZERET SERICIE. 29 TTP & HIT DTlgEEZ=E
KKUCET. RfEITIRNETEEZS5ND,

INSDRMEPEE(F. BBTRPRIS—BMUTH2DIcH. 5IEDIVTROSURZVOVER
WCHERFBAZ R L. R ICHRI L TWLI<,

3) HMFERHER. HSVIEBERDES

HMABRAER. 52 WVIFEERD TP BEN. MEEBHBE(ICHIXIND Z&E2BL EITE
BE(FNERL MBERNRETERINS.

ANYIONTI— - EOUBRESHLTWVD TP EMIF. TNERET D EM/IRMNIEINYT 215
G, NUINTI— - EOUDREREIE. BEHEEN 7 HEICRSNTWVS £ BIBFEX
FOA4 RKUBEDINTEWERPIN DN ENS, TP E2MEBAU INTI— - EOURENSG D
SEICIE, MR EIEROEREICHND ST, BENGRERANHEIND,

ANUIONTI— - EOUIERZ. 2 WVIFBRENEOD ITP OEEE—EIREIFEIBRER T 04
RTH2N. ZOREEPRIFMATIEN 25% EENT & HRLBEWERNHS & ITP (Fmm/h
WEN 375 /UL L LS NBESTRICIFFEEZSZI BV ERENS., 1B TP OEEBEEE IR
HZIEBICRIT CETIFREL, BEEREMZT/HUDBM/IMRHZMHITT I LESNTL D,

M/RE < 275 /uL 2 WEFHIMERN H2BEICIE. FEsEsE LT Ry O (PSL) 0.5
~ 1mg/kg/day D& 5% 2 ~ 4 BERL. ZDERIVIVREIEBNOERICHNDET, 8~ 128
MFTPSLZ 10 mg/kg/day AIRICE TRET D, TDBEEICK > TIREZ 375 /uL LA EIC
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B TERVWESEF., FOVARRIF USESEREHERE. UVYFIT T 5DV IEREEBMEED
second line DBEZZET D,

6. ITP LIIEHEDBVERRE « FERTHEINIIBS

M XE CHIMERD S <. HMNEOARBRSEE. MEDRE LR S IcREDBRZES
B RS NIFRVA, MigMERZ G5 UIGE ORISR E I MREES K UTREEE) (.
M/IMREAMEAEDRES ([CHB VW THIMEQZIERE B 2 0J/EMN 52D, —MREVICIEI/IMRELS 3 /uL U
FOBEE. EEEYD OTIREANTTD CENHERSND N MIIIREADERRICHZ> T3,
ITP DEEZT > CVDTEEFCIIFEFAREHERED L. FIUMEEERFBEOISPEAIDIRSE. S
KUFUMEEOEP D ITP DIEETTE7ZRE LU TV K BEN B D,

7. BEWR

1) 18K JERD, fb, ARLASFFEMII MR MERBEREEDSR A K 2019 4G5I BRRIIAR 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 | meMEmIvREAM SRR (TTP)

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

FRMEEBRENSD D, FEXRMEF ADAMTS13 BLFERICKD. BRMEF ADAMTS13 [T
SHETMBENEESND ZEICKYFEIET D,

MRS S KU, IEEKMEM. B U/)LE> . LDH, fBRRmko LR, NF~JOE VD
W EDBMEBIMDMRZRH2IHG(F. BHERS. . FHEGMRESR EDERD
13<TH TTP Z5EL). ADAMTS13EMZRIET 2. BEHIERPIREFMENSZER. TTP DL
W EE(F. ADAMTS13 /&S EBIC ADAMTS13 4 Ve EY—ZRIET 2,

Al S UCld, IRMmENERE (DIC). SESRELARE (Shiga toxin producing E.
coli : STEQ) RRAR(C K2 BMMERSIEMERSE (STEC HUS). BEREMAMEAN (AIHA) &7
BIVIRBIAME (ITP) D&Ht (Evans fEIRE) BRENBETH B,

—RREVRX TTP DEMEBERICEAL ClE. BEFBEHOMKBERMESEE MREBESAE
Z(CEIT BTN S [MAR I/ RRAMEERBER (TTP) 328 A K 2020] A"FEITEINTL S,
— https://www.naramed-u.ac.jp/ trans/news/pdf/ttp.pdf

