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1. AREDZW % 6 CITIHR I EMEOIRED L L Tirbh b Z A E Ly (Grade C,
Level IV). b5, ZROMMIERE & 612 APTT OAMEER (IVMOBIER, PT 1EH#)
L, 528 VIT KT (FVII:C) DK T 2RO 7ZGEEARIELREY ZENHEETH 5.
51T, BETHIE, HMARNIVHL P FTHZLn@H NS, 72720, HIMERAEE
THO, TICFVIL: CREVIIRFA e sx— (LT, 41 vebx—) OER®EL
NEOAIE APTT OALEEDORBFETHMFIZT v HIL b & L IZMHET 3 Z LAY E L,
2. APTTHEE, FVII:C DI FIChA, 4 v ¥ 2 =Bt chiud, AEIHL SEbs.
=77 L, HEEZBD=0IZIE, 7+ v 74 LT 5 Y FIAT (von Willebrand factor : VWF ) O
TBXUONL—=TZ27Fa72 5 b (lupus anticoagulant : LA) DfFEE S ET 5 BENH 5.
3. 4 vbeb -l XNEE TS 2 AR & < TE Z OBICEEERE A
THGENDHDOT, MATHOREERRLBESEEOFEICHEIRNETH S (Grade C,
Level IV).

4. RV A &850, AETIIEROERERS & FVII: Cld—H LAV, 20729,
FVII: COMI S 7258 T EELMM AL TSR H 2 Z LICHETNETH S
(Grade C, Level IV).

5. 4 et x—0FVII : CHHIERZER B X ONREIRIFETH 5720, APTT 7 a2 3
Fo U RE AT O BRI E 37 C T 2 BEME RO T OMIEE1T5 2 L X
N3 (Grade C, Level IV).

6. 4 —HlizHET I3 S 52 Uit E 56°C T 30 /rME L, MidEh
SRS 55 VI K T2 Riib 45 Z L o 55 (Grade C, Level IV).

7. A4 T4 e —OHlHlERIVEZFEELEhTES T, {1 v g —Jiffiz
HAEE O 5388 & Ly (Grade C, Level IV). £ L A, SisillifilEEO R HE D 72
ORI L U TR L 72 5 A K.

B tmiaE
8. Am PRICHEMT ZMEEMINE L < I ZBIMOMEST A & & 7 5 WEMFEA O LT
R IEIMIARE BRI X & TH B (Grade C, Level V).
9. IEIMAREE U CBA TR A WS ERDEERE S VI 784 oFVIa) & U <I3WEMA 7 o
by e v EARET] (APCC) 258 —#IRE§ 5 (Grade B, Level ITI). 7z72L, Wi%dA|0D
FBLELEREVENNIEH LN UHTET S Z L IEHIETSH 5.
10. 4 v ez —HifiM&<, »DFVII: CAHH & 38541213 DDAVP & L < I35
VI H#F O & S X3 (Grade C, Level IV). 7272L, ZOZhFHEIZIE FVIIL
CEIEBHRSE=R) VI TEREND .

B ZEHEE
11, ARETIXEE - ZFEMAHINE X -T2 L2050, BWkE S IC R PIHIEEE 2 G
NETH5 (Grade B, Level IIb). T4bb, EEAMMIZE SAA, BEOHMTT IS
IEIMERE A LEEE L WA T8 B IHEE A E B ICHETRNETH 5.
12. %y PHIEE %13 prednisolone (PSL) DBk % A L L (Grade B, Level IIb),
PSL O#IH#E 52135 1mg/kg/ H & 5. Z s, PSLE “WEE A 7O sg 2 & 5 Wi dE &Ik
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12T B IRFBEEIS 20 5T 5,

13. BEOFMmPHBERE, 4 e s —Jiff, HMAER, o E TomuEilAl o 6 E
BREEMELZET, X0k ZiilnsnElchn, »D, BENYVETE S LM
N2 54121%, PSL & cyclophosphamide (CPA) DPFFH¥EE S ZE 4 5 (Grade B, Level
ITh). CPA I 50~100mg/ H DRI 5-A2HA L 52, Hilind & & CRYYEZL & DRIFER O
2 nEOEHE XN BGAICIE CPAVSL ZFLEE EE T 5. &k, CPAEZLEEMETY
7% b =7 2 (SLE : systemic lupus erythematosus) 7 & ORERFIZ R U TERIEIG A & 5 23,
“BRYEM AN A7 R “EEE AT ORI K 5 HIPERE” 1233 2 RBoEI0IE 5D & Z A5
B HNTRW.

14. IR & 2 WVIZAEIRO TTRENED b 5 ZPEISK L T, CPA Rfthd 7L F ALFI O H %
BT BRETH B (Grade B, Level 11I).

15, GEEPIHRIFEEO R FITA v e €2 =D T OFE 2 TR TS (Grade C, Level
V). Thbb, HEEEER, TEHEICA Ve g —IliaME T 3 2 54 13 55 % Wik
BH, 4~6 7z > TE 4 Y e ¥ a2 —JifliMK T U Zaniaid, EAIOBMNRZEH 2 EET 5.
16. PSL & CPA LIS Gy2iflAiL, cyclosporin A (CyA), azathioprine (AZP), rituxi-
mab % & DH 5 IRT S (Grade C, Level IV). Zd, BIRTIE, ZThoOEFNIE “H%K
PEILAS A7 0“1 DFEE 2 K 2 IR (24 2 PREEEI RS 5 Taign, F 7z,
SRy a7 VEFIOFMEE S 5 5 VIR X kv (Grade B, Level 11b).

17. AREDOFER DO ENTIEGYE IR $ % EOWEL» H 0, IR AP I s %+
ONCEHE L 2228 5, BEGYED TR 5 NSRBI RIZHED 5 XETH S (Grade B, Level IIT)
18. BPHE TRRICHBR A Z 2 TRERIA MG SN TH D, B RINICO-2HEL 7 + 10—
7y THED 655 (Grade C, Level IV).

Key words: acquired hemophilia A, inhibitor, diagnosis, hemostatic therapy, immunosuppressive therapy

B RPEM AR A (acquired hemophilia A) 1Z, FE 4 MAUEIR %2 29 % #EE MO B fivp:x
BTHD. W, WEWHIHAOOH D, BAICETODHEAENNONDE X512k > TE 7. Wht
TRTTIZARREDZIEAA FF74 2V B OMMESN TR, bAEIZEWTIZZ e
FOBFIZONTOREN &L, BHERPMEIZZERET > TOWEONBIRTH B, Z I T,
H A A 1R L2 2 I ATE D S L iR O UL 2 B & LT, SRMMAR A BT A FF
A VEREBEBRAREL, HANO N EREHMRORZR AL 2284 F 54 v %
fERC U 72, AIEITFIEFRORDIAL, TOWE RS DTS 20, K% HM &3 5 KATD
A 59, —ARONRI/NER, AR, SV BIESEL,  BRER B IR O R A
WERUEENEDN D D, ZD0, K4 FIA4 v TIRRINZEET 2 [ gt D & 5 —fikii D
A ASEYNCARE A 87 LRI VL b TE B K ICREE2#R L. AHAL P54 v
DERIZKD, DARETEREDORRHIA LD —EHEE D, FHZWiL o CITE IR THhI
52Nl Eh 5.

2. HARZTAMERDTHE
H A LA 1R 12 2 1 R 22 A B HE AL & B 22 A D LA 22 D GG & 3203 ¢, SR PRI
ARBIRAA P74 VERRRZ 2R U7, MR A VN —UIUARER R D 6 B ORRICI A,
MATRRZLSN 25 2 4D F2NHERER B LV 2 4ONFEANEBIL SN, ZOH%, FHE



BEIZXDERIEEN TR, IMEFEME L &5 CICREFEHMEL S 55 4 F 74 VEKR
RE - WhHFEOAE=F VIZMA, ENAOBHGR O T Y 28NE Sz, R ILIiG
ks K ORI IIHIERAICB U RISk 2R L, [RoNn-RAE2 S LT v X
LARLEMEELZZ., 72, ZROOHHOBERHREZEZRL, X 5IZHARDORBREEILZ ED
BREmM®L 7= L ¢, ZESTOMRICKLOMRE AR ELL. TET VAL EZNIC
SN HESED 'L — Pl The UK Haemophilia Centre Doctors’ Organization (UKHCDO)
R The Italian Association of Haemophilia Centres (AICE) O A4 Y & —@BEH A ¥ T A4
v P MERFH LT % Agency for Health Care Policy and Research (AHCPR) (¥ Agency for
Healthcare Research and Quality (AHRQ)) DiE# " IZit-7- (F 1).

£1 ITEFTUVALNLBLUOCZRIIHE DO RO L — F
( Agency for Healthcare Policy and Research (AHCPR) 1992")

gD L — F IEF VAL WRT 4

A

Ta D AR BALILRITR D X 2 7+ ) v 2
Ib Mg & b —D DML LA

[a D DD XL FTHA v I TSR GEMESEA(L)
I1b D EE—DDELTHA ¥ E - HEIERIZE
1 KL T A v ENIEFEERIFERITSE (Fofz - BT - REFIIFYE)

v HMIROBRE - B - HRAEER

> i
o

AREG RS VI Ko 28068 (DL, 41 veeg—) RHBL, ZO/KR
% VI EFaE (DUF, FVIL: C) 2F LKL T, ZERM A T IR HA RN I 24 &
OMMERZ RS 2RETH D, EELMME A TEaNnY 7. ZOREIIIBE R B
B, it & AT RICE VI K Ficxhd 2 HEPiA (autoantibody) 23PEE S 2 HE HE
PEHTH S . IR TSRSy P Y RS 2 F VR (activated partial thrombo-
plastin time : APTT) DR L FVIL: COKFAALR, LIFLIEA v e g —& FVII:
C AT 2. BRI HIMEED (EMEREE & 3124 Vb ¥ &4 — &1k &1 5 7280 O sl
EEITSH, MEFUEUIROHTLTBBEE 427 7Y —J, SERMOSE VI K T/R 25T
HAMKEABETCEMAHBELNET A LICL->THE VIIRFIZHTE4 e & =3
W22 D50, ZOLEEFEMIA (alloantibody) TH O, #HAVEMAKTED 5
N3Ok XM S N3, &k, HBRMICH IX KTICHd 3 ACHUR» BT 5 %KM
M0 B &/ Cldlies " 2T ah, bAETORERIZ L MO TERTH 3.

