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= E LEIESTEITFTITECLGYLET LR | LVED, AKEFT T EAH NS,
BEFIZDOMELY,
4. FREE

1+. & SD Xa7H-1.55D LA F
2+, & SD Ra7m-2SD LLF
3+ & SD Ra7H-25SD LLF

5. FFHREMEE O FHE Mk T —2 R WIEK
OMm&RT—4%

1+ FTRROMEREOHEEER
2+ TRERDIMRREDHEFER
3+ TEERDMRBRENEEEER

N1 RIDHZBHLNDLD,
M2 RILLEEBHONDLD,
N1 RILLEZEDHONDED,

F

Q%R

1+ TEREROBEKRIINEZZEDHENBD,

2+, FTRRRDEKRIBEDHEFEEDEEERDHLHLD,
3+ TRERDEKXIIMENTEREZZDHDHLD,

BREEBH/BRKAMR H#E(E PEECEE =SEREE
mEREYILEY 0.3~1.2 20 LLE3OUUT 30i#B
(mg/dL)
mE7IVIIV 42~51 30LLES35UT 3.0 ki
(g/dL)(BCG %)

/IR £k 13~35 5Ll 10 k& 5 K it
(/W)

JorOrE R 70 & ~130 40LETOLT 40 K
(PT) (%)

fE K — fEKkHY HAMERKHY
AbdAE — 1% IELE

6. BIKEENHIFR: performance status
1+, FREROAIEZETHLD
2+, FTRERDOVXIITICELTHL0
3+. TRERDAITEZETHLD

X5 — R

7 | BERTHETFEANTE, fIRZR(FEHIELK BRATERFIZSDHFEZLHDD,

AEBUORE.EBLE,

1 | BEOERIHY. RAEFEIEFIREZITEHA. H1T. BFEHLEXRETESLD, I

V| HITOHDELYDILETELSS KITOLNMNBELRIALHY . BFHEITH KL




WA, BFRD50%LLEIFRELTWNSE0D,

T BOELYDHLIEEDZLIETESH, LIFLENMBIABRET. BFRD50%LL L I(EF
RLTHEY. BATEENDHEENRIFTRATREE G20,

T | BOFELDYDELTES . BISNMELELL. RBRKRERV O, FHOEENS
HERAYREBISRONDED,

EREEHIE

BRE BEREE BEREE2 EREES3
ABt5o0F - 1+ ND ND
St — 1+ 2+ 3+
RIEEFE — 1+ 2+ 3+
BRREE — 1+ 2+ 3+
FFHEEE- MR T—4 - 1+ 2+ 3+
FFHRE - fEIK - 1+ 2+ 3+
S REENHIR — 1+ 2+ 3+

EEEHERAEOHTRUERDENEREZZUEERE LT S,
REA SIS OVTIR. HNIETEEE 1 UL BEEE2UENESMIMDEIER DIKEEICEST
RESN, BT LLEASOHOFEEFBEEFILAELY,

MWL TE K O BIEE O EIRIC B 1 5 B9

1.

AW IO D BRIRSEIR . MAERT A ICE LT, 2 LICREROBREN 2V HaIZiE, Wi
NOROLDOE AN THZE LI X2 (72720, Uik ORGE 2 R ERIERE CTH - T, i
RATREZR B DIZIR D),

- TBIRBRLATR T 2 EIE L PRI DWW IR, U R E PR RO T TR TON TV DIREETH
ST, E6 A TR bEWVREBZEMPEEToZ2 L &2,

LB, RO FFEOEIEE SIS C—EU RICEY LRWE Th 508, EEH R R A ikt

D EBMEIREDITHONWTIL, ERERONR LT 5,



288 HOREMEZRXMERERFRZIE

1. #§}E

mEERERFHABEREOEEERICE - TERMEICERT 5101, LIEOEEN TR ELST-
Y. YRR, URIBMEANEEE T H-0IC. BREX(FLEONERFICELTCEEHNEREE T 5K
RTHD,

