- ff # EH EF A
(O pxEnirm®s

(BAmizIEMFSEY A b HEIBY > IK]

HAMELEMFEY A MIBEsH LU TWDEITIHIFT YD
U2 D& ZBMTULET,

s ZEANARSAS

- MEEOHSEI B A>T Y

AIR(ERR=2KXDI/EHL THEDFT,


http://www.jsth.org/glossary/
http://www.jsth.org/publication/%E7%A0%94%E4%BF%AE%E5%8C%BB%E3%81%AE%E3%81%8A%E5%BD%B9%E7%AB%8B%E3%81%A1%E8%AB%96%E6%96%87%E3%82%B3%E3%83%B3%E3%83%86%E3%83%B3%E3%83%84/
http://www.jsth.org/guideline/

M - IMEE 2018; 29 (3): 262-272

BXREMRRR A DR ERE

NI

Diagnosis and treatment of acquired hemophilia A

Yoshiyuki OGAWA

B - R AAHA) (&, &[S vl BT (FVID (233 5 B O
(f e By =)PREEAESND I L2 ) IET A B RIEERERET, T4
KIBTOMREBAITEIML T 2720, EEREOBIS»O bEH ST
L. HOEMERSLEMERE YT RICEET LI E0d 1), EEREOM
FTIEETH L. HIMER O BEE D 7 WG 322K A # 7 B2 T H =
WAHILE 2L, APTTIEEDAZ RO -BICIE, NEZ S CHBEZ ED S
NRETHhbH. AHA X FVILIEHEOZF R & FVIL A >~ e €& —fitiz X 0 2
TE5%., BMBEHBICATOA N, Y7875 AT77IFR)VFIITh
S X B RIEIHIEE Y ERTRETH LAY, AIRIZB VT AHA [ HR-FR#E
FHOEIHEIHFNE 7L =0 v ORTERELEOHIBESS . SaE Il
IZED 70~80% N EEHMRICEL D, BRBICHEKRTLIZLEH L. HE
e WIER Y 23 2B, N4 7S A BANS X A SR IRIEES L E %
L. BAUERZBBLR25%FIAT, LRI LML & il s/ L
ToEGHETH 5. 2015 A ICAE T IR EHEIR IR S, 2017 SFICEGETIGS
EHA KT 4 Y PFAT SN,

Key words: acquired hemophilia A, FVIII inhibitor, autoimmune disease,
immunosuppressive therapy, rituximab
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1. 3UBIC

R PEIM A 9% A (acquired hemophilia A: AHA) 1,
e E 55 VI K - (FVID) 2R3 2 ¥ & (LLF,
Ay =) PEAINDLZ LX), FVIEHE
(FVILC) 78 L <K T L, ZofEEE L CHime
HOBEERLREEDO R AN B T, 22HIC)L
B 75 Bz T H IR 555 AT P I 2 o0 BB 7 R IMLE IR % 2
T LEGEEO BIMEEETH 5. THE, ADDOER
(LIS WARIR T S WEHEBV A L T %729,
REBEOEEREME > TEHSINTWS, K

AL ARG
FERS R R BE B 2 A SRR N R 7 A2 LI R 2703 B
T 371-8511  HERGULHURE T MIAINT 3-39-22
Tel: 027-220-8166, Fax: 027-220-8173
E-mail: yo-ogawa@gunma-u.ac.jp

WKBAREOLE T ZAEBESNTHY, HAIM
kM AYER L 72 2 B4 7 > — b4
MZFDIFEAEEZR L TWE, ZOEL T Y
T A% BT 2011 FIC H AR MR IR A4y X D[RR
VR A BRI A R4~ PBAFESH, 2017
AEACETIRY DS FIAT S 7z, M4 BE T 1999~2015
F£FTO 17 M T 25 Bl AHA FEF O S FEAEER DS
H5DY. KT, RHOYETRTA FI4 Dl
Al - QUERRUBEOBE T — 5 2R L, AHA O
WT & JEHE I DWW TS L 72w,