REHEE

AIEIZ ENLIERT, ThE THEM100~400 FAIZ 1 AORIELY P L Z1 5N TE
A, Blt, FEETI DI 72 EEBREO A TR 100 J A LT 1.48 ADOFIE & i &
N7z HHE T A AR 5 2 LR B 2 RS 2 T - 72 3HEM O T F —
N EERTZE (2008 4F) Y T 55 B X h T\ B A, EEOBRERAKIX 6125, Wit
TORIERITINE D EHEHI XN 3.
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4.2 MHEBLUREERH
DHREOFAETIZ R LIIZ1:09 7T, HoraMET o, BIEERMT 12~85% (i
YU 70 7%)  EMRIAVGA, 50 LA EOREFIA 9 BINE< & 5, NRMORIEZEhTH 5. 1
AOWETE R LIIZ1:09~1.3 7T, 60~70ERDORIENL N Y F2 KREOHM
ELT, 20~30 RIS RIE IS 2 kBN O Y -2 88w 6h, Elge & i
IO AR L B .

4.3 EHBKRE (FREE)

5 VI K204 2 AR O R AT X5 £ B AL LN L 0D, I RISIAET 5 HhE
PR (RRE) 12k D RIBHERERIHET 572026 TW3E "7 =L, KRR OW
5T WERMEOREG S D A2 6 FRO O (25~63.3%) 7 70" KIENE#EHICL
SHRENBZ NG, Ml FEBERO—DIZ%F6h3 Y. £ e g -2l X ik
TS RGN 5 T Z OBRICEBEREDTEEL T 258035 50T, HMATHCR
PR VS ORI RE T AU EAH B Y (TEF Y Z ¢ Grade C, Level IV).

4.3.1 BCHREKR

258 1) 5 =52 (SLE : systemic lupus erythematosus) CEAfiV 7~ F, Sjogren
KEMERE, R 25 78 EDOECRIEHEBDBARED 11.7~184% I2fFfET 5 W P ¥ 2o
EIC s Msm g, EAEAEIGE, Basedow 5, AW, BCRENENT%, Goodpasture
E{E&ﬁ& &@%ﬁ%b‘;dﬁ 5 6) 14) 15) 21) '25).

4.3.2 EEMKR

ISR R AE D 5.5~17% 12588 50, IMUEIDE & » & BEEME A 20 0 99 [EE
D 5 B, HHETIEERE S KBEHEN % <, W CINE & Bz BER 20 2% 2 of,
JRem, MR, AR, BRAS, W, RN, WREE, T, FUBROELE EOWERH B P Y. 0,
ML AEHESSS Tl i%%’l@'ﬂ’ﬁiﬁﬂi &MY VoS EIME, Waldenstrom 27 @2 a7 ) VIE, HEp:
U VSHE, EREREEOE R, A REREE, AREIRICSADE L 2 AEOWE A H B .

4.3.3 ik - Dk

TEHR - 3 A SIS TIE L 722 B A B NB T — I BRD 2~21% % s 5 1901091933
FREREHNE 3 01% 1~4 2 H MR & 20 h,  GEARTP R 3 itk 1 AR DL ERS > THRIES 5 il & Wi
INTVBE Y, PRITIEKIBIFT, 4 et 2 —2REHRNET BB 20N, FEEHIORE
2H 5. KEIOEREOFIIZENT THBH, 4 v —kIEOENRC & ik
UCHHIE L 74558, ARIGERME IS REAT U 72 [gG PUIR B AR JRIC O IIMAEIR 2 5 F i 2 L 7=
FEGIARE X Tnd ¥,

4.3.4 ZEH|

HANEE T2 &E 2 5 NBIEHNE 2.9~5.6%" " & 5D 27, W5 » KRGO
BIZREE R Z R B0, Ry ) vRr a3 L7 =0, L7 7HlEEDOHIEE, 7«
Z M Y EEDHITORAESAIEL OB A5SEDR TS P 9% Z2ofl, xF)LF—/%
RINEFE Y, A v A&—T 0V q, BCG L EDHENH B W0,

4.3.5 FOft

KAaIE Uz, FIEVER RS 2% i & DO ERBIIAIED 2.0~59% a6 5 W90 %
@@,%%@@mf,%%iﬁm,@Fﬁk%k,&mmr,%nﬁﬂﬁiﬁ(MMD:
graft versus host disease), WEPRIN, W2, 7 v — ViefEht, HEBIRE L EORELH
2 W0 R H DI A Y e 8 — AR L 2SR T R 4 L RIS RERE L 7
m%mm@ﬁ%é@a
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5.1

5.2

5.3

5.4

i)

AIE B RIEIR & BRI L D2 hs. 22T, £9, KIEOZW~O®E;
AL, RNT, RECH EOREZES 2T 5.

BRERAEAR DFESS

—ARIIZ, BRI SRR, Vﬁl‘bi@&? AT RIE L, e r o BEA:
JERLKIGHEN R b N s WA, BARMIMAN A 2 ZUHICE . 72720, HIMERA 4
&<, ﬂ?ﬁﬂ*ﬁﬁtﬁ&fﬁ‘*%%éhé% 2h 5.

A —Z 2 THE

—%iz, ERO 2 2 ) —= v AL LT, MIMCRBRE T LR & s,
BEIE R A TIZ APTT & 7'a b v v v VK (prothrombin time : PT) 23Thbh 5. %KAM
M A T, HIEER, 1MRE, PTIIZIER T, APTTIEEDA B 65 Nb. ZOHA,
BT NEWREL LT, WHREEER TOXERAIRZRN =T 27 Fa3725 7+ (lupus
anticoagulant : LA) DfEENRZEITF SN, ~/3) Vi EPEEFIORAIZEHET 5.

NEERIEADEE

KEDNISY VIPRALZEGAIEPT & APTT BAEICEER S 528, DEOEATIE, APTT
DAEDERRHRENB DT, %;wsi"’l B G-RHRIMLT A  ~NDA ) VIRA DA EZE FIRERICHER
T2 9 gL, VEEHIORANEDN AR, IRAD G WS THERN AT - T4 3.

HBEZHD-HNDIRE

FVII:C, 1 vebExa—Hffit&dicT7+ ¥4 75 FAT (von Willebrand factor :
VWF) Y Z v Fv a7 572 % — (ristocetin cofactor) 7% (VWF : RCo) #HITET 3.
5, BMAEET 27-0ICIF LADHEEEBETHVERHS. 1 e a2 —JifliOA5R
B35 TICHEMAET 2841F, APTT 27 u 2 333 v 2 ikBa 4 s 2 & e R AR
A&iré%%ﬁé%_%%ttéW

5.4.1 APTT7OX3I*%> > J#HEk (APTT XEEAHR)

PR IMAE I IE ST 4 R AR TIRA L, 37°C T2 MRMEE#% I APTT #HlE T 3% &,
APTT DEENEEEK FRZIZEBZDH, 4 Ve —DEEIZ L Z D &84 5 Z & i
T25%. 1SRt X3 ICBERKFRZ TR, EFRIMEORMIXD APTT LR IIES 24l
Exh, PO g2 =V ERT. —J, 4 e 2 —OGFIE FTIE, APTT ZEEAHIE X
iz <, B LLBEBRNIZIK T T2/52 =V &R d. 20729, S FIgMoss
B—VENEEONERIEIA VR —DFEAEET 5.

sk, ARERIZ 200844 A2 o [BEK A v g =&MW (7azx3IFy v 7ikER) ]
& U TERBOEIB IS 7 - 72

54.2 T7#>TJ4L 752K (von Willebrand disease : VWD) D#& 37l

VWF 2B KINIZIEF LT3 VWD T8, FVII: CHOIK T2 723 720N A0 E L &
5. £72, VWF OIK FIIBRINZAEC R 280, RN T+ VT4 LT 5 Y FIEWRE (von
Willebrand syndrome : VWS) &IHIN 5. #%AKM VWS OREEZKHIZE U CIEHMARICKAE
EUREET A2 DONEE Ly (Grade C, Level 1V).

5.4.3 LAIZDWT
LA OHIRAEMES 1) VIBEDVUAEREETY APTT OEEN RO 5h, APTT 70 2 3 F



5.5

5.6
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80 T —— EXMRERFRZIAE
—- BXRMEMERBA

50 [

APTT (7))

40

30
100:0 75:25 50:50 25:75 0:100

$%Iﬂlﬂ"’ 1E r%.[m:x BAHEE

E1 APTTZuz3Ixy vk

FEEIR R ZAE T, IERMIEORIMC & D APTT ERIIFESICHIE S, PO — v &E5RT.
=77, A e —OFIE N TIE, APTT ZERAMIES U< <, RISME U IZEHNICIKT§ 58
4= &R,

APTT : activated partial thromboplastin time

Oy B TCIRMIE S I IS S g — v AR 5. BIEIREOR M E, LA T3 R
#HL@FWHIC@Tﬁ%%Eh%KEﬁ%D,it%ykfﬁ SEEE D Z D
%7:%, Tho OREMBEOATIIENLPRELIGANH 2™, Y VIFEPURIEREEO I
i%&%m@i@#ﬁ%f@h,mmﬁﬁé%tfﬁfﬁmﬁrA&i%%@#ﬁtétm
RN D 7291213+ 57 2 G WE L BIRIER OB A EETH 5. 72720, NNETIE AL A&
%&EK%LLTLA#*@ﬁK&ﬁLAHT@@E&kéh&ﬂﬁ%ﬁ&%h%ltﬁ%
3.

DX ED

FVIII: CAMEFL, 4 et —Jffin’ 1 Bethesda #ifii/mL. (BU/mL) BLETH D, »
DO VWF WO T KO LA OFENEE X hiuE, SRMMAEA 2T 5. kb,
%mﬁéiﬁrir‘ﬁH%4VEﬁﬁ I E (3 & g % 728, 0.6~1.0BU/mL @
FERD 22543 E M & 4 B hEa% IS Rl 2 SR 5 Z &8 E Ly (Grade C, Level IV). KX
ztﬁfﬁmﬁfA®@%®$@%TT
BRECALEDIES

5.6.1 APTT &%

APTT sABEIZIZ L < OFHH A & 0, S 735K T Id U TS O @il 3B LA My
WRT BREE DRV A E, T PR D 5. BEER T3 E O F 12 RS O ik

TIE, BEOFVIL: CIKTAKME W e dd. MAEFETIZEHL T3 APTT i
HORFHAILIRE L, KL BELEKE LD, TRIhIHEAZEL T, ThE i@l -
RECHET S Z LA E L™ (Grade C, Level IV).

