B I 22k 2021 4F 10 H 5542 455 104 Chin J Hematol, October 2021, Vol. 42, No. 10 -793-

SASE ML AR A2k

AR E S T -

51697 EFE G (2021 4FRR)

WAL E ik F e e 5k P E AR AEL
BEEHE oL, PEEFASFHERRBER(PEESFAFR LR FHRC), 2%
EFEARELERT BRAZRALAERBEREFZHFZ P S, XZ 300020, Email:

rcyang65@163.com
DOI:10.3760/cma.j.issn.0253-2727.2021.10.001

Chinese guidelines on the diagnosis and treatment of acquired hemophilia A (2021)

Thrombosis and Hemostasis Group, Chinese Society of Hematology, Chinese Medical

Association; Hemophilia Treatment Center Collaborative Network of China

Corresponding author: Yang Renchi, State Key Laboratory of Experimental Hematology,

National Clinical Research Center for Blood Diseases, Institute of Hematology and Blood

Diseases Hospital, Chinese Academy of Medical Sciences and Peking Union Medical
College, Tianjin 300020, China. Email: rcyang65@163.com

— Mk

3R 15 4 I & W A (Acquired Hemophilia A,
AHA) J& — B i1 T 08 20 0l A 3 B0 B 5 i P 7 VI
(FVID) A By T8 FVIE P (FVI: C) BRI Y 3R A5
PR R o R S R A TG H I s AN C FH
FENE L ) R I A R R I s AR TR M Ek
1R APERG A I & A S i Mo R I O A LAY
P AR B3R B IS B 1] CAPTT) J2E K AR AE

AHA WI4E K5 290 1.5/100 J7 , 1] &4 F 45
LA B, WIS A R 4 0 R B I oM L
WK 60 % DL AHE, LEF WL RAA 50%11)
AHA SEE T L)k 30 PR sl il i , an B B S sie
P IR 25T RS 1% ~ 5% iR
FRA TR G VAN ARG H IR
HA S FbE, nl A 5 s R s B A
I R, AR RIZ B A I PR AR R TG T TN
HOR A S & AR R A AR Y
FET-HET] 13k 42% , AR SR B T 3N i i
12% , v B 3R A5 P 1 A0 51 (CARE) B 52 Hh st T
RN 6.7% , EEFET IR ARG H Il LB DL I
Ak K& T BE I IE T (IST) By ™ F K e 45 o
AHA RTINS AE T B2 W S 25 746
MIIRYT

T RS E Y [EAT 2T AT R, I A ST

il BOR B AHRHE , ATV SE HE THSCH T E %L
FILPFERE " AR, [ N AME 22 TR
JORFSR 45 R & 3, T CARE WFSY R GTH BF9E 46
X1 AHA F297 S48 TR ik dE = Bk, A
WAL B (5 SR BB X S e AT R,
AHA IR T I IR o

MR

M4 GRADE 7715 AR SR A SR AN T

VERAFERE A ST Fe AR AR T R
H A TR 25 B RS i . 1B 2
MR /DA — IO S T T 9 1) B8 2
Fi, ZERE e R 280G 0L F iE TR 2508
1C %% IZMEFEBI = I ISR 2 45 , (H AR XS 3
()% AR AR AR 2L

QYR A TR A, T RRR I
W7, i 0] BE 2 Bl 2 B R R 9 1 0 R A ek
AR, 2B G R I SORIF oY BOHE SRRz
2C G ToRTAREE SR

=Bk

HF AHA HA B0 58 K K H i 5 b R i)
AU A B B E 2 IR R RN 5 B2 W 4k
R, UL B A AR T AR 0 TR R
CAREWFE /s B85 8 U H I 2 0092 I s v a7 B[]
930 d, BRIZET " EE R 60.9% ", HIL,



-794- AR B 25 2021 4610 4542455 102]  Chin J Hematol, October 2021, Vol. 42, No. 10