EIRMIZIE, IR TOMERERFISHLTEEMANELSS, CITRH REZTHERERFDIELE
&Y. HIECREMERRMEEES XIL-13 BF (FXI/13) RZ4E (IBF: B S &ttt ms X J.
2) B REMHERMEERESE VIL 8 AF (FVI/8) RZIE (RXRMEMKRAA) 1. ) BEEREEHEXRE
von Willebrand factor (VWF) R Z fE (B 2 R &E M E X von Willebrand Disease(VWD)) 1. 4) B ®EMH
BRMEEE V.5 BAF(FV/5) RZAE (LWVHDFV/54/0EER—) 1. 5) TBEEREEHZERMEEREESE X
AFFX)RZIEID 5 ERERRET D,

2. FRA
BERKIZEDENEN DR EE R FOFEEE (LWh S/ EES—) v, BERKSZHER
HFEDREBLSHENARIRESNS=OITFHRERFNRDTHE(DIVTIUATE) M, HillD
RREGHEENSNEHBIEND, SHLGERERE - REMOBCRELKRE. BETEE. BRRE
BE) . IR/ DREFOTLED, FEFIDHFRIIRFRIETHS, ERMICBCSREANELLRRAIETF
BHTHLHA. BEFHRET. BWMEICZVLIEhoMELTO—REEBEHLND,

3. fER

1) BEfEMERRME FXU/13 RZHE T, —HRELEEEIR IR E (prothrombin time; PT, activated
partial thromboplastin time; APTT 72 &) DIE X R EFHFH(ZH DL M HHT, RAHMT 5., ZHKMHE
DEEHR (AR THRE) OHEIMNZLA, EOBPLLIZTHHMT HaIEEEA H D, RITKEH M
TEHENDTEMZEE T HEN S HMMESavIFRITIELH D, HIMEBRIIZ K> THRA LR (v
IN—RAVMERBE OB EBLE DEHHE) DNESHAIREMEN H D FFICEEE N MM, fREEA M,
REREAH M, IR A E (X BRI EEY 55,

2) HEREMEXME FVI/8 RZMETH, HIMFERNEELLDOMN S, RALELE T H M OHE
AHMEZHTHIENZD., MERRBAGERM FVI/8 RZAE) EELY . EEREMIEIFENTH S,
YHIC.EEEWN. WEER. BEERELCREEHMAS X MGHNEGYELIDOTIEENBETHS,

3) BEREMEXRYE VWF RZEDHMAR L, BHTEZE THS. EHIL. BENCBEEDLDE
THADEEEDOHMNERERARKET 50, FNITRBLOEREDHERTEFNLEFET S, AIC
RKEHMLTEN, HinES 3vIERITIENH D, FFICEEEAH M, MR H ML XM &L
%,

4) BEREMEXMY FV/56 RZEDHMAERD. BOHTLEE THAD ., RIEEHMASHIEEHIA L
ERNH D, EHE. BENSBIEMEDEDETCELADEEEDHMAEREEARARET 5. RELD



BEEOHETTEMNLLIELERET S, RICKECHMOLTEMN, HME avIFRITIELH S,
B2 REHIOFEHIEENHONRETHIOTEENDETHD, ik, HMFBELEZ LN
TERA EEEOLL DAL,

5) HOREMERM X RZEE., #HE-ETHOASMLADHMERER T SHIEA L, MRP
THOHEEIN BV, EERHOMERBICHFEIN . HEREO MBI LY SE T EA BRI AEH]
DH/ELHIDTEEIETH D, thD BEREMHERMEEER TR ZHEIC RS EAEHIDF ) F kb
VOB DREED-BEEEICLRETIENHIEIBETILENH D, BH. BHICBZLME
mhHd (B 31),

