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FHEZRES

ZRE SRR R ENT e R 2 R A B B 2 B AT SEH T

% B AR R E AR R - AR RSGE
PN /N SR 8 R et 1 R R e S
SERPRFBEESRIZER R Y MR

e 3=
Wl
L ARIEOBEZ S OV HARHIAREITHGE LT 2R (BT, 2E) 0f8H0 b & Tfibil

52 ENEFE L\ (Grade C, Level IV). 3 72bbL, ZKROMIMIERE & b2, A7) —=
JIAEC APTT O ADER (M MRUBUESR, PT IEH) L, & 51248 VI [’ 1iEE (FVIILC) O
BT Z2RDOEEL, RIELZFVHGRE~NT IV N T L2 0O 6NE. 72720, Wi
JERDPEETHY), T CICFVILCREVIIRTFA vy — (LT, 1y E¥—)DkHE
PIFEONWIGAEIX, APTT OAMEREASHIH L 72 BB THBREE~T )L M L CIEAREE
DFLED R LR BEE AL T L EDPEF L,

2. APTTIEE, FVILC DITIMZ, £ v Y =AHETHIUL, RIEDZE A D THR.
72720, RBEEBWOZDIIE, 74 W1 L7~ FIRT (von Willebrand factor : VWF) D1
TRNV—=T AT »F a7 77~ b (lupus anticoaglant : LA) DFAELZ RET HULED D 5.

3. A ey =i SNz TS 0 R R AR  TO Z ORISR B 5
Y hid A 0T, #iz 3 HCORER B EEES OFTEICHE T XE THh 5 (Grade C, Level
v).

4. BRMEIMKI/A LR, RETIEFVILC L BERMNEEE T KL RV, 20720,
FVILC 2" SN 726 CHEELZMMAR I TTREEIH L LICHETNETH A
(Grade C, LevelIV).

5. £ e ¥ —® FVILC ¥HIEFIZF B L IREKRGFETH 5720, APTTZ7OAIFT
TRBEE AT A, IRAIMAE R ERE % & 37C T2 BE RO T O ESLHETH S
(Grade C, LevelIV).

6. 1 ey —JflizillET HEI21E, 52 LoMmimiEs 56C T30 4B L, MmiEd
ICHAET A4 VID IHF 2 NS T 5 2 2% 515 (Grade C, Level IV)

7. RFEOA ey —1ZLIELIES A TN L Vb A NIGEEZRYT. #4711 s —
OIMBHEFIZ N E ZEELL SN TB ST, 1 v ¥¥ — il & BiR B EAEE Ot i 72 1
& L% (Grade C, Level IV). T LA, SEHIHIELEORAFEIED 72D DA & L CEFiff
L7zl &,

B EmnisE

8. AEMTFHRICER T 2NN D L IZEMOMITE & D 7% ) BERAIEA~O B iz LT3
AL I MG 2 G 3N & T 5 (Grade C, Level 1V).

9. IRIM{EHEE LT, #Efn - 2 55 RLES VIT K135 (recombinant activated factor VII : rFVIIa)
(Grade B, Level III), {5MAl 70 b o > ¥ 2 &K% (activated prothrombin complex con-
centrate : APCC) (Grade B, Level IT), & L < {EFZBRIEHN A MR EEE 55 X K- Lss viI
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10.

11.

12.

13.

14.

15.

16.

17.

18.

19.

20.

K7 %] (FX/FVIla) (Grade C, Level IV) D\ E R 5. —#%l2, 3#EFOH) L
NOBEKIBL VAP EZH S LOTHT 22 LIZWEET, &5HBOBREREROGEREIC
Lo TZOREENET HLENHSH. 7B, FX/FVIIa L 2014 4 11 H 2> 5 b ASETO i
HWRE L 72 57288, ERIRIZBUT 2 HHBGRICE T 23513 F 72407570,

1 ey =M<, 22 FVILEC 238 S 53561213 DDAVP b L < 1358 VI AF
HHNOMEH S ERE S5 (Grade C, Level IV). 7272 L, ZORRHEICIX FVIILC % iEE
BRI TS HUENDD.

SRR L

KIETIX, ZLOWEIRA ey —ANELT L THICHINY 27 2k, JEROFK 5
A GO L ESINTWAE72D, FENHRERIREOZMRE S ICHBTRETH S
(Grade B, Level IIb).

AAENZ KT 5 R IR O 5 —#RUL, prednisolone (PSL) HAH#z 5% L < 1& PSL & cyclo-
phosphamide (CPA) D Bf 1% & 9% (Grade B, Level IIb).

PSL O #5813 1 mg/kg/H % ZEA L 35 (Grade C, Level IV). (GiBIGRH 5 W IXE
JEHZ PSL DL & L T methylprednisolone (m-PSL) (2 & 5 X7 10 1 F23)L A% 38R
52 ELHRTHLD, PSLLD AR THDH I L Z/RT TET VY AT\,

CPA X 1~2 mg/kg/H OFELIH 5% AR L 9% (Grade C, Level IV). (HIEBIAEEIC CPA &
BT 2 000E, FEBEICANA T 4y NED A2 ZRE LA ETHWT 2. $72, SfEk e
TREAHE 2 EORIWER D) 2 7 3@ Il S A HE 121 CPA 7SV AL D BET 5.
R & 5 TR T A T REME D & 5 123 LT, T& 5721 CPA Mo 7 )V F L1k
FIOfEH % #1F % (Grade B, Level III) .

SRR O R R 2, & VIIT R FIEE(FVILC), 4~k vy —Jiffis & UV APTT ©
WETITSH. T4 ey =iz mbEHL, 1y =l T ~HEIBD
LN AEITEREHAEOREB L OHIEE, —F T, GHERLE 3~5 BE % T ORMEIED
LNRWEEL, EHIOELHERBIN%EZET 5 (Grade C, Level IV).

PSL & CPA DAt st A 1E, $T CD20 Hiff : rituximab (RTX), cyclosporin A (CyA) 7 &
D H 5 #EIRT 5 (Grade C, Level IV). & < |2 RTX IZDOWTIE, PSL HMM#E G- L <1
PSL+CPA ff FIREN DG HIRIIBI, B L OPSL & CPA O G- EE2HII2 BT, RTX HAl
5% L < 1L PSL X CPA & D LAY —#INE L CTHESE S 115 (Grade B, Level II1).
72720, BRETIRINS QAN “BRMEMAT A™ R "BEE KT OBEIC L 5 RS
W 2 HRBEHIERO N TR, &b, BHzmy 707 YEEOBEMES., &
B\ PR HESE S 1172 v (Grade B, Level TIb).

EERBZH T A 5ACEAIBEIER T, B ORRRLPEAED f kA iETh g,
SIEIIHED: L AT L TEETRETH 5 (Grade C, Level IV).

AAEDTEH DK N ERHE IR T 2 & 0D ), eIl szt %+
WZEHI L 72256, JEEHED PP % & RIS RICE D 5 X & TH % (Grade C, Level IV).
BB TRICHREY S 7-TEMPHRE SN TBY, BRI ENICO2EELZ7 10—
T TN 5115 (Grade C, Level IV).
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B RYEMAFE A (acquired hemophilia A) (£, T 2 HIMER %2 29 2 #GEEo HMERETH
B, AR, WEBISEZOOH ), RAZZOFEDPMONDL L)X hoTE 2 I TIETT
CAIEDBRTA R4 VIR OPMESNTWEY, BER T THhAEICEWTIIZN S
LB O WTOIRE D2 {, KHEHVMBICHELZITo Tz, 22T, HAEMEIEIMY 2
WEARIEDZ M EHEOFEELZ B E LT, BRREIMAR ABETA F T4 AMERERE
BL, ENOCHNESR L EMROEREIEICLBETA N4 2% 2011 SEIER L 72,
D%, SELULEFEEL, Shl, 2ONFEZREL, BEIREIERTS I Lz RERSE
TEFROIEAIL {, ZOERLLBIDIz L6720, MBEHEMETIEMOAL ST, —fKON
R NERE, R AFE, SV, BIRAVEE, B R R ELHEBOEMAEB T SRS H L. £
DIz, KITA T A 2 TIERMEERT 2 WD H 2 —fhtiag OB A #E U2 AE 2 851 L
ARPEEAHREE L2 EM (DU, BE)ICI IV N TEL L) IR 2R L. KTA T
AOERIZEY, DPETOREOREAS L) —BERE Y, Bz %S CIEIEGE? T
nNaZEPEEING.

%8B, GROWEDRA ¥ P ELITIIRT.

Pl

- AREW LT AL ENZ O FIHOK 2B L, BUREMIC S HE L3 Lk,

CRAEAG RO TR 2 A LR v, NRREEERFHEIEICBITS2 4 ey =128 5
T—=74 777 MIOWTOMMEZERLL,

JISNIIRiE)

< KHBUBE 72 7l 7 BB WEZE T & % European Acquired Haemophilia (EACH2) registry T, &1
a2 FEERLES VT K- %25 (recombinant activated factor VII : rFVIIa) & iRl 7’0 b o > & >
AR %% (activated prothrombin complex concentrate : APCC) @ 1L MAHHIF 1T IZ[FESETE WA
N (93% vs 93%) THh B LRENT=Z L &BRIL 7.

cONASZNRIMEF] & LT, bAETH 72T RE & 7 o 7 w2 B fa N\ ML e & 55 X K-
IEMEALSS VIT R T-344] (FX/FVIIa) (2B L CIBRE L 72

G P

CINFTHOPETIIER SN T o7z, RIEMGIREORIH ERLMEL IR L 72

- EACH2 registry DFGERLMBNDO T A N T4 2 %EFRE LT, FNEIKT 2 0EIHHREDOFE—
#IN % [prednisolone (PSL) HiAH#%z 5 |4> 5, [prednisolone (PSL) H. iz 5-4 L < 1Z PSL &
cyclophosphamide (CPA) D fif FI & 1225 L 72,

[ o IH %2 Fr7z 123 72,

Z DAt

X)) T =2 a ) D8— b EFISRIT .

2. HA KA MERDEE
H A 1152 3 A A L B AR O MUK RIS O WS 2 213 ¢, BRMEIMAR A
BIEHA R4 MNERBEEES AR L7, B A U N— MR ERED 6 KOFEITMZ, Ik
IREEDIND S 2 HDOFEENIBEE L L2 KON REIEL SN, F0%, FEEEICK
DUERESED AT h I, IS RS L 72 ER 7 & N REF BB L 2B S5 04 K9
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#1 TUEFVALNLVBLOZENCEDSW RO L —F

#EO7L—F ZEFVALNL O BERTHA

A

la B OB HERIZED X & 7 F 1) ¥ A
Ib L7 b —DOEA LIRS

Ila Bl b —o0 L FHA v EN hize GEE/E A1)
b L7l b —o0 Xk T A ¥ SN ERNITFE
11 X P A v ENIEERIEERIIZE (Fe - B - SEBINFSE)

C

v WMROHE - B - BRI

(Agency

for Health Care Policy and Research (AHCPR) 1992)

A UERZER - i EOF E=F 2z, ENANOBEGR O Ty ARz &<
(2R IMGHE B X ORI B L CIERMMIC A MR L, oz Licte
TUYALNVEMG L F72, ZTNOOMEOEREREEZERL, SOICHAORB#EAZ &
DBRZ IR L 72 LT, ZEATOWRCIVIEREZRELZ. TETF VAL EZhlHE
DWHEIED 7 L — FIE, FIOAEST A ¥ 54 >V THA L7 Agency for Health Care Policy and
Research (AHCPR) (Bl Agency for Healthcare Research and Quality (AHRQ))® D 5E3612 5t - 72 (F 1).