2. &R

AHA 32 ETH Y, ZOIEME R I X
AEATHSH. 2001 4F 5 H~2003 4F 4 A @ 2 EM 123
FECEE S /A THERM 1.48 A/100 T N DFEFER

H A A 1F 122 4058
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i ENY DGR 2 R L 23
FE VA, REOFREHE 2 HHERTT 5 L A
SEMTFREFEIIH 180 NEETHLEEZ LN,
ARHTUE HA MR IR 54325 2003 47 10 H ~2006 4
9 B 3EMTEN L 722 K — FRERZY T 55 4]
BIRE SN TVRDH, THUTEBOIIERO—EE L
MWEFFEIN TN DEEZOLNL. bitbhld
Ri% DFEER & BB IL I 51T B IS & MR 5
£ 0.74 A/100 T3 NAE(17 46 T D, 413 1.83
N/100 J5 N/AE (2013~2015 4F) & i@ T d 5.
COFREHEIIEEOT—F LIZIZFR L, BED
HARIZBIT S AHA DFEREFR S 1~2 AN/100 7 N/
ME LN SNS.

3. ERKE

AHA SHIED T FICHEEREEZ AT L5605 5
ZERElms T, EEREOH S TR
FESEVEEBI b D7 2 & FHAE L (25~63%)>7, &
FEDES R E I ALNDL T EDS, MBS 3
FERRD—DTHDHEEZLNTVE, HEDEN
SR EL, B O (11.8~18.4% © BAFEIY
TRF, eIy v =T, REfk %%
i ge 7 )20 L BALIE S (5.5~17% © B 37 R
i, BiE, KGR COBERENS L, MiES
TIEMY U RESS V)20 2 LAt
RIS BT R - i 2 L L7z AHA
RIEDHWED LD 57, IR AHA 13 H#
HFHBIFT, 4 ey —DHRELT LG
e Enb. F7-, EFERME AHA JEF O R
DDV, PeEed e LCiE, "=V Y, 705472
—a—), VT 7RG EOREERS T b~
% EOPUEEE PO, Ay —Txuri
EOWEND B

CCCHEERME, NEOBHEICHE L CHAERR
ERETHIETHLH. HOREMER B BT
ZHLTWARERTIE, REEEEICHT 5 EED
AHA OFFBUEICHFG T AL 08H5 00 TH 5.
L BET b FERE G PO TGRS A v e By —
IR R R L 72 Bl & B L Cw Y. 7,
BB L DBORMERIL, TOBEOEMGT
HHIZL ST 5. HBEETH AHA B2 Y

29 530

MR T D& 8 R L 7R, RO Bz LR
RO A L7HERMZZHREL, 2EME D
AHA DFZUGEERIZHEII 5 NHEERYLE & 5
ML, EPFEIERE 2 RG TS R RH 5.

4. ERPRAEIR

ANE D WA 2 BERAETR Y, BEARE - RIREED 7%
WML AE U 2 220K 0 [ 8 70 K R ML - 355 R PN LS I
Thb. FREMEFEOEZ BT, BIEIAWN
M\, AHE TIXBIEIN MO S FE XA 7 v 2
MR TH 5. 2 o HIMAER O 72 5 0 B X B i
W7o TWwpv, WA & LCid, BT HIMm, #
W ILASZ NS, Z O L H IR TRE A
I, MR, YMERLFREIE M2 & & 5w 5 EALT
IR E 5 2520 MR o Mgk iz (71 3
R)V &1 IRT.

F72, RETITHMOBE IS LA % 720,
LIFLITEEEN Y2 5. Y025 6ITIX, &
B CEEEE D & O M (I fE 6.5 g/dL; 3.6~12.3 g/
dL) %78, 95 19 B1(76%) IEEIEHIMTH Y, 18
FEBIT 1 DL o AR ImERERIMN % B L7227 AP
MICE Y B ERED 38— M A > MEBEREZ4 L
BEERIR, KEHIMIZX 2ty 3y 22235
FEG], AR R N 7 S O A E B T B
Ao & U AERN S H ), HiEEERET
DEIFZE T2 Db H D0, RIEOBHRICEL
T, BEHLBW L ERNADPTFETH S,

W BEAFAT S L7 AHA JFEBI O ARG IT 8 AR
757 EBRT A (K2)Y. BEOEREEZZE
BEOR P HMEIR T 5 75, MR RS P %
W% T 523, £ BB IMEA
WIS L2 EMBHRFHCZZ LT\ 5.