TTP FEAN(ICMEMEERTH ), MIWRNAZFRLTVWTH, ERREMIERZFRIET 5 &
DRV, HIMAER7Z TR 2 BN TI/WREMZEfT 2 &, [Mi2IC KD ESEESNESICER L.
THRDOBILICDOBN DI, M/IMREIFEFENREMN G BIBEZRVTRER TH B,
BARMTTIP(CF, MEEREE (ADAMTS13 4 Ve EY—EBEDTFE VWF EGHDRE. &
KURZLTWND ADAMTST3 O#FE) ICKBHUNMEFEROMNE &, mEIHIEECKLS
ADAMTS13 4 e 9 —DIf] - 1R#ED 2 DDBENNE TH B,

BRI TTP ORUNMARTERL I CX T BB MERIIA T, FsRiEmER (FFP) 50 ~ 75mlL/kg
ZEHRRE LT, 181 EEE. MIMREHIERL (1575 /uL L) UT2 BEF THREITS 5.
ADAMTS13 4 Ve EY —DESZIIH T D/cH(C. RT0O4 RNVAEE. FEEFREOXTO
A REEZEERT 2. AT0A4 R/VVABEAICIEXF )LV RZVOVABWLSMN. 1,000mg/
day Z3HE#RS L. ZTORERTOA REZEMET D, RORXTOA FAREEE. LR
VO 1mg/day ZFa L. 2 BBk LIS 0.5mg/kg/day & THEHN2RISHET %,
B84 (MR Z 5@ T > THIMWREA 5 5 /WL L ECEELRWVWES. HULLIF 155
/UL ECEE U CTEOBEIVIMREN 5T /UL K (TIE T UItEE) H2WVIEBRAIICE. UYF
H>®375mg /m7z 1 EIC 1 DDBEETEET 4 ER5T 5.

1. REHE
M M4 /N AN SR BER (thrombotic thrombocytopenic purpura @ TTP) (&, IN/\RIE A
CBMEAMIC, BESCPHMBRESREDREBESZGH T KB CH D MiztH/I\MEE
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(thrombotic microangiopathy : TMA) DT, von Willebrand BF (VWF) YIKEERTH 2 a
disintegrin-like metalloproteinase with thrombospondin type 1 motifs 13 (ADAMTS13) A
10% KBICETIT D EICK>THRIET 2HEETH D,

LURNE, OBEFEMI/IRORA. OQR/INMEEESMEENM. OBMKERES. @OFEM. OFFIEED
MWIREEDHHE 5 IR TSN TLIED, REICTINSD 5 MIRN I NTES SAEAIIE, BRI
TTP 28D 10%FiE " EFER(CAR L SR/ AREIA & U\ EAE B 4B M D H DEEHIE
F1ET Do

FREEHRRMENSG D, FXRME ADAMTS13 BIFRBICKY. BRIMEIF ADAMTST3 (ST D
Boiifd (ADAMTS13 A Ve E Y —) NEESND ZEICKUREET D, SHICHRXME TIP (FERE
BEROBVERERREME TP & 2BMTIUST Y M—FTRAREDEDRBEEPFI/O0EIVIRE
DFEHCEHEL T ADAMTS13 [CH T ZECHANEESNDBRMETRM TTP [CHEEN D,

FRMETTP FIEBICENREETH DD, REZEHA RTIEFERMETTIP [CDWVWTDHEHT 2.

2. EEFER

TTP Tld ADAMTS1I3 MME TR I 2 2 &Ik, MBERNFME CEESNICIERICKERDTFED
BEoTFE VWF E814 (unusually large VWF multimers : UL VWFM) QI CER R,
INA MR & BRI (TS U CIVIMRIME ZFER S 5. MARTER SR 288 3 2 B (CIRIMER (F Y
[CHHIESIUBMT . o, MMRIMAED B PR EDMMRZRET S LICKY. BLOERRE
ENHRAET Do

HORZDE, HER. HRBRENETL. HE. B, Hll (FEICKR) . HHERER, BE
ENCT D, FHEF I8CRIE T, £FICA0CEBADZEDHH Y. PEERVUSEDEMZERH.
BEDEHBZMHE D EDHD. BEMPRIERE LT, B, =HES. 8El. ME. K8, IEES.
RABE, BREQRENROHSND, MR, EERZFRO. FNCBARICR25E5DHD.