RN RRIENZHE VIT RT3 286 (LT, 41>y —)»mBlL, ZofR, %
VI HFifPE (BT, FVILEC) 253 L ARTF LT, 223809 72 B2 T Hi<e 55 A P A I 72 & o A I AE
REET2HEETHY, EEALMBMS TN TRV, ZORREIIIBERF B, 5%
EEREEICHE VIT R I28 3 % B O Pk (autoantibody) 250642 S h 5 H OSSR ETH A, 11
MARAE TIXEEALE S b1 v K75 X F 2 EEH (activated partial thromboplastin time : APTT) O it
£ L FVIILC DI TAA LN, LITLIEA Y ey — & FVILC A5 5. &I, Wik
IRIMERRE & I2A Y e Y — %R S5 20 OREITIRE 1T 25, WEid LI LIEHT
LT 22" —J5, RO VI KT /RZETH 5 IR A BETLMTmEE K
BIHZELIEoTEVIIRFIHT A, e By =BT A2 035505, ZOB4I1EH
TEHLAR (alloantibody) T 1), AIETRRDO LN L HEIE L IZXFI SN D, b, HBREICEIX
WF AR 5 H ORI T 5 BRMMARH B DS SR Cw a0, HBoTENTHS.

4.1 FHEHEE

AEEIZENAEBET, TN E THERM 100~400 T A 1T ADFFERIY L E 2 5T X7
2001~2003 @ 2 £ |2 3L E T b L 72 A EIBE O A TILAE R 100 77 A2 LT 1.48 AD3E
FEFR L S bATE TR H AR - I &2 e L 22 B S IR RS & AT - 72 3 4E 1
O 7R — N IAEFZE (2008 4F) ' T 55 FIAHE SN TV 5705, EBROBERERIIESSI12% L,
WA TORIERITHEND DO LRI SN S,
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42 MEBLIURIEFH

HOAETORETIEIRELIIE 109 THO DR MEEIT W'Y, FEERIL 12~85 m% (T el
70 7%) EMRIEAS, 50 LB OEBIAT 0% & Ko, NEIHORETETNTH LY. Who
HETLHLIIZ:09~13 T, 60~70 ARDFIEHN LN 72, KIEOKRE LT,
20~30 A AR FEIC B E T 2 BN O Y — 2 PRBO 5N, EE L L LI I E
ﬁ%‘ﬁ}_ﬁ'ﬁ% t 619724)'

4.3 EBRRE (KRR

5 VI HF 23 2 BOIEORAERT 2452 BAWHL S8% w05, BRICHET 2 MR
ORI & 0 BB T 2720 L ZEA LN TWARY . 7277, EMEROWS M TSR
VRS DAEBI DV 72 70 & §TRR0 5 (25~63.3%) 1110 RIEDE B ICE K AN
LS, b BEERO—DIZET 5N, A v ¥y —H il S N7 BT S 0 70 F
PR CTH, TORIEBEREDEITALT 255035 5 DT, #iz 3 HORERESLEEE
B ORI ET 50D SH 5Y (Grade C, Level IV).

43.1 HC®REARR

5T ) 7~ F—7 A (SLE : systemic lupus erythematosus) R°BI5i 1) 7~ F, Sjogren’s SEMEHE,
K2R 957 & O B OB BASAIED 11.7~184% I ZHEAET 5519 Zofh, B CEMam
PEAE M, FAEFHESIAE, Basedow i, FEANE, HUOMREWEFE, Goodpasture SEMGEHE 22 & D
Did 55202630
432 MEEMERE

BRI ATED 5.5~17% 2380 b, MIEE &V & FIREE )% W20 @RI
DAL, bHETIEEHE & RBRESS <, WL TR & BRI WS 2ol ik,
B, NN, OMRE, W MM, WEE T, LBEOER CO#E S A0 —J, M
T L5 EE REE, 120 » /SME IR, Waldenstrom ~ 7 1 7 0 7)) M fdE, HEEY 2/ VE,
BRIRIR AR, B RRMEE, RO IS A B L 2 ARE O H 57,

433 $EHIR - %

TR - i e RIS RIE Lo b B Z BN D7 — AFEED 2~21% % 5, 50 AT DO HEFELL
PETIETIEE D 64% DIEURRIE T I - 72 &) BRI & O & & 215 16.2462032.3990 - Sy 4
X515 1~4 T AR b 2 Vs, IR R ik 1 SELL B> THRIET A6 b It S hTw
Y PRHRIILEHAET, 4 ey —2HRNETHIHEDNL VA, FBEBAOHE D H
B4 R A OIEREEOFEIRIE I NY TH BD5, 4 vk ¥y — S REIOIEAREC b #if: L CF
TEL72A6 R, IR EEMEICRAT L 72 1gG SuiR s A IR ICEE o WIMEM 2 5] 2 2 L 72 E B A3
RN TWEHH,

434 EH

HHNRET S EEZLNDRERNE 2.9~56%"? % 50575, W5 074 HEMGOITIZ
WHERIGEH S\, RV ) R0 87 2=20— )b, P77 HI EOPHEHE, 7= b1~
% EDOHUIT VIR AENATE L OELZEEDILT VLYY 20, XF)V K= 7)Y F
Yy, 1EBRIEAEE PUBHIRSE, 4 vy —7 20>, BCG % & DML & 22264049
435 EOAt

KIGIE U, FBEE L 8 %7 & DR E B BITATE D 2.0~5.9% 12508 5 1 51619262132 2
DA, ZEMEMALE, 5EhE, EEEARM %, Crohn %5, FEHH k15 5% (GVHD : graft ver-
sus host disease), MERRHE, FF7, + 70— Vs, FBEBIIRE 2 E QWG H 51203295

H AR A 1F 122 2058
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WHRIE LN A ~ v 7 — B35 L 72 REBY R0 7 A L R RS 125698 L 72/ MR B ok & &
5.

AJE T ERARAEIR & S MFARAEIC L DB S NG, 22 TiE, 9, NEOZE~OER 2R
L, RWT, MECH EOEERZMNRLT 5.

5.1 BRERGERDHERR

— IS, BANDAREIZ 22K, IRHEIPIC B X ST - AN CEERE L, Wi m o BEAE R
RIEBEDPRRO LN WIGEIZIE, AEZSHICE . 72720, BMER? L %<, Rtz
ETHERERINLZ L0 H 5.

52 AP U—ZCJKBE

—f1s, MmO R 7 ) —= > ZiAE s LT, M/IMGRIRZS Tl B & i/ IVEDs, &
ATl APTT & 70 b 0 > ¥ B (prothrombin time : PT) 25f7hb 4. ASETIE, il
R, IM/RCEL, PTIZIEHR C, APTTEROADTED bNL. ZOHE, ST NEHHEL LT,
INIRREEE AT DO RIRZOM, V—T AT »F 27275 >~ b (lupus anticoaglant : LA) DFF7E
RN 2 EHEEROBRAEET 5.

53 MEREFEADETE

KEDOANN) VIRALLEAIZPT & APTT 28 D ICEEE T 548, 2REORATIX, APTT
DHDIEEN R SNDL DT, PUBEFEATGRLRIMT A <O RADOH I FIEE IR
5% b L, BEEKORADSEDLNLEAL, BAD R OEMT CHERIML LFEHT 2

54 MEEZHOHDKRE

FVIIL:C, { >t ¥ ¥ —Jiffi(Bethesda i) & & H 12, 74 ¥ 74 L 7T~ FIAT (von Willebrand
factor : VWF) I & LCYU A Mk F a7 7 7 & —{EM (ristocetin cofactor : Reof) ZMIE T 5.
SO EHET 5720121, LADIFEEZRET HLEPH L. 4 ey — ik Rz
BHETICERM22A5E8121%, APTT 7O AI XY U VRBR2 Elid 5 &, LREIMKHE A
EAREEREINT HBIIBE L 55,

FVILC 2MEF L CBY, VWFIHEEDIER T %, LADRREINLEIL, 1 ey —7)
filli7% 1 Bethesda HAZ/mL (BU/mL) ML L CH UL, RIEEZWT 5. &b, HikT5 L) ITHRAEIC
BUAA e €y —lMEIIHEE BT 5720, 0.6~1.0 BUML OfE RS 72354 13 AR5 R
WA L 7R IS A 2 KT A 2 E A T L (Grade C, Level IV).

541 APTT 7OXIx > JHER(APTT XEREGHR)

PR IMAE (IR AT 2 KR CRA L, RAeEZ ARG & 37T T 2 KEHIBEE # GBI
J&) DM )T APTT ZilE$ % &, APTT OIEESEENFRZIZE L0, MoHhr0Af el
Y —DFEICL 2005 ENT AN TED, RIIRT X IIERMEMAR A O X9 %k
BT R Z i, BIERAOS OB SS b IEFWMEORNMIC L ) APTT IERIIAESICHIES N, T
2N D8y — 2 moRY. ), REOHEAIEKI 2 0 X512, HEIESTId APTT ZEEDSHIE &
ThH, BERISTIE M L FERIRT 288 — v &Rd . SRIEG I ZEIRROG & T
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& BE5 A BRI

APTT (#)

20
0 10 20 30 40 50 60 7O 80 90 100

EBMBOEE (%)
1 APTT 7B A3 F T 0 75ER LRMEME A

-o-BNiSRi -k ELERIG
100

APTT ()

20
0] 10 20 30 40 50 60 7O 80 90 100

EEMBEOEE (%)
2 APTT 7 ORI ¥y v r7akly BRMEMR A

B L CRIERIST, FIMATE D HREIC 2 B 2 &3 (& U2 50% A TEE C ORI RS & 2
IE OS2 B E R OB & 25728 511 5) (Grade C, Level IV). LA CTIZRIE S b B IERES b [F]
BAREME 72E B onNy — % RT(K3). APTT 7 HAIF T v 7iBRIC L 2 APTT IER
FEGIOFERIZWT % K 4 |Z7R T

B, RRBRI[EBERF A ey —EE(Z7aAIFT 738 & L TRBERTH 5.
542 7 #2741 L 7 Z 2 K& (von Willebrand disease : VWD) D7

VWF 235K L TWwWb VWD T3, FVILC O N % & -9 -0 nEs s, £
72, VWF O TIZBRIICELLZEbH Y, BRMET+ 271 LT T ¥ FREMBRE (Acquired von
Willebrand syndrome : Acquired VWS) & I-EIL 5. #2RME VWS OHEEZINICE L CIEREEIC
Lo IR A KET A 2 EDE F L (Grade C, Level IV).
543 LAICDWT

LA FMAZ L2 M) A7 ThH Y, APTTORERTAZ ) —=v 7 3Nb. APTTZ7HAIF
Dy REBTIE, 30X ICRIRERIGE X OYEERUG THIE SN ICFERZEMR D L <iE ki
M8y — 2 % 23 % (Grade C, Level IV). EIIFHIMAEORE E, LA TH H2F o FVIILC
BTFDVREOENLZEDNDHY, T4y =S BEELE LRI ENH L0, I OKRE

H AR A 1F 122 2058
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-0 B165 iy -k EFE R

APTT (#)

(6] 10 20 30 40 50 60 70 80 a0 100
EEMENES (%)
K3 APTTZ7RAIFXT v 78 V—7AT7 > Fa77 5 b(LA)

| APTTOIE | :
I ¥ DITEBACT
‘1' ETD
7aR= Jggéﬁ 37 CCoOREIEE, APTTHE

BRI, EERM T SBIER MG C L COD BRI, EERMC
EEICFICD K DBgReIC EECBRELFLICD
{ {
| BERFORZ | | BERFIYeCyH— | L ARt
!
| nERFcE | | SERFES | | U ViIsEREAIRE |

| EFLTV2HERTFOY VELSY -8

4 APTT IERIEGI O
HIRe BUIS & 95, (BIEDUG % TR T
LA * lupus anticoagulant

(SCHk 133 2551 L —H#tZ)

FERD B TIZE R DR 2 55758 5. LA HE IRBEILEE T MARER TH v, HILfER %
ST RRMEMAIR A EZERRED R 57:0, #EHO72D11E 55 72 HHRIUEE & BRIRAER O 8l
BORHEZETHAH. 72720, LADP—\EICHIL 7o bo 2 HEORT IV HIMETR 23 A
5114 Z & (Lupus anticoagulant-hypoprothrombinemia syndrome : LAHPS) 738 % O TIEEZ %§ 5.