5.6.2 APIT70OXIx> > JHER (APTT XEREEHR)

BVIIAFIZHTE4 e ¥ —DRIERN I K ONREIRESTh 5 7=, RHEH%E
37°C C2HEME#ZOM H TAPTT #HIET 2 Z L B HER X5 ™ (Grade C, Level IV) (K 3).
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‘ B RIEEDL ’

22580 H M FE IR
v
[ APTTER, PTEEE ]
v
FVII:C, FVIIA > EEA—, VWFE,
APTTYORIF LU HER
FVII APTT VAR
FVIILC VWF ; .
avees— | WPEE L <o rnm
BREMmMER A BT (=143 ETFHL BEShHEWL
£XtEMmME &/ A ET =113 ET4EL BHICHESHLS
£XtE VWD
HBWIE [: (=33 &TF
%X VWS
E¥EEVLE | EfEduL
o 7L
LA P LET * BB * ETFTHL WEZhGEL

*LATIHBRMPHBREDHEL, ENFTLEDOVIICETYA v EES—RBENAZLNDENHD.

2 AW A O TNIE
PT : prothrombin time, APTT : activated partial thromboplastin time,
FVIII:C : factor VIII coagulant activity, VWEF : von Willebrand factor,
VWD : von Willebrand disease, VWS : von Willebrand syndrome, LA : lupus anticoagulant

0 71
- B
60 [ - 2K
@
|_ -
N 50
<
40
30 '

100:0 75:25 50:50 25:75 0:100
BEMF - FEME BEHLE

K3 APTT 7 1 3% ¥ 7 RERIC RIE IR I o 2
BRVEM AR A DA, RAERIZY S 212 BSOS 2 — v BIZE A 50A, 37C, 2
R 2 12 LoD S & — v SIHIRIC 5 5.
APTT : activated partial thromboplastin time

5.6.3 A bE4SZ—hliDOAIE
5.6.3.1 A>bEE%Z—I(C&% FVII: C FEEH#K
AFEDA v e B2 =3 LIFLIEZA T I Evwbh 3 KeEEEZ ", 24 71 TlE, Pk
BEO AL & QIR FVII : CIFEARISIRE LRI RG220, 1 e ¥ 8 —{HF
B FVIIL : CIElH 1% KiiTd 5 ™. —F, 24 T TI1E, PRREO LSFIC & 357
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MAEBAIZELT: BEXRMEMRBAICELT
RAT 1 AEER— BRAT N AEES—
100 100
o A2 EE 58— Affi: 19 BU/mL q 0 T AUEES—Nfi:24 BU/mL
~ FVIILC: <1.0% = FVII:C:4.8%
s 3w |
§ 0 § 70 T
‘s k)
= 6 E 60
o Q
E 5 E 50 [
. 3
g 2 % 40 f
30 0 f
2 20
10 10
0 0 - -
1 10 100 1 10 100 1000
FIRES (og) FIRfESK (log)

4 4rvebvx—i2k3FVII: CAREAER
24 TT TR, ViRRED ERE & I25F FVIIL : CIZIEAEMICIRE LIt kifi+5720, 41 vt
Y2 —FEEO FVIIL : CIXEH 1% R Th 5. —J, 24 71T, PikRED EFIZ & 354
FVIIL : C OWEE LIRS TA Y e E X =T B IC8 b 6T FVII : C At h 3.
FVIII:C : factor VIII coagulant activity, BU : Bethesda unit

FVIII : C DWE IR TA Y e 2 =N FET B8 b 65T FVII : C Ak
Xhs Y (K4).
5.6.3.2 44714 >eE2—OhlAE

4 v e s —Jifii & WE 3 5 BEICE, BRSO L 2= MR A & IR A A SRR L,
37°C T2 RMIIE % OFRAF FVIIL : C %% § % (Bethesda t4). 347 FVIIL : C A% 25~
T5% I ADTRIGER TR ONZA v e g —Jfiils, ZOFHBGTLEEREL TREA Ve a —
ifit45%. 24714 & —TIF, 25~75%DHPT, EDHFIEGEETHIZIZREED A
veEa—linfGohsn, 44 T TIE, HRELEE EF21384 e s —JiflinE
{&5Y (R2).

P->T, BRMMARA DA Ve s —JifliOBIEIZH 72> Tid, 5 FVII : C 234819
T50% A -FmBEEEEL > TAH v e g —Afiz T2 HEICHR 352 EnEE L
W (Grade C, Level IV). U2 L, BHIFETIX, BREOEEE{LIZE A TWEWI ENE, [
v ¥ a — Il A AR A R LR A B ORINEETH D, LA, L DBRFIIHTS
WIRRIBEDE=21) v 7 UCEMET L 72 5 A8 Ko,
5.6.3.3 #HRMFOFILE

BERRIMAEHIC FVIIL : C 23888 6N 5554, IEFIEE &R L 72 RISHEH TIE FVIIL : C 2
ZLETHZ IRy, HEICEELERKITTZENELLNS. FHIA Ve g — MKl
DOEERIRM»T E, A vebe g —pRiiidhasnwaggte b 5. 202D, 41 e s —HllE
R IE R INEEZ & 5 A L8 56 C T 30 30 L 72 A &\ (Grade C, Level IV).
ZZCiik I h7zFEHE, ARITREOEHRENE L TR S0 Tidawn. flzid
APTT Z7u 2 IF ¥ UV 7ilBRICE W TR, RHLEBEOREICRO 5N DIidn<, £ O
RIRFUE [BHCHIEX NS ] [FIo] 2EOMBNEERBETH D, BRI &R E D
I < £TE, RN X BERFIBOZDDOLEZEFIHTH 5 Z LICHEI N0,
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K2 ZATTBEIC 24T 1A Ve s —o/filllE

ML A IS T 7z BRI A IZAE U7
A4 T I H— A4 T4 e s —
AWM BRAFFVIIL: C %ﬁﬁ%?_ s _ || @R BAFFVIIL: C ‘%ﬁm%?_ \%%?__
% (% of control) frees frees 5 (% of control) 1rees 1vees
(BU/mL) (BU/mL) (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 0.3 204 50 64.1 0.6 32.1
100 89.1 0.2 16.7 100 72.8 0.5 45.8
200 77.9 04 72.1

FVIII:C : factor VIII coagulant activity, BU : Bethesda unit

6. IEIM/AHEE
B MR ICEE Y B HERR

1. A PRICIER Y 2 EHE e A M & ONZZ MO LT 28k L CTalsd 5 i I H L Dk
AR~ O IS U TR 2 I IE MG % AR5 (Grade C, Level IV).

2. IEIMyEREE Ul a7l 2 06 PERYEERE 28 VII K1 %4%] (recombinant activated factor
VII : vFVIIa) & L <3EMEI 7 a b v v ¥ v BAHRELA (activated prothrombin complex con-
centrate : APCC) 255 —# IR & 5 5. fk, FEiZA e s =R RMMRIZHE T, i,
rFVIla Tid 90~120pg/kg % 2~3 IEMHEIZHES- L, APCC Tld 50~100U/kg % 8~12 IK[#]
2P 5§ 5 (Grade B, Level III). —f%iZ, WHADS 5 EL 01K 0H»E2 55200
TS5 Z L IIHEET, RSBROBRIEROUEGEEIZE > TZOMRENETHDBELRDH 5.
3. A vee =Nl <, FVII: C A28 S 2581213 DDAVP & 721358 VIIL [K 18
Flizk, FVIL: CHA ERTAEEMELH 5. ZOLAICIEMT FVIL: C OFEFEWE=
B VT EREETNETHS (Grade C, Level IV).

6.1 1ER A&

12

6.1.1 Xiktas%

SCHR ISR IC#RER L 7z. MEDLINE (Ovid) (1966 -~ 2010 49 H) % X512, (acquired
hemophilia) 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)) DRIZTBWTH S NZLHAD > b IEMEHRO T
E7F Y2 (Level IFIV) &0 528D RE LA 512, BFDOHA FF74 Vickw
THIH STV S ik 5 CNZHMAROIERIZ K - TH S 2 SCHRIZ DWW T BEh e i
Z7z. ZDH 5, Grade B, Level I Ll EEEZ 53k ™ ¥ 12D0C, IRIMLGED Jik,
MEIER], ey —F, 4 vevs -, HREOAMEL ICHHFFROSHEH 2% 3
IZE &7

