288 BCOREMEXMRERFRZAE

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 ims X J.
2) B REMHERMEERESE VIL 8 AT (FVI/8) RZIE (RRMEMKRAA) 1. ) BEEREEHEXRE
von Willebrand factor (VWF) R Z fE (B 2 & E X von Willebrand Disease(VWD)) 1. 4) B ®EMH
BRMEEE V.5 BAF(FV/5) RZAE (LWVHDFV/540EER—) 1. 5) TBEEREEHZERMEREESE X
Z10 BAF (FXN0) RZEID 5 FKRERNRET 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, —HREEEEIR 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) BHEREMEXME FVI/8 RZMETH, HIMFERNEELLDO NS, RALELE T H MO/ K
AHMEZHTHIENZD., MERRBAGERM FVI/8 RZAE) EELY . EEREMITFENTH S,
YHIC.EEEWN. WEER. BEERELCREEHMAS X MGHNEGYELIDOTIEENBETHS,

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

4) BEREMEXM FV/5 RZEDHMAERD. BOTEE THAD ., RIEEHMASHIEEHIAZ L
ERNH D, EHE. BENSBIEMEDEDETCELADEEEDHMAEREEARARET 5. RELD



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

5) BHOREMEXM FX/10 RZEE. #iE- R THOGERMOHADEMERKEE T HEMNZL, MK
OTIOEENB W, BEERHOMEREIZHFESN ., WERFEOMIEICLYSETBLABIESNIE
BlOHBELHLIDTEIETHD, th) B REMERMERERFRZAEITLEAR D EREHI DT F
[FODELL NEREEDEFEICLRETIUENHILICEETIVLELADH D, HH. BHEIZEL
EmAHS(Bxk 3:1),

4. BEE
A. IEMEE
BHEDEHIZIE, FTEDRERFHLERBLTLDIHNEERLTH S, Al REBROHZEEEE FH

FEEEZEINRET HIEMBEEERT IDLENH S,

1) BEREMEZXME FXI/13 RZETIE, LMD =5 FXI/13 BERFIZEEITIENNET
Hb =1L, BERKIZEDIVEEA—OREEESARBRETENHLDT, HE5L- FXI/13 8
FINZELCERETHREZRI-O. LT L5FTREEDEE ., BMEHADINETH D,

2) BEREMEXM FVI/8 RZME T EBMHMITHL CGRONMIUENEZ R ESTLILENH
%, 1L, BHEDAVEES—NFET HIHE L FVI/B BFREEICIFIRELENIEAZ LD
T, EMEE VIV BFFVI/DXIEESETOrOVE U E S RRFIER 5T 5 N/ R IEME
%) o

3) BEREMEBXME VWF RZHETIE., (D T=HI1Z DDAVP(1-desamino—8-D-arginine
vasopressin) X |& VWF & & 5t[&E FVII/8 B BE| R 5950, EHIOECHADEPHEIZKS
T VWF OEIURELLFEANKECERLGLD T, TN TN DG DOAEK - BRI R IZE>1-E AL
BENMLETHD,

4) BEREMEXMY FV/5 RZETE, FHHHMISHL TGROMNNIUENELZEESTILENH
%, 1=12L. FV/5 BIEEFIIH RSN TRV O T, s m g XILEE /MR (FV/5 254
[CET)HREEH/ETHIEN SV, FEMEHOAEVES T, B EMIERAHIRT SAIEEMED
HEADTREICHO->TIRBLGREBBRENIVLETHD,

5) BEEREMHEXRME FX/10 RZAETE. EFEEHEMICT L TROMNIEMFELZHRET ILELH
5, z12L. HHAETIE FX/10 BEEAFIEH RSN TLVELD T, ik PcC(TOMOVEVES
KRR EME PCCLLELERETIDONRANTH S, BEMEKICLLHEEEELIITIVR
FED=HIEMIMR IR EMELEIEAHLINDTEIETHD. REDSEEHERFLMTTR
BLTHERWL, BHRMIZIE FX/10 BIEBFIALZEZLLD ., bAETIEH RSN TLELD T, FX/10
EZD 1/10 EQEMRE VIVT AFFEVI/NEEE T HEMEE FVI/T-FX/10 EEHFID RSN
REDERTHS,