55 ZEOXED
S5ICRIEDZMOFNEZE 7R .
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[ B RIREDLL ]

ZE8R 0D H M e 4k
{
[ APTTER, PTE® ]
!
FVIILC, FVIIA > EE 54—, VWFE T,
APTTYRARZX L VG HBOAIE
FVII . APTT
FVILC qokEs— | VWHEE HRRIFLLTHE
B S: BESND, HEVITEEK
BRI KHA BT 3 ETHL |[BEREBESNT, BEE#LYL
FlompiEman 3
N BB BRBICBESND
SRR FRA BT £ ETEL | gupn. me RBEShE
FERHEVWD
HBE BT i ET
HRMEVWS
LA EERLL (=43RS EFHL BN RS : E 48RS, HAHLIIEIESN ALY
RMFEET* 1 I * ¢ B RG : BIES RS & s 2

K5 RRVEMR A ORZETIR
LA CTIREMFAHBAEORNE L, R LOFVILCIK TR A Y e ¥ 5 —BEESHRONL 2 LW H D
PT: prothrombin time, APTT: activated partial thromboplastin time
FVII:C : factor VIII coagulant activity, VWF: von Willebrand factor
VWD: von Willebrand disease, VWS: von Willebrand syndrome, LA: lupus anticoaglant

5.6 BECHLEDXES
5.6.1 APTT i3

APTT SAFEIZIZ L C OHA D V), BEEE IR T ION U CREO S W REE R LA Bl 2t

TLEREOECHIEL L, ENTNIIHEDIH 5. BERFAHEEOMR T IZEE DR WEHIETIE

RO FVILCI T AR E N &b H b, MAEZETIE, HHLTWAS APTT AEOFH %
HR L, BRPEM & BB ikt L), FPHENLFELEEL T, FNENIHE L 2RIETHIE

T5ZEDEF LY (Grade C, Level IV).
562 4> bES—HEDAIE
5621 4>EEA—IZX% FVIILC BNE{EEFERX

AIETIELITLIEY A T E Wb A USEEEZ RS, ¥4 71 Tl, PiffigEo LA L&
ZFRAE FVILC IZEARMIIZ R L2l G T 5720, 4 v ¥y —1EfERO FVIILC 38 1%
RiiThsb. —7F, #4710 TIE, HUREEO EFIC X A5 FVILEC OFEIENER T

1YY =AY %12 b 5§ FVIILC 298 S s> (K 6).
5622 ZATIA>EEZ—DOHEERIE

1 re ey —flizfllET A2, BRI L 228 & B+ S8R a L, 37CT
2 BRI 2 O FR AT FVIILC % %2 % (Bethesda 19:). 5&4F FVIILC %% 25~75% 12 A % f B 5
THROLNA ey —filc, ZOFHMEERLZFELTREA ey —Nfit 35 ¥1471
1 rebedy =TIl 25~75%DHHT, EOFHPUERTHIZIZFAEDO A e By =l iFo 1

B05, YA TN T, FFEEL LTR384 v ey —Ilid e 2% (F£2).

L7225 T, RIEDA v ¥y — iz 725 TlE, AT FVIILC 25%& T 50% % #8 2.

BN

o
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FERMEMERANZAE LA T4 ey — HBREMAFAWZELZYATIA ey —

100 100
0 19 BU/mL 4 9 24 BU/mL
80 80
70 70
%3 23
=G = =8 =
85 85
7S &2
30 30
20 20
<
10 10
o 0
1 10 100 1 10 100 1000
FREBH o) HREH Jo=)
BF % FVIILC <1% 4.8%
6 1>bbE¥—I2X5 FVILC AFHLRER
BU: Bethesda unit, FVIIL:C : factor VIII coagulant activity
2 FATIBIUYATUA e ¥y —StillE
FSeRVEIMAH ANCE LS4 T 1A e s — BRUIMAF A AL TN A ey —
W BEAE VILET Ak A R BEAE VIDET WA D
{[3 0 yds freEsy— fresy— (=X Y fre¥sy— freEsy—
(% of control) (BU/mL) (BU/mL) (% of control) (BU/mL) (BU/mL)
1 2.7 5.2 5.2 1 13.8 2.9 2.9
5 8.5 3.6 17.8 5 19.4 2.4 11.8
10 26.4 1.9 19.2 10 41.5 1.3 12.7
20 50.2 1.0 19.9 30 57.6 0.8 23.9
30 62.9 0.7 20.1 40 60.8 0.7 28.7
60 79.0 0.3 20.4 50 64.1 0.6 32.1
100 89.1 0.2 16.7 100 72.8 0.5 458
200 77.9 0.4 72.1

BU: Bethesda unit

HREEEL > TA ey —NlizERT L5 HECH —~TLHZ ENEF L\ (Grade C,
Level IV). L722L, HIFH T, MEOEENLIZIN T EWI ENE, [ s — i
MR AR R LR A DIIWEETH ), LA, l4DBEFITH T HEEUNEDE =
)7 ELTEHB L7225 K,

5.6.2.3 HIRIMIFEOFILE

PR A 12 FVIILC 23320 S N A6, IEF MEE & A1 L 72 FUBEH Tl FVILC 3% { ff
T ALY, WEICEELYRIZTIENEZOLNDLDT, #HRINEEZH 50 L 56C T
30 0EELTH L 2 EHZEE L (Grade C, Level IV).
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A BRMEMRHFA

B I—FR7Fa75 S5 M(LA)

120 1 120
100 100
& 80 | &2 80
H H
! 60 1 60
| nd
40 r 40
o] o]
i b
20 20
° RViic FIXC FXIC EXIC ° I Fviic FIXC FXIC EXIIC
5110 2 31 26 34 o140 15 16 10 12
=120 3 61 41 40 =120 24 20 12 18
81:40 3 100 60 55 81:40] 41 26 18 25

B 7 ANEAREERFEENECBAL 8y =12k b7 =74 7727 b

FVII:C : factor VIII coagulant activity, FIX:C : factor IX coagulant activity
FXI:C - factor XI coagulant activity, FXII:C : factor XII coagulant activity, LA: lupus anticoagulant

563 HWRERZERFEHBEICHETZIIEEF—ICLET7—T17 77 b

FVII IZK 54 Y e Y —DFIET 2556, 8 IX KT 72 &Moo P R 5 E K75 S K
BEICHESNEBEEHH LY. 20HHDS IF, BE—BEIC X 28 EEFHENETIE, £
NENOEBERTFORZIMAEZIEE L L THET 572012, FVILA » b E5 —HEEH O FVII
ERGESHL LT, Aol MoBERFEESMRTI205THE. LoT, KIEICBT
% FVIIL DA O BEE K F iR ER L, FRRogE 2 %L, 41 ey —0 FVII ~OF¢5
Px L )HEICT 572010, MAEOHIEFRLZEC LTIET 2 2 EAET L. BHROARE
KrHOTIE LT 2L, SOICAHTHS. —J, LA TRIERICHELET LY VRE%
Ty 7§ A7, ENFGREERRFIEESRPT MET T2 L12%5. 20720, TRk
a5 2L TFVILUAOEE R T EEA LA T 2561, AEOWREME2E < 20 (K
TA), L TONRAREE RN TEEDS ERA T AHEIILATH 5 2 EHVRIERE NS (X 7B) (Grade C,
Level IV).

CCTRBS NAHHIE, REHIHEET 2 EMS ORT 2 HETh Y, AL
ENBoTIER, BFIZIZAPTT 70 A I F 2 v 7RBRICB W TIE, IRALEORKEICH
HDOENTbDIE R, ZOMEBHFIEEDITHIES N L I TSN R EOMEN R EHTH
D, BARNRBERES SN TRV, HLFTH, EIZ X ZERHEO:DDOSEHIE
ThbIEIZHEIN W,

6. lEMMARE

IFIMAERE (CRE T B #HEdR

1. &G PRICERT 2 HE 2RI S CNICE Mo EST 2 kG L CTEld 5 2 F iz & ok
FRHLFEAN O IR L TlE 3 A2 2 IRIMERE * BitG 3 5 (Grade C, Level IV).

2. RGP & LT, #Efn 0 2 55 RLEE VIT K135 (recombinant activated factor VII : rFVIIa)

H AR A 1F 122 2058
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(Grade B, Level III), &A1 b o> ¥ 2 A48 (activated prothrombin complex con-
centrate : APCC) (Grade B, Level III), & L < (X255 A& & 55 X ] ImE i bss v
K ¥ 8% (FX/FVIIa) (Grade C, Level IV) DWW N2 %IR35, Hik - HEldA v ey —
AR A & A kEC, %, rFVIa Tl 90~120 pgkg % 2~3 BRI 12#% 5 L
APCC Tld 50~100 U/kg % 8~12 R 12#% 5 3 % (Grade B, Level II1). FX/FVIIa (Z ][]
12 60~120 pg/kg =53 5. BIFKGE 8 K LA L Ok % & 1 TI7\v, MRS O &=
EEDET, 180 pgkg #i 2 V2 &b L, BN G13 1A & % (Grade C, Level IV).
—f&lZ, 3EHID) LT NOBEANL DV AEMrEH O LOTFHT L2 LIZHEET, &5
BOBFFRIERDUGEEIZ L > TEORRZHET HLEDNDHH. %5, FX/FVIald 2014 £
11 AD»SDOHETORMEMATEEE 72 o 72A%, FEEIRIZBIT 5 Z ORI T 28513 F
727,

3. A ey —Jiilindk <, FVILC 2 &5 8541213 DDAVP % 721355 VI K1 #A)12 &
D, FVILC 7" LA§ 2N H L. ZOGEIZIELT FVILC OFEERVE=S Y ¥ 7%
FEWid XX TH 5 (Grade C, Level IV).

6.1 fERTTiE
6.1.1 XER%E

SCHRIE SRR (2 MR L 72, MEDLINE (Ovid) (1966 4£~2017 4 1 H) % %512, (acquired hemo-
philia) AND ((feiba) OR (apcc) OR (pcc) OR (prothrombin complex concentrate) OR (novoseven) OR
(factor VIII concentrate) OR (factor VII) OR (rFVIIa) OR (DDAVP) OR (desmopressin) OR (tranexamic
acid)) DHRUZB VTR LN/ D ) B IRMTGEHEDO T ¥ 7 A (Level I~1V) & 72 D152 b O % xf
KL L S5, BHEOHTAFIA VIZBWTHIHEN TS HZ S PICEMEOFRHHIC
Lo THSNZITHIZ DV T SRR IS 2 729

6.2 HIMFEROFEH & IEMAEDREIGELE

Ay —DRREINLZVIRDY, FHE - W2 BIMERY 72TV AZPHFEELTED,
A7 BRFEODITIE, BWRE S ICREMHEE G T 2 LE0 S 5. 20 LT, HETX
& HIMEIR DD 2 W5 5 1230 S D DO IEIME RS EE L 72 5.