5. B EBRE

1) BWERESHD-DDKRE
(1) WEZW OB (K 3)

AHA FFERAER & B2 kA O 2 R C TR
Wransg., —#ngicix, babo X5 2 m o B
AR RIREE D 72 W E N BN ARV 2R FSE S 5 I
R - AN I % 72D 72358\ CAE & & BHIC
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N=25Ef HMEL; 71E
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26
25
21
20
15
10
6
4 4
5 1 1 I 2 1 2 2 I
0 E = I I H = B B =
S S ¢ E % K B B
& @f@‘ & O‘Q?? N Q@@ ,@@&,@%V{«\_@%@
*
X1 Y BEREf o W EA
(3CHk 5 2255 | H—HB %)
BE, A7) —= v IRETFERKT L. HinEED D%mﬁﬁﬁg
A7) =V IRANL, MUMIGREE & L CTIi/IMK Ly LG%
Bl WmEERE AS, BEERA L L TR MEALERS b B S0RuR7

0 v R T 7 A F R (activated partial thromboplas-
tin time: APTT) & 7' 1 b & > © » FEH (prothrombin
time: PT) 236 S 4. AHA TIXH IR - I/
WE - PT ASIEH T, APTTIEE D AN FED SN 5.
COBAIT AHA DAMCER T REREL LT, A
WAEE R FOERWRZ, V—TAT»FaAT77
Z >~ b (lupus anticoaglant: LA) DfF{E% Z[ET 5 75,
AN V7 EOPUEEFHIORA S FET LB
H5.

WEZWIO 720 OFAL & LT, FVILEYE (FVIILC)
DHMEEITV, FRELEDIZA v ESY — T
(Bethesda #:) & 7 + » 7«4 L 75 » FIAT (VWF) D
VAMEF a7y 28 —FHEZNES S 2512,
BWHED 72D, LA DFEEEET L LEH
»%. FVIL:C O T %2788, VWFIHHEOT 2 <,
LA #7352 L, FVII 4 ~ & ¥ ¥ —J1ffiA* 1 Bethesda
HAZ/mL DL ECThIUE, REXZHTES. Ll
6, BUIEARFTIEBEANMA L LTFVILA v &
Uy —HIENTRE R RIS RSN TE Y, shE
MeAe (BB ) KTE Tl A > b B — Ifliofs 5
AL ETICREMZES 22D HDH. TD L)

1 (4%)
&z AF
BERHNFEL 2 (8%) 4 (16%)
WREER 1 1 (4%) ;
DR R 2R
15 (60%)

2 KN ITCOBER
(3CHK 5 555 1 H—HR&)

HERIZ, APTT 70 A X2 v 7Fillan Ejid 5 2
CIZXY), ERMEMAR A ERIEOENCSE L 7
B 7pds, JERE R E FEL & F\ > 72 Bethesda
12X % FVIIL A > e 8 —Jflidoifl g i1 4 2 ik
LENTBELT, FHICHA L ZE F 72135012
L BB ER L AERBREZES L. A ey —0
PR EDFEMIZ T A R4 V2 lE2 I
(AVAYAE-FAN