HHIZ WA BT BB 3853 19 1k il 5 58 Tl ™
I S BHEBRPUAR LMK E FVIL:C.,

18 B DL R B R A 112 8 : OBEFE
T a5 A AR I A R OGO 2 AE N ™
Je ) WA R s A AR S kA S T
HIRAF B3k B 0, 5 I AN BE AR BRI IRAL 1 APTT
FER (1BZR) s QAR & BABEM B IR7 M APTT
R (1CH),

(—) IR

FEIER I A2, 28 A &M,
W] B AETEFRAZ AR AT, BEA TG a5k, G
o PR S S o e E UL I I R A S R
M.(Z180% ), ILPA H LYK 22 (2940 % ) , HoAth i1 1l B
iAW PRAEFE R B WA TE S R P I A O
7 L I BT it A A
I F5 A b I PR O S i R 5 i S A o o
AT REAE S A A, AR ST R I B IR L
TE B ML s ot 483 4 PG o 22 st EL A AR o AR B0 ke
P05 43 L1 o™ S 95 18] A A 2 R ot ok 5 | B5ORE 5T
SiE , A7 H RS H I T B JoR: 2 T S G B T e LA R s
FUW R . /DR B A R, DR A i R
G AL ML I AE 2 BN APTT SE K i wki2

() SEm = K 52

BEAL AHA 1) (838 75 21T APTT IR & I &Y
TSRS A T I A 0 A | HEAE F VI C ARSI B 1 il 42
SERAHNIZ (1BG) . 05[] iR A7 S8 i il i s ]
(PT) 4 K %5 , 75 Z2 HEBR LA B AL, 40 AR o bt B8 9

IS APTTIE K

l TCE AR A AR IR

APTTZIEI 5

l Frk i

AL E

(LA) [l R FHPCEE 259055 . ARF5 T h APTT #E K
(R 78 SO AR SE G % W IE H S i LR, ol
I Y RASE Z IEH X IR(E 10 s DAL ol g7
TR Wi A (1), L1 PR B2 0 B 0 PR e 2% i 5
FARBWIARG , A M EYT

1. APTT IR A M3 2 1IE R0 7. i 5 APTT 4E
K B EA T IE IR TR A 2] IR, fRT R APTT £
1B (2B ) o BIVIE & I 3% F0 88 2 4% 10 1R
G, TEVZIF37 CIFH 2 h )5 F-53 7000 & APTT,
IF5 TE 8 102K RN A B ) APTT R 47 A, #0 R
REL] IE I % & n REAFAE I o . AR R E L)
APTT 4 IE 2 F5 B IE IR A MK S s A (8 IE
<15% ) S AE S B0 ZAE W S50 N s A8 e X
1 APTT A IE 248 i IEH IR A MK 5 s LA b (8%
FER > 15% ) dli s TR mE RS2 H . FIH
1l 40 A AR B ) B il B AR 1 R 2 B (e I
SRR ESPUMAR) AT LARDZ) 58 s 1E W F 2 h s
ANBELH IE , /% BE P By ] R B R ZIASRE A I
F TR AR A AR TR B S0 06 2 TR AR I A
L 118 28 50 8 TR N RS A AR o . ] IE IR
FH T DX 438 I K P e = sl il i A2 7E , B Tk =
FRIfEAL , PR CAS g Bl R A 2 5l HERR AHA 1912
Wi, 5 L [R Bf E47 FVIL: C  F VI il 4 2 5 0 LA K
W, DU ez

2. BRI PR T 15 PRI < B — FVIL: C R s T
BN AHA , 75 BEBRAME AL P I ACHS A 45 1l A
% (VWD) FI A5 VW ZEA1E (AVWS) (1BZ) .

HERIMILEEZS )

BB PEREM N T-EkZ A (VI X, XT, XD 2kvwD

T HERATE

FEEAL

EVREEAHA

BB

REEYERME - C
ZHMBERIMEVT : C T

HEBRAHA

1EH

l HAFIEe =

P MR

i1 Bethesdai: & Nijmegentht KL B 58 FVILL {4 BE

FVI: B i P51 VI TV = C = 35 1t PR 1 VIS 1 s VWD < I 1 I A s
Bl R 20 ACAHA ) iZ W4



B I 22k 2021 4F 10 H 5542 455 104 Chin J Hematol, October 2021, Vol. 42, No. 10 -795-