—Hz\2, A BIMERIZER MR BE I REE 2 S O W 127 SR PRI
DY T B BTN I B A 7 <, JR#Z B T R 5 A P I AT 519 2003 4512
HOAEETHO TITbNT v — FRAET TIE, BEMIMAR A SSBID ) b, WF MR
Bz F i 28 51, ArPA I 19 B, Al o B, BN S Bl ThH b, s 4 Bl TEeE
D 86% % diH> Tz, i, S 2 B, kR 360, WEALAE R 2 B, AR AR SR 1,
PERR I 1 6, WEIL 1 B1 T - 72, % T 2008 125K S N72bA EOH#AY TI1E, HEEMm
R A 55 B, B2 NI 34%, SHAWHIL 22%, A 8%, EEESPIIML 3% TH o 7. —
75 CREREN IR pA R R i, R, BE P i, SEER P & v o 22 EES A s 1%
IZA SNz EGFRICERET SIS OFEE R IIMERICR L CEE S Ik EE 2 G 3 %
WG A EEE D) TTH %V (Grade C, Level IV). FEE, AIETIIHIMIEDY) 2 7 235 <,
B 5913 12.5%, Collins 513 9.1% L it LT\ b, $72, BUEMES 2 & F A B O IR
BEFFORERITIE L VIERDPEELGEDSL (, RN S MEE 2 IEMGHES B DA m T RIS
KESWEST D, —F, BTG E S HEE , FTEEIRRIM - FEAICA LR 3w,
BTHIMOATHEINAZET 2REORMEET L2 LB 5. T2, FIEFEORERE L-THA



728

WIESRe A 7 — T VIFA, SMEHLEZO ILIMEEESA SN2 b dH Db, DL )T, EHEEAR
FRICBBE G 2 X ) IR 2 2 BIMER T b BIASET T 2 56 R SEEEEIC L 28 EBED
FEBRAFED 5L A 12 IE R 2 IR MG % BtG$ 2 %A 5 (Grade C, Level IV).

—75, & IRE R R T IR APEILE, kg b EPERECMESERET 20T, &
MLDEAT A I A I VIR 22 IR MBI E T H 5" IR IR HHE R MR 7 & 0 R RAE
RO F M OYEE GEFT O] 2 2E 12 L CHET 4. IRIER I 2 BANEIRE 1B
b ONL L, BIRERINCEAIORSG 2T 5 2 LidEERIER L. b BEHA, WHET
HL, BHFGUANIRGATLEIZ L 2 1IEIMEZ X5 L) RARBICEN T2 LBV ETHL. T
72, B HIZIEMEE % G S 2 EFNC B W U REIIHIEE % T & 2 7200 B NICI64T L TR
LI ENBEOFHRUEICEETH L (REIFHIEEOHSR) .

6.3 HERFOIEMBHR

FIEDIEMEHRE LTINET, (FVlla TH S/ K7 V' HI(/ K/ VT A A7 77 —%)b
LSIZAPCC TH D77 AN X AT )DL EHENTE 2, —75, 2014 4F 11 0z
AT A ML 5 X RF NGRS VII 1354 (FX/FVIIa) Th 531 7 1 v b (b RAME#
FEWEGEAT) SO DE TOBEHTRE L 72 5 7228, T OEBERICBIT 5 HHBEICE T 5251 F
EH 7,

AIEZ BT 5 3 H O I ME RIS 2 2 LEHBRIE L TIrbhTwiawn, 72, Eif
RIZBIT 2 IR RIC OV TOMEE, (L&A LD FVIIa & APCCICET 2D THD. ZD
7290, WITNOBHDBL ) ENhEH LN LOTET LI EIERETH D, HHROBKERD
WHEEIZL > TZOMEEHET ZLENDH L. L LA S, rFVIa & APCC O B2 L
TIE, %I, Baudo 5213, European Acquired Haemophilia (EACH2) registry ¢ KB 7z fif /7 #L11
Wi, A O L MR RANIIZEETHRD TEHWAERIE93% vs 93%) 25H 5 Z & ZR L7z
%72 Borg 5137 T ¥ A THEAT & 72T R AYTIFZE (SACHA registry) T & Wi#H] & & @\ 1L IMA)
F(81% vs 100%) 7R L7z & i LT % (& 12 Grade B, Level III). —75, wANIMEA L7
INARZ L IMEFI TR TH o TH, MOBANG Y HER 52 LI2L o TURMAR LN L6 D
HHEON FBEOIA IV TIIOVWTR—ELERBEIRS 6%, b, Shitd
rFVIla & APCC |2 L Tid, T I ToOHE 25, @EOMHE O TldillieERiE% 1L L
DL LIEWEHOBEIZRWEEZEZ 5 s. IO ETHEHITEEZR N A /S A IRIMEA & 20
FoREE T LD,

6.3.1 rFVIla

Hay 5 I “NovoSeven compassionate and emergency use program’ (2SIl L 7z izt A & SE£fE S 7z
38 4EHY, 60 HiflT ¥ — FIZK$ 5 rFVIa O IR MAGE % 55 HET L2 2 odizidfh
D IRIMGHE - AR L 2o 2HERIMIZ 55V _X=URES FE vz, ks
=D L 90.4 pg/kg (FEFH 45~181 pg/kg) T 2~6 FEHE 452 HpJLfifiC 28 1] (#iPH 1~541 1), 3.9
HH (#iPH0~43 HRD#x5- 37z, 77— A b IA Y THASINZHEDOARFIL 100% TH
PUR=DHEELE LTHWO NG EITERND 15%, RROEMR1T% TH o7z, HHFEIHTT S
O, (131 8~24 BRI EONTBY, 2 OB B DINICEI RS S N WA 3o G
NOY)) B2 BB L E 2 572 (Grade B, Level III). Sumner 5 1% L5 Hay & OESI % & T
Hemophilia and Thrombosis Research Society (HTRS) Registry D7 — ¥ % T L, R %2 B8 %
#1727 139 B 204 IHIMT ¥ Y — I LCrFVIR 2MEH SR TBY, AHBLORHR
TEDELBANRIILBU THo7. ZDHL, 77—ANTA Y THESNIYE DA

H AR A 1F 122 2058
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3 DOAETEHHRER N A X A MK & 2 o 3 72 1

525

B %

B Woe
Ees
S (i R

i

HEREIND
WHRGHRD
Hit - H=
axXr b

ARG SR 7o bo v
Y AREF] (APCC)

77 AN

XA 7 —HRRE&EH

500 HA7 (10 mL)
1,000 Hifi7 (20 mL)

50~100 Hifii/kg
8~ 12 ¢4 1~3 [0

| HiRR$%5-81d 200 HAT/kg
R v,

[ s AP L R N
T HRETH .

T8z TR 29 v A G A
VII KT (tFVIIa) #5

JRY T UHLEER V) v
g
IRINVTA AT T 7 =<k
At

1 mg(1.1 mL)
2mg(2.1 mL)
5mg(5.2 mL)

8 mg (8.1 mL)
90~120 pg/kg

2~3 FEf4E 1~3 [A]

ANRTIEFRIAD 720,
2 B O $ G- FIFR A HE3E &
nz.

H I T K Y R O3 57 &
DENTH 5.

Sk IS AT, RIS
NI AT AREOPEED
HRhTHAHDS, BRI T
WEBEH L 22w,

M4 e 55 X IR T Inis b
%5 VII AT~ (FX/FVIIa) 45

WAz M EEENEH

L2 R ML 22T

FVIla 1.56 mg/FX 15.6 mg
(2.5mL)

FVIla & L T 60~120 pg/kg
1 [a]

BINFEG T 1 e L, 8 R
D EoMEZ 220 T, W)
#2458 & & 1T 180 pg/
kg TR W Z L.

A5 25 36 B LLIA 0
AEF LB IS & L THL
NiH 2 &,

BIHG- O, RIZHKHA 2 $%
595 £ ToORMKIL 48 B
PibzEiys 2 k.

b7 FH AR 1A 15~25 mgkg & 1 H 2~3 [WOFEIH5-5 L <iE 1 10 mgkg % 1 H 2~3 B OHFE
APCC: activated prothrombin complex concentrate, rFVIla: recombinant activated factor VII, FX: factor X

295%ThHY, YIUR=IFEEOLEDOHERZFEILR0% Th -7z, F 72, EACH2 registry D

T RIS,

& 7> (Grade B, Level I1I)>" .

HIMZ Y — R LT T 7 —A NI 4 ¥ THEHENTZGEDORERFIL 93.0% T

HHED 2003 4EDT A — FFA TH VI T O WS E O & A 5 72O rFVIIa

T16H1(29%) I SNTEBY, HHZEIZ0B% ThHo7-. TNH 2008 FEOFE 2425 L 55

Bd 23 Bl & b 4 < R SNz IR IER & 7 o 72,
HY, WEhAS1 6B TH o 7> (Grade C, Level IV).

ZDH L, 18HITHR), 4FITRRHRT
ESIZODPEN BT 5 ARGETO 2B Iz 5t

F % 1FVIIa 12 & BEBEIZOWT, 10 EMOlEHET — 5 OMErsEEsn:™, 825132
Bz BF L HBIMTE Y — F 371 2oV T, 92%D Y — FTrFVIa 512 X ) Btk
ARSI (GERA41%, BRI 10%, RRLERN41%). ZRFEIE, WEBS=H 90 ugkg Yl ETH-

CHREIZBWT, 90 pgkg K CTdh o 72 B E LB L THEICBIFTH - 7-.
&) B FVIIa 2455 L 72 B B RPAEBICRFTH o 7.
R 12 HHFLERS 1,

ZDH B 5L,

T 7,

th I A 2 72
BE 6 PICEE 2 HHEF
WINLW SR GIHEZ AT 4 S E 3 PICEL
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EERIMEERNEA XY N Th o7 (Grade B, Level I1I).
6.3.2 APCC

2004 4, Sallah 571 34 % K5 & L7215 5 EIRFZEIZ B VT, APCC(7 7 1 \")75 Ukg %
8~ 12 BFf4ECF 5 L 7458, ARRIZEEHM T 76%, HEEHIMLT 100% Tdh - 72 & i L
7o, BEIEMMCERREE TSR RMET 10 BOFG B LU 48 B 2L, hEEEOHIN T
HET 6 0PG5 L0836 M 2 ZE L7z, BIERIZEMTH ), MEREREIR SN Do
72 (Grade B, Level III). —7/5, Holme 5™ 1% APCC 70 U/kg % 8 WRi:(2#%5-9 2 T 8 Hlo
FREM MO ILIMELZIT) T LB TELEHE LTV 5 (Grade C, Level IV)., TNLHDZ & K
D, REEICKT$ 5 APCC DI G-mIT A » v ¥ ¥ —REFERMEIMAR & FAKIZ 50~100 Ukg T, 8~
12 B EAs 22 & biv s, F 72, BACH2 registry O T RMEIZ, MLty — Rzt LT
77 —=AbTFA Y THRENEEDEMNZEIL 93.0% TdH - 72 (Grade B, Level III)*”. Negrier
5 EAE 10 A APCC % 77.0 WU/kg #%5- L 72465, APCC O 5-[I% (CFI5MHE) 1E 2.1 |, 2o
HREIL 100% T - 72 L5 L, Borg 513, AJE 34 A2 APCC % 75.4 U/kg #%5-L, APCC
OG- ME (i) (£ 7.5 [, FH-HE(RRAE) 12 4.0 H, ZOHERFIZB ThHho/zb:EL
72 (& 12 Grade B, Level III).

2003 AE D DHE DA TiE APCC 13 10 B (18%) 1I2# G- ENTHY, HHE70% T, R#FH
WEADbRIANERIL 0% TH 72, i< 2008 EEDFA' TId APCC 135 BITHIT S, 441
WAER), 1 BIHER)TH - 72 (Grade C, Level IV).