H AR A 1F 122 2058
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ARGV RE

A== T REBEEER
* M/NRRIRE : B M FERT - f/ MR 2R
* BEERIRE PT-APTT

l

H M A% RE - /MRS - PTANIEE T,
APTTEER DA DIHE DEAKE

* R MM IRA
* NEREERFOERMRZ
* L—TRAFUFATTSUMLA)

l

| AU BEDIREERDRARE |

|

| mEpBoroHoRE~ |

3 AHA 5

FEBZ AHA SEBNCE S LB OBEE LR 2k
LT, AEOUETRI A FF 4 Y Tid, 22kl
MAEIR & & B 12 FVIILC O T 2788, AEZ 5E->
7B IEPGRENT UL T A ENEIO HNT
BY, FLEELZHMEREZZEL, 3 <ICFVILC
RFVII A~ ¥ ¥ —OfEREIES N WA,
APTT TR D A ATHI L 72 B CHHE~ T > )L
N F 7 AR B OB BE 7 R R ANHE T S
CENEFLVERBEN TR E2BHLTH
&7z,

(2) APTTZ T A3 %3 ¥ 7B (APTT &S 2R A ik BR)

AR L BEFE R & BEPE LT B R C U,
ECTLHEMITEETH ), AHA Mo APTT IR
DIEHZ T 5 TTIC R 5D T, KAESEWHI %
THT DL, FEET LI EET L.

PERRIMAR | IR A 2 HAEIRTRA L, HEH
#% (AR ROS) & 37°C T 2 BRI E % GEIE RS ) O
M CTAPTT ZHIET A L1250, APTT DIEE
DEERFRZIZEDD0, AILHhDAL ey —
DHEIEZLD2DODEENT L ENTEDY. LR
PREERE KK ZTld, BIRERUIS & 12 AE RUG b 1 1M
TORMZ LY APTT ERIIAES ICHIES N, T
hoXy — 2 2R d (K4A). —77, REDOHEI,
BSOS Tl APTT ZEEDSHIIE ST H, BESIS
T RIS L CIEERYIERT 5788 — 2 %2R

H29BH 3T

B. lEEZHDI-HDIRE

| rEE VO 0fE |

{2 EES— N1l (Bethesdaik) DAE |

[ VWFDURMeF L7705 —EHORIE |

| LADTFEDEE |

A EEA—AMBIEDHERICEHEET 51545,
APTTYRRIF LV HBERET S

W D E

F (X 4B). LA TIERIFESS b B EERUE b [ 72 E
BE T SN0y — 2 ERT (K4C).
2) HRBEHRE

BRI, WERDEMEALZ: ED5EA TV
a7z, HEMWZEREAE S L CLESIN TV
WA, AHA O Z I IIMER OFEEE, WEOILE
RLIER IR EICAH &% 2 5N AIIZENREICD
WCETOMHE T 5.

(1) #aEpukollz

FVIII 1 ~ & ¥ % — Jiifi ® ] %2 (Bethesda i) I,
BE A o H CHURASIEF M4E h o FVIILC % [
EF LR O S & BEERFHIEIC CRE T 2 AT
Y, BCOYEO PRGNS MRS 5 A (B reiR
H)TH D, FIUIH LT, FVILISAT 2 REEPUE
2 E$ %48 (ELISA 7 &) 1%, BOHEZ D
LDOEERWHETH S, FVILHEPAEIL, LA &
EhD A e ¥y —OBE 2T 2\ 20, AHA O
ZWHCHEMTH A, T2, PHAEITRVEHCHAD
BT & 728, G OISO I 2 TR
HHS L, ERBIZMSEET D SRR E %
EhiL, 1> ey —HERIHEIURIEAT LT
WHER % ARER L TV B

(2) 1gG ¥ 7% 1 7oA

FVIII 1 e ¥ ¥ — %, KEB5OEHIZB VT
IgGl, 1gG2, IgG4 @ subtype 2SRAES %', AHA T
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A . EXRMIRHEA

BN R 4B R
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B. XM AMmA
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C.I—TFRT7UFa7IIb(A)

-~ MBS -k IR

¢} 10 20 30 40 50 60 70 80 90 100

ERMEDES (%)

K4 APTT 7T R 3I X3 v rakla

TRk 4 55 1H)