B. fuiKiR#E PREEE
HEAZEHEXHEERFRZEDEDRREIEFHATH LN, TNETIOEERFIIXHTHE2

RAPHODFERTHLIDT, RERIGENATEHECHADOELEZLEDILENSH D, FEHIIZE>T

RENFIEOMRNELGY | B— M ERITHEREINGL,

1) BIBRERTAMREDLS VAT RT7IRGEDREINFIENBNTHLIZEN SN (FHIER
HERBIRIEBEICHIEN) , HEFRTE . MARFE ., BRPELENHDHGEE L. BIBRERATAMREDE
BIEEITHRETT 5,

2) AEEREOEGICIX)YFL T (rituximab) O VAR A, THFAT)oREDHRELE
B9 5 (FHSERAERRES LGN,

3) BE.SHREA4L/58T) T (intravenous immunoglobulin; IVIG) [£HESEZ I TULVELY, =150,
BEREMEXME VWF RZETIE. VWF LRLEHAMEERSEEIEHH5.

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

5) A—Ow/A\TIE, BEREMEERXME FVI/8 RZHEIC FVIL/8 REID KEHRE LRENHED ZH
HAICESIERBARELHAAON TS,

5. ¥

1) BEREMEXRME FXI/13 RZEDFRIIFRTHS, HMIZKDHIEEICH FXI/13 BERAEL R
HENTREZEHINSH1NH13], 2EHICHIIET 2FHF15], ERITHZYBELTHMET
ZHIH%91 8] BELTREABEDOEFHNH2E], RER1ERBETEETOESHFI2E], EFEH
DEFIHHIBEITH S,

2) BEREMERXM FVI/8 RZMETIL, FVI/8 AV EE 4—(&, REIMHEEIZIYN S AILER
FTEHIEMNSLD, BT DTELDHN FVI/8 HEREAREL TSI ELHY . EHHREE
EORHOBBHENDETHD, BT EE2~ 3B 5K, HMMFE LY HFEIMFHIE LD ORELTEA
ZUL\DOT, BELGEENDLETHS,

3) BCREMEXME VWF RZETIE, BMENGHNET SEFNSBREMRET HEHFETTFENS
BRTHAN  BBRICERLTRECHOI->TEET HEHILDELEN, ISIT, W -ABERELI-&IC
BRI HERALHHDT. EHRNBREBZEORIBEORBHRENLETHS,

4) BEREUERRMEFV/5 RZAETH. BRAER T HEFMNSHIEMHIZRTEFHETFENSH
THY BBRICERLTRECHOI>TEET HEHIL VLN, ISIT W -ABRLI-ZICERYT
SEFLMESINTLLOT, EHMBRELZECRIBOBRBHRENIVLETHS. 4H. BRERSN
=BG RDESITEH, FREMERIPBRHONLAEEEAH LD T, EHHULREBBEENDETH D,

5) BEREMRERM FX/10 RZEF. BEZEINIEFLIEBH TOLRWV-OERLEFRIEITHTH
5, BOTOHDOHEELZHIEFDFELO T, REMFIFETERTHIEN S VD KRBV
EEDHDHEZDRYTIEAL,



O EHOHEIHELEE
1. BER(SNTEEERSBETREEHN)
289 A
2. FFHOHE
T (B EREERREORENETESNENBBEINTOAEL,)
3. MEMLAEAE
RFEN (RHEBECREMFIZEL AL BN+ RSN TLAEN, )
4. REDOES
DEGAET . BREBRERYERT,)
5. BHiE%E
HY (FERVHEREB AR IE MY SOBWRLE)
6. EREENE
BEVERICEEEME1EL ERILEFIZEEMLL. RRET S,