6.1.2 FFMmRICHTI7 7 — MK

BARMEMAR A O IEEEFROBURIZ DWW TR - ik R MR GO SH & HFRIZiT - T



BXRMEMAER A

ZEAANZA

£ 3  HBRYEMARIZHT 5 IEIGEEE
A veEsa—
. s L b . o\ o [Jiffi (BU/mL) | =& F ¥ A | {iED | ., oy - -
B et - PGk piE e il ey — K L & 713 DA -k HEROA N HEHR | sk
F¥afE (§EH)
FVIIL | FVIIT AP RS 5| %R VRN 4 B | AW 11 B |[&flio 2 4 7| iz L 1997 | 55)
B m4veEs—
2 B 1% A %,
Ehfli4 v ee
s —1 i3 e
#h
rFVIIa |90 g/kg % 2 W | #2 KVEMLAGH 6 5 |FREBI T - i IA| 26 111 B FiRh R AT R | Al L 2000 | 56)
g, MBEIZEL T il 35 = ¥ — 97 % (I fii 4
120 g/kg £ T F i), 82 % (fii
i AP L)
rFVIla |90 1 g/kg R — T X |Ttalian registry of| 7 7 — Z F 7 4 ¥ |15 (2.5-323) 111 B 90 %I H W T AL 2004 | 57)
58 i, Fikic % |acquired hemophilia|iA#E : 19 T — av ha—)uf
5.7 i BB REME F, Y= UR fiE
i 15 15l i1y —F
(Ao AN 0L 11,
BN i 7, B
Pt 1, i 1)
rFVIIa [90.4 #g/kg (45-|NovoSeven T 7—2ZFF4]43 (1-4,500) 111 B 7 7 — Z b J | HIB#ESEE 3 | 1997 | 58)
181) % 2~6 157, |compassionate use [iH¥E : 14 T — 4 VW A|DICIZX A%
28 [1] (1-541) / = ¥ |program (2% 7 5| F, AL ~N— Dk #1100 %, Y |ff (B2 6 < hy-
Vo= F, 3.9 H | R 38 i | 160 = &Y — N — ViHiF ¢ 4 |povolemic shock,
(0-43) F o (BHEiA I 7, W75 %, X R|K H i Iil, PCC
i 1AL Y L 40 AN 1T %, M| B BYE)
R - A #h8 %
20, SHEHLE 3)
rEVIIa |90ug/kg % 2 W[ | B R PEIRACR 4 5 | SERENE S AL 13-36 111 B A7 3 B KL 2000 | 59)
i, VBEIZIHL T
120pg/kg £ T 34
it
rFVIla |84/g/kg & 2~4 W§| IR0 % & 435l (#% | 42 95 ] © 50 = ¥'|38 (1-875) 11 B |#&230%, A2 GHEA| 1996 | 60)
ik RPEM A 13 il % |V — F W46 %, R, KRR
i) 12 %, ME(ZALU 11
12 %
rFVIIa |[HV 0L 2 90g/kg & |SERMEMAOR A & U | A ¢ diE M I | iclZ L 1Ib B A0 B C A R | EIRIERAE 2 74| 1999 | 61)
2 e g, 22| <UE B9, S VII45 &'V —F, 4 69 %, X H
& U T 120 p2g/kg|IKIFRZAE 4 B, #% |FHLE 22 = — %16 %
F IR, KT | RPEILAOR 4 3] F
90cg/kg % WLIE Fif
Lz D% 2~3 W
5 1~2 HH,
2~4 W 1Z 6~
7 HIH, 6~8 K
4 2 JEE
rEVIla [60~120.g/kg, LA\ B RN 17 5, |49 5 -C B &I A HY | ALk Ze L 111 B A0 il C A7 Rl L 1996 | 62)
% 90 g/kg % WFE| Il A A 68 i, IfiL| il 346 =& — F, 79 % (B4 i A
1206 U C 2 WEfIFE| A& 7 B 21 B, 55 | A i 148 — i), 62 % (7
SV 1] VIR RZIHES il | gy — F AP L)
rFVIIa |90pg/kg % 2~3 W | Il Aifl 102 B (% (1,580 = &V — F |tk L 11 B B R AE 1L A9 | FIEFIREBIEIL | 2006 | 63)
[, WBEIIE UKL AR 23 Bl % | (5 5 % KK DA R x|43% 11k
T 120ug/kg £ T|&D) W45 T — F) 53.3 % (24/45
S IEY—F) il
WEbHAG £ TP
5 H (BEdEf 22
8 H, 2.5 M
~36 H o i [,
YLl 2 H)
APCC  |60~100U/kg % 6~ |60 {5l (#% Kk Il A |49 H T 441 = &) Gl L 111 B A il A7 3| e, 1997 | 64)
12 g WA 6 BlEET) v —F (BN /¥ %h + 81 %, |early intolerance
il 298, RN - M 17 % 2 fF, DIC 3 ft
W M 79, R
JIE - B M MY I
34, HSAEHLE 30)
APCC  |APCC 50U/kg 7 8l | RPEMUAHS 9 (5] |8 EAEZ 'Y — I |1-648 I B |&Rarfg EYHAELC K 5B 2001 | 65)
FVII FVIIL &A1 1 1F, APCC &5
B FVIIT B7]+ el 1 71
rFVIla rFVIla 1 i
APCC  |75U/kg % 8~12 | #% KPEIM AW 34 f5 |55 =&Y — & (H|63.5 (22-1,314) 111 B HwhER %L 2004 | 66)
[, HE M LT AE 21, HARE 13 76 % (FFAE Y IfiL)
10 1], HrEEE Y 1 &) 100% (& i,
T 6o 1)
rEFVIla : recombinant activated factor VII, APCC : activated prothrombin complex concentrate, PCC : prothrombin complex concentrate

BU : Bethesda unit, DIC @ disseminated intravascular coagulation, FVIII : factor VIII

e
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WABRERRIZT v — VA AT - 72 (2007 4F) . RRhEEE, JLEEIEEAREANRL  FHRER
KWK AR 2R, B2~ ) 7 v F REER AR i v A e NRE, - 44 i Ko R e SRR
JERREEMRINEL,  SIRKZERZEBER SRR RS hE E, 2R RIS ERBER 2/ NAR, SRR
RER S MU N, 5506 i 37 i BB, TAE R A el s, pEEERER =/ NRERNO 10 fidd T o -
7z.

6.2 HIMAEROHFH & IEMAEOREESE

A vee s —=2xEIhaniBo, EE - B A mIivEkE k40 2213 5L TED,
VA2 BREDZZDITE, BWIRIE S ICREIHIREZ G T 28R H 5. 20 LT, IHET
NE W IGEIR A B 2 I5A12I3 M0 6 2 O I MER A B L 75 5.

— IS, ARE O IIEIR S R A RS IS NEE L S On L0 P W00 Rk
LA OB T & 5 B IR FAR 09D 7 <, TR 2 Bz T YIS0 AR AP I A3 2y 010,
2003 A THIO TiTbh 727 v — Fi#E ™ Tid, %RMEMAR A 58 HID S 5, FI%
HYIMUREAR (2B T I 28 15, AP L 19 5, A5 i 9 1, BEEiAMIn 8 Flcah b, Zh
5 4 T RARD 86% % (b Tuvzz, finid, S 2 5, mipR 35, WAL H 2 5, X
PR ML 1, PRSI 1 B, MR 1T 5 72 BT 2008 SIS HE XA O H
Y T, BRI A 55 Bilvh, PRI 34%, AN 22%, Al HIL 8%, B
NI 3% T & > 7. — 5 CHEREPN HY LR # HE A5 H IfiL, IS S I, e oA M I, B P I &y
EEAMIMNA 11% 1246 N7z, A PRICEMET 5 Z2h 6 OFEE A2 MERIS LTkl
HIZIEMVAERE BT A2 BERH S Z LI1X5 9 £ TE AW (Grade C, Level IV). FEEE, AJE
TIRHIMIED ) 2 2 hE<, Hb 5 ™ 1212.5%, Collins 5 ¥ 13 9.1% £ MG LT\ 5. 7,
TEVEREE 7 & T RA RO 2 HMER TR K DIERAHEELHAN S L, T &
Fa LIMERS B E DM PHRICKE S BT S, —J, RIS R S FENE <, FTHEED
RIRML - SR TR TV, EFTTHINOATE W2 EH T 3HEOEINEET 5 Z LN
BB, £z, VIREOTERE U THRNESR S 7 — FILIA, SHEHILE % O 1L IR S A 5
N5Z2EEdb. 2O, HEEGPRICERES 2 80K D12/ 2 2 IUER T 8 Al
DEIT B IERSEIEIC K 5 BEHOEMRA D 6 1 25123 2 12 kG % PG
THRBHENDH B (Grade C, Level IV).

—J5, IR R e SR AL, b0 S R ISR MUE AR AE T B DT, FRiC
BT A 20 OGS 2 (L AREII AT TH 5 7. LI R R IE 7 & DI
RAER OB B OSGE GEFTOMFE]) #2512 L CHET 5. IRIMARIC IO 2 8503 IE
WICEEH LR ONE L, RIICHEDEREUAORS 2{kid 5 Z & i3EF AT RS kv, 3
HAA, HEETHIUL, BHIESDAMRGITLE I & 2 1132 5 &5 IRKBRICET§5 2
EBRBETH S, Fio, EBICIEMIAERE BT S IERNC oW TSR IIHIRE & ok 5 72
BT U CHA T 5 2 L B BEDO PHRUEGEICEHETH 5 (REINHEEOESH).

6.3 HEHFOIEMIHE
AFED IEMIBERDE—EINE L CrFVIIa TH 3 /A1 T VHL (VA IILTF 4 A2 T 7 —
<v) BLLIBAPCCTHB T 74AN" N2 28 =) BDIALEHERA TS, »DOTIHD
APCCTH AL - TFLw s 2" Ny 24 =), Hi\E7a vy ysdakils (pro-
thrombin complex concentrate:PCC) THB7urL v X" O3S0 24 —) AH\SNTZH,
BETIZIRFGES R IE X T WS, Kk, 234 28 Z kIS & 2 E N TR E T B rFVIIa
& LLIZAPCC 248§, &k, WOKRTHH XN TR T 245 VI K843 H A E T



BXRMMmMARABEHARZ (>

MR E /=2 Lidan (BOKRTIRBAEER R 2 7 2 28 VI K- 3AI D THh 3).
AREIZF T B rFVIIa & APCC O IE IR IZ B3 % BHffE & lbBGRABR IZ 2 h F Tirbh Tn
BV, ZDRY, ELL0HBBNLI0DEM»ES P LTRSS EERNEETH D, KB5H%
DEERIEIRDOBEE 2L > TZORREHE T HBERH 2 Y. £z, RINBHL 7234 %
ZAEMBF BN TH > TE, BOBANYIDEAZ S Z LIk > TLIMAR O 258855
B, BEEHOLAAL IV ZIZOVWTEELERBIEIRS 256500070 —J5 mslF L &
WOMAROHMATIRMBEERIEZIILD L LARTEHORE KW EE 251 S, K42

ODHBETHAWRE &R/ S 3 2 LA & 2 O E kit e £ L7

x4 DHYETHHWAEZ A /S 2 LA & 7 O AR Ok 68) & 0 SGili L Tilisdk)

Bl

MAEHRIGERL T T b a v e v AR ELH

AT A G PERLEEN 55 VIT K1~ A1

(APCC) (rFVIIa)
#OH 4 AR DA K+ 7V HI
BOE WRoezatts | 3o 22 —HAEHE JRINT 4 A0 T 7 —vHRASHE:
N 1mg (1.1mL)
Wiks Camei | 200 AL (10mL) omg (2.1mL)
1,000 ¥if7 (20mL.)
5mg (5.2mL)

S 2 k- AR

50~100 ¥.A7/kg
8~12 Bfi4E 1~3 ol

90~120p1g/kg
2~3 Il fE 1~3 [Al

ax b

1 Hig k%513 200 ¥if7/kg & A 2o\,

NIRRT A O 72, 2 IR O
GlalbE AR S 5.

HILEE T R OB G- LD AR TdH 5.

b7 2 Y L8 & ORI IR 5 R &
Th5.

SRR T, PRI N T o R
LBEDOHHABHN TS 275, BRI
TP L 0.

APCC : activated prothrombin complex concentrate, rE'VIIa : recombinant activated factor VII

6.3.1

6.3.2

55 VIII B+ 8%

% < ORERITIXE VIIT K 8ANZ I ]G U TR TH 5. AREDA v e B o — DR
b, ®WiE#O FVIIL : C OFREIE PHINEETH O, 1 v b v — AR ARES TR
SNBHEAAE S LICPHIREAMET S Z L3 ACHHETH 5.