4. Ak
A. lEfEEE
HEDEOICIE, FTEDRERFNZRLTOINERERLTH D, Al RAIEOCHZEEE K F 4

REEEERET HULMBEEERT DILENH D,

1) BEREMEXM FXI/13 RZETIE, LIDF=HIZ FXI/13 BiEHEAEEFHETIEHNBDET
Hb. =L, BEEMRKICKDIVEER—DPREBERBRETENH LD T, 5L FXI/13 B
BINELEFETHRERS-O. LT EFTHREEDEE ., BMERADIRETHD,

2) BCREMEZXME FVI/E8 RZAETIEGEBMHHEMICHL TGROMNILENELFHRETILELD
%, 1L, BHEDAVEES—NFET HIHEL FVI/B HFREEICIIRELENIEAZ LD
TOGEMEE VI T BFXRILEHE TV E U E S REFIZIR ST 5 (/SR IEIEE) .

3) BEREME®XME VWF RZHETIE., (D 7T=HI1Z DDAVP(1-desamino—8-D-arginine
vasopressin) X |& VWF & & 5@ FVII/8 B BE| R 5950, EHIOECHRADEPHEIZKS
T VWF QOEURELEFLHEADNKEKELGLD T, TNTN DG DRI - BRI RICE 1= @R1E
BENMLETHD,

4) BOREMEXME FV/5 REZETIE. EHHHEMISHL TRONMNIENELZ RS T ILELH
%, 1=12L. FV/5 BiESFIIEH RSN TRV O T, iR mIE X TRE /MR (FV/5 28kt
[CED)BREEFHRETEHIENZV EBMEEONEIVES T, R BHOERAEIRT SR
HEDTREICHO->TRELGRBHRENVETH D,

5) BOREM®RERME FX RZETIE, FEMEHEMICH L TGROMIIEMBEER ST IHENH D, 1=
2L, A ETIE FXGERBEE LIRS TLVELD T, Ik PCC(TRMAYVE VR A KENR
E) GEMEE PCCULEERETIONRATHS, BERMAKICKDFEHEZTOIVTIVRATTED
I MNRIFBREMELRDIENHIDTEIETHD, REDSETHERFEMETRELT
LR, EERIICE FX BEIRBFIHNLFELLD, DABETETRENTLELD T, FX EZD 1/10
EOFEMREVI/IEFFEVI/NEEFTHEHRE FVI/T-FX BERFDTRENREDERTH
%

B. fuikiR#E FRERE



HEAZEHEXHEERRFRZEDEDRREIEFHATH LN, TNTIOEERFIIXHTHEE
RAPHODFERTHLIDT, RERIGENATEHECHADOELEZ LD LILENSH D, FEHIIZEL>T
RENFIEOMRNELGY | B— M ERITHEREINGL,

1) BIBRERTAMREDLS VAT RT7IRGEDREINFIENBNTHLIZEN SN (FHIER
HERBIREBEIGHIEN) , HEFRTE . MARFE ., BRFELENHHEE L. BIBRERATAMREDE
BE#1#Z2%,

2) AEEREOEGICIX)YFL T (rituximab) O VARKRYY A, THFAT) o EDHRELE
B9 5 (FHSERAERRES LGN,

3) BE.SHREA4L/58T)2 T (intravenous immunoglobulinIVIG) [&HE SN TULVELY, =750,
BEREMEXME VWF RZETIE. VWF LRLEHAMEERSEE2EHH 5,

4) ILIMEEICHET HHEEE AZ—RHNICRET 5-OICMRREM RERERELERET
%, I BEREMEXME FV/5 RZETIE. REFFICIL FV/6 MFREEZ R TMBERIRETE
T HIENEEMTHD,

5) A—Aw/A\TIE, BEREMEERXME FVIV/8 RZHEIC FVIL/8 5 LABZMFIED SHIFAIZLD
BRBAREILAALONTIVD,

5. %%

1) BEREMEXRME FXI/13 RZEDFRIIFRTHS, HMICKIRRICHEENBUVOTHEZIS
NAHBINK1E, RUEICHIIES H61H 818, ERICTHIZYBEL THMES H51HF 18], BE
LTREABREFOEGMN2E, RER1ERBTEEPOEFHLFI2E]. ERFOIEFMNKIBEITH
%