At R B RETIRE R B 2 SR M AR O TA LI O ORERE LI A RIBRIEHO
R R BRI
FEREE BREXY AYRECLAATHER %E B0 BA

BAMmizIEMPS RREORBABEANSIMEREESR
RERE REKASKRERR/DER MR BHEE

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



<EEREE>
1) B REMBRRMEERERESE X1/13 BAF (FXI/13) R Z4E (1B : B 2 R&E M M XI: AHXIL/13) DT E
Definite. Probable Zxf£&9 5,

A. ERE
(@BEFLRICHREL-EIMERLH S,
(2) EXiE/EEMEERE FXI/ 13 RZIEDREELEL,
(3) &R BOEBREREINLL, FITIBED IR (hemostatic challenge; M5, Ffi. tktd. 24k
HE) I by,
(4) g EECHM/NMRELRE QBRI E NG,

B. BEMR
1. BEMKRETIXI/13IZEATAUTOIDNDEEORHNI1DLULDEELH D EBEILEE. UFEEN 50%
LT,
(DFXI/13EE, FXI/1I3 R E - BE. MELLET,
=1L, —EBDEEH. I Z L., $1 FXII/13-B T 1=y BEANREDESF TIX. TELE T
FFHAAS FXI/13 HEZKDAEICK>THBELELEFEHLHIELEIENH D, FXI/13 BIEDEE
DETIEAEREEES OBEHOBRERFOETEZHF >TEE~DEEIET 5 ILEEN]
& N5 EE (% E¥ (disseminated intravascular coagulation; DIC) . EEDIFEELE LT T
FXI/13 RZIETHAHZENZLY,
(2)FXII/13 LB GEME /R E) 1 FXI/13-A T 1=y BE2RANRE D (LA E DEHITITE
TLTWBA, i FXII/13-B 4T 1w B2 AN REDEF TIXEE THD,
(3)FXI/13-A T 1=k, FXII/13-B 4T 1=wh, FXII/13-AB, fiRE: 1 FXI/13 B2HAED2A
T/ HRIZEST BALGREREETETLTLS,
2. EEZWARE
(DFXI/13 AV EES— RE MK AFEET S (ULTOEAN—DLIE),
o EEMLETUEZTHREZELTIVRYIAAEGEICKDIEREMRELDT:1RERER. XRERS
AER (J7°CT2HMINER) 0 & D REMIRE T,
o NlAIE: —EEDRERBMITITHRLICEBEFRULESNDOMELESL T, 285/ 37°CT
MELTHSIERT FXIN/13 EEZAET S (NEXTEK),
o Ry LHIAEA FXI/13 AR EHER T, HEERD FXI/13 FHOEIURE, HiFE MY (GEE
RIRE) OKRIBAEETLREIZKY FXI/13 EFHEENROHOANIE. FXI/13 1 UEEA—DER
HNTOIEBAELTRLY,

() FXII/13 BEMANEETS* (UTRENM—DULE),
® AL/TOYRE ELISA. A L/7OTNELREDREFHRE TG,
o MAEMIA(FXI/13A4EES—) DIHFAEXL, e g LR OIRIMEIC K5 FT%R. HHWLNET



ATAY A-. TATAY G-EI7A—RGEETORFELERE T FXI/13 12 EE2— HliD Kig
RN EHONNIE, H1FXI/13 B EHADORIEMIIAELTRLY,
IR, SEFU VBN REATHDHELI-FEROBMENERH DD T, IRZETNICEDREINFIZE
BREICKDIEEERITEET S,

C. &AlZH
BB (XM FXU/13 RZHE (ISH D EEAK) . R FXI/13 RZIE (BT M E N EEIREF
(DIC) | i, 4M& . AMFLE DIMARBMIESR . EREFER. FEE. AN/ yk-2 051V LB, 814
REMGERECEBERER. 70— RGE) ] BEREMEXM FVI/8 RZAE (BXRMEM KR A) D%
K% von Willebrand (VW) fE{ZEE (AVWS) (4FIZB &M E X von Willebrand factor (VWF) R Z4E) . B
CREMEXRME V/5BAF(FV/5) RZELGEDMDETHOEHEREHERMEE MRGEERNT 5,