MRS 1- 375 /UL OEAINES <. K FHEMWISEREMZRIES 25605250, NEER
[FEANICEFMEMHERTHY . EERRMABRE T TEHIFDRV, BMEEMENETOLY
P, 8-10g/dL DEEFINE <, BiET —LARTKBRMEMHT. UL UERRMIKOEIRZEH D,
12U, WHRIRMEKISESENHEE T, TTP THROBVWT ENH DI, EERLIT I TEWVIFRL.

EBEEEEE. RBMVREBBEDOHFOEREDHDN S, MEI V7 FZUN ERT DEHFE
THRATHZN, MEILU7FZEF2mg/dLKRETH2 I ENLL, BMMEEM & M/
(C. MBS ZANELETIEEORMBERLZGHUCVBDHEIF BIMMRSEERS (Hemolytic
Uremic Syndrome : HUS) h'&h1 3.

NSO 5HIRDAC, BEBEOIMRREEICKDER®. DHENICKDWE. FNERITESNS
FO DD,

3. BREIN 30788 LiREFER

BRM TTP (FFER. MRS B MME MO & DRE CRREREE CRESND &I
VDY, EE#, BEREEZEGHUESICII U LRESN. T TER - BESIND TENEL,
ABe#e DMERHREDE & RBNEIEDEIC K Y. B <IFRRNTEE UREE 13D, REE&ENFKTRE
HIFIBOE DM - L - PLEMTHN DIz, ERINEPDERM TTP BEN TTP DIER THXS
NndZ EEHIRL,
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4. 2ZH

MRS KT, EEREEM. BEEU)LE Y. IDH, fRRMERO LR, N hJOE VD=
WG EDBMMHEBMOMBEZRD2IHEE. BHRAES. KL BIEMEEERESEEDERNR
<THTTP Z5EEL. ADAMTS13EMZRIET 2. BAHEROCRERMENSZX. TTP DEELINH
WEE(E. ADAMTS135E M E EBIC ADAMTS13 A e B9 —HERIET D, (K5)

wmRlEZ e U, BEEmEmERE (DIC) . SESRELARBEE (Shiga toxin producing E.
coli : STEC) BRL(C & 2 BIMMRBIEAEREE (STEC HUS). BC®REMAmMAN (AIHA) SEtt
I/I\GEAME (ITP) D& B (Evans JEREY) BRENBETH D, TIP "REHONBZHBEITIF. TNHSHE
BET 2eHICTFOMOVEVER (PT). JEHEED SOVRTFISAFVERE (APTT). 747U/
TV, T4 TUVDEREY (FDP - D-dimer). 7YF ~OYVE VR ED DIC BERE. FE5%
B - SESREZBRLEE EIA). FILPS (TR MFTY) IgM AR ED STEC BEERE. MOT—
LRAFHERIZED AIHA [CREEREZHTE TEIET .

TTP TIFBRERDEE LN D FE IR S s, DIC TRHHSNS PT. APTT DIER. T4 7
U/ Z 07 rF hOVEYDETEFRDSSNT. FDP. D-dimer D EFEBE(ICEEFTDIEN
%W\, DIC. STEC B Evans fEREH G EHEER THNISE. %KM TTP OTEMN KB R,
AR (C ADAMTS135EMN 10%KRGICER U TONIE TTP £ NS, 52 ADAMTS13
A Ve Y- THNREBRRYE TTP L2 NS,

M) vREA+BIMMEm (| EXRHED
LDH. EUJLEY. fIRIRIMERDIEN

NFHTOE YOS
WA OHI G &
¥
| ADAMTS13 551 BRIZHOLHDRE* |
I
[ 1
| ADAMTS13 5E#<10% | | ADAMTS13 5E1210% |
| MASPEIV) WA ESDER (TTP) | MMAS IV WRIRAME 2R DR
DS DES

| ADAMTS13 A vEES—*2 |
I

BEMTIP| [ ERMETIP R |
5. MMM/ REIAMESEBTR D2 E

%1 BRSO DT
- DIC B2 : PT. APTT. T« JU /S VE, T4 TUVHEREY (FDP - D-dimer), ZYF hOVEY
- SESRELEAGERERE | FIEEHE - TESRERBLEE EIA). FILPS (TR YY) IgM ik
- BEEREMAMEEMESERE | Bi% - BEJ — LA B
%2 BEEEEE. FEH. BHIRUBOMRESLEOEMERNSG Y. TTP DRLHEEVIEEF. ADAMTST3
SEMEEFISAEYS Do
%3 XM TTP OREEZHICIFBLTFENNNE