2) BEREMERXRM FVI/8 RZMETIL, FVI/8 AV EE 4—(&, REIMHEEIZIYN S AILER
FTHIENZLD, BT HELDLEN FVI/E BEHRENEELTWNSIELHY . EHNRES
EORHOBBHENDETHD, BT EE2~ 3B 5K, HMMFE LY HFEIMFHIE LD ORELTEA
ZUL\DOT, BELGEENDLETHS,

3) BEREMEXMYE VWF RZETIE. BEEMGHNE T HEFNNSEBREMR T IEFNETTFENS
BRTHAHN. BERICERLTREICOE>TEET HEHLDELE, BT Lo -ABREL-RIC
BRTIEMNLHAHDT. EHHREZEOCRIBOZBHEENVETH D,

4) BEREUERXRMEFV/5 RZAETH, BRAER T HEFMNSHIEMHIZ R T EFHETFENSH
THY . RERICERLTREICOI->TEET HEFIB DG, EIT, W ABRLI-RIZERT
LEFLMESINTLLDOT, EHMBRELZECRIBOBRBHRENIVLETHS. 4H. BRERSN
=BG RDESITEH, FREMERIPBRHONLAEEEAH LD T, EHHULREBBEENDETH D,

5) BCREMERXME FX RZEIL. BEZHSNIEFIED TURWN O ERLEFEIEITHATHS.
BOTLOHOEEZHIERNDELO TIE. RENMGIEEZTERTHEN BN KRB VERZ
BHBHEZTDRYTIEAL,

O BE#HIFEICHELEHE

1.

BEH



#1700 A
2. FIROWE

TH(BCREERHBOBENHEESNINEBESA TIVEL, )
3. MRMIBERE

REEL (HEBECRBEIMHELAVDIN RSN T, )
4. REIOESE

VLEGRAET . BEREBRERYRT )

HY (ARVIMERE B AR IEMPEDSHTELE)
6. EEENE

BEVERICEEENZF 1B ERILEAZEEEfNEL. HRET D,

At R BRETIRE R B 2 SR AR O TA LI ORERE LI A RIBRIEHO
R R BRI
HERESE LBXE(EPH) 2E%E —HO%

BAMmMEIEM?S BREORBATAFSIEREZEES
REE FRERKPNERE £ZE BH—8

BAAMmizIEMPSE BEfREMELMES FXI/13 2HEEEREZER
REEHE URXZ(EFH) REHR —#HEF



<EEREE>
1) BCREMBRRMEERRESE XL 13 BF (FXI/13) R Z4E (IBF: B R& M MAE XI: AHXIL-13) DEZH
Definite. Probable Zxf£&9 5,

A. ERE
(@BEFLRICHREL-EIMERLH S,
(2) EXiE/EEMEERE FXI/ 13 RZIEDREELEL,
(3) &R BOBRERMNLL, HFITIBED IR (hemostatic challenge; sM&. Ffi. tkid. 24k
HE) I by,
(4) g EECHM/NMRELRE QBRI E NG,

B. R&EMR
1. FEMBRETFXIVI3 IZEATAUTDIDNDEEDORNI1DLULDOEELNHD CEREILEME. EED 50%
L)
(DFXI/13EE, FXI/1I3 R E - BE. MELLET,
=1L, —EBDEEH. FIZ L., #1 FXII/13-B T 1=y B EANREDES TIX. TELETO
FFHAAS FXI/13 HEZKDAEICK>THBELEFEHIELEIENH D, FXI/13 BIEDEE
DETIEAEREEES OBEHOBRERFOETEZHF >TEE~DEEIET 5 ILEEN]
I & N EE %2 (disseminated intravascular coagulation; DIC) . EE D EELEIZLDIZRE
FXII/13 RZIETHAHZENZLY,
(2)FXII/13 LEEM GEME /R E) 1 FXI/13-A T 1=y BE2RANRED (LA E DEHITITE
TLTWBA, 1 FXII/13-B 4T 1wt BERANREDEF TILEETHD,
(3)FXII/13-A T 1 =yh, FXII/13-B 4T 1=wh, FXII/13-AB, fiRE: 1 FXIl/13 B2HAED2A
T/ HRIZEST BALGREREETETLTLS,
2. EEZWARE
(DFXM/13 AV EERA—NFET D,
BEMNLGT OB THREECTIVRYAAHEGECLDEEMTLOREREAHER (37°C T2
MR GE DHREMRE THE.
(2) A FXII/13 BEMENEFET L,
A L/7OykE ELISA, A L/9OTRNELEDREZHBRETHE,
IR, SEFV VBN REATHHELI-FEROBMENERH DD T, IRZETNICE DREINFIZE
BEIZESIAEFEERICEET D,