<EBWohTI)—>
Definite: ADET+B1RUB2-(2) &=L, CERILIzED
Probable: AD 2 T+B1RUB2-(1)%imf-L. CE&R4\LI=2D
Possible: ADET+B1%i=34D

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

2. ZDHORE

(1) f/pRA FXI/13-A SR E (HAHULE FXI/13 FH) R M/MMRERARLTAE T HLEEENR
HENED T, XM/ EIEMHE FXI/13 RZEDAEEEERNTIDIZHERATH D,

(2)FXII/13 EFIZ 5 HER i1 FXI/ 13 A D K ZE  BEHBR THLMNITEEIENH D, VTV
ATTERFUATIE FXIV13 ZE8F T HMIMERFI D FXI/13 R EDEUREDPF FEAZHET S
LIZES T BREDTTENREIZLES, 2L RETTE I RERBICHFENGARTR T4, FXI/13
A EES— (FREMHMAE) TIE. FXI/13 EHEDOEUREDOF BEAZHE T S LICL>T FXI/135F
MIRENHERINS, FXI/13 FREMRELRFITUE T HELFECEE MRE)LETETE
%, CNLDREF, REASD FXI/13 HEDIZSEOMHMR. HIFEO L MEEFEEILITHLE
THLHEATHS,

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



A. EERE
(@BE1 FLRICREL-EMERLIHS,
(2) K& 9% AGEIRTE FVIL/8 RZE) DRIEREML,
(3) M & B DR FEEHI L HIZIBED LM B (hemostatic challenge; FM&. Fii. thtl. 51
BE) TR mBL,
(4) FUBEZE SR I/MREGE DBEIREH L,

B. BEMR
1. BEMNBRETFVII/SEENDUTNIDNEENHIDLULDEENHD GEFIL FVIL/S jEE. FVIL/S it
[RENEEED 50%LLTF),
(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) BEIEELIET
2. EEZWARE
(DAPTT REREGREBRTIUEEA—RTHS,

REGI D M 3F LR E B O MFASEMEICHIURE LT, 37°CT2HMIMMEL TH S APTT ZRIE T
%, HOMCTICTHITNIEAI U EEI—DHFEZES M VEENREBREEDO I —TX7oFI7
JIUrTIREEERICAPTT ZAIEL TLEBEREOERNEDHON LD TENRFREE) | #5111
FRATHS.

(2)FVII/8 4 > EE 24— (BEHIHEF) A FET S,

HEAE : —EEDREFBMITICFR A ICEERRUEF DO MELRESL T, 26/ 37°CTIE
LTHBEEF FVI/8 EMERIET 5 (RERF X)), TL2BAFER (2471) EFTLBEEFR (8172)4
YEEA—HHY . BEREMRBATIIEEN LD T, FRT7F FVIL/8 EMEN 50%FBX A REERE
BLWTIoEEA—AfZEETEHERL,

(3 FVI/8 BEMK* B EET S,

FEFREMIARE, EICHERER (A L/TOYNEELISA A, A L/VAINELE) ZRVWTRES
BIZHEHEN S, FVI/8 A EEA— T hBEE MR FVI/E8 BEEAL . REFHNAETHRES
N MEICEFT A FVI/E BEMARLHBITRE T 5 EMNAIRELD T, /. REIMFIEED R
B EROHECRBRERCAERATHLILHEFINTINS,

*HmMAERKZEELCGUD FVI/S BERAKGCGEREMEREERK) LHEETAIEAHEINTLNDD
T.A-(1)EB-1DHEVED IEFBRERRICEHRELY,

C. #AlZH
miHEAGEEME FVIL/8 RZHE). RS V.5 AF (FV/5)-FVII/8 EARZIE. ETHZ XM
FVII/8 R ZfE (FERE 4B M EEIZEE (DIC) 2E) . (E{n%) von Willebrand disease (VWD) . B 2 fe &%
%X VWD (AVWD) . £T®D Z X1 von Willebrand (VWEZEE (VWS DM M B & & . A EEME /MRS S IE.
FARARBEBEIE TIE. Vo /AR T BB R B LE DRELZREREELNHLHIEECREEERE VWS).