6.3.3 FX/FVIIa(/N1 70y k)

INA Ty s BCAFT A B R AT T e (55 4 e et i) IS X B &, ARERAT G
K05 HIMTEY — FIZHHEN, 32V —FICANTHo e EShTwaY,

6.3.4 DDAVP(TRXETL )

4 ey —Jfilins { FVILC 2 E 2 854121k, DDAVP |2 X 1) FVILC A5 L5357
MDD ), EETHRICHER S 2 2B MIERICITER 2 S Ltz v 22 6o STk
L ¥ 2 —% &t Mudad 5 O#HEY TIE, FVIILC 255% LL o 12 61T DDAVP |2 & ) FVIILC 7%
16~140% DO#PAT EA L7, <12, £ ey —Hffins 2 BUmML BLTF D 5 BlIZ oW TR D
BCRIBL, FVILC DE— 271X 80%IZ:E L, FiliL4~6 B ThH o7z, —F, FVILC H°3%
KD 10 FIClE, 7 BB E THFEEDEEIL 6% K& &F 57228, Y D 3HFITIE
15~27% D L 5% 385, BRI S BIFTh - 72 (Grade C, Level IV). %72, Gandini 535 Xk
UF Franchini 5% & 1 > & ¥ ¥ — DO EGI THEGTHICHE L 5 2 % WIS 2 i (iE,
R I, BEETPIIM) 12k L C DDAVP BU$ 5 (0.3 pg/kg/H, B TFEE 3~5 H) #TWAERT
o7z HE LTV % (Grade C, Level IV). EACH2 registry D5 T4, Mt ¥y — N2k
LT77—ANIA Y THIEENHEDERFIL 643% TdH > 72 (Grade B, Level D> . L
ML, A rebedy —Jflins & DOREMITILUL DDAVP 23681 Th 4 L\ ) R T ¥ T7 v R
7% {, DDAVP L FVIILC L NVOERREWE=Y ) Y IPULHATH A ). 72, KED
BEIEERESL VD, BIERLEIRE L E T 55613 0E A TERE L TRE$ 54
ENH 5.

6.3.5 58 VIII EFHH

% L OFEBITIXEE VI JT-#ANTHIMIZ S L TCRISHETH 5. REDA e ¥y — DR L,
WEFO FVILEC QBRI FHINETH Y, [ e €y — A LRMEMAEEE THT SN H
ERE S LIIHMRERZHEET L2 LIE—KICHETH 5.

2003 £ Db AE QA T, IRMEEEKIO ) B4 VII - EA O MRS %<, 56

H AR A 1F 122 2058
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Bl 23 61 (41%) ThH o7z, Lo L, TOIMERITHER 2 6], LLHR) 4 61T, WrhHS 14 6 &
b %7572 (Grade C, Level IV). Z M0 2008 fEDFAEY TI1Z, 45 VI HF-HHI1F 55 ik
6 BIOAIMER S, 5L 2HBIER, 1BIRR BN TH o 7205, HRD 3FNALN.
fESRE MR 2 R SNz 8 BICTLH, 5 HBIAMER)TH - 72 (Grade C, Level IV). 2003 4F O F A
B LC, B VI AT #A 2T 5058 TB Y, bo TONA AR, &<
\Z rFVIIa % {5 % ffigk A% 2 T2 72, EACH2 registry Tld, £ VI KT ##]dH % (X DDAVP
2 & BRFRENT N A SR EHF X 0 IR ESARR TH - 72(68.3% vs 93.3%, Grade B,
Level IID™ . AJEIZH T 258 VI KT HAHZGI2OWTIHERTE 2 WET 2T EF Y 2d %R
WA, BRI L TR, BRI L TUI T 2BE s nEThr 9. T2, PURRIC L 5
anamnestic response (Z & ) 4 Y EF —Nlin S HIZ EATEZIE DY), ZORICHEFEREN L
ECTdHAH. —7F, Zhang 5V OWETIE, FVIa V& L4 VI HFHH O DS, tFVIla A2 H
M %\ Ik APCC A &5 VIIT R FREFANOPH LD b HERTH o7z & iy LT 25 (BRIE 95%
vs 58.3%, 41.7%) (Grade B, Level III). CIIZDOWTIISHEE 5 R LEFNOEHEILETH S ).
6.3.6 FHTEFDIEINA A

FIEBE OFAT - BULAILE 2 BT 2L &% IEMGEICOWTIBD T E T v A9 v
APCC (7 7 A N2 & B/ANTA OB FLEEERS 0 FEMAR O TAF 239 5 FVIla( 2 Kt 7 %)
X BEHYPHE SN TNEDATH S (Grade C, Level IV). i, WAL BEREL L O
BRI AR B O TFHTHI FVIIa 2 L7z 10 4EM 07— % 238K L, rFVIla O FAlFE O 11
MAFEIZOVTHE L TWEY. $£7:, Ma 5% 13 HTRS registry T, A%E 37 A 58 #ll2B1F 5 F
MEED rFVIIa O ILMAIRIZOWTIHRE L Tw5. LaL, BEO L ZAHMEFIIELSNTEBY,
LR ILMAHE SN B BIE VDT, FAIICL 28R L) 27 2o ICBE L TEoBIL %
PETRETH Y, FEHCHMRANOIT VIV MHPLETHS ).

6.4 BEEDEEERSM
6.4.1 NANXIEMFBEEKICK ZABEDEE

R, B § DRIV TR - RSN D BN 2 TW B A, /3 A /8 A kI EH] o4
2B 72> TEERN BB RV OPFIET 5. LIFOIHTI 2013 4£IZ2LETH, 2014 B &
082015 4EIZHIERATFIAT S 7zl A » e B8 — 3 MR BE T B IREET A K54 2 17,
(42 e¥y —DhWIREEIN S BILMERTA RS54 2 % L2, REOERE 2
OREWIZOVTOF E=F v 2 BHGEICE L D72,
6.4.1.1 rFVIla

J R 7 UHI 90~120 pgkg % 2~3 BT 2k o5 £ TG54, 72, H
MET KR OFRGDL ) ERTHL I LD e ¥y —REREREIMAHETEE CMiE s
TWBSY BE~hEEOHIMTHNE 1~3 HOHKTG 21T, LETHIUTESIZ 108
5% 479 . BEEAZMBIMTE 2 BMEOHRS % 12 HET) . #®cEL M348
ErFVIa 3BEHEE B EI N TV B D, A ¥ b Uy — A S RVE MR O EE H I % T4l
PRI IE N 7 AT ABO P (1 1] 15~25 mg/kg % 1 H 2~3 WO 5-F 7213 1 18] 10 mg/
kg % 1 H2~3 [MO#E)DER L STV 72721, BREBHIMTIIREBHEDBZN
HHY, FEHLAEN LRSI N T WS (Grade C, Level IV). %8, 1 by —{#E%
KRB AR 3B\ T HAE S (270 pg/kg % 1 1) A%l & 05 (90 ng/kg % 3 B4 3 [6])
RIS PORETH D EME SN TWEDS, BREMAR AT 2 HBIEALE LT



732

6.4.1.2 APCC

#E, 77 A3 50~100 Ukg & 8~12 B ISR ICHEE D L IEMMENET 2725 1 Hix
K 5-513 200 Ukg 22 T L %2\ (Grade B, Level III). 1 >t ¥ ¥ — A %ERMEMK
RIRT T B HBERER T, BE~PEEoBIMIC L 1~2 B/HO#S5 % 1~3 HE T2 1L, T
MRS NG Z LD, —), HEELR MM KFMEEIL 2~3 B/HOHKG % 1~2 4
B4 . CGELE, APCC & b I AFH AL IPHEETH Y, Li & L RBEHIZTD
(3, &b, A ey —RALEREMKFICES LT APCC O Hi#5 T HIILTBE O A %)
PNIHE STV B, RETOEMEZR b RICEEEIZ OV TIE—ED RS HE S L Twn
2,
6.4.1.3 FX/FVIla

NA 71y M(FX/FVIR) &, BUED & 2 ARREISK 3 2 FERR T O BRI 3 2 it X
T2 HE - &L FVIa & LT 1 [ 60~120 pugkg ##%5- 5. BI¥%5-13, 8 HrRY
D EoMEE & TITw, IS ORHE L SR T, 180 pgkg ¥ RV L L L, B
593 1M &3 % (Grade C, Level IV).
6.4.1.4 DDAVP

FAET VLY EVARMSEEE ) ©)0.2~0.4 pgkg % 20 mL OAEBEIEAIREM L, 10~20
IR ICERET 2205, #R DR LAK 2G5 5 & FVILC EARIRASMEE T 2 2 E3H 61
TWh, B, RETITMAIBIHICAELTBY), HONIREIIOVTOUHAELIKE VD
T, o LoFGREEZ1T> CFVILC O LAOEEZHEREL TB L 2 A2 F L (Grade C,
Level IV). F72, KHOEGIZH7-->TE, TORWERAZ ToHEML, L IZ2RUATO/NE
DHEIIKPEC, BIMERLEIRMLZ A 2 SiE 0% a 3 IME F 8IS L TikEg$ 5%,
642 ILME=H2U>THKE

BUE, NWANRAMEEOE=51) 2 7 L TRBEZRDDIE RV, ey —REa%
REMARFICBWTIZ bE YKL T X 7T 7 4 — (thromboelastgraphy: TEG, ROTEM) X° PT,
APTT, & VI HFIEM GFVIIa O854), b0 2 E v AR & E M 72 E 258 & ot
HhH LY. FBREMARICOWTY, TEG - ROTEM, hO YV - 79 2 3 v AERRER
7 B TdH B RIEAHE S Tw Y,
643 REM

FNTIEH A2, NANZRMBFFERIC L 28WER & L T4 OMBIEDSHE SN TWD.
APCC C X% A 1145 N ¢ [ (disseminated intravascular coagulation : DIC) /Ui A 28, fili ik 28
A 722 &A%, rFVIa TR MIMAE S, REFIRIIAR, B ZeiE, DIC Z& & o
MDA, WEE D 80%IT I En, HAEMO B LR, B, SIRIER D) X7 77
7y —%boBER, WAHAOKE  BHEHABICGREZ > Twa®"'Y Z2okze, Ll2ihs
DONA N A7 BEHEOEE M~ — 7 — AL EEIT ) LENH L. 72, B E L APCC
& DIC TOHGIIEZTH Y, FVlla TIIEER G L SN TEBY), NA SR RIMHREZ T
ZIEFIZBVTIE, DIC & L <13 DIC #fiiREE 10§ 2 HE R I LE TH 5.

rFVIIa & APCC OBFHIZOWTIEA v e € ¥ —REEREMAR A IZBWTHER) & D5
HDHVH, AEIZOWTE—ED BRI, WTEZHHNT 235613, MG % 8T 272012,
tFVIla O 5-1% APCC O¥iiE F Tldd 7 < & b 3~6 K] %, APCC O#5-#% rFVIla OfijE: £ T
3% LY 6~ 12 BRI OMIEE Z N ZNZET 5 LE)H 5.