138, HBRMTTP (FOEREMMICK Y RATFZ S-S UREMN 2T, BZIEFICIF D hOR=>
BHETRAELTH <,

—RRBVIE TTP DM EBHTICRE U Cld. BEEHBEHEERB[BERMFA SR MREBEHIE
EICET 2HRUN S [MRRMHI/MRHAMESRBER (TTP) &A1 R 2020 7] i"EITENTWV S,
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— https://www.naramed-u.ac.jp/ trans/news/pdf/ttp.pdf
Ffc. TTP FER (BEHR 64) [CIEESNTHY . TNETNERBHREY Y — (https//www.
nanbyou.or.jp/entry/246) MO Web U1 hCHERT - JBEICRT 2 RIERNEHIN TNV D,

5. &%

BERMETTP (CF, MEE3NE (ADAMTS13 4 VeEEY—EBanF2 VWF E64DRE. BLD
Rz LTW2 ADAMTS13 D#FR) [CRDM/NMEEMOINFE] &, mRIEIEEIC KD ADAMTS13
A4 e ES—DHH - ARIED 2 DDBBENNETH D,

1) fuINItERZREDHNH]

ORI

BRI TTP ORUNINRFER TR 28BO OIS MMERRIR T, FHEHEEMmEE (FFP) 50 ~ 75mL/
kg ZBEARE LT, 181 OEH. MAWREHAERE (155 /W llE) LT 2HEFTHITI %,
FFP [CKDMERIBDEREK(F. ADAMTS13 A4/ eEY—. BLU UL VWFM DFrEE. RZUT
W3 ADAMTS13 Z#FR I D EICH D Iesh. ADAMTSI3 DFEFTRATERWVWT IV T I U ZBIRR
EUTERLULTIERSIRW,

MEFITIAC K > TERME TTP DFRIFKBICHESN. 80% FIEDEFEERNESND LTS
feht. —ZBIF2 MR ICEBENIRE A I D foth, MM ETREIRR Y E<FBIT DT ENLEFU
Ve ULNURH' S, BRMTTP OEEZITICMHER ADAMTST3 /EMES KU ADAMTS13 4 &
EY—(F. AED DM EIRBERMTERELUTHY . REGENMEA NS FETICFHFEZEY
%o Dz, MWREA E/BMMEEMICBE RS PMERESREDERESZaH 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

1B PLSMIC score French score
M/ \HRES <3k /uL T/m | <35/u 1=
masoLvr7r=> < 2.0mg/dL Tm | <226mg/dl | TR
BMATRE EEEUILEY FrlF >2mg/dL
MRS FflE >2.5% (B %
AWANTAn =V <IRHBRFR
R DEMHEESH TR 3
fEigs - EmErliaie DEIE TR %
PT-INR <15 = %
MCV < 90fL (= S i 02ZNA
0~4:=:0~4% Om:2%
ADAMTS13<10% T&H S Olee 5m: 5~24% 1m:70%
6~7m:162~82% | 25 :94%

% French score (&, BN WHRIRMIRZSD S 2 MISHHUNMERE (TMA) H'& 1. BET 25, BiE. BEHE
MEBRRENFNC EEBE(ICERAIT DT EZTHRE LTVBIEH. REIFDNTULIRL,
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INH5D score (&, TMA FERICH LT ADAMTS1 3 BEEREDRRZ1F/c 3 ([CMRRIBZRIA T
DHEHI T HMEIE UTHERUTHRVLA., CNBICK>T TTP DEMAEE T 20T TIFEL,
BB, TTP FEAMNCIMEMEERTH Y. MIMRNEFRL TV TH, EERBMERZEFRET DT
EFARV, BIMERZFRAY 2 BN TI/IMREIIZREMET 2 &, MRICKDIESEEEN T SICBE
U. FEROBEIC DA D s, M/ REIM (G EIFENRHEMN D BIBEZRVWTRERTH D, Lich'>
T, IVIOEA EBMMEBMDEHZRH DER T U TIE. TTP DTEEMNEESNDET. 25
RIVIMRERIMZERE LRV ENEETH .