BOREMERRME FXI/13 RZE. BCREMRRME FV/6 RZE. i) VEEERKRERBGEERNT
60

<sgMohTI)—>
Definite: ADETH+B1&EUB2-(3)%&E1-L. CERMLI=2D
Probable: AME£T+B1+B2-(1)X(&B2-(2)%i#&=L. CE/RI L= D

Possible: ADET+B1%&i&Hm=91D

<&EmR>
1. — AR RERE
(1) M BERE @B E (LIEE
(2)APTT: TR
(3) /MRS BEIEIER

2. TOMDBRE
(1) VWF Ristocetin cofactor & (VWF:RCo) : @H . IEE HAHULEEMN (K MmE)

(2)VWF fi[RE(VWF:Ag) @& . IEHE HHL X IEH (K mAF)

3) B REME KM von Willebrand factor (VWF) R Z 4 (B 2 RIE % K% von Willebrand (VWF) R Z4E) D

Definite. Probable Zx{& &9 %,

A. ERE
(iBE 1 FLRICRAEL-HMGERLH S,
(2)VW 9% (VWD 1R VWF RZHE) DRIEEH LY,
(3) HM M EBDBEREMNLZL, FITIBED LM AR (hemostatic challenge; SME. Fii. tRiE. 74k
HE) I by,
(4) fugEZE L M/MREGE DBFIIR S LG,

B. R&ERR
1. BEMNBRETVWFEEDOUTN3IDNDIEBENDAI1DLULDEENHS GEE(X VWF Ristocetin

cofactor ;&M (VWF:RCo) . VWF iR = (VWF:Ag) MEZEED 50%LLT),
(1)FVIIL-8 JEME (FVI/8:C) AR T AN IIEE

(2)VWF:RCo & VWFAg: BE (Tl&E &HiE LD

(3) VWF LtiEME (VWF:RCo./ VWF:Ag) : BEIXHEEI O EIELD

2. EEZHRABKRE
(1)VWF /> EER—NFET S,



VWF & GP (Glycoprotein)lb EDMEERZEET 51 EE4—HE MK HEFEEIT NE.
VWF:RCo H" Ristocetin—induced platelet agglutination (RIPA) 7 vt/ ZBUV-IEEMiIZFLN X EREH
§% (37°C T2 IR ) THRAEMIZRE T 52 LN TES,

(2)$1 VWF BERARDIEFET S,

FEFREMIARIE., EICHERER (A L/TOYNEELISA A, A L/VAINELE) ZRVWTRES

BIZHREINS, 1VEES—(FEEMR VWF BHERK) b, REFHAETHREEINS,

C. #AlZH
VW &8 GE{RTE VWF RZHE) . £ TO R VW FERE (DM ER B . A IM/NMRIEZE. FARRRE
REETAE. YU\ RIE BB MR BLE DRELGRREENHLHIFB D REMEERM von Willebrand
FEIREE) . BECREMRRME FXI/13 RZE. BEREMEXM FVIV/E RZE (XML RFA) . BC
REMERMEFV/5 RZELGEERNT S,

<zZWoAHTI)—>
Definite: ADETH+B1EUB2-(2) &=L, CE&A L1 D

Probable: AMZT+B1RUB2-(1)%i#E=L. CEFM L= D
Possible: ADET+B1%&i&Hm=LI=tD

<&EmR>
1. — iR MARRERE

(1) MmN EEXIXEE

(2)APTT: ERX(FIEE

(3) M/MREL: IEH . B XX

2. ZDHORE

(1)RIPA:IE&E | B 3H AU E RN

(2)VWF T)LFI— EEHAVWIEE (BRI FEVIILFI—RMH L IERED)