2003 FEOARIO A T, IEMAEREAID 5 55 VIIL K 85 o f s R e £ <,
56 filrh 23 %5l (41%) THo-72. L» L, ZOILMRIZERD 26, a3 46T, B
W14l LS £ 572 (Grade C, Level IV). Z D% D 2008 DA ¥ Ti&, 5 VIII A
TEANT 55 Blh 6 FlOAIZFEH &4, 55 2HI2836%, 1HIBRLR°HNTH - 7228, Hahd
3Nz A LN, WEFEAENIE A X7z 8HTE, SHMNENTH -7 (Grade C, Level
IV). 2003 FDFARIZ LR, 55 VI K841 % 3 2 a2 k- Th 0, Rbo T4
X Z BN, & <2 rFVIHa 23 2 fidk 238 2 Tz, REEIZ 510 % 55 VI K184
PBEIZOWTIRHERTEAVWETAIE T Y 2350, ARTEIEEL TR, AL T
B0 EBREPBETH A S, £, PURKRIBIIC X 5 anamnestic response 12X D A b 4 —
TR E SIS LA AHREMES H D, ZORICETERELBUETDH 5.

rFVIla
Hay 513 “NovoSeven compassionate and emergency use program’ (2SI L 7= Jiii%H> & s
X7z 38 EM, 60 Il ¥V — FIZxt4 % rFVIIa O IR % % G kat L 2. 2
OHIZ IO IR MAEE - BFIARI L 5 o 28N LR — Uk EEhTn
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7=, ML G- Ot 90.4 1 g/kg (FiPH 45~181 10 g/kg) T 2~6 WG 1 hufiti ¢ 28 [ (4
PH1~541Mm1), 3.9 HIE (#iPH0~43 HME) 5 &h/ 77 -2 534 VTS ILY
BOAMEIZL00%TH D, YILN—DEEE L THOS N IIEDIN 5%, PR
MW17% CTh 7= BRICHT B RIIE, 1FIF 8~24 K%IENTH D, ZORMEIAIC
SHRBG o N WA IZMMOBEENDOYI D B Z B0 EE ZE 2 517z (Grade B, Level III).
Sumner 5 {3 Fit Hay 5 OY%EW % & Hemophilia and Thrombosis Research Society (HTRS)
Registry O F — & M L, XA ESE1T 572 ™. 139 filod 204 HiIfil= ¥ — FIZx L T
rFVIIa M XN TE D, A¥IB K UORRAN 2 AbERARNEIT88% Th 7. ZTD S 5,
T7—2AbFI4 VY THHINEGAOENRIZIS% THD, FILN—D@EOLADAERNR
1280%TdH 7.

AFD 2003 4D 7 v — b #E ™ T VI K 8L A5 o kI HEEE O & 5 720 H
rFVIIa T 16 il (29%) XN TED, ARFEIZ 3% TH -7 Thi 2008 FFEDFHH A
2B & 550 23l L kR B HH S M- IbIA#E 557, 2D 55, 18HITHR, 4
FITRRENTH D, Hhh 15 Tdh -7z (Grade C, Level IV).

—HThMBENZET S rFVIIa O HIRGEFHEDOhBHREHENRAL N TEBD, ZD5 B,
BRMEMARS A 23 BIOBARZIZ 53.3% (24/45 TV — F) LEERE D 12 5 72 * (Grade
B, Level III). U2 L&A 6, BRMEMANR A TIEHMLA & BRI £ TORB 2 5 H (K
HefzE 8 H, fbH 2.5 B ~36 H, a2 H) &4 ¥ e g —faR RN 2.9
e (REUEfw 22 3.9 HER, #iPH 0~44.5 WEf], Hhdefl 2 KERD) (ZHERTEH LS RS, GHRHA
DBEND rFVIIa DA FIEIK FOBERKTH 2 agHIEHETE 2. Ak, ZOHFEICEKIT S
BWERRIIEIZ 43% QA H) eHEIhTns,

6.3.3 APCC

2004 4F, Sallah 5 * X 34 il & MR & L% HZRIZINT, APCC (7 74 /3%7)
75U/kg % 8~12 HERAE ISP G- L 724559, AhRIEEEM T 76%, M T 100% T
Hol-L WL EREMMTIRAERBER E TIsh BT 10 Bl S5 3 L0 48 B2 B L,
rEE R O ML TIZhIME T 6 Bl P 54 KU 36 B 2 B L 7=, BMERIZEMTH D, Ik
BIEIXR 6N h 572 (Grade B, Level III). —J;, Holme 5 ™ 13 APCC 70U/kg % 8 I
54 5 AT 8 IO EREM MO IEIMEPEE 75 2N TEZEWMEL T3 (Grade C,
Level IV). ZhonZ & XD, KIEIZHT S APCC DEL5REIZA Ve ¥ & — AR K
R & A2 50~100U/kg C, 8~12 Bl %4 & b 3.

2003 SEDOAFRO AL ™ TIZ APCCIZ 10l (18%) 125 hTH D, HIX70% T,
RREME DY AN EIZIN% THH72. ZOMIZ, Ta T L v o 2" RN1361(23%) T, 4 —

FTL w2 Z " BN3E (5%) THE XN T Hi< 2008 (DO FA Y Tld APCC I1E 5 filT
EHxh, 4HIBERD 128N TH 72 (Grade C, Level IV).
6.3.4 DDAVP (FXETL )

4 e s =l 2MK<, FVII: C AR T 554581213 DDAVP IC X D FVIIL: C A
LR BAREMES S D, Ea T RICEEE S 2 a0 BIRER IS 3 A & ik n P
22 IOSCHRL ¥ 2 — % & Mudad 6 O ™ ¢iF, FVII : C 2 5% ED 12 51T DDAVP
12k FVIIL: C A 16~140% OFEp T EFH L 7= ¥5i2, 4 v e ¥ 2 —Hffiss 2BU/mL BLF
DSHFNZDONTIEREBELKGL, FVIH: COE— 2713 80% I L, FIiZ 4~6 BT
o7z, —J5, FVIIL: C 2 3% Ao 10 BITIE, 7650 BIEHARNE THEREROEYE 6% A&
WilZE EE 5720, DD 3HITIX15~27% D FR-Z5RD, BIEMNE L BIFTH 72 (Grade
C, Level IV). %72, Gandini 5 ¥ & Franchini 5 &4 ¥ & ¥ & — i O GERI T4



BXRMMmMARABEHARZ (>

WMPHRICHE LS 2 oot i (R, RSEEA I, BI&i M) (2% LT DDAVP Hjl
5 (0.3 ;2 g/kg/H, RTFE 23~5H) 270WASITH-72EWE LTS (Grade C,
Level IV). L2 L, A4 vebts—HffisE OFEKT UL DDAVP BETh % &1 5 Wil
HEIVYF v A3k <, DDAVP fifHIFIZ FVII : C LNV EFEELS T4 ) V7T 3 BEN
bHB. Fio, KEOEZIIEMEN L 020, SIERSLEIRIEL %43 2 5430 L+
FERL TG T 081D 5.
6.3.5 FiiEFD I E

AIERRE O Tl - BUMALE I B 2R Z BN EIZOWTRBO T F v 20830k
V. APCC (7 743 ") 12X B/h TS EHRER ™ =, SEIAR O T2 % rFVIIa (/
AT V) ICKBEY AMEINTVWBEIDATHS (Grade C, Level IV). Z4 7 LA
HE XN BHEEZ VDO TTRIC X BAEE ) 22 & P BIE L TE OIS &2 RET 5 R
THY, FFCEHMRADOT VY HIL b BBETH S .

6.4 EHEMBHRICHTIT7Ir— AR

10 BiPHERRIC Z M E TITRRER U 22t KB4 v e €4 — 12D\ T OHRE % i L
& ZA, BRMEMARE A DRIENEETT 63 Wb - 72, H%ARMEMART A x4 5 11 iE
ELTIE 4 fER% T8 VIO KA FRAOMHHRE R H D, 55 3EiRTIEA v e s —Jiffin
10BU/mL ELF OREGIO F-iiE i p AT H TR LTz, 234 28 2 R IEATIZ APCC (7 7
A3") TR, rFVIIa (/KX 72 ") 13410 ik CHEARERA H > 2. 7 Ofth, PCC (7
7Ly A") 320, FIAFHLAMISIERTHHLEZZENH S ENENDH 7273,
DDAVP & W858 D & 5 fagkid a2 -7 (B5). &, 6 [T rFVIila & b7 1 F4 4
BB DN ORRER D & - 7=,

&Fiﬂ%ﬁ@%#“ﬁﬂ‘owfgﬁ%ﬁot(H& BRI, RO R EEH O
BEHRIZOWTHRZE Z A, Al - BN o5 — ﬁﬂkbfﬂWHM@m%f ZEIRSh
Tz, APCCIEE JERIE LT 40% TEINS AT, F 7z, FOEAIESED BT Y I
R - B - m%mm'fufin4nx¢m%u&ﬁwm LT B HERRIE D 5
720, ZOMOL < OHIMAEIR I U Tid rFVIa 25— RN L L TRITh TV &5
EE ZOWRICIIDAENC BT B HFERR Lo ¢ SEELCOATREES S B, F 7,
10 fiiderh 3 gz 4 v e g — ﬁﬁ#ﬁmmmé%aufﬁﬁ&@wb A %ITHoTEHD,
%U@L%ﬁ@h&ﬂ%h&ﬁ@hkfﬁté@ﬁ% bbb, Iho 3hExTidkk
KRINZSA 7S 2B A 2 55— RIRE 5 8 0D, Edr _##bémm%imhf,#04/
v ¥ & —HffliA 5BU/mL Kiiti CTHAUL, 5 VIIL K1 51A01C & 5 ihRgs: 2 @8R —o L L
TEEL QW 72770, KREDA Ve €2 —OFEEE 2 5 L AgEEEEINL 28801k
ME=2D 2%, A veea—fik D E9EED FVII : C OMIPERLIMH R 2 & D &
PHINEXTHAS.