C. ERIZH
BARM (XM FXI/13 RZE (I2H T HREFEHREK) . 2R FXIN/13 R Z4E (EFEMS ME N5 EE =R
(DIC) . Fff, 4ME. AMEHE D MREMIES . EEMEE. FEE. A/vk- L0531/ EBHR. B
RIEMBEECEEERBX. 70— wE0E)]. BeREMBRXM FVI/S8 RZE (BRMEMAR A) %



K& von Willebrand (VW) SE{ZEE (AVWS) (4FIZ B 2 R E M % K14 von Willebrand factor (VWF) RZfE) . B
CREMERMEE VS EF(FV/E)RZELHEDMDETHOECRERHEXREE MK HEERINT 5,

<EBWohTI)—>
Definite: AD 2 T+B1HXUB2-(2) ZFiifif=L. CEFMLI=ED
Probable: AD 2 T+B1HLUB2-(1)%Fimf=L. Cx&R4\LI-2D
Possible: ADET+B1%i=34D

<&EmR>
1. —iRHERERE
(1) MR BFEEES
(2)PT EAPTT: BEIXEE
(3) M/MMRE: BEIFES

2. TOMDRE

(1) /MR FXI/13-A SR E (HAHUE FXI/13 F M) R M/MMRERARLTAE T HEEEENR
HENED T, XM/ EIEMHE FXI/13 RZEDAEEEERNTIDIZHERATH D,

(2)F13 ®WHFIIZ SR 1 FXIL 13 kDK% BEHEBR THLONITELIEN H D, V)T IV AT
EERATE, FXU/13 28/ 2MREF|D FXU/13 RREDEIRELEFBHRETHET 5L
LOT. BREDTTEMNRFEICE S, =1L, REFTEIIARERBIHFRNGA R TEAGL, PREHRAE
Tl&. FXI/13 JEHEDEURFEOFFEFFTHE T HI LT T, FXI/13 EFHEEIHERIND,
FXI/13 SEMEMREZREICHE T HELLFER CEE MRE) LHETED, ChoDREL, R
EIMS0D FXI/13 HEIDF S ECRE. BAREDOLEMEEGTEZITSLETEERATHS,

2) BECREMEZRRXMEERESE VI8 B+ (FVI/8) RZIE (XM AIKA) DS EAE
Definite, Probable Zxf& &9 5,

A. EERE
(1@E1 FLRICHREL-EMERLIHS,
(2) k9% AGEIRTE FVIL/8 RZE) DRIREML,
(3) M & B DR EREHI L HIZIBED LM B (hemostatic challenge; FM&. Fii. thtl. 51
BE) TR mBL,
(4) FUBEZE SR I/MREGE DBEIRE L,

B. R&ERR
1. HEMBRETFVI/S EEDLUTDIDNDEEDRIDLULDEENH S GEEIL FVI/S SEME. FVIL/S i
[REMNEEED 50%LLT),



(1)FVII/8 ;&M (FVII/8:C) - T ELLET

(2)FVII/8 SRR E(FVII/8:Ag) : BE (FELIET

(3)FVII/8 LLiEM CEME R E) BEEELIET
2. EEZWARE

(DAPTT XREREAHABRTIUEES—ETH D,

FEI D M3 SR E X RO MIFASEFEICH/FUEE L T, 37°CT2HMMEL THS APTT ZRIET
%, FAZICTTHNIETRZE I TIUEES—EME. LRAEFICTHNIETA U EE2—E  THMELH
ET 5. BB UVEBERAEERBEOI—TR7UoFaA7ISUMTE BREERICAPTT ZRIELT
LEERBOERNZEOHLNSOTEIRFEESE) . EAICERATH .