(3)VWF & 55ER : VWF 2 F FVII/8 iRiERFIZIR 5L T, BEEMIC VWF FiEEmEEZREL. £DE
IRE, FFHEFETHILICES T AN SDRERE (V)70 ATTERUK) L1 EES— (TR
EMNAE) OEELFEEHTE T HIENTED, 2L, EIREDE T LR B DIEMEE AVWD (24
EMGERR TIEGL,

4) B REMEBERMEEREESE V/5 AF(FV/5) RZIE (WLWHPEE V/5 AFAEES—) DESERE%E
Definite. Probable Zx{& &9 %,

A. FEIRE
(1)BE 1 FELURICREL-HMEKRLHSD,
(2) /85 K% GEIEM FV/5 REME) DREFEMNL,



(3) M 4%k B DEREEMNELY, FITBED LM B (hemostatic challenge; M&., F1iff, thed. 571%
BE) ITHo=Hmnt A,
(4) FusBIE PR/ MREGE DB RIS N0,

B. R&EMR
1. BENBRETFVSBEEOUTOIDNEEDAIDULDEENHD EFEILFV/5 EMHE.FV/5 R
ENEEED 50%LUT),
(1)FV/5 &M (FV/5:0) b T ELUET
(2)FV/5 IR E(FV/5Ag)  BE X EEN—HOERFI TET
(3)FV/5 LLiFEMH CER R E) . BEILELIET
2. EEZHRARE
(1)PT R APTT RERESRBRTIUEER—RTHS ™,

FEI D M3 SR E RO MFZSEFEICAFUES L T, 37°CT2HMMEL THS PT RU APTT &
BIET S, HEMNZTICITHREINIEIVEEA—DHFEZR. BH. UV EBERRNEREDIL—T
AR7UFATTSURTIE REEZIZPT KU APTT £RELTHRERBOERNZED S (BNEE
HE) . —fRICERICHERESN TS,

(2)FV/5 Ao EEA— CRENHME) NEFET D™,

HEBE : —EEDRENBMIBIRLICEBHERLUEFADMEZRES LT, 28HE 37°CTINGE

LTHDERE FV/6 FHEBRIET H(RERFE)
(B FV/5 BEMKE "I EET D,

FEFEEHMAEIL. ZIHEHAR((L/TOYNEELISA X A L/7ONEGE) EAVTRES
IR ENS FV/5 A1V EESA— TahbEEF M FV/6 BERMAL. REFHFETRESN,
MEITEFT SR FV/5 BCRALHBICRE T HIENAEELRDO T, . fENHEBEEZONR. B
ROF|EPRBERICERATHILEHFIND,

BE.FAEERAFEV/S AVEES—)DFBEE e g ALIRIEIC K5 HFETE. HDHLET
ATAY A-, TATAY G —EI77A—RGEETORELERE T FV/5 412 EE2— Dl O KiE7iE
MNEHonE., 1 FV/6 BEHADRBEMEIALLTRLY,

CHYRERSHRBRTRZE(TIZM) TH>TH. ERRAVEEF—BIELTEHLELHHDNT. B
FMEENTERERET HEANEELL,

HMFEREECEVR FV/5 BERARRBESNLZSBIEE T HENHESNTLSD T, A-(1)
EB-1DRVLDFRERRICEHL,

C. ERIZH
INSIREGEEMS FV/5 REGE) . XM FV/5-FVI/8 EARZIE. € TH R FV/5 R ZfE (iEfE
M ERNREREIREE (DIC) A E) . GEIEHE)E X 10 EFFIORZE. BCRESEERE FIORZE. £



TOZRMEFI0 RZIE. GEEM) TOMOVELRZE. BCREMEXETOMIVEVRZE. £TODZ
RETAMOVEVRZE. BEREMEXRM FXI/13 RZE. ) VIBERRERBLGEERNT S,

<EBWohTI)—>
Definite: ADET+B1RUB2-(3) &=L, CERILIzED
Probable: AD £ T+B1+B2-(1)XIIB2-(2) Ziif=L. CERRI LI D
Possible: ADET+B1 #imf=9£M