13 1gG4 BALTH 525, EEREBLETHHETAH S
R WHEE HERT, 1gGl, 1gG2 &AL T 4 8
FED W EHE SN TWA . AHA TS RIS
1gG4 THOEA Y e ¥ —liDEF D FEL, 1~
LBy —Jflik 1gG4 L VI 23 L S AHBE L 22
EENBY. IgGa BIEHAWEL EATWA 20,
Bethesda LTI TE 9, MHBIREET 2 L%
2AbN5.
(3) cHE Ay EEE R R f A
MATHBHNZ BT, Bl 1 BB X D H—0g
] DK - 1 & BRIR 9 7 I IE IR 23037 L b —3 L
BWZ EDH Y, EEEEEE T QAR IG5 HE
EANEH ST, wifigeE et s L Tid,
OMIYRITANT T T4 — L ZOYRTTH D
ROTEM (rotational thromboelastometry), (2%t [& % %
fEHT (clot waveform analysis: CWA), @ 1 ¥ E v A4
Ji% 7 5% (thrombin generation assay: TGA) 7 & 2558 &
LTETWD"Y BREOFMINES LB/
72& 72w AHAJEBICBWTIE, FVIILC R4 Y k&
Yy — JJAMi AR PR ) 7 L IREIR 00 T FE & 4 < O
LawvE ShTwa? ARSI, TGA I & 2 #F
TRBEOEL NV E AT 5 AHA (ZR MK
% A X 1) peak thrombin, time to peak, ETP(# h 17 »
CVHERE) PE BT T %, D% ) BRI
LAEESNTHL I EEME LR, AHA FEFIC
IO iR EEE R TEMRAL 2 26 L, FVILC Tid
HETSZVEDIMMEEZEMSL 2 2L ), |
MAEEFRZMBEL, ZEZINE)HADNTE S
WREMED @ 5.

6. AELETE

AHA 12053 Z{6HE, IR IR IG#E & RiG
B L LB MfE LD 2 K TTH L. [~
Ly =R SN WIRY, EAE - 3aiy e B
FEIRZ E72F VA7 DPHEET H2DT, )V AZBRED
72D MR B IR L & B 5 LB DS
Hb. TOLT, HETNEMMGERD B 2612
(AT S DD IR MEIEDS LT L 74 5.

1) IEmARE

1L MG DFHIGEEHE 2 BB BT 2 OITEE L v
A, —REAIEE TR EBIERE L TCRO L9 %
bOPFFHNL. FHFNIIM, WREN I, PR
A ISR PR BRI HA I 7 & D A TR IS TERE § 5 & 9
LEEZBIUEREZ 2T 5546, K THIMSLHRAN
H IR WL 74 0 E LR 8 7 & CIEIRAE Ay P12 ISR L
52 v X9 IR 2 2 HIER T b Bl T3
LA, T U8— A Y MEBEROBIEYED 554,
SR EIC L 2B EOBRARO SN EE5TH
L. 20X e BMERIIEHESS 2 IR GER % B
TGS B ALEEN S B A%, TR 70 Bz T HA IR 47 AT A A Ifi
Tk b RIEERRMES KA T 50T, &
MO HEAT D37 VI E SRR Y 72 IR MG A EE T
H5

AHA O 1EIMAERIZIE, FVIL 2559 2 N R &
RS TERSE & 30 (N4 28 A) L C Lk Imgh 3 % F6HE 3
BIHFN ONA S ZBF) SN S N L. BIEARFECE
T REZ N A N ZBIFN X 3 D 5. i E T,
AR T-RLE 2 SRS VIT IR T35 () REe 7 0%
rFVIIa) & {EERI 70 b o o © U HAREAE (7 7 4

H AR A 1F 122 2058
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1 OAECTHEATEEZR N A 7S A R MERE] & Z o F 258

B3 MR R 70 b1y S5 TR0 20 T B 4
v AR (APCC) VII AT (rFVIla) %5
BHI 2 77 AN JRETVHLEER V) VY
Bk Ty AT —RASHE IRINVT A4 AT T 7 =<
By et
B 500 HAZ (10 mL) 1 mg(1.1 mL)
(A ) 1,000 67 (20 mL) 2mg(2.1 mL)
5mg(5.2mL)
8 mg (8.1 mL)
HREINDL 50~100 HifL/kg 90~120 ug/kg
s - AR 8~12 B4 1~3 [l 2~3 g 1~3 (1]
F 2
270 pg/kg  HLIA
axyh 1 i RHE G813 200 Hfikg  /DNE TR E 720,

R Z TR\,

N T A F Y ABR E ORI
LT HERETH 5.