H AR A 1F 122 2058
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7. SEINHIEE

I IIHIEAICRE T 2 HESR (1M 8)

| BRMEMAFAO B

PSL 1mg/kg/H
+ CPA 1~2mg/kg/B* [**"

(BREE A OREEE) *F

________________________________

RTX 375mg/m?/i@ X 4E |
+ PSL 1mg/kg/B [

1

+ CPA 1~2mg/kg/H i

BIEIDA e € ¥ —Hf, FVIII:C (B I UAPTT***) BIEIZLdE=FY 7

\ 4 ;
| VB~ GERE T DA L B H— A, FVIIL:COBIE
N " PRIZFEZR TH D5, 1EEFME TERETED> HFVIII:COHEM
CCREER | | CRAERRELDE |y gt s —hiE0ETE | | %<, 1 EEs—hiEb
D, EFIIFVIII:COEEMBD » R~ HEAN
\ 4 \ 4 \ 4 A\ 4
PSLB L OGFAED | |18EZ# L, cCREZERL H MR A 72 T T TE R & it TRREDIEN - BE**** %
E - ik 7 BXBETPSLE L UM AZED B L, EMEESLE EE. £z, LBEISLT,
& - FIREBR. 277L, 72 UM ASEEV N TV B 3804 AT D FEAT A R
REAFRIEC L DBWERT | | EmslRIEC L 3 RIER Tl
MR RS AT, BRED || ERLERSAIT, BEED
RN EZRE BN - EEAKKLERE
WEFEDES

- cCR (coagulative Complete Remission) : EFEFERIZLEERE
FVIII : C E&E(L 7> A b X —BHERELT

- PR (Partial Remission) : EB%yEfE
RIERLEE LT, /b EXZ— AL/ 2REBIZIET

B8 SaEHREo TV X 4
*CPA OPFHICOWTIE, X D EWREIHI LI T, 2OREWEETH S L HII SN EEICEET 5. $72, CPA O
AL EIEHO Y A7 3@ (Elg 7 &) SRS N D841, CPA VAR TORBLEET L. B, HiE
Hd 5 VIR 2 TTREM O B 5 ISR L Cld, T& %7217 CPA O % #1F %
LD SRVGIREIIHI AL TH 535G PSL X° CPA OG- AT TH 256121, RIX 2 W REELZ ZE T 5 (/-
2L, BBIRE LTORIXHHIZZE T Y AN +45Tldn <, »OoRBEAAO - OEERREE L CoORGHFEF L),
**RAPTT (IR 4 e ERNCTHEMAEE T 5720, 43 L O HRMIMZTA ORBE B 2 LICHET D, 72, 1~
b Uy — il iERRIG T CICIZERSRIRE M L 2w 2 L3 27200, HEHBIMATE 3 M A T OB R BN
WEFAZEDPEE L\, 72750, cCRERFIZBVTIZEDEEEIZB VT O IHERBIZTIETH 5.
sk A - B9 S HANL, CPA(PSL HAITHIMA L726), RTX, CyA R0 b@ERT 5. T2, BBEELZET LY
A, TEETHIUEZOHRREOIH % EET 5
%3, CPA, RTX, CyA %, AMEIIHT LEBEMIEED SN TV
PSL : predonisolone, CPA : cyclophosphamide, RTX : rituximab, FVIIL:C : facotor VIII coagulation activity

1. AFETIE, 29 LB THIMER2HEST 2 b1 TiE R, —#HiZidf e sy —
PHARBEET O LHFET S, LrL, ZLOEEEA ey —HEET 2 T TFIZHIL
A7 b, FEROK Y52 MAsED % & ENTWDB 720, EIHIREEIEARRE DB K
%I 5246 % (Grade B, Level IIb).

2. ASEIZXT T B IR O % —EIRL, prednisolone (PSL) HAl$: 54 L < 1Z PSL & cyclo-

#2846 7
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phosphamide (CPA) O F#% % & 3% (Grade B, Level IIb). 7272 L, PSL (Zid "Gt K1 D
N L B MRS A RBRE A RRO STV A, CPA IZOWTIZ &gtz ) 7
Y M =T AL EORBEIRICIIREERSH S S 00, BEEETIE, “HRARMEMALR A" EEE
HFOEEIC L 2 MM ERE 123 2 RBOE A IO S Tw i,

PSL O @I 5813 | mg/kg/ H % #AR L 3% (Grade C, Level IV). 72, {HEMIGKH 5 \»
1EEHEF 2 PSL DR & L T methylprednisolone (m-PSL) (2 & 5 A7 T A F/$)L A% #AR
THIELELWRETHLD, PSLEDLEFEMNTHALZ L 2RmTTET Y A\,

CPA 1F 1~2 mg/kg/H DfFE #5552 FAR & 3 % (Grade C, Level IV). GHEBIAAKEC CPA % f
AT 20122o0nW T, 4 DEFITRAT 4 v M) A7 ZRETLLENRDDL. 72721,
Ly —HiinEL, LY RERA ey —lIsSLERREMIC BV % %
T4, F72, EEE R ETEREER EORIWER O ) A 7 H3E\ &I S 5 354121 CPA /%
WAL L EET 5.

RS & 2\ ITHRIR S A W REMED & 5 PRI LT, T& 5721 CPA Mo 7 v F VLA
OfEH % #ElT 5 (Grade B, Level I1I).

FE G OR R X, 5 VI FFEME (FVILEC), 1 >k E% —Jiffils L Y APTT O]
SETITS . WEMEL, WGBS OIE 1 F, 7y ERIE 1~2 I 1 RIEEE L,
BRI N OMEBROLEDOREL L OHIERIZ L > THI$T5. # T/ el
Y —Jiflix R bEML, 1Y Es =Nl T ~HIATD 5 /-3 A L@ & O J &
BLOWIER, —J5T, HEMG3~5 HEBZETIEIFEO SN wiiii, EROLES
BIN%%EET % (Grade C, Level IV).

PSL & CPA DAL Sz Bl #)id, #T CD20 Hifk : rituximab (RTX), cyclosporin A (CyA) 7% & D
ti7» 5 2R % (Grade C, Level IV). & {2 RTX 2D W T HIEFIAME 2 TETHY,
PSL Hifl#25- 4 L < 1& PSL+CPA ff IO EFIEIUHE, B L O PSL & CPA D 52254
IZBWTIE, RTX B 53 L < 1& PSL %° CPA & Off I & IRE L CHER SN S
(Grade B, Level III). 7272, HEFATIXINSOIHFNZ, “BRYEMAK A” R “FEEE KT
DREEIC X 5 WIMMER R 1209 2 PREEE IR b Tz,

8. EHEy a7 YEAIOHEMIZG., & 5HWIIBEHEE LR S v (Grade B, Level IIb).

10.

I1.

12.

13.

B F 7T RAEERERN O H 1, b LFEREOEESLHEAIEO P LS RE R 541,
FIEIIHIFREICAT L TEETXE ThH 5 (Grade C, Level IV).

AE D FE NI - EARIE TS L B EGHETH 5. L7225> T, FEiphl#z 54,
JRQHEDRIFERICE D 2 & & b 1T, IERRRINT 253 2 35 & (I RGE O T Bk 3 % 3%
U5 05N% % (Grade C, Level IV).

FIEMHIELIZ L o TA Y e EY =2NHR L, WWEIRT L2k, —HTA ey —0
PR &30 5. 20720, HHFEETEIOPERIIA 1E, PEIS TELTIE2
A AR, TEDREE 6 7 HIZ 1 BOMETAPTT & FVILC * E=4% — 3 4. FEH
WZEER T R 2 £, WRETHIUTZFNLLEDE F L (Grade C, Level IV).

4 ey —PHK L7726, FVILEC XIEEALS %28, FEFNC & o TEIEEMEEL EI2HEm
T2 ENHD. F72, BEERELTERESZVWI LD, MREISHT L ERI
TCTH D, NESIERIC MR EDOIEF TH - 725a0, M) A 7 258\ &S
N72%A I, PUEEOFRRHLG * ZE T XX Th 5 (Grade C, Level IV).
FHRBUZX T BIEHIC OV T, FEFICROENHRE LRz, KA KT A4 2 THE
THIEES DS, FI5EREF CEREOFH S L <13 RTX X CyA & L 72ih# & #ET

H AR A 1F 122 2058
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95 (Grade C, Level IV).

71 1ERFHE

PubMed (2010 4 7 H ~2016 4F- 10 H) #xf5:12, (acquired hemophilia) OR (acquired factor VIII in-
hibitor) OR (acquire coagulation factor inhibitor) DI BV TEL N/ LHEAD ) B, FITHRFHB L
HARTA L EINHIZHIHIN TS TRRIZOWTHET L 72,

HARIZ BT 2 SCHROMFRE, BEHEE Web (2010 45 1 H ~2016 4 10 ) &5 R12, HRARMMK
i or ERIMEEFRF A e S — or RIS VIIHF A » e Y —OXTHS NZCHIZOW
THGES L7z

7.2 RIZHNEIEE LD IRRFER

FIEZ BT 5 HMEIR 2 0E S & 5 7201203, BN F3AN X 2 ks &6 LT,
PPHEE CREE S VI’ F 1203 5 4 e €5 — (HOHUE) O A %I B X R 2 L%
DD, —EOEF TIXHREMOME SN TB Y, & TFREES X OUFEHEICoW T,
Gritady B VIZR R P IERIERRCOEB 2B T 5 2 128, REIHRESAE 2
ELdH B Fo, A REY—DHEIELTWTD, HIAERIZZ LWER S T 2. L
L, #EEA ey =AM SN IR Y, BEE - By 2 BIMERASA T 5 ) 2 7 2512 o
TWwh7=%, #EE"RA %) 7 DH A FF4 >, consensus recommendation'™ DV §1LIZ BT
b, RIEOZWIRE B IZREIHIEE L BB T 5 2 LRI N T2 (Grade B, Level ITb).

73 RENFEEIOMDRHE (BEBOER)

Bea R RBIZBWTHEN R EDI R L LT, EL2EM (complete remission : CR) X257 5
fi% (partial remission : PR)2SEFE ST A Z &P\, RIEICHLTY, EROEFRICOWTER
WL TWELHA FTA4 0 BLOHIRMIZRIEERD 22, 512X ) 2OERIEIHATHL. £0
725, FHAETOR R EIIHEN D HZ L IBETLLENDH L. A5 ) TOHA T4 2
Tl&, FVILEC OIEHEAL 72 1 ¥ e B —HIKEELLT (<0.6 BU/mL) 2> SeIEHIHIF O# T %
CRDEFE LTS, F72, EEOHA FT 4 Tld, CROEFRIIRENTWARWA, 24EMD
=S T2 ARME T, FVILC OIEFIL 222 4 Y e €8 —RIBEELT 720 & HH]
RO T F 7 IAREFIERNI G L T fEm E TOMEER T CROEFRE LTS, 2B,
PRDEFREXRLTVEHA FTA Vi3, —EOERIFEDOATRBMEIN TS,

RITA RTA 2T, DOYETOSHEORIEIHFILEICET 23EICBWT, HEDRHED
s, X0 BHERRREIESTREE 222 L2 HWE L, ERoxEks, DTo@Ey, i
RRTAZEE L (B, AXNICHIH LALLM TOEREIZLTLE - L 2.

* CR : FVILC IEFAL 220 4 v e Uy —HHRELLT A0 REIHIREO# T F 721358 E /T

G- LW HEE CoaEr K (L CICHCRIERESIE 2 &)

- PR BHERR & LT, 4 v By — IS 172 Fi KT
$72, ERLCR-PRICHBEL, BEERETCEEMRIIOVWTHEREL
- ¢CR (coagulative CR, #t[EFERISEREM) @ FVIILC IEHIL 2 1 Y e € — & ELLT %5

159

*FVIILC AL, JEHI & U CREERMED 5 W IZ & Hisk D FVILC FE#EMIE L 258 L 5.
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74 EHEREKREE
7.4.1 H#5ER

1 reey —olRitxr B E LzmEifl#d & LC, PSL, CyA, Azathioprine (AZP) 7% &
S HHIF] > CPA, vincristine (VCR) 7 & O M EE3EH], $1CD20 €/ 7 0 —F VK TH
5 RTX, HbHWIyru7y) YEHORERE BLOINSOHELEZ EPHEI LT
BNz ft, SuEEAEASE R MBS, Ta T A v AIERE T T LI X B
bR R R Y b ST w .

Consensus recommendation'® 3 & OB, £ ¥ ) 7YOH A FF A4 2B 5 REIHIEED
22 K41 RT.

— W& LT, PSL(1 mg/kg/H) B 53 L {13 CPA(1~2 mg/kg/H ) & OPF FIFEH: )53 5%
SN, RTX Z HW72iG#EIE, —WRIEEPES LG EONEEE S L IE—RIER IR0
GOTRHEE LCHREREIN TS, F72, EEOFA T A Tld, RTX A TIEERMED
T REME 2 7R L, AL SeEfidlH) & O L2 HELE L Th2 0, A2 ) TOHA KT 4~
TIX RTX A TOER D BERFL L L TIF, RIX OF=E% 375 mg/m®, A1 [, FH4RE%E5 &
LTwW5,

TWREEEOHESE L, RTX EMOFEROBHRETH Y, oML R LN E LT, CyA
G BB O REIEIF OB B L ORIEERFEAREDIFTEN T 5.