<&EmR>

1. — AR RERE
(1) M BERE @B E (LIEE
(2)PT RUAPTT: T EE
(3) /MRS BEIEIER

2. TOMDKRE
W—TRT7UoFa7ISUrD BHEHDWILBIERREDIZ S L. AL DCHIE L (CL) Hilk (IgGlgM) Ot
CL- B ,GPI 2 & {A#1{K (IgG, IeM) ZRIEL T, FV/5 1V EEA—NBERDABE TH S RIREM 2R 5 &
BlLy,

5) B AEMERMEREE X/10 AF (FX/10) RZED S E %
Definite. Probable Zx{& &9 %,

A. ERE
(M REFRELE-FHFEEXIEIBREOEMEKRLH D,
(2)B1aME FX/10 RZFEDRIEEH LY,
(3) HM M EBDBEREMNLZL, FITIBED LM AR (hemostatic challenge; SM5. F1ii. 1R, 74k
HE) I by,
(4) LB M/NMREGE DBRIR S LG,

B. R&EMR
1. BRE—RETPT EAPTTAERLTHEY. HEMRET X BEEOLUTOIDNIEEON1DLUL
DEELNHDCRE FXGEME. FXHRENELEED 50%LUTF),
(1)FX/10 ;&M (FX/10:C) : T ELUET
(2)FX/10 IiRE(FX/10:Ag) BEITELIET
(3)FX/10 LEEM CEME IR E) BEFELIET
(SHSERE FX/10 R EDREIFRRINE SN TLVELY)
2. EEZWARE



(1DPT R APTT @ 1:1 EEHER. XREREHABRTIUEES—RTHDL ™,

FEBI DM LR E RO MBFASEFEICHTVEEL T, 37° C T2HMMEL T, S PT RU APTT
ZRET D, HSMNIZTICTHEINIEAI U EEA—DHFHEZR . B8 UV IBERRERED)L—
TRA7ZoFATT ST EAERICPT RUPAPTT ZAIELTH. 37° C C2HRREIME®RERAZED
BEHEOERNZEDHONLSOTEIFEES) . BAICHERATHD.

(2)FX/10 12 EEZ— GEREINGIME) NEFEET D

HEAE : —EEDREFBMITICHR A ICEBERRUEFOMELRESL T, 26/H 37° C TH

ALTHLERT FX/10 FHERET S (RERFE),
() FX/10 BEEMER " NEFET S,

JEFREMIRIE., EICHERER (A L/TOYNEELISA A, A L/VAINELE) ZRVWTRES
IR SN, FX/10 DIANSDI) T RETELTLEEDREREGRBRTEIRZR 1ZRLAK
FEDREELEY S5, FX/10 AVEER—, THHEEEMRR FX/10 BEHAL ., REFHHEATRES
N WEIZFERFET S FX/10 BEMAFLEHBICHRE T HIENARELD T, w2 REINFIEEDR
R EROHECRBHZICAATHS (FHIFERAEN FX/10 BERADRE FRIRIRE S TLY
A{AYIR

L1 RARER. REEAHBRTRZETH>TH. ZORAVEEF—DRERAETHREIND
ZELHHDT. BB EEZRAWS. RITEBZS VD THEHEIBRET HIENEFLLY,
*HmMAEREALGUVDMA FX/10 BEMAKRRBESLFE T HAIEEMELHHD T, A-(1)EB-1D%L
LD, FAIELTRERRICEDEND, L. RELOEEDH TE DR R TIXH MAR O HEE
T, TDREMFEREZTHELFRINSDOT, MELGRBEENLETHD,

C. #AlZH

BIGME FX/10 RZHE. £ TOZRME FX/10 RZAE FBREM I E RN S EEEE (DIC) . AL-7IA(F—Y X
BE). GBI B FV/5 RZIE. BEREMERMEFV/6 RZAE. ETOZRMFV/5 RZfE. GEEMH) IO
FOVEURZE. BEREREZERETOMNIVEVRZE. 2 TOZRETAMNIVEV R ZiE. BEREMLE
KM FXI/13 RZIE . UV BEERERBGEZRNT B,