TUr—MEREZLD L L, KNEOILMEEOSE ERIZA e g - IliichRs $
rFVIa Z Hvy, IEMEPRAEOEIZIE APCC IZEH T B a1 L -72. £72, BEERIZD
WA CE EOHETH % 90~120 ng/kg (rFVIla), 50~100U/kg (APCC) »ZhZ

W1 DAETIEEE - hEEMAR A IS 2 7 2T L Y VEORBEICIEHED AT D 5.

w2 FEEE LT rFVIIa T [IGEEERE S VIII KT X3S IX K TIc8d 54 e — 2363 5%
RMEMLANG B O KAE ML AR RS O M) & 285> T3 DICx L, APCC TIEHIC [ Ik EERE S
VII K7 X35 IX K74 v e v a —&2E 4583 U, Mo Mg gEE G 1 % w2 o Hii 4
PR$ 2] ko3, 72, 2008 4E 3 ALRTIZH T2 APCC D5 -H 3] 3 HRE &5 5l
END ST
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5 HMEEIC I B A O FEHEIRI
APCC : activated prothrombin complex concentrate, PCC : prothrombin complex concentrate
rF'VIIa : recombinant activated factor VII

BF, O R, FRESH M
1) bR

2)AmERTE LB ERE
P9 - B A M
B3R N MEESE) Ml
Rl - SME

FAEEP L

AR
1) iR, YFEEDLNES

2) i, YBEHSSE

HIEERRRRES S

RIARSER, PALWIRDT—T I
LRAT—TL - hERE

BaS - BiPOF 4T, BAM- BANI-BALD
-G E DL ARB TRt

100% 0%

6 MIMAEIR Z & o Ik MG # Al o # IR
*10 Jag%H 3 gk i3 5BU/mL Al D BEDER
W DDAVP W EVIIEFRF APCC : activated prothrombin complex concentrate
[ rFVIla: recombinant activated factor VII B PCC: prothrombin complex concentrate M FSR3FH L N EZEEL
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WM SN TE D, rFVIla OEHEZESLRHdR G % £ ORIEIZIERFIZ D hr 57z

6.5 EBEEOEEERSM
6.5.1 /NN IEMBEEIC K BBEBEORE

AREIZEM & § B Hai A Tl - B N BB T3 h, 234 28 2 kB o i
& 72 > TEEARN B E R BSOS OPFET 5. LIFTOBTIE 2008 FFicTlfr s [4
VB g — AR IEMAREE ST 2 IEMEREAT A R4 2] Y, [4 e E R —DkW0n
MR ORI, AE - T 2 BEEK iR REDO A Fo4 V] ™ %8 &1,
EREDOEE L 2 OREMIZOVWTOL ¥ =F v & BFIEIZE LD 7.
6.5.1.1 rFVIla

7 K7V HI 90~120 pg/kg % 2~3 W IC 3 b IA S 5 h 5 £ TRET 5. %72,
WL T R RO E R X D AN TH B Z LA v b ©x —REERMENMAR T L < B
XT3 97 BE~hZEEo Il Tsd UL 1~3 BORE5270, BETHIEEHIC]
MBS 21T 5. EEAMIN T 2 lEORS % 1~2 HREfTS . WmAscELE, 5%
FH AL rFVIHa 3PFHEE LR IN TS A, [ vy — A0 RMEARO 2
MR FH07, PREERICIZ N 7 23 ABONFH (118 15~25me/kg # 1 H 2~3 ORI 5 %
7213 1[0 10mg/kg & 1 H 2~3 MOFHE) AE%IE ShTns VY% =210, BRI
BIRREAZEO BTN b D, LAV EAHER I T VS Y (Grade C, Level IV). %15,
A Ve s —RAERMEMAFIC B TEHARERBEES (270 g/kg % 11) 2@EFEEOES
(90 pr g/kg % 3 W 3 M) ERISHCAERPDORETH % LM I 055, #BRMEIR
ACHTBHFIIRELTW3S.,
6.5.1.2 APCC

M, 7 743" 50~100U/kg % 8~12 BRI HEIRICHES L < 3siiliifi+ 52, 1
Hig k#5813 200U/kg 282 T L 280 (Grade B, Level III). 4 v b ¥ & — A%
KAYEMUART IR F 2 GRS T, BE~hEEOMMIZL 1~20 " HO¥E 4 1~3 H
Mz, Fosibisrdons Zengn., —JF, EEAMMR K TRz 2~3 0, H
D5 % 1~2 3 1T5. Ak, ZThE ThAEORBRSZE ETIX, APCC Ol 3 H
DINIZER S Tnzas, Pk 20 1 & 0 2 ORIRA i & iz, 72, WfHC#FH E, APCC
ENIXAFHLABEFIIMHATETH, P EEBFEHIZITDbAEY (F4). &k, 1V
b v — AR AR5 LT APCC O BI#2 5T L VB % 1T - 72 5 o s 2
DN, FOEMEL S RIZREMIZOVTIZ—EDRMBE S TV,
6.5.1.3 DDAVP

FAELL Y VE" (BHBEEEFEY V) 0.2~0.4pg/kg % 20mL OEFEATEAIZIEAIL, 10
~20 Zr I RRERICHES 5. AFI ORI RS O I ISR 650 5 2%, 0 E L&%Y
$5& FVIL: C ERFEMETT TS ZERHMON TS, Kk, ARETIEHR 2 I A2
LTHED, BoNSMRICOVTEMAESKZ VDT, FHFERIIFVIL: C O EROFE %
MR L THELS BENRDH D (Grade C, Level IV). 72, KADOEEGIZH 72> TlE, ZOEUER
R L, FRC 2L N O/NROGAIEKPEEC, SR BRI %A 3 2 S 0%
ARIME ERICAEF LTS5 .

6.5.2 IEME=4Y>IHBE

BUAE, WA ZIEMBEEOETE=42) V7 REL L TiEA B DIEB WA, 4 Ve d —ff
BAEREIMARIZBEBNCIE I Y AT 5 A b T 7 4 — (thromboelastography : TEG) ®°
PT, APTT, % VII KT cFVIla OB4E), Fa v v Rk ERER R G [E AT 25 & 2
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AHEDOHELRH B Y.
6.5.3 =&M

FNTIED DA, /A S ZEIMBEFEE IS & 2EIER & LT 4 O IRRE2 i S Tn
%. APCC TIX#BFEME M NEERE (disseminated intravascular coagulation : DIC) X0/ fij Al
28, MhiMfeZEReie s £ 2%, rFVIHa TIOAMEZECIMINAE PR, JEERFIRIALR:, ik ZEtenE,
DIC £ EDHENDH 55, WiHL & 80% i< (XM, WAEMEOEMMEOBRE, i, SR

NERED) A2 T 70 8 — 7&‘6’)%%’? %é Flo K& - 5B B 4%..:0“(‘4\581)85).

DIz, FHZINE DN ) 27 BEOLE R~ — 7 —REZE T BRI 5 5. Fz,

WACE E APCC I DIC TOREII#E2TH D, rFVIIa CIXEHEREZES L XA TED,

28 Z IR A Hi AT B IERNZ BTk, DIC & L < & DIC % RREIZ 4 5 HE Lk BUE A

BETHS.

rFVIla & APCC OffHIZDOWTIZA Y e a4 —RELERMEM AR AW THERI L DOH
EYNH BN, AREIZOWTIZ—EDRMIT . WH 2T 25803, e % 8
572912, rFVIla O 5% APCC O#id % Tidd < & & 3~6 Il %, APCC 05

rFVIIa Ok Tldd < L & 6~12 KBORRE 2N TN b F BB ENH 5 7

7. REIFIEE
B ®FHEACET S HE (B7)

20

1. AREEEICSHIEIR A L % D Tld sy, 72, L 728554 & @8] 2 b iiiG e
Ko TEHTEZ A1 2. LarLakhs, —8ITEE - SRt stz 271, 5K
ORI S 5. 1E- T, %Ejﬂ]fﬁwﬁ(ﬁ IRIEDBWRE S IZHAMET 5 (Grade B,

Level IIb).

2. ANEIZEMERP AR E L EOW RN — R ER T W20, —fk GrEiiRgEE: % o
HZLF#EL W, ZFZTARHA K54 iE, prednisolone (PSL) D WML % FER D G yg i
#2353 (Grade B, Level 1Ib). PSL I3 “HEEKF R k 2 HliPEZER” 126835

| RN RFADDI |

PSL 1mg/kg/B*

PSL 1mg/kg/H
+ CPA 50-100mg/B**

v

SEIZ1[EF8E, APTT, FVIILC, /1> EE4—AlEZERIE

SEAHIA~cEME
——— (YEES—NEDET ——

BY th,
ARORBELLILPSL: (CPA) O | | amzoemzEr |

7 RIEREEEO T LT XA
* PSL (Img/kg/ H) OHMREAIARE T 22, §TIZAT A FAHHINATOSEH L ETX DN
GIEPIHNCEATTRE T » % &Il 2 T 535613 PSL & CPA 0)1#)%%(72 LHWT 5.
" ElE s E T CPA M H 5 ORWEH O fERiE s &Il S h 25613, CPA SV AFREE BET 5.
RN - 2 5 ANE CPA (PSL AT L 72354), rituximab, CyA, AZP &0 53EINT 5.
PSL : prednisolone, CPA : cyclophosphamide, CyA : cyclosporin A, AZT : azathioprine,
FVIII:C : factor VIII coagulant activity, APTT : activated partial thromboplastin time
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IRIBGEIS 235880 5T 5.

3. PSL O#IM# 5513 Img/ke/H ZJHHI & 3% (Grade C, Level IV). %72, HIEFIARE
H 5 W FIEEERIZ PSL 12 H 5 T methylprednisolone (m-PSL) 12k % 2570 A F/9L 2
LEBERTHZLETETHSH, PSLEADEANTHSZLA/RTIET v Zd A0,

4. BEOFMmPIERER, 4 e —Jffi, HIAGER, 24k TO I O ff FHIE
ExfhE L7z BT, K@ yEZiiflnuElcdn, »D, BENIEFTESLHlEN3
WA, PSL 1mg/kg/H & cyclophosphamide (CPA) O#fH & &4 5 (Grade B, Level
IIb). CPA i3 50~100mg/ H DAL G- 2 HEA L § 253, milfi & & TREYEZL EDRITE- O
22 HhENEHI S BGAITIE CPA VSV ZFRES BET 5. 72720, CPAIXSLE & &
DRI RIS A & 5 A, “BRRYEMAR A7 X “BEE K+ ORFEIC X 2 HiitERR”
2L TEGD L ZARBGEIGA D 5Tk,

5. R B B FAFIRT 2 TREVED B B LPEISH LTI, TZ 5721 CPA RO 7L F U
fEAI DO %281+ 5 (Grade B, Level III).

6. SEFIIHIEEEDONRIE, APTT, FVII: C, 4 e g —flizdllE L THEd 5. HE
O IRERRMYYNE 1 BFEEE L, 7 28ERIT 12 IC1INEEET 5. Zhb
DA ROBCEEDFEIZ X > THEBIR 2§ 25, HhTE 4 e s —JiOK FOfE
BrRdEMNATS. 4 e g —liOK T 2588 5 N250108, ERERESEE 2 W3 5 23,
ARG 4~6 72 > TR T 2RO SN WGEIE, FEHOENREE 2 EET 5.