2 RO $ G-I R A HE3E &
5.

I T K B R O35 52 &
DENTH 5.

270 pg/kg DHMEF G, [H#
JE 2 & H SR EE O M 12 B
Wb,

SRR A, PRk RIS
ERNA AN b N DL EE /N
B TH LD, FIREILT
BRI L 22w,

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

Az M EEENEH
AL K i R FE i

rFVIla 1.56 mg/ FX 15.6 mg
(2.5mL)

rFVIIa & L T 60~120 pg/kg
1 18]

BINFEG T 1 e L, 8 R
D EoWEZ & T, W
#2455 & & 1T 180 pg/
kg TR W Z L.

WA 57 5 36 B LN O
AHEF LB IS & L THL
NiH Z k.

BINBG- O, KIZHRFA % 3%

59 % % TORMEIL 48
DEdiFan k.

b7 A FH AR 1 15~25 mg/keg & 1 H 2~3 WOfF#HEG S L <id 1110 mgke & 1 H 2~3 B OFE
APCC: activated prothrombin complex concentrate, rFVIla: recombinant activated factor VII, FX: factor X

ik 4 225518, FAROETIERTOHRR)

X" D APCC) DSIA S R ST W 7228, 2014 4 11 A
AT TR X T IGE AL VI K- 35] (N
470y b FX/FVIa) BSERTTREE 7o 72720,
2017 SELLETHRA A K9 4 ¥ ClX FX/FVIIa [ZB§ 5
SHESERL ENY. AHA BT 5 2o 3 #o ki
BRI L 2B ETE L v, 72, K
FEDFEFERIZB T 2 MR RICET 235013 E A
£, tFVIla & APCC ICBIT5bDTHA. AHA &
KOFTHHIIFZETH H EACH2 registry Tl&, WjH
H O 118 F i 1T S TR TRV AERI M (93%
vs 93%) i H T EAIRENT VAW, BETH N
A XABHFNZ & B IR MGHE 2 2L 72 17 FEHB (FVIa

29 530

Hid 14 5], APCC B 160, rFVIIa/APCC : 2 f5)
DEBITIEIMIZHEIY L7, 21 & LT 2017 4£e2ET
FRAA RT4 2 X0 Pk L7z 3 BHIOHEHMOF &
(FEARYETHI O IR 2733, #8H O 5521
BEHOFEMIIOWTE, SEIRTA o4 22
(RVAYAR-FAY

B, INANZBFN X B IREEOR)F % Kk
W ZHETE 2 HEBRREIIFE L 2o, 20
BTN R0 R 7 & ERIRAE AR OB 0 B MO L
#BZICLCHET S Lk, IREEOERRY
FHIHEICE LT, SiEMgEERERALEOR
L ZOBRISHN /2 A, IRIGEEICH 5 8
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[ BRI AAADLER |

PSL 1mg/keg/ A
+ CPA 1~2mg/kg/B*

(FREBRE AN ORERREE) **

RTX 375mg/m%/38 X 4[5
+ PSL Img/ke/H
+ CPA 1~2ng/ke/H

MDA >k B & —Jfl, FVIIL:C (SEUAPIT* %) BIEIEpE=4Y 1Y |

v

B~ SRR A b S —Hfl, FVIIL:COWME |

cCRIZAZER Th DA%

@M PRIZIERR

PRIZARIERR T 525, 1RHATIE
LA e B —HEDIKT &
Y, FIIIFVIIL:COHMD »

TRPERIME > HFVIIL: COHEAM
2L, A EEE—Hlib
I~

|

l

PSLB L UGHAEE D | | AR ML L, cCRAERL
JE - Pk, 7 BB TPSLIS L UMFAZEE D

WA - PIEERS. 2L,
SRR L HRITEA T
MR S AL, IHRED
BE O R ZE.