<EBWohTI)—>
Definite: AD £ T&iif=L. B1RUB2-(3) &ifif=L. COER T NESKREBERNILI=LD
Probable1: AD £ TZi#H=L. B1 RUB2-(1)Zi#E-L. COBA T ARSEBZRNLI-ED
Probable2: AD £ TZ =L, B1 RUB2-(2)Zi#Ef-L. COBAI T RESEBZRNLI-ED
Possible: ADEZTRUBI Ziif=9 1D

<&EmR>

1. — iR MERERE
(1) MM RETESR
(2)PT RUAPTT: LT ER



() M/MRE:BEIFIER

2. TOMDRE
A ERFEROIEIZ. V—TR7oFa7 I oM EHERIEREREDZE (X AL HIEY
(CL) #1144 (1gG IgM) o471 CL- B ,GPI & A4 (IgG, IeM) DBIER U R ZERARER T, FX/10 /2EES
—HREDBEETHDAREMEERRN T LR,

<EWOATIV—DRET>

Possible¥ | Probablex* | Definitek¥*

A fERKE
(1) HMEKX D H B @) O O
(2)BI=ME FX/10 RZIED K IEFEAEL O O @)
(3) i M FEIX DEFIEAEL O @) @)
(4) FrAEEZE Op M/ R E DBEIR S L O @) @)
B. R&EMR
;' PT&EAPTT K. LT FX/10 B EIEE D E o o o
53]
(1)FX/10 ;F1%£ (FX/10:C) : ZLIETF (1)~(3) | (1)~(3d) (1)~ (3)
(2)FX/10 fi/RE(FX/10Ag): ELIET D536—2 | DIBb—D | M3b—D
(B)FX/10 tEEE GEME iR E) . ELET LUEO LEO UEO

2. EEZWARE
(1)PT RUAPTT X Z/BEE BN 1 EEZ—F (1).(2)
(2)FX/10 1> EES— (GEEHIHIYE) H 77 TE PB=2

UEO

(3)#1 FX/10 B2 D FHE @)
C. # Rk

LR BE RS O @)

*; Possible ADZETRUBI Zi&mf-331 M

*¥Probable AN TZH-L.B1 RUB2-(1)%i&1-L. COERTAAESEELZRNLI-ED
*¥Probable2. AN TZiH-L. Bl RUB2-(2)%&i#il-L. COERI T RETEEBELZRINLI-ELD

xxx; Definite: ADET+B1 RUB2-(3)&#H-L. CERSLEDLD




2.

3.

<EEESE>
BEIFERICEEHMD (1)~ A)OWFThhE1BRUERILFIZEEFNELARET B,

1. FiEH M
(1) Brap 975 M

RIEIR. EER . DER, OV /\— AV MEIRBEZFSH AR M)

(B)ANES/OEE8g dL L THE MBS NK2g dL LLEDEELGEAESIOEEERT
#H-H9 HMm

(4)24 BRENIC2E MU EOEMH AU EFRMERE M Z N E ST S H

2. BEHm*
RS OETOHM* *
* BAERERRE MEEME (UBAT) S E(CF LR

CERMRVEREOHME, EEICECTLEMEEEZERT NE

) EEMME. EXMHBOHMPIZIE, BBERN. A, RN, [E. R, BREA.

W IE N OVERE FE S0 B OGN Z 36 1 % B A

. IRA BN D BRI, BT RS LT, BT RICEBOHEN R VEAITIE, W
M®ﬁ@®%®%%w1%%biz&w(ttb Y IIRIR DR % 7~ TR AR Cdo o T, fild
AIRE7e b DICR D, ) o
IBIRBARAE 21T 2 BAE LRI DWW CUE, )R E R EE O T CIREMThIL TV DR EE
ST, BT 6 22 H M TR OLBEWREZERHBT 52 & L35,
B, SEROBREN LRROEEESFE T T LIZEY L WETH L0, @ R & ikt
5D ENMERLDIZONTIE, EREBRORNSET 5,