7. PSL & CPA D4t o %yl #liZ, $t CD20 $iifk (rituximab), cyclosporin A (CyA),
azathioprine (AZP) ZEDH A 63& N2 (Grade C, Level IV). 7272L, BlBETIX, Z
O OFEANIT “RARVEMAR A7 R “EEME K1 ORI K 2 MIMPERRK 1203 % OrbiE
JMERA®D B TnZsn,

8. mME y s u 7Y YEAIORMELE., & 2V IEPFHIZHESE & i, (Grade B, Level
ITb)

9. FEHIHRIAIOME - PILIS DWW T, iR, IIWER, 4 e s —Jiffi, 3
AlOPEE5EE 2 O, BHEH - B0PER & #IE L, GEGIZ &Il fllr3 5.

10. AGEDFER DK F-ENX RIENHIEEIC K A EGYETH 5. 6T, RIEHHIAR G,
D Y SERER ) VoSERY TRy b EIS KD REERE £ R L DD, BMEYED TR RIZS
%Ly, RERIKTAFNLGE I IIRIED PR A C 2 B8R b 5. £z, TifR
BATIEIR & IR OG- 4 B K S DT B3 RETH S (Grade C, Level IV).

11, SRS K > TA Y e E X —2WHE L, WIE T La®%E, —S ML &
THI»D 5. 200, HEETHOFERIZH 1N, FE2S 14EFTE22HIC1H, 1
FHURE 6 2 HIZ 1 MORMRETAPTT & FVIIL: C 2E=4 —§ 5. BUSRHIIZIHHRET
#% 2 M, wEEThHhIEZENLL EAEE Ly (Grade C, Level IV).

12. PRGNS 21EBIC DN TR, IERICRO W =2RE L LKW, KF4 P74 T
HEXET BT S A, BUKTIE, WIRIEORE & FRRORENEIR I N T 5.

7.1 fERFHE
MEDLINE (Ovid) (1966 -~ 2010 -6 H) #xf51Z, (acquired hemophilia) OR (acquired
factor inhibitor) ORXICEWTHEENALHD S B, FITRFBITHA FI4 v Thbic
FIHE N TS CEIC DOV TRET L 7=
HARIZEB T 2 CHkOMERIE, RAEE Web (2001 4F 1 H~2009 412 H) #3512, % AN
MU or $% KMESE VIIT K F-Hifk or #%RMESE VI K14 ~ B ¥ & — or % KVEGEN X Pk
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or BRMEEEMEIK T4 v e 2 —DORTHLENLEIZOWTHRE L2 567 X
33T KT H > 7=h, DK 242 KA 2iksk (P2 We%) TH O, 2 h SN DO CHKIZ 5K TH -
7z, ZOh» o, GIEIIEEEEIZ B B R0 B B SOk 217 A GERIE 273 f5il) %5850 L, 4,
PER, LR JBHNE, REMBRVFEEL VB E0EBNT 2L, T 161 & (i
195 ) TdH -7z, Z O THRGHFL OFLED & 5 SCREBUE 146 A GERIEL 179 f4il) T,
HFNPE G RO D H 5 CHEUE 100 A GEGIE 114 5) TH > 7-.

7.2 SREITEIEEOR G

ANRED (L MARRE # (R b U, HiIfEm 2 oG8 &8 5 20120, skt ik s4 v e
v g —pEE OIS RETH 5.

AFED—EB, FHI Wt D 5 VIEEFED & DIZOWTIZEHARBRIERNED 5 5720, 7
Wit db BV FFERIPIIERISERRS R 2 %3 5 2 210k 0, EIHIERES AN E 556
522" LaL, NMEAIREETH>TE, 4 g —nREShavRD, FPRkicHE
SiE - BT 2 HOIMEEIR A3 U B fERE IS L T %, B> T, 3 E bR P D 3 4 F 54 v,
International recommendation®™, Consensus recommendation® TIZWNF 3 & AGED LW % HE 5
CORIRPIHIRE G T 5 Z L AR X TS (Grade B, Level IIb).

7.3 FERERELHBEE

4 VbR —EiET 5 720 0%EEEREE LT, PSL, AZP, CyA 7 & O %,
CPA, 6-mercaptopurine (6-MP), vincristine (VCR) 7 & OPUESEHE, PSL & fthod Gy
HIFEL PSR OO 2 E Nl S hTnsd, ZhiCiz, S y a7 ) VoS,
5 VI K712 & 2 g assm ARk, IR0 protein A IR 7 7 412 K % Piikbr
Bk, & BVEThE ONFIEEEO#E R H 5 Y,

Wk Tk, ZThoDhTPSL¥MA 5 0L PSL & CPADHHREOWE P RE L
W F 72 RIE TS rituximab & O ZZIBEERE AR L T0 B P RORICE T 5 %
V£ P A O £ 5 Bk, PSL & Img/kg/HY? ¥ CPA % 50~150mg/H " (1~ 2mg/kg/
H? 7)), CyA i3 200~350mg/H" "™ (5mg/ke/H”), AZP i3 2mg/ke/H” #% — i i 12
HEIE XT3, rituximab 13 375mg/m’/[Bl % 1 MG 4 M523 LI MEDPRSE D
L\ 2) 88) 90) 91).

DAENZFHWTE, PSL HMd 5013 PSL & Athod s Pkl Al o 0 g2 Z v TR <
fTrbNTEZA, UL, rituximab (2K ZHEHFEBEESHML T3 7. bAEIZET 5 H%E
MHEIH O GREIZONT, ZHERICE b FE - 2WEid a0, 2001 205 2009 40 9
RN AR THE S 2% KMEMR A O RIEFIHE % #5194 % &, PSL I 40~60mg/H
F 7213 Img/kg/H, AT a4 F/s3)L 2213 methylprednisolone (m-PSL) 500mg/H % 72 1%
1000mg/ H? 3 HR#HE G2 %0y, CPAIZDOWTIE, KEBA PSL 7213 X7 a4 F/SL 2%
BEPFHEhTOE R, WIRE L THOWS N B5A1E 50mg/ H £ 7213 100mg/ H A% <, CPA
7L 2L LTV S B 5A13 500mg/ H A R & £V, AREIZF61F 5 CPA 7S50 2 LD
BELLUTET V232 L0, ioBECREEEICH W TE, 4R 300~500mg/m’ % 4
BEEIZEBHWS NS Z &AL, rituximab 123 & LU C 11 375mg/m” 2V 6 Ty /=28,
HERBIIREICE>TEHEHTH - 72

INHRKD 5 VIEHARIZE T 2 AREO RIEIHIEEO®E X, KBy AREGIHE, H—
fEfg cOaR— MDD NIBR ARG TH 2 V0P EORIBPEN TV D D EfER
TB3-000IHHN T v & L {LIKEER (randomized controlled trial : RCT) &, REMIA A
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BN ERHRBRIR S D2 Z L EOMHTHATIZEL TR TEE T, MKRTEHITE
A LB NP KIZH T 5 PSL ¥l & PSL+CPA O Hlzilk (RCT 177,
non-RCT 1 ") T3, 522 EfM# (complete remission : CR) i 76% () vs 78% (PFH)
T, Mt 23R 5T, $£72, PSL il PSL+CPA Of FH Ol /7 A3l X
NTOEIWEGZ F LT, CREIZT7% (H) vs 79% (BFFH) TEMNHNY.
—J7, PSL HijftE 7213 PSL+CPA f ORISR 2 EC# & T 2 BB O s 2 B 53 L
TH#E$ 5 &, CREZT70% (W) vs 89% (HFf) T, PSL Hisltk b & PSL+CPA it
DHFBENRTHSE Y, L L, CREOEXIHEERNEX LiF—3LTnakn, 2,
ISR IR RIEIRIEREORERNIC X AT 220 H5 26 T0w3E Y. Zh
5OFERIX, BT DI TS European Acquired Haemophilia Registry (EACH2) @ Hif
fEMTC B[R T, CR X PSL B (60%) X0 & PSL+CPAfFH (82%) DF A @A,
BIVEFNZ PSL ¥iph (25%) &0 & PSL+CPA BfH (39%) DFih% ™,

VTN OEFESMBOBERELI D AENTVWEZ LA RTIETF Y 2135, { vk
A=z & > THRRIEEAZ TS RZLTE3IEF Y 28 80", 5T, MKTEHATE
HIROE —EPUL, FEESHREREMR, WK, ZThZhOBEIRINC Pl X 5 ayEiiflofErE,
BERE AR L2 ECHI XM T 2008BIRTH 5. 72, GEiHHoOR5 8O EIC
BOTE, BED) 27 0G0l SN2 558 3HENEN SR SN2, ZOHAIE+5
IR IR S 5 T, e RIRERR A R TR R WATREME A B B, By A R &
JERD ) 2 7 MEHE VIS UK T2 3D TH 0, 5 REOZREIXE 4 OREFTEEIZHRET X
NERZTLEDTH S,

Aggarwal 5 7 1%, 4 v b & —Jfli»s 5BU/mL A THUMGEIR S A1 2 7 a2 A
FHAE G & U, 4 v ke s —fliss 5BU/mL LAE 30BU/mL A € HY ILREIR #5858 2 35
R, 5BU/mL KWl Té 27 a4 FHMORRIAR+ 7 5551213 rituximab 236035 & L,
4 v e g —Jiffia 30BU/mL BL EOBNIZmA 2~ 6 27 a4 FICA CPA Z0fHL, Zh
TEA e —HliABME T U aWENZIE rituximab Z38MIT2 & 05 7L T ) X4 ERIBL
T3,

—77, Collins & 13, - BIRL LTAT a4 FEFEHL, TR 3 RIEHAED S
N WA, OGP F 7213 rituximab ZEBN09 5. FEARIC rituximab Z RPNFER L,
ZHICHT BRI D bR WEAE, AT a4 FIREE o GEiEF 483 5. CyA
OB E LCHMTCH 0, EAEMIMBNIEE VI KKk %S & Eks 2 2E 4 5
LT3,

% 72, Franchini 5 ™ 1%, #% PSL lmg/kg/H & CPA 1~2mg/kg/ H DHFH % fAK 5 JE [
1755, BREBHOEIEH & /NI £ 5 728, BEOER - 1Y) - 2HREBIZEbETH
ffiTa&LT5. G TIERHC CPA R 7L F ALANC K 2 EGYE L £ ORITERH D%
EHERE N2, ThbDOEEFEICIE CPA DG E%E 50mg/ HFEE ICWE L, 5 3
~4 RN EET S L LTS, PIRRERO YL — Dk E LT CyA 200~300mg/ H ®
Hhdp 2032704 FEDOPFHAITY E LT3,

WEDHA F T4 27 TiE, UTORBESHERX N TS, G Iif%E PSL 1mg/
kg/ H¥Al B 5\ E[AE O PSL 12 CPA 50~100mg/ HPFHE S, & %\ id CPA 7L 28T
PARGS B, 72721, MR & 2\ VIZAENR$ B TREME D & B K EIZIX, TE %721 CPA Rfthod
7L F ALK O %5817 % (Grade B, Level ITb) . A#hIITIZ iz ilkgEpRMGH%, 1 v &
A =DM TH 30k (B3KY) FVIHL: COERFEBO SN DA, CRIETSEETO
HWIRNIZ I T 4~6 5 ThH 1D, 6~8HEMHIZE > TEHRFIIHT 3 KIBDRD bk WS
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rituximab

W T ORPUARIR A ST 5. Zh512iE, rituximab, CyA, RIEHIHEIFIO L FOHH, Malmo
b %\E Bonn OZE (SN, BHE v a7 ) VEBIORE) 2EREEhs Y.