@HhFSVRAIT (B@REB: ATUE")

ATUECF, 2022F 12 B 23 BICENPETIRENBB I NI VWF D AT R XA V(T
BT DAFRE T, VWF LD MNRDKEE. RERMBET 2EFTHD. TDIERICEY.
ADAMTS13 DRZICK > TH Uz UL VWFM EMVIMREDBEHFEE SN, TTP [CH(F 2 Mg
WAIHIE NS,

BRMETTP O2MHCER L. MIFSSERAD 15 HBIE TIC 10mg Z5IRMIRS. MEEsTHRig
T#IC10mg ZRTRS5T %, (IR5E8EEVIEDMBIHRAI TR THBORVD, TEZRIE
HA(CRAI6T ) T DR DMBBIIFHABED(F, MEBFWETRICTH 1B 10mg ZF MMg59 %, Mk
A% IE. 18108 10mg Z 30 BEKE FME59 2.

SMEDMRTFERMZE I T 3 2HICAVDEEITH B2, MEERTRIC K > TIVIWEN EE Uz
% (MEFEMALEHELIcE) h'D. AEFDRSZRERT 2R&EIFEL,

ATUECDI/BEICKY, [MIMREMOLOER COERINEHE L. MEESTIRO QMDA T B 2.
AREAE3IEHET Do Ffe. TTP ICEHET DT, TP DEEVPHEAMELDEG. BROMERME
EEZNEPTDY . FRFDBEEERF. E(STHEBUOBFRINTHDH. VWF [C& DIV
$iE - RERNEIT DEAN S 226, B THEEEMDU R T HEINT B TREMENIERIN T %,

Flo. REH|F ADAMTS13/EENEE CHI/I MR ZOES B 2ERN DS, MRE DD
BZERICRSZDIET 5 E ADAMTS T3 /EMAEHE U TWLWRIFIUL TTP iV EM T 2 TIREMN $H D,
Lich' > T, B5EDIET BE(CIE. ADAMTST3 5EHDOOEERR L TB < MENS S,

2) ADAMTS13 1 e E9—DiNiH - 1R4E

BXRMETTP OiaE(E. MIRZRE EB(ICHRBIGIEAZRIGL. BE2AE THd ADAMTST3 «
VeI —DEEEIHEITSD I EICEK>T. ADAMTST13EHZDE - TS E2MEN DD,
ORF0OA REX

2704 RINVAEE, FEFRORXTOA REENMERAINTLSD,. EBE5MMENTULSHIE
SN TlFEW,

2704 RINVABEICEXAFILU RZVOVAAWVS N, 1,000mg/day Z#3HE®RS L. #
D#EFRTOA REZHET 2. AT 04 ROBEEIC DOV TIFBAELGRIZIRMIIFE LRLH,
HEBAFIVLU RZVOVORBEHELBZASH#EL, #OXTO4 R (FFLrZVOY) 05 -
mg/kg/day NEYIWEZ D,

RORT0O4 RRIRESAIF. U RZVOY 1mg /day ZBE L. 2 BRE#ME Lz&H S 0.5mg/
kg/day FCTHBRN2RICHET 5. TNLEDREF 2.5 ~5mg/ BREZBZRIC {751, MR
#> ADAMTS13 4 Ve EY—HiZSEITHET 2.

MSEFIC BT B EMERERBEDZEA AN 37



QUY*FVYITJ (ERE: VYFHU®)

Uy T (@RS UVEHY®) (& CD20 ICHTBE/JO—F LIk TH Y., FROD B U
VISEER ST T ET ADAMTS13 A Ve B —DELAZIHT %, IRRTE. A6 (MEEins
5 @ T > THIMIMREN S B /UL A EICEE ULAVWES. HULLIE 155 /UL ECEELTS
BEM/IMREN 55 /UL FEBIE T UIRIEE) H$2VEBERAZDOCHERT 2T ENHEINDS &

Uwt > ©1F 375mg /niz 1BREIC 1 DDEETEEH4@R59 D, BEICLWAVT1—V3
YUTIYa Y (FE MEET. B2, BBR ERE) B OBELGRHERNELZZEN'SD
% (BICYERSE) OT. BRE MIERIZVE PENFI/J1Y) #LA L. 8RR 7IC
THRLICRSEER LT, MESREHRAT DHECE. MERRRHRICRST .