(2)FVII/8 4 v EEA— (REHIFIRF) A FET B,

HEAE : —EEDREFRMITICFR A ICEERRUEF DO MFELRESL T, 26/ 37°CTIE
LTHBEEEF FVI/8 EMERIET H(RERFEK) , TL2AFER (2471) EFTLBEER (8172)4
YEEA—HHY . BEREMRBATIIEENZLND T, FET7F FVIL/8 EMEN 50%F B X A REERE
BLWTIvEES—HfZEETEHERL,

(3 FVI/8 BEMAK* DN EET S,

FEEEMEAE. EITHEERER (A L/TOYNE ELISA R, A L/VOTNERE) EAVTRES
BIZHEHEN S, FVI/8 AV EEA— TahbHiER FVI/8 HEAL . REFHAETHRES
N WEICEFET S FVI/E BERALHBICHRE T HIENAIEELED T, /L. RENHIEEDR
B EROHECRBRERCAERTHLILHEFINTINS,

* HIGEREE LGV FVI/8 BEEMA CGERRAEBRBERR) LFETLHIENBESNTLDLD
T.A-(1)EB-1DHBVED IEFBRERRICEHLELY,

C. #AlZH
mkHEAGEEME FVIL/8 RZHE) . RS V. 5 AF (FV/5)-FVII/8 EARZIE. ETHZ XM
FVII/8 R ZfE (BRI B WM& EEIZEE (DIC) 2E) . (E{n%) von Willebrand disease (VWD) . B 2 fe &%
%X VWD (AVWD) . £T®D Z X1 von Willebrand (VWEZEE (VWS Dy M B & & . AR REME /MRS S IE.
KA IE TIE. Vo /AR T BRI R B LE DRELRREELNHLHIEECREEEZRE VWS).
HEREMEXE FXI/13 RZE. BECREMEXRME FV/5 RZE. ) U IEBERKNERBGEZRNT
%

<EBWohTI)—>
Definite: AD 2 T+B1HXUB2-(3) ZFiifit=L. CEFMLI=ELD
Probable: AD £ T+B1+B2-(1)Ff=[EB2-(2) &iif=L. CERRS L=t D
Possible: ADET+B1%i=34D

<BEmR>
1. _ﬂxE’JEﬂ/&: @*ﬁﬁ
(1) HIMERE REFESR



(2)APTT: L IR
() M/MRE:BEIFIER
2. TOMDRE
(1) VWF Ristocetin cofactor ;&4 (VWF:RCo) : ;@& . IEE &S IS H0 (H M h¥F)
(2)VWF iR ZE(VWF:Ag) B HE . IEE H AU MIIEN (K k)

3) B REME KM von Willebrand factor (VWF) R Z % (B 2 RE % X% von Willebrand (VWF) R Z4E) D
Definite. Probable Zx{& &9 %,

A. FERE
(iBE 1 FLRICRAEL-HMGERLH S,
(2)VW J& (VWD : BT VWF R ZJE) DREEHALY,
(3) MM EBDBREEMNLZL, FITIBED L &R (hemostatic challenge; SME. FiT. $kil. 25k
BE) ISR mBAEL,
(4) fugEZE L M/MREGE DBFIIR S LG,