AR T AT PR VR I R T R AR AR, 1T R
P F VI 61 47 1 AR RS 4 it 3% v FVIDT SO 4R .
il DRI 7 R R IR AT — RGN R S A
L AEL 7 178 25 I PR3 e, DAt i R) 356 P B
Tk LU A3 Jon i 2R L (EO2: FVI: CA2fb AN K. LA
P T 000 A6 Tl i e oL aod A T 8 APTT ZE K, 1
A 2 A — B T R0 PR R B I PR 3 e R AT
(B, (EL T 52 5 i) B9 68 i R 3% 2 Bt 5 A e L
538 T 2 T

3. e Y S AHA W20 E I
T B, BRI 755 A Bethesda 75 5 Nijmegen X
Rk o KA R RE B 1) AR I 5 I Il 2 A
RA,37 CHFE 2 h, MEFRARF:C. RBAHIEH I
HFVI: C k> S0P st , Wl Sk F VI il 40 14 5 £
} 14~ Bethesda 5457 (BU ) , Ik 35 10 5% 76 R £
BRI H R R, DL BU/ml M3 &R, 9
i FE=0.6 BU/ml W Ky BHAE: . 7F Bethesda Jy 7% L fi
2 B Nijmegen J5 3% AT LIS i i 497 7k 132 241G
i (< 1 BU/MI) (554 R At ™

Bethesda 7% M Nijmegen { K 35 11 0] % 2
T AR A I A A BRI A B X FVITAY
[ FRPLAAR | X TR — e S 2R 1 1 L By ) 2=
fiE. AHA &1 FVIIBLAR I 2RI 5 2% 1) ALk
PR 2 RIS ) 2Rk, RIPRE IS W15 7 6 101, A %
A FVIL, 5 B S B R R IE B, BRIE A b ik vl g
FEASBEHER AN T 6 9 9 LS8, IS0 AR Ay
FVIL: C £ #2305 50 % 1) F R 5 11 530 410 i) 40 % &8
(2BZ%) . N T EG AHA S A N 5R Ay FVIDGHI 1
YIRGI )T 3, T HIE FVIL: C > 5% M s R R
FH#K 3% J7 4 (41156 °C 30 mins) K35 1L 7 FVIL, 7
PEATARGEI , A3 40 sl 90 Az D00 %) o A P B R
(1B%).

(=) %L

1. A9 A A « A9 A PS4 2 1
K A Bz FVILRI AT G 77 A i R R
Al SERIHAMENE FVIL, 2 %4 FHEA RS R
ARl R E R, MARABEZHAYIRE A
M R I s, DA ST RN LA H I L DY e AR O
Mo 230 KL A XES R A A,
WIS AR A SR AR i vE FVITH 70 557 1697 st H oy
SR A I AN B T 16T I LR SR AS AR, R PR
BERI 0 K o PIRBIS I AR A B3, L
SRR AR ) RS AR AR YT R R F VI
4, LABRS AHA

2. HoAth AR A5 B afi PR 7 Bk = 0 - 5 PNSE 1
APTT ZE K 3 6 UL HoAth Py U6 3% 42 19 IR 7 (FIX
FXIFXI) & VWF =, A 38 o AH 7 A9 e i P 5 M
P PRI A TR ] 75 S S At PR
Tl AN F V) 76 i B st 2 3 Hefh PR - — 93k
T ARSI 25 2, 5 T R ), Tk AT R A A

3. LA: i TR LAl RE DO fig , LA AT R 30N
APTT ZE K (F L) A PT ZE K (/0 W) BN RE B IE 7
MAEATE . LA S A APTT ZE K — A A ] 4K
HPE, DE(10% ~ 15% ) AT 230 0 i TRl .
W, BT A A 1 e 0 i 4 R PR I T g e 42 IX 43 FVIT
WA LA RN 7S5 B A A8 0% 40 5 5k
2Y1F APTT HYRE S, 38 4 4% AP AOS f i 1) i Gn
B gt BRI (ARVVT) Z5IE 52 LA BFEALE .