(% Dtk s HNHIEE
#B%). BEBERAICHLT., Y0074 RXT7IR, EVIJURFY, YJORARYVIREDH
WEDN—BBICFHRSE N TV B,

6. TTP LIFEHEDBVERE « FERTHEENIIBS

BRMETIP FRMEZRTH Y. ARIEICKYBEUIEMD, REilflgsz it mHE., &
LT3/, SRICERT D, U 2T BFE. BREBZRE. HRERPD TTPEAIFEERNIC
BIRETH D, SRBREDO TTP EEGINA SHDERE - FER THESNICES. M/IMREICZE (L
PRINE WXDRAE R > TERDEERZREE ) EE T NIERV. [V/WREOEA &SmO
BN RDOSNBEEF. BE ADAMTS13 &M, ADAMTS13 4 Ve EY—DRIEZEMRL. B,
BmToHnE. TTP 6EZEE. 8(td 5.

7. BEk

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

2) BEEFBRZMREAYET FOMTRI[BERMFSEE [NERREREES (CET D] I TTP
TI—"7. MaeMEIIRBIANMEERBER (TTP) 228 A1 K 2020.
https://www.naramed-u.ac.jp/ trans/news/pdf/ttp.pdf

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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| 3 | #XMEMmER A

BRMEMAR A [F5EZE VIIEF FVID CXT2B82ENEIRL. F FHEMYEHARRIRE
DOHEIMERZECTHRET. BEELEIMERICKJIETT2H5HH D,

RERE T PT EB.APTT IER. FVIIESHE . VWF SEEIER. FVII 4 2 e B9 =D DB,
BRMMARR A E2HT 5.

MEEFER%Z EBESRERICBNTIE. FDP. D-dimer D LR %#5B$HDZENHDeH. ULIFUIE
ERMIMENGEE (DIC) E3822E5N2TENHDH . DIC EFERIIVIMR. T« U /50D
AP PT DIERIGFEARBIITERH R,

IEMEERE VII EFZRBET(IC. EHRREFERFZEEH LS ETRERIGZ(RET 2/\
A NN UEMEENFRTH o

2022 . BRMMER A DHEMFRS (EMAETIFZL) [CHUT. FVIIEERBZERENK
BRET=VAVT (@RE  NLATA T3 OREERDEGEEN .
INANZIEMESAICAWVSNZEEF, EHE O MOV EVESHRREE @PCC BRE: 77
A NEEEF 1000° BGEHRFETT - RORR THEMAR) . BLTFHEMHRZELEM(ESE VIIRT
(fFVlla E&%: /REeT Y HEEAY U YI®Y 8G5ERFT /R ILT 0 AT T 7 —HKR
=11) "E. HBVIRES X BFINEEEE VIEF FVila/X @R /N\4J0v~° 25
85T - KM NA A OV I 2MAat TOTE—Y 3 ViRl | —MREEE A BARMREE M) JE|
D 3TFBEN DD, SEFDIEMIHRDES ERIT IET Y RFRVEH. WITNOESERNTLE
MEBERB L THEOBEWV, L. ANASA TS (CKDHEMFPHERB L%, RE/
Rt TV HI® LK IEMEBEHHEEIN D,

BRMMAR A DIEMEEREZEELE L. HMDU XTI ERET DeH(CF. eERIIFIBAICEKD
1 ey —Difl-ARENNETH D, RRINGIEAFEMEESICRBT 5 EMHERIND,
AV Y —ZRET DICODRBINHIEAC L) . KEBDEERICEDN. —EBDMEHEH M
KB B W [ BINHIETAIC £ D RRGMEIC K > TR T 2o