AR A3 72 W UL TE IR & ik
. L, IEMEESNE
e LA TV B 35ARR5R
EEAHIBRC X 5 BIVER T
EALERZEE, 1REED

TRPRIEDIBNN - ZEH A%
ER. £, BEILLT,
MIEATROREAT A RS

* CPADBIRISOVTIE, KYBVREMHLALET, ADOBR
ARETHALHISNDIBEICEET S, Ffz, CPADERIREIC
FRHEIERDIRIN BN (BIELE) EHIITENBIHE L. CPA
NVABETORELERT 5. BF, CPAITIEIRP PIFIRATAE
BEEADREIT#ITS.

KU REINFIA B ETHDHIHE OPSLOCPAN 5 M
BTHHBEICE, RXFERAVREREEERT S (L, HF—
BIRELTORXEAIETE T RA+2TlEALK, AN DRIREA
ND-OEFRABRELTDRENLEELLY).

o APTTIEMR R BER CRAIEENEB T 510, BT LEERX

HRBADFERERBLEWIEITBET S, Ffz, 1VEES—
Nl ARFRER T CISITARDRERBRLEVNEAH BT,
SARFREERRETOARRELEECBMETETEHENLEE
LU 7220, cCRERAICE WV TIEE DB RSBV TR ERA

[FATRETH .

xRN EETHEHFL, CPAPSLEFITHIBLIES),
RTX, CyA, AZPREMDIEIRY B, F1=, BERBEZHETSIHE(E,
ARETHNEZDEREDNHAEEETS.

PSL:predonisolone, CPA:cyclophosphamide, RTX:rituximab, AZP:
azathioprine, FVIII:C:facotor VIII coagulation activity

BN - R ER.

WREEOESR
< cCR (coagulative Complete Remission) : ¥FEIRERIZEHFE
FVIIL : C EE®{L 230 A b X —RRHEELT
+ PR (Partial Remission) : #BsyFafE
BIERF LB LT, A vk U — Dl L/2RMEICIET

5 SREIHREOT VT X4

(CCHik 4 5 51H)

FNIFEFICEBETH Y, oA G 2 X 2 ARE
DHEEREZLME SN TV LY 20, IREZH
MEVZHE L, @IKRE L-RIIOBARG 2 #1752
LIFHEETHS.

T/, AIPTHFE S NN AT T 1 v 7 Hifk
emicizumab (ACE910) 1%, 1 » b ¥ ¥ — B L UIE
TR DIERMEIM AR A V2R L CIRHE I RIFZ2 1k 1mx)h
RERLTWZOTY, FRMIZIE AHA O LI
R E L TCHHIRFEEING.

2) BeEhlEE
(1) REIGEEOMEEHLE 7V T) XA 4, BffOER

WHEIEA ey —=PRMESI N WRY, HAE -
B2 I ) 27 2 H I Eo Tn b0, &
E* %4 ) 7 DH A ¥4 >, consensus recom-
mendation® D WV TFRIZB VT Y, KEDZWKIE
HAZHEIHIREZ G T 2 2 PRI T
L. PIESEEMHFE L LCid, A7aq Fhu
EV(FL F=vay  PSL)GEMHAIT S NG 2 &
B L, 2017 SELETIA A K5 4 T3 PSL 1 mg/
kg HFz5-H L < 1E cyclophosphamide (CPA) B C
DEHBED R SN TV 2Y . ho3EH L LTI,
Rituximab (RTX) %> Cyclosporin A (CyA), Azathioprine
(AZP), Vincristine(VCR) 7 E Db 1), FI2
WL LTHWHNL, ZoHTH & CIZRTX

WFEEHIN TS, LA L%2YS, PSLICIE %
[ R F OREE N & 2 ISR 2k 2 PR
DFRO BN TV AEDS, FNLAOFERNTBIRE T T
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