LA 5|2 APTT ZE K 9 5 55 ] 5 BiR sl 56 rh
DAY B i PRI ) — B9 A 0 o 3% A BRI A A1
% RAOJEYIEE O LA AU A o % 50
051 G — 30 ARG 0 F VI = € AR, 1T & €6 S 40 1 A
FVII: CIEF B, nTLLHER: AHA . T EN & GRY)
AN FVIT: C A H BN A, oT ISR FH 24 H B A
ARG 5 P 114 5 1k S i BB PR s o %o T S
52 299 ), ELTS ARG FVILHT A ] 248 531) P VI st 42 A1
LA, XA D TF I, 7 B i A H 3 ] TR e
WELG FVIAY F S PRI LA, IGR L, LA 5L
I B A = AR & A it CH afi 22 D0 i/l
TR S R s AT B 1 R T = B ) o

IIRSTETi

AHA W3RT7 N AEA 50 1 e JT |, s b
BEF KB K AL, LA YA . ARG
AT R AL EE « RBR B KRIT Ik iR
I K TBH H LAV R AR IST LA Bk PV 642

(—) BRI B3hT 7 IRt

P R | R s R 5 S A AR AR
WAL SR AR, AR B B g RGP (NS4 4
AU | ey M I/ IR DB A ) I R FEEBE IST
LESIGESINE i RN L /IL P S
AHA I I8 25 25 )42 i s 5 53 F8 8 JO 5 ek A 3 (A
Rl =L ) s 6 TR AR R I BERE P 1 B
o A FR R T R T R IR A i B, e — 2R R kiR
Y7 TOR N R R IR e B, T B AR S A R T T e R
i3

(=) 1k 1yRYy

L Ak A R - 5532 5 0 7. B R BCH it 95 By



-796- AR B 25 2021 4610 4542455 102]  Chin J Hematol, October 2021, Vol. 42, No. 10

RAETEE MM, BT R A QRIESE, Je ik
i AN 2o SR g RTINSl N 1] 9 8 6 A
FZ5 % EAR 1k 1m 259 )5 56 (1B 9% 5 & A LA
Ap R b G AR VI, DAB 1k & A DL i A4
I, W25 1R MLYAYT | 0 & AR B A I = 2R A A
A 250 N B A TR K 2 0 D 2R B

1k M 259 3A 7 LA i B Stk i o i 2 H
Bio [HRTEVERL AR TE B KU, TR A R
s IR T R S B P 26 CFF IR e A o R il
INGNZR

P 10045 423 R A F VI : € 55 0 i ) 7™ o R
FHICE 22 R, 1k 3R 7 SR W 1 61 3T AR B
AR I P T R AN 2 A0 ] T R ek ak B
FVI:C(1B%%),

TR £ TG B S i AU R e IR,
T B VPSR I 4 TIE BRI IR 7 AT ZARRRR 1Y
WA YT o X T R B S RN S Al Bt i o L LAY
L 53 P S T AR S ot 0 PR oL St A
A5 I A e 2835407 1 4 R T B 1 IR
1R IMIEY 7R LA 2,

2. BRGER AT L MIRYT « 55 Bk R 2 ) g
20 3% Ak R I PR 7 VI(eF Vi) 13 Ak 5 i it Ji 55
B (aPCC) . aPCC AAE FE N LT, — B F&E Il
it 552 54 (PCC) , B & PCC 17RO HL T 1l i
WF5E SO B8 , e 2 6 BRATF 98 45 5 S

(1)rFVlla:rFVla 78 2 500 58 Hh i 1k 1A 06K >
90% , M Fe i ZEFAE R EAHR N 0~2.9%", CARE
WFFE Y, oF a7 1k I B[] 8 5(2.5,6.75)h, 2 3
. F PCC K FVIIHIF . rF Vla By 5 &k 90 pg/kg,
WA W58 2 s AR =