F72, BHA FIA4 B XU recommendation Tl&, HHVED B A I L TO CPA & i
TN FMEHIOR G %, WERGR) BT LRETHLELTND.

Franchini "%, PSL(1 mg/kg/H % 4~6 #[H) Eal 5 0 L <13 CPA(1.5~2 mgkg/H, ®E
53EM) L OB EE — RS L, REEE LT, RTX(375 mg/m’, 8 1A, 438R[), CyA,
AZP, Mycophenolate, VCR 3 & UNREEAE AL ZHEE L T\ 5. PSL & CPA OFFHIEEIC
DWTIE, PSL B G- L DD XD ERIZA v v vy — DR A2 ER T X A REMA S 595, CPA
DFEFHEAERERICLD, RN LEGTHROLEZRO LV A7), BIEHERO 7
W, HHEECHGHMORELZEETLZLLMELTL, T2, RIXIZOWT, HEET
TR LT LRI ET Y Ald% <, PSL, CPAIZL DIEHENEZTHRWIRY, ZkEE
ELTHHEINAIRETHLELTWD, Z LT, MEERHEE L OREREREE, S8 h( Y
LYy — DO T & & IR ESNE Z &5, IRMAEERO ZkEEOERE & LT
ZEIFT TV 5.

REFENLREETH LI ERHRERDYH V5D L EOMHT, AN ECE 2 L E
5% (randomized controlled trial : RCT) (X, HHRMIZL 1 DO L 2HME I NTE 5T, Wi
POBEFEIMBOEREL D LEBRTVWE I L ZRTIET Y IR, BKTHbAETH —
WD B —EPUL PSL B G- L < 1Z CPA L DFHRE L SNTW DA, EEHEBEED
RERIE—RREOBFERICZE SN v, BIRHICBW L, BRRRICES S, 2hzho
BHRBICBTLEWERAZ E 2B L7z 1T, E 4 OB EICERRE I SHEERDPZR O Tn 5
OHFERTH B, F72, wEIHFIOFHEICBNTY, BEED) 27 En & n s
B, WE L7z ECTORBERAE L OCRMOBENEBINDE I LLHLH0S, TOBIZIZT47
RIGFNRDE S N Wt 2t . DEEA 55 2 R H] & RGRED ) A 7 AL LIE LIS
K3 5720, HEOFRESB L OWEREORLI, #H4 OEF CHEEICHRFT SNALIRETH 5.
7.4.2 predonisolone (PSL), cyclophophamide (CPA) (CPA (3 {RB&EH )

ME—d STV B RCT' TlE, B8 S 72 A%E 31 BlCxh L, —¥%isE L LT PSL 1 mg/kg/
H% 3 M #5 L, CR ZEM L &2 o7z 21 Bl % PSL HHG-4k#e, PSL+CPA ff 1L, CPA
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4 YD recommendation B L T A BT A4 L2 BIT LB REMEIR A RS 5 S0 o %

Consensus D 2)
recommendation'®” e 1507
FEATAR 2010 2013 2015
AT UKCDO* AICE**
2% - PSL B (1 mg/kg/H) S © PSL B (1 mg/kg/H) ESE - PSL HAH (1 mg/kg/H)
BN BB BT
— WP PSL (1 mg/kg/ H )+ PSL (1 mg/kg/H )+ PSL (1 mg/kg/ H )+
CPA (1~2 mg/kg/H ) CPA (1~2 mg/kg/H ) CPA (1~2 mg/kg/H)
fR# : RTX % 721598 ¥ : RTX & W 72505
EIRBAAG > SR H
g (ZREEA o e -
DI E ) £ C 2~3 3~5 8~12 JH[H
DO
—RIEEDIPSL o 54 SR RTX & oo SeyE $ i HESE - RTX B F 72 1% RTX
1%, CPA b L < IZ RTX % 3B FGF & At o SN )
. FRTLREsEoLN R Ao VY a2 - RE AT ETHEEOR
/i¢) 30N T IUE, RTX REH BT ) URHESE, HEo%R PERNHIFIBEA, Rk
1E RTX BN, A B¢l SEHDHIFIBE, ke B AR
Fa s EME R & 5 v i CyA PR A

T A TSR E

*United Kingdom Haemophilia Centre Doctors’ Organisation
** Associazione Italiana Centri Emofilia

MR GBS DT L Cwd, ERE LT, HESIRZED/ZEE Y e ¥y — il
THBIUFVILC O LH %5728 LRI C, BIERO A v ¥ ¥ — il L U FVIILC
WCIXEBEEDRDO LN, EFREICEIERIAON o7 Tz, EETOF—XA T
AWFZET S, PSL HMHk 5B & PSL+CPA ff FISIERED CR 31 76% & 78% T, #at#mH &
ZIBOSNT, FRlEGER L RO RETH - 7.

—75, PSL Hifli#% 5 & PSL+CPA Bf FlJ&i: D A # AT Tld, CR I 70% (HAEE) vs 89% (ff
F#E) T, PSL HU# 5 - L ) b PSL+CPA B IO T 5E 22> 7243, CR Z D& ST TEHROMK
SLEF—HL TR, S, & ICEIE CREITIEZORIERIC L 258 TN %
72l EZLNTWAEY . ZOfKRIE, 2012 F 12 SN2 T — 0y SI2BIT A RHBEE S
§% 7 — % fEH7 Td % European Acquired Haemophilia Registry (EACH2) T % [A £ T, CR 1% PSL
B 5-(58%) & 1) & PSL+CPA fif 1 (80%) D F o528, BIVER & PSL B 5 (25%) &
) & PSL+CPA HfHIFR L (41%) D252 T, WGHRE O 24173 (Overall Survival : OS) 126 &
FEIHDO SN ho 72",

I/, FA Y EF—2 M) T TITbNHIT BB ETFSE (GTH-AH 01/2010 study)"” TlE, PSL
Bz 5 & PSLACPA L IC OV TORBIIITON TV 2\ b OO, GHFIEDS FVIILC21%
TA v e ¥y —JJii <20 BUmML O34 1%, PSL HAR 5-BAtG# 3 A LA O FVIILC>50% 3%
HENR50% D LETH-722 L XD, ZOLEMPITHEET HEMIBWTIE, BEHESE L) PSL H
MG %E—BIRE TREZEPRBEINT NS,

HOENZ BT S, PSL HMF% 5 & 5\ id PSL & o o BIHIH] o ff s EA Z Tl <
b, —ddEE e LT PSL( mgkg/H) HA G- 5 L <13 CPA(50~100 mg/H) & D Hf HIF#
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AT LTV 0% s, — BB PSL IS & 2 BIVER (BEIRIE OME 2 &) ~ OB a R iGE MG
oA ey —JlidMfECTdH 5 2 &5, PSL % 0.5 mgkg/ HIZIRED ) 2 BB 5-H L <
1Z CPA & DU L TOBERMIEE BIRL COLER RO L. T2, LR vy —
WA ATLEE &I S NFEBNCIE, AT 04 B2V A#EF L LT m-PSL 500 mg/H F 7213 1,000 mg/
Ho 3 HBE$HES 2GR BERICHIT S, ZoB—-REEIBRINTWEE560H 5. CPA
WZDOWTIE, OGP —H CPA 7SV A E L THWOHN LGS H 525, RIETO CPA
PNV AFEFOREB LT E T2 Z13Z L. ANCA BB I % 12% 3 % R 2 A B 5lBR 12
BWT, 15 mgkg % 2~3 AMEIZHEITS 5 CPA 7SV AFEER: & CPA 2 mg/kg/H % 3 H#Z LTAIR
BEEL T, BRMEEFASETH L0, 2OV ABO BB EIMERE D ORIERNE D % 0o 72 &0 ) #E RS
WESHTHYY, AECBVTOREHICEEY D 2EFICBVTIIEE SN,

7.4.3 rituximab (RTX) ({fREREA4T)

RTX |2 X B iE#IE, oiEHE e i L TR o CR R > b O — )V oEK, &5\ ILEG
EAED) A7 B LE L7263 EMFBEENTEY?, RIX ZH—8R, FE3HEB/RE LT
Wb 22X /T 57— 25 5. Boles 5%, 12 6112 RTX B 5 (375 mg/m’ % dayl, 8,
15, 22 0 4 ¥ 5) #HifT L, 76145 CR, 1BI2SPR ZZER L, HEMEZ RO TIE, HHE
PPURE & B L CRIEZWTE D A » v ¥ 7 — J)ilio e ffi A3 212K < (22 BU/mL vs 834 BU/
mL), {EREGEEO A e ¥y —liAY 100 BU/mL A O E B T ik RTX A 5536 %) 70 3]
[ECTdhHReEEZ R L7

EACH2 Ti3"Y, — kit & L T RTX % Mo ey iiilH & 6: L 72380 CREIZ61% TH 1,
PSL Hifi#% 5-%°> PSL+CPA fF % & ik L € CR Fidm < % <, FVILC OIEHL b o iGH# 3
L0 b B (hJefl 65 H vs PSL HAE# 5 34 H, PSL+CPA ffHI#32 H) # B L /2. F 72,
BIWER S 37% 12580, Mok L i L <A 7% 722 o 72 (PSL Hih# 5-T 25%, PSL+CPA
BEHIRE T 37%). 72721, JEGIED D % CHMETIZ 25, FFAERIZ 2% (51 Bl 1 ) & fho
TG (PSL A% 5T 18%, PSL+CPA BfFH#REET 12%) & i L T - 72,

% 72, Franchini 5213, RTX TiHHE SN2 EIE 108 FIOHEIZOWTL Y 2 — L, 80% (86 1)
TPRULEDHEMRZROTVEHDOD, BWFIROADPHE SN TWVDLIEDO/NA T AH 0
Do TVBHREMZRIE L, B TILE SR TR <, FERD LS #RPREZ o
BORBHRLEL LTRIX A HHITRETHL L LTV,

RTX % F W/ GBS ZELHINLTBY, DAEICBWTL, RBREAN RS L EOM
FAREERD S STV 5. 2010 4F 10 H ~2016 £ 7 H OB T, H2SENZ BT 2 KIEICKH T 5
RTX X 3 BIOHEDH ), FICZWEERLA Y ¥y — & s 3 5 — kL0
HLELTHWON, —RBEEPESLBORBEE L L TCOMRIE 2 HlOATH > 72 (1 BlILH
BRIZOWTORHEAZ L), 72, HATORSIZ 2 HDOAT, ZOMDOIERIZE {APSL b L
CIZPSL+CPA & BEFICRE S 7z, 1 EHER L O, fiod 5 L 0134 T 375 mg/m’ T,
FEAEDHE L BOFRGTH Y, FHFSEEIL 3.9 mA~8H) THho7z. Tz, FHFEIZONT
1%, MRSA BLIMFETIET L7z 1 BILIANE, A v e B —DR T ~44:, FVILC O A ~FEH#At
PG I TV 5,

7.4.4 cyclosporin A (CyA) (fRBREF41)

CyA X, INFT—WEREICEIETH L5600 WEEL LTHWHND 2 LH4 <, CR
RERLIEND L CHEEN TV A2 ZREEORIE O 1 2L LTHERLTW5
WA RIA b4\, Pados-Gea 51, CyA (5 mg/kg/H TRHItA, IMAEE % 200~400 pg/dL 12
FEE) £ 7213 tacrolimus & A7 VA FOPEH % —WHEE L LT 11 41 (8 B2 CyA % #55:) ICHEAT L,

H AR A 1F 122 2058



739

G BAG I 3 B (o fiE) O RTT 91 % (11 BlH 10 B ISHEERIREZ R L2 & 2 L7z
L2L, ZOMEBICBWTIIRBENGEEL 2V, — IR —KEEL ) SENL T L2
ARHTH 5.