MDD H A F 54 v P I REO & 5 & BERR A ERGR TR S h Tohans, 2he
NOFEFNOF G E LG HB2ALTO LS ICi#i N Tinvsd. PSLIE Img/kg 2 1 H 1 IR
G0 U, 6 ER O 55%ER 2 ICWiR 3 5. CPAE 1.5~2mg/kg % 1 H 1 [BIR1#5
U, R 3~4 2 HE kR 52, & L<IE, 10mg/kg %3 2 HEERIRAEES- L, FiC 1.5
~2mg/kg % 8 HIEIREO% G54 5. ZhLUSO fEie LT CPA L 2% VCR 1.4mg/m”
LI 4B S, AZP 3 2mg/kg & 1 H 1[I 6 EBRITRS L, ZOHA v eE
2 —fi& FVIL : CIZIB U T2 ICHE L, CRERZICHIET . CyA 3wlif5&1H
Smg/kg % 2 [MZ5 ) TRELI 59 5.

International recommendation®™ TlZ, JAREFAMGIEOF—EIN & LT, PSL ¥, &30
Bz, fhoEZEAIRIUZ & D 4 TIZ corticosteroid 235 XN TV 3I54) CPA L OFfFHE
LEERMEREL T0d. PSL O#5-RIE Img/kg/H % 4~6 38, CPA Of5 813 1.5~2mg/kg/
HT, BWEHD Y 22 2 8§ % 728 CPA O GHIHIdRK 6 HllE T LTws. ZLT,
BB A 6~8 RIS L T IRAE S N WEAE, REBOHHRENDEEAEZET S L
LTW5.

Consensus recommendation” T, EHEFHMGIEOS—#INE LT, PSL ¥l (Img/kg/H),
& 53 CPA (1~2mg/ke/H) & ONFABREAHEREL T3, 2 L CTIHEFRRLMG 2~3 E#%IZ,
FVIIL: C D LSRR A v e 2 = NfiOK TR 5 hsnwiaid, ABOwRREL2EET S
ELTW3%. §4bb, PSLEMTHEREZMIGL, THIAGLNLOEEE, iR CPA
H B\ rituximab DEHMAMTHRI, ZDORDERLIL, ZH ZF T rituximab 2MEH X T
£ US rituximab, §CICHEH I N TO A58 PUIISIE £ 7213 CyA # GAZEFELEE LT
W3,

rituximab (2 X 2053, MMOWHER L HARTHYO CR I Y b e — L DK, & 50
FRGYEADED ) 2 2P E 26T WX NTHD ™, rituximab % 5F—EN, F 721358
TORIRE L THWA Z L AT AT 453, Sperr 5OL Y 2 —"12X5% &, rituxi-
mab % FW 7236313 PSL+CPA ff Ik & e UC, CR #i 78.6% vs 84.1% TH K<,
CR £ TOMIMICIFERE N &<, CR OFRHMEIZE TE W E SN D2, Mt EN AR
ZRERDENTOERW., L2ALENRS, Aggarwal 65134 v v ¥ & —JHlin @ iEfil (> 100
BU/mL) (20 Tid, PSL+CPAIZ X 2B & il U TH T rituximab ORISR AH % Wl HEME:
Wb s LT3, EACH2 OHhREHT T & MIAFE L L T rituximab % fl1o> il &
PER L7236 D CR #iX 63% Td D, PSL HM PSL+CPA ffH & iR L T CR E i En
DbIFTIEEn . nFRICE K GIEIHIENC & 268 & OHEGRER A 020, BIETES
EABRTOZONIHFTTELN,

IheoZens, HEEDH A FI 42" Tl rituximab %5 —#IRE$ 2120, & 5126
WHAMETH S L LT3 (Grade C, Level IV). —J, KD H L\ International recommen-
dation®™ % Consensus recommendation” T3 rituximab % 55— O GIEHIHIREE DR AR
e, AV T A WEAOE SERIEL L TNEDSIT T, REBREL LT
PEDTwb AZP, VCR, CyA, mycophenolate mofetil (MMF) 7 & Xk & HEIEE A5 <

24

3 PSL 1mg/kg/ HORRIIEE %2475 BRI K EOMAABEIZ &5 5720, M@E, bHAETIE1H 1 RES
L0 & aEES AR,



SHEyY

I $% 32 #8

BXRMMmMARABEHARZ (>

KoTW5.

707 5H

EHE ey 2 a7 ) B & RO O 2 S A, KL RIS S KD B A,
Schwartz & O AR ®, Delgado 5D A & EHT ', I X OHEE D% AR H — <A 9
DFERN 5, ZOAMEKL, 4 v e s —HliOR EFICR S ha@Eimzd b, %53
BRHIFRED b AN E EhTn 3,

IR C iR & R E$ 5 ke LT, mﬁx%@%Fm%ﬁiA'iémwmfﬁﬁﬁ
WHONBWENDH D, THZX-oTRaMEIZA v 2 —DOHlAME T L, 55 VI K184 o
k%%5_i5¢mﬁﬁ@m?kaéﬁméé5 ALBRD FH 4 F 54 v 7 TI3fho k- fiiEEE A
TS 25 s DRER 25 BRI & U CHRENE & HICMAEL w32 5 T b 28, FoKTiEFIC
RIZNAE T 7 LMHEH ST 2 72D IR BRI T OWME T 0. KFTIIGRIZNAE 7 5
Aﬁﬁ%?%&ﬁtb IR MERRIZ M BRERIT, 4 v e & — Il a2 Z5RIT{K T X & 5 4
P 255 IR A BT 5.

7.4 R

AR O O Bk TIE, B RO G IMENREIC LD AAED 70~80% 1 CRIZE S ¥ 7™,
mmme_i%t,ﬁﬁ%%#%cRif®¢%LimH(%%a,% ~74H) Tho
7= —7J5, EACH2 O hiif##r <ix, CR £ ToOMRM O dufiiix PSL ¥iMuA® ¢i3 33 H,
PSL+CPA ffHlTi& 34 H, rituximab & i GEMHIFIOMHTIZ 33 HTH 572 ¥

2003 FEOARFOHEE 2 12k B &, BRYEMAW A 54 % CR 13 34 il (63.0%) T, &34 (£
Ve A —{KT) 13 (24.1%), A2 7 (13.0%) TH - 7=. < 2008 FEDOME " I12k 5 &,
HBRMEM AR A 40 ilrh, CR X 211 (52.5%) T, FAEKTHE T, Y e a2 =27 L T
W e DI 9B (225%) Th o7, CRIGELZ2LFIORIENL A4 v e ¥4 —kF TD
WINZ 0.5~15 22 H (thifii 2.0 22 H) T, 81% 2 FHLIIZIHI L Turzz,

AREZ RIEIHIREEIZ & > T CR K% & T BIE A A 729, WORTOWE TIE, PR
FKIIH 20% L b, EPEERE A hIE L Th S RT3 2 coh vl 7.5 2 H  (#iPH 1
M~1472H) THO, HBRFIOKEFERIEMHBEIC I OB CR &3 VY., Z0Z Ln
5 International recommendation T, FIEHIHNEZRT% S FFERIZA 1B, FE»56 14
FTE22HICLE, 1FHMEZ6 »HB X121 4M (MeEThrhuzhlll), APTT &
FVII: CA2E=R—F5Z L AMHERELTB Y. 2008 EDOAILOFA Y T 40 i, 3
(75%) CTHIRL, ZoHb2HizzhEhs»HA%, 8»HBICEHBKL, %5 1#I28»H
BICHIR L 728, HO7 2HBKICSA v e 2 —hEk LTz,

AREDFEC L, FROKTIE7.9~42% LW X hTh 0, RGN, Sk LEo
BIfE, HBEREBAENSH 5 Y. Collins 513, BARVEIMAN A 112 Fldh, 1361 (9.1%) »
Wiz ke L, iz 19 H (P 1~146 H) Th oW LT3, £72, 37
(33%) ICHUAEAFAEL, ZDH B 12HIAE Lz WL T3 Y. EACHODF — 2 f#
BT, SRPE MBI B U 72 REYURE 23 5 RVEIL A A DIE D —~ & 5 >T % Y. &7z,
Delgado 512 & B % RKYEMARS A 249 il * & T, wElhH D CPA HEHFIZ, FI12ifh
BRI LS EGYEIC X BTl h T g

HABEIZ T, 2003 FEOHE ™ T3 58 filh, #ET- 8 il (13.8%) T, FERINHiZ A 3 14,
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HifiLAs 2 5, 7 OfthAs 3 FIT, 2008 SEDOMWE Y TiF 40 Filh, FELC 10 6 (25%) T &
BHEEN 5 B, EYUEIZ K B 502 4 6 (ifiZs 3 6, BUMAE 1 6) Td -7z FIE» ST
FCTOHIEIZ 1.5 2 HTH D 10 filh 8 il & THFIER 3 » HUNDIELETH - 72,

WTHORETE, AEOTRNIIMIME & & 12 G PRI S BYYEN Ak = KR4
HOTWBZ s, BRGYEATTORENEMPRICKELRPEL 52152 L ICHET 5 0%
nepd.

8. &HHUIC

KIEDEM P RIZADROML, WL TRIFEIZE A WY 199198 = e O 4P
M%< R DL < FEE A I & EREEGYETH 5 V. KESTPHRARTH 5 HER L LT,
OEEAMM2A LV, OFEE2R 20, OHEIEREAKRD Y 27 G0, @FRIEZHIAIZ X 5
GIEGED ) 20 R 5B ENELZONS. X612, ZOBARLAREY ZiRR e BHHNE &5
RN H B, ARETIEZNEDZ L 2T E A2 LT, BB I OHIRICH 252 &0
kKbohn b,

% 72, rituximab [ZBUFE, GIEMIHIREDSE SEIREKE L COMNBEITI R EEhD2O5 0,
RN BT 2 EELHKF D —DEEZ LN TS, ZTDRD, HLAEIZEWT & AIED R
IZ rituximab 2 T& 2 & 5 RBGEIC DL KRB HEN D L2 ATH 5. 5%, E6Ilé
Wk OMET VAR O BSE, RWIREORIBEL EH-AMAPHENE 2L Fic XA,
AHA P4V EBEIZBEETCHET 2175 TETDH 5.
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