HEFELE NG PR WG 0l R 2 1 Ay T R R

M2 rFVla 90 pg/kg 52 ~ 3 h 1R ZE i ##H (1B
%) ;024 hJ 1 SCRANE 25 R A At 1 1 25
WQCcy),

(2)PCC: CARE ff 55 1, PCC P2} 11 IfiL A 550K
7 84.6% , Wi 1k ML [E] A 72(42, 317)h, IS5
RHERF8.8% " o FEMH PCC st A& v iz v 2 Wil
MAEFAER & . ARG PCC = i b FVITA Y 22
5, PCC 0] 43 = A F (FVI & & A%) Ay 5 7
(FVI &) F= i, HET i oA 2SR PCC YAl 2=
ST A

MICAE oF Vla ), B2 PCC Lk I, 57 5
— AN 150 TU kg™ -d ™, 20 UAH (2B %) .

(3) 55 Hf i 12 25 Wy I FH <t A% i A o 166 B
EERGEAR R I A A PEII P 85 S B, G
P — S AR AR G ROCRANME , 1T LU B oF Vla
N aPCC, 1 rF Vla 90 pg/kg M aPCC 50 TU/kg [a] B
3h 1K (rFVlla f2 aPCC&E H 4 R ) A", % &5
AHA H 13697 hk Z 4157, H B P aPCC = i it
o AR R B AR 9 i L oF Vla 5% PCC &%
TIPSR, 286 AU A% S5 I % AU i, 7
TR VR B B0 ] oF VIl B2 PCC, fifi i i # b 735 ™
S Wi A A A . BEAN, W T 258 mT Ktk
ol 28 5 SR R TG ik A2 b oF VT, 1T L) 2% [& 5 PCC
hauiALiEe

3. F Ve 4 771 - BRIVl 7E AR B 83 v, 4l 4 i
J 0 B R TN AHA 58 250 1 VIS Al 35 & [0
ez FVIL: C oKL ANRE T 1k 172k . EACH2 J¢
CARE 5T, FVITH 45 7] 1 IR IS T 55 % 4%
254y, CAREBF5E  , EVIHI F 5025 11 1 A 508 N
34.4% , L1k IS TE] A 2500202, 306)h' .

AR T AR A 55 B IR 12 2 W sl LT P RO

| BT WL TSR Bt 21 |

Hik

ik IR, FERERAT
AR R BOSCRAME

rFVlla 90 pg/kg

PCC 150 IU-kg'-d”!

FVII 50~100 1U/kg
HRAE mIsR A 1k

£2~3 h 1i&

MR T %

/

| ks v, TRCE T |

| 3 B e/ LSRR PV (R T |

rF Vlla: B A1G A0 ABE I 5~ VI PCC = BE I 5525400 5 VI 386 o P45~ VI
2 SRR A LG R



B I 22k 2021 4F 10 H 5542 455 104 Chin J Hematol, October 2021, Vol. 42, No. 10 -797-

A3 L FB B SR AR 00 o] 4 s s 700 2 F VIR o
TS T A FVIL(50 ~ 100 TU/Kg) , 725 5 46
DU F VI & [RDcR , IR 255 I R T 450 6 1 24 77
Ko [a1R , DLk B B - g7 sk, anyy o4, i &
A B 4 At E i 259 (1B 2R .

4. 1- £ 24 5 - 8-D- K % 2 )i [ % (DDAVP) :
DDAVP 7£ #8437 & <2 BU/ml H. FVI[: C>5% 1Y
AHA B H Pl BB — 7 &, — M & o Bk
0.3 ng/kg” . DDAVP A Al g & A=K i 0 5 Fp4k
AR IUE AR AN R . i OREH S 2 2 IR
JLEEE] . B BE Z A O AN, I 2
VEIL, XT AHA B, {E To A H S il #2600
i, 28 EEAL 5 W FH DDAVP JE I