745 SHREy 707 RE (REEERAS)

EHEy 707 YEFI ORI B EREDT 1984 4 Sultan 5 12 & ) BRI HE &,
ZOH% b N B L b YEIC BV TREGIHRE L7 ST 525, Schwartz 5 O HHLAVITFZE
Delgado 5 X ¥ f##"7, B X CEE OB IR Y — A 5 0 2V ORERNP S, ZOHEMIEIR
<, BRBIS A ey — Il ANEFNI RS N AEEIZH V), 59 5 FHIERERD H e v
LENTWA, 72, EACH2 DRITIZB VT, y 7o 7y Y 8HIE 34 61(H 5 33 Bliz—Kk
W L BRI IS S e s, ARIEICH T 2 BIERO LN a7
7.4.6 IMIFTH - REREEE (RERREEEGRRERS)

WA PR Z R 3 5 ik e LG, MR NIV O N 5605 5. Ih
Lo TEHITA Y e By —DMliAMET L, 48 VI JF#F O KEF 512 & 2 Ik MGEE S T HE &
BRI L BB, Zeitler 5"V1%, 82 BIDAAE IR L SuIEM A ik (SiElag 12y 71 7' > 85,
PSL 3 & O°CPA, FVII #% % fi£H L 72 modiefied Bonn-Malmé protocol) & fitifT L, o i = >~

fO—VBLOVS ey —iRIfEOERDTETH- 72 L 2HELTVE. LaeL, DOET
EAFE XSS B 0IEWRAE H T A ORBEA A2V, ILMEEICHST 2ERAT, f el
=Nl e BRI T S8 2 LENH LA MR ZEBT 5. T2, MAEHUI 1 >
LYy — A DIMKHEN LA e ¥y —Ifllins 5 BUmML L EDYE I RREERETH 5.

7.5 IMteFEh

AAENL, FSERICIE FVILC K TIC X 2 IS E 2 ER & 2 2720, fulikeEikfcd -
2L LTy, BRI hobumesl b ik 208 08H 5. LA L, cCR ZEMRL2HEIE,
FVILC 25 IEHAL L, FERNIC L o> CEIEEMHEU LI LA T 200780 5720, IikiE A2
RET 0N H L. FHERIIPUMREE % 1T L T 2BlI2 BT, cCR EFRZICHUIMRHRE
FefiT 5. 72, A7u4F, BHEUR, foke, EEEEBEHE, MR - ER, MARRE O
FIXHIRIMIES D) A7 & 2720, [AiliRERES & OVREEIRIREDOZ W, G,
FREZEST 254 K54 (2009 SELLETHR) 127 23D W 722 I T B x5 % 36175 B B2 dH 5.
E 512, FVILC & FIRIMASETSAE ) A 7 129 A ME CTl, FVIILC=150%#: Tl FVIIL:C<100%
e & O L TR E FSIE DY 6 5 CH Y, F 72 FVIILC O LA & & b ICHEIR AR E 8 28
DAL 722 & bHME SN TV S 720" cCREKZIC FVIILC 255 % Fit 3 2 BI2 B VT,
LD FEIRIMRRED G PHIRE T 2 LD 5.

7.6 IR

Kok Cld, SO REIHEHELRICL D, KIED 70~80% L CR #EK T 5 L HMEF SN Tw
2151008 Collins H12 % % &, REBIMGEA 5 CRER T TOMIRIHh9fEIE 57 H (95%CI, 46~74 H)
THh-7:". EACH2 OFHETIE, CRIERF TOMRM P JEIZ, PSL M5 T 108 H (55~208
H), PSL+CPA ffHI#:C 74 H (52~151 H), RTX HM%5 3 L {13 Mho e @il o b i ik
T 65 H(29~144 H)TH Y™, Collins 5D & ) EHIHZEL T2 L) THAHA, CRDE
BVMEICLVRL L7120, TV OMBRICEET 2LEDPH L. %38, EACH2 TO—RFEE
DEFRIZE DA ey =B b FVILC>70 TU/L ER F COYM pyefEix, PSL Bk 5 <
34 H(17~76 H) & 32 H(15~51 H), PSL+CPA BfFH#%T32 H(12~77 H) & 40 H (18~81 H),
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RTX Hi#z5-& L < 3o ez 3milH & o b %L T 65 H (29~144 H) & 64 H (28~206 H) T
HY, Tl BWEEOA v e € ¥ —JIfi <16 BUML, FVIIL:C BEA— KD KIS BIFOF
WEFTHotz, ELTWEY,

% 72, GTH-AH 01/2010 study Cl, AE 102 FlOFHK T % 547 L, 28T PR IEHH1HE 31
H T 83%2SER L, HFHIE FVIILC<1 %% Tl FVIILC>1 % #f & i L C sl # g o xh
HARETH ) (FNZNPUE43 H vs 24 H, 77% vs 89%), F72 CR EB L &AL (0S) &
L IZ FVILC<1 % HED 28K - 72, & 512, WHO-Performance Status>2 B O S BHE S
OS AR E 7 BiE R R L2,

2003 SEDDYEDOHETIZ L B &, KIE S4B A > e ¥y —HKh 34 B1(63.0%), (A~
LEy —KTF)1361(24.1%), AZET7H(13.0%) Th -7 #< 2008 EDOHETTIE, AIE 40
Bl A e ¥y —iHEIE 21 B(52.5%), BB TRERICA e EY —258F L TWwzbDix 9
Bl(225%) ChHo7z. T, A vy —HE2ABNIBILBENLLA Yy —HELETTO
W X gl 2.0 7 H (0.5~15 7 H) T, 81%AFFELNICIHE L Tz,

AE I SRIE TN L o T CR ZZH A D —EIIFR L 2729, BORToE T, ks
1349 20% & \vbi, EEMHREZ P L TS ERT A oMM PREr 75 7 H (0 H~
147 H)THY, FREIORER I REMFIREICL Y FOCR 4507,

EACH2 OFEFIZ B\ CliE, PSL HMH% 5T 18%, PSL+CPA ff LT 12% O R % 7290,
CRER D5 OFRE COMM A IfEIZZ -2 134 H (36~317 H), 139 H(14~135 H) TH -
7z. RTX & V7216 ClE, 1B1(3%) DAIZ CRIER DS 44 HROFIRERD 2. TS F
BliL, —UHRE L MBROGEHFEDE, & L <I1d PSL BRI 5-411% CPA & 7213 RTX % & O HF L,
PSL+CPA ff FI#EH:BIE RTX & fH L 72 16E S £ 5 R E % 6T S, &R b
5389 80% T CR DIER % FRsH 7211,

2008 £ D HAE D FAY TIZ 40 BIrh 3 61(7.5%) THEL, Z0 I b2flizzhEhs H A,
8 RABICHIRL, A 1BNE8 7 ARICEHIR L%, B 77 AKICA e ey =25k LT
W7z,

RIEDFCTFNL, PR TIE7.9~42% EHiE SN TEB Y, JERIZIG L, seEeinils: oI/,
BB XD 5™, Collins H 1, AE 143 B 13 61(9.1%) A%, H4efti 19 H (1~146 H) T
M X 0L, $72, BIEZEFAEL 72378 (33%) DD b 12 BIAFETE L7z & L Tw
5" Borg 521, 82 FlBHFHAIIZE A MAT L, SFETE 27 H1(33%) D) B 20 ADVFEfER 3
A HLDMNIZFEE L, 10 FIABUAE, 3 B2 TH -7z L LT 5.

EACH2 5" TIE, PSL ik 5 T O3 28%, PSL+CPA ffFI#E T 33%, RTX %
726X 20% CTd 0, AHERTE O S8 IE IG5 B M AE (9 51) 23 (6 1) £ ) b Zh o 72
CEAURE Nz Fo, WIMETORTHENL, Bk %2 &0 L T 7zoid 1 810D A& (PSL+CPA
BEH) THh o 7.

HAENZ BT, 2003 4D Tl 58 FITHILTE 8 1 (13.8%) T, FERIIMGEIEAT3 6, H
11752 ), Z D43 3 FIT, 2008 4FEDHE'Y TIE 40 BIHIET 10 61 (25.0%) T, HILIZ X AIET
D35 B, RYRELIC £ HIETEAY 4 B0 (Mg 3 1, BRUfE 1 61) Tdh - 72, SIED HIEL F TOHIE
1.5 HTHY) 10 B 8 6l THFRER 3 7 HUHDIE L TH - 72,

WITNOMETD, AEDOILRIG M E & b IZRIEIHIEE L) BEN K & 2 ILEL 5o
TWD I LD, BIGESHOFEEPEMTFRICKEREEL G222 ICHETLLEND S,
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8. ZTOf(UNEYUF—32)

BEOLIERTH L L, EEZEIFDMLEBR) (L THAN) Bz EZ LEs 2 L
L0, AETITHMEEIZ LI LIERY FEZEPLEE R L. 2070, HiiAlay hao— )&
N72RI, BEROT-OD )N ) T—2 a Y PLEE 2585655\,

LL, WORLEDI I LRTarIATINEY) F—arERBTREMICEL T, i
SR HIZFRIRAFZEIZ D & X DIEFIIRE S 2 DIZE A E R, BRD S b0 fliRE 01
HLOHRTHLH., ZDizd, TETYRZERIIEZZLVD, ZROOMEEXSEICLT, U
U BfGEHH O B2, IR ARERREE AN, b LI, Ny FELZFHPLELLZ>THH 2
SBMLIN TGS 5 2 & 2329 4 (Grade C, Level IV). U B ) 57— 3 M o H i
itz By & L7zNA X2 LA O G1ZB LT, ARET 28T Y AN 2w THELE
L7,

9. HBHYIC

KIEDEGTHRIIABROTE L, RLTEIFEIIELZ R, EICRERYHOTENS L, 5
W% AFEE RN & EREKIETH 5. REFTFEARTHLERE LT, OEEZR I
2\, @QEMEDZ Y, QBB RAD) 27 Ey, @FIEIIHIFNC X 5 5 EGE0 ) 22
BHLRENEZONDL. 512, BROBICABEY) 2 A BN & 2 2 WHEMAH 5. AE
TIEINLDOZ 2 TRICH TR/ LT, BHIBIONHEICHLZLARKDOLNS.

% 72, rituximab (ZHAE, SREHGIEEOE ZEIEE L L COMEMN TIPS No0H D,
BN BT AEELBEXHO—DLEZLNTWS, Z0720, DAEEIZB VTS KIEDEEC
rituximab # I TX 2 L ) RERBEH ORI EINL L A TH L. 41k, S HIZBWNE
O R THIEE OGS, BB EOMELR EH7- MR ELNL I LTI TFHEIN, KA
FSA4 B MBI U THEI21T) FPETH 5.

FHH ORI (COD DR

RKEPFAR R - FRE (N AV 2y - vy, NTATVY)

BF L RE © BRORBEIEE: (hAVELEE) ZEERTSE, JRMBEZE, FMENA 4T v - Vaosy, IR
IIWTA AT 7=, AT —, hhHELEE)

HEHHEN © BIRIEFEE N7 A7)V 5, HitEEE)

IR ¢ sEERgE, JREAFSE, A (h MRS, s Y »)

A Ty FRER - BARER(7) A DV A Y — X)) ZEEITSE, SERBEZE, A (h A RE)

BRIVHERY - SZRCRFE, JLRIBFZE, M (PO MREE, NA TVEER, N4 T2y - U xosy)

HA B8 BRIRWIZEE ON2 A7)V %, CSLX—1) v )
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