BRMMAR A DEZRTEBEICDOVTIF,. HARMEIEMFASK Y 2017 FI(C [BRMEMAR A 52
BHA RS A 2017 F£5ETR "] B RITSINTL S,

— http://www.jsth.org/publications/pdf/guideline/HP F§ _ % KMIMKAK A LBEH A RS A
> 2017 t4ETHR .pdf

1. KEHE
BARMIMAR A IF. BRWIOERESE VIIRAF FVID (CHIT2BERFHENMECDTEICKOT,
FVIIDEEME T U SRLBREMABRZ S THEERTH D, BCRBRRPRIEES. Dk, EJIE

S5RREDEWERD SFHRT 2HENL VN, —BFFICEREREZE LRV, FIEFEF 50 i
ENY90% i< Z ). 60 ~ 70 M TORIENRDE V. LHEDBEIF UIFUREDIREICFHKIET S
Tz, 20 ~ 30 ®AICHE—TNH DN, 2UDBLLLICIFEFRL,
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2. FEER

HBMERE FEMEHRARNEMOEEN <. KIOHEELM. FirE - ERBM. BFALm. 8
EALMR EDEHERBMIPRZ T2, FCKE FHIMFREBENS <. FIHEEOLRI - A58
[CEUPTLV. FTIHMWHAREIE. UFUIFLETRNBRIERET, EEOEMZHD &
HHBD. —. FREOMRKROEMIFRE UTROBENTVEEHNEBMEE. #RMEMER A [CH
WTIFHERBID RV, BIMADAERFHF (TR,

3. HailES NSTIEEN & nXRE

BRMUMRR A (TR CEERBIMAPRZ ST THEN LV ). PIFERICHSEERKE Tl
SNCEW - BERZZTBHINL W, WICEERERFABIIEIC K > TRIRD'TIE I DIEAINL L6,
B [CARRBOE MR RE THBX S N5 ol FE L,

4. EZHR

RADHEMABKN G Y. [IMREL. PT. T« U /S VRIERET. APTT HER. TSICE VI
FiEMH FVII ) DIETZERDIEHBSIEANEZRD. VWF JEENIERE. FVII A eI -1 X
RS8N BU) /mL U EDIZE. BRMEMARA E2HT2 (K6). FVIIL: CPAVEEY—A
MDERZEBDFCICHBEEIT 2HE(F. APTT JORZFIVIHRICE> T, APTTIERDIR
ANEERFORZICLDDDON., BEA VEEI—(CLDBDONZHRTDENTED, (p. 5
258)

o, MEBEEMZEDRDEMNICHVTIE. MBRTERERINICK>TFDP. D-dimer O tF7%
RDHBZEN BB D, UL UIEREMENLEE (DIC) LBR2TNDTENHDN. AEECTEE
ARICIVIMR. T« TU /T VDR PT OIERZTRHIR.

BB, BARMMER A FECRBEEECRMEES. ik, BRRSREOERERZEIT 255N
LUV e, BREMER A ZE2M UIBE . INSOEBEEDAT U —_VTDHRECED,

BB, —MRIREXRMEMAR A DEZMEGEICEAL TIE. BARMmEEMNFERKY 2017 FI(C [#X
MR A ZBEHA RS4> 2017 E£XEIR" | i RITEN TV,

— http://www.jsth.org/publications/pdf/guideline/HP F§ _ #&KMEMERAZBEHA RS A~
2017 S4E1hR .pdf

(e - FEEOBLEADHIER )
'

( APTT fER. PTIER )

'

[ £ VIl BFE%E. 8 VIIERFA ey — VWF &%, J

APTT JOR=ZF Y VI HBDAIE
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FVII
FVIlGES | cvee | YWF APTT S+ 7
59— alE
St BB © IEST3. 355 LR
T A S F 4% ER BIER S - flESNT. BEERKY
B F SO
STt . - | EEEG: SRCREING.
R A ET Fat ER | BERs  SHICRESNS
FERME VWD
HdWF G =Yk EIS
R VWS
s | EBBOU | MR ER. B3LEHE
Anticoagulant =D g | EPEL ) SnEL
LER* | RIS | BRI S RS