B. R&EMR
1. FEMBRETVWF BEEOUTDIDNEEDOHN1DULDEELNH S GEEIL VWF Ristocetin
cofactor &% (VWF:RCo) . VWF /R & (VWF:Ag) BNEHE(ED 50%LLT),
(1)FVIL/8 JETE (FVI/8:C) AR T HAWNIIEE
(2)VWF:RCo & VWFAg: BE (Il&E EHiE LD
(8) VWF LE;EME (VWF:RCo./ VWF:Ag)  @HEIXHEEN OB EIZHD
2. EEZHRARE
(1)VWF 12 EEA—DFEET S,
VWF & GP (Glycoprotein)lb EDMEEERAZEET 2P MK (L LI EES—) A FET I
[X. VWF:RCo A" Ristocetin—induced platelet agglutination (RIPA) 7wt A Z AL -IEREMIFLDITER
BHER (B CT2HRMNMIER) THRAEMIZRE T HIENTES,
(2)11 VWF BERARDIEFET S,
JEhFNE GEEEM) HiikE. EICHERBR(/L/TOVNE EUSA . A L/9ORNELRE) R
WTREFMICEEINS, PAEHR VWF BERK(AUEES—) L, REFMAETREEINS,

C. #AlZH
VW 8 GE{R1E VWF RZHE) . £ TO R VW FEIRE (DM ER B . AR M/NMRIEZE. FRRRE
REETIE. VUL BB MR B LG E DREGRREENHLHIFB D REMEERM von Willebrand
FEIREE) . BECREMRRME FXI/13 RZE. BEREMEXME FVIVE RZE (XML RFA) . BEC
REMERMEFV/5 RZEGEERNT S,



<EBWohTI)—>
Definite: AD 2 T+B1HXUB2-(2) ZFiifif=L. CEFMLI=ED
Probable: AD 2 T+B1HLUB2-(1)%Fimf=L. Cx&R4\LI-2D
Possible: ADET+B1%&imf=Lzd D

<&EmR>
1. —fRMMAERERE

(1) MR ERFTESE

(2)APTT: R F/IIIEE

(3) M/ SR IE&E B F (TN

2. ZDHORE

(1)RIPA:IE&E | B H AU E RN

(2)VWF TILFIX— EEHAVIEE (B FEIIILFI—RMH L IERED)

(3)VWF & 55ER . VWF & F FVIII/8 [RiERFIZIR 5L T, BEEMIC VWF FiEEmEEZREL. £DE
IRE, FFHEFTET AT T MANSDRRERE (V)70 ATTERUK) ©OFHEE (1oE
E4—=h 1B HR) DEBEIREEHT T HIENTED, F12L. BIREDE T LRI D EMEIL
AVWD [ZHEMAGRTR TIEGRL,

4) B REMERMERESE V.75 AF(FV/5) RZAE (LWHh S5 5 AFAEES—) DAL
Definite. Probable Zx{& &9 %,

A. ERE
(iBE 1 FLRICRAEL-HMGERLH S,
(2) RS KK GEIEM FV/5 RZ ) DREENLILY,
(3) HM M EBDBEREMNLZL, FITIBED LM AR (hemostatic challenge; SME. Fii. tRiE. 74k
HE) I by,
(4) LB M/NMREGE DBRIR S LG,

B. R&EMR
1. BENBRETFV/SEEDUTOIDNEEDAIDULDEENHD EFEILFV/5 EMHE.FV/5 R
ENEEED 50%LT),
(1)FV/5 &M (FV/5:0) b T ELUET
(2)FV/5 IR E(FV/5:Ag)  BEIFELIET
(3)FV/5 LLEM GRS MRE) BEEELJIET
2. EEZWABRE
(DPT BV APTT REEEHBRTIOEES—ETHD,



FEBI D MIF EREREBOMIFESERFEICHFTVES LT, 3T CT2HMMEL TH S PT BXU APTT
EAET S, TREIZOTHNIENRZE 1 TAoEES—EME. EREICOTHONIET/oEE 24— )
BiEEHIET S, B MUV BERKNERBEOIL—TRA7oFaATISUMCIE EAERICPT B&
WAPTT #HEL CHRERBOERNROONIOT(EREEE) . BAICHERATHS.

(2)FV/5 412 EER— (CREINHME) B FET S,
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