®6. EXMEMAR A D2t
*—FRTYFIAT IS N TIRRMFIRE DR L.
BT LD FVIIEHE TP Y E B9 —BBIUENH5NB 2B B,

5. ia%&

1) i - ZRMAILERF 0D 1L M35

e (CERZERIFT K SBREERHMWETPOHMIKRICDOVTIE, I HPH(CEMEEZRA
I2MENG D, BMERNBHRAE R BIOETORVEGICIE, BENREMEEFITET,
#ils R EHBENERDPIDER D, FICLEHRE FHIMPHNALEME, (LMD R M
IR EDRERN T S ICIFERULBRVD T, LEMIRIFERARAR (MAEIC K DERRERE) DHRST .
BMOE (ETOIH) SEICLTHET 2,

BRMMAR A DIEMEEICAVNSNSERF, SERMEMRKRA > EY—RERID/NA /YA L MFE
EICAVWSERICEIC L, EMRTO MDY EVEGHREA (aPCO) (FZRAMRREERFHETONE
MESH RS 77/ \EEA 1000° BERTTT | RERRTEMRAAR) . BLFHEHRRE
SEMESE VIIRFRE] (FVila) (T937 PILT7 ERé: /RETdVHEFRY UV Y 858
BR5ETT: /N IUT « AT T 7 —BHET) « 52 WIFEESE X RFINEMHEEE VIIRFRE (FVila/
X) (HEEBAMRERESEXAFIEEHEEIRT @Re: N\170v ~Y RGERSE : KM /A
OV ZMAERE TOE—Y 3 ViEH | —REFEABARMREFERE) O 3EEN G, N
S5CRDNA/NZAILMBENERTH D, SREDERTED A YV EY—RE X MRKEE
U (p.18 K 6B8H) THd. BRTIF/ RETY HEHNRHZLFEHINTLDH, SEFIDOHED
BLZRIIET VRIFRL,

INANWZEMBSEF. APTT WZDMORERE(ICZOMRISIRENBZV D, EZIUVITH
HETHY . TIKTIFRARER (IMEIC K2R, BRDOER. BMDETE) OWEDEGWVICELD
T. WRZHE T DLUNCTTHEN TR,

ZTOfth. BIMDEE - BILEIC S SRXFYLBRMERSINZHEGEHIN. LWIND/NA /TR IEMER
BB hSRFULABREDOHAICK Y MEERZE I OREEN GBS Icd. HAICIFIEZET 5,

WHEAN CMRFEEREINT SI[CAFTERVEGEE. N /WA EMBEEREICDOVTIE, ‘EPAK

HMSERICHT B L MERERBIEDZES A RN 4]



B3 & DEFEEN COERDHHIEN TR ZENH 2D T, UTITHBNALTH <,
- D7 A N\EER 1000° (REHEBITE)
AT 1 INILT)V—TCEIE D& 2 iRkt
H 8:00 ~ 17:00 : SPLine #Axl&=%t TEL : 03-3517-5508
FH17:00~32800 L£-H-M248E: J—)bE>5— TEL:0120-185-268
Takeda Medical Site : https://www.takedamed.com/page.jsp?id=1048449
CJSRETVHIEEERYUYIC (R ST RTT 7 =)

JIRT PHERRE
REHN,SEEH ((iH - B ZER<) TEL : 0120-180363
RERULH - 8 - &14K8 TEL : 0120-359516

N4 70y k® (KM /INAZ40OITR)
BRARAT 7 ) —BHETEICEAVEHDE

2) HInoFhs

2022 £ 6 A, FHRMIMAR A IERSNTEZ FVII BERE _ERENERFII= VAV T (BR
2 NALTATSY) O, BRMMKRRE A QRIS I 2REELHESRS Nz, TRTIE. BRI
AR A ICHT BANLSA TS DERICETZIET YR, BRTTONRERBRODT—9 2 D
HT. DREBUEAICE T DHEN T T EFSRBVN. AEFDIRSICK > TEEDRERKEEF
FVII [CIREU T 15% BE LR T 2. NASA TS © B5%OEMBEIFAIRITHAN T 2 EHERIE
N2, CNICK> T ERREMERABEDU/\EU F— 3 VU PAMDBEREEER N\ DERRE. 352 WIEHEREN',
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6= Page715-74. 2017.

2) Shima M, et al. A prospective, multicenter, open-label phase Ill study of emicizumab
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