5. PLEr s R AL 25  Brer i 25 (2 i
&8 TN & IR (Bl SRUATE N (D =R s
AT EG YT o iR BT AR i 25 W v A R G
FRE AT A I R AR T ¥ o PLEF U 25 5 55 B o
R FH A S =2 v IR, 76 ol FH v i 23
UL A 7 1) S 56 2 R A R I R AR o oz sk
Y% PCC S5HLLF s 270 IRl B , anaeZsifit FH 2 13 )
B 6 h LA b, DARSEARG il A = XU o

MRS HEBUAR S TR B HTH T AHA R i3
BTG 2 | T 25k B SR R TR B HaE T
T L, ANREF TR 2k L. FE—T0f 5 12491
SRE BT N R 5 588 3 mg/kg K2 T RS 4
1,32~ 3%, B)5 1.5 mg/kg B3 & 1 ¥k, LATB;
I

N T i B 5% i T 3 2T A i ] FH T R B R A
N1 L = RN 0070 27079 N B | L P B B N
(T

6. LMY 7RCITAR « 1E M7 3K T AR EFE IR IR 25 &
TEAR , a0 E 1 U A7 B REAR B AARAE | i 21
H AT AR G4 (1B9) . B

A 28 0 UE A 52 56 2 4G A AT LA oA 1 I 5 % 3
B MR . alE FLEI FVIL: C, H 5 1k Mgy
BOFA—E —5L,

(=) I R

1. — R . AHA (8 IST J7 22 Bt /b BEAIL X IR A
58 AH T AR SR & R BB L T 55 25 SR R U 4
JZ BAMRAIRT T B AL T 85 SR

FT A BB TERRI2 5 W ST BDRBUIST DA% B FVI
kY, 2 FVIL: CAB ) o £ IST J5 S il i ML 5
Jita 3=t A 7 T T WA ] R B A I & A
A W B T A OGN RN A5, DA kE S gk &
Y EAN R R R A JLHX T IR BR R 2 1)
ZAE AHA B AERRRGA T SRR IR I SRRl b, A
A R R AT 1) 42 AR AV 13 i JRURS: R IST AN RS i
Z AR5 2 IST (1B o

2. —ZIRIT R 1P HIZ T AHA HAE IST —4K&
5 %% CAREWFFTHIE R Bl R BR.2h W B B =
I B B IO e % 26 3 R 22 0 B S W TP Ay
GEFRT ] 230 R 56 .42 e 42 d.

Wi Bz 8 R A R ARAS R iU 22 6 W) e i
PASE o AT R M ZE KA T AHA — 23697 1)
T (H N RE MO B R BT R, BRI SR
BRI, IRA] 200 mg bR 1 KA 2

3. TERIRTT IHAIRYY - AHA A 4t — 23R
Y7 3 ~ 5 JELJE 043 TG B B T B ek FVI: C 43k
RAHTCHA . L THI 25 BB 28 T —2RIBYT

XoF TWE R SRR 2 R, 4R AT LU
IR E I ol R 2 B, R D3R 1, X R
Fr R B PRI 5 A 2 U, R
I AT 48 A (8 P Ao 1 245 9 (R 22 Bt sl B e gk
) (2B%) .

— 2R K — 23R T B eI, AT i H Al S e
R, U0 1 R TR BRI K T A A

R ARFHEIM AN A PN HERTT— LT %

et % R

WL HERF

R e 2

RIEFA | mg-kg'-d™ FUIRBGAFHGHHHALZE  BUS A R LB 3 A Mo £ U (g b g BB

RUME B BUER 1 IRER IR G 25 7R — R AT RO AT RE RN GRS B SR IRFE SRR 45 )

L 6 ] , B T ek 2 45 ]

B TR I3 PRO I B R ] L s BRI 1.5 ~ 2 mg-kg -, OB B BRI AL PR AR XSS (1 A ] | 4k

DRI IR 25 T AR A et 6 4

R R IR A A Z B B R DR R L R SABT 375 mg/mP B ANHEAE ALY BRAE R RN LA TS s C L R R
VUG, B IKAR 245, 522 4 IKER 100 mg B3 1 10« A A S BE R 254048 3%, TR RUE U e Il 22 Bt

4%




-798- A il 2 2k 2021 4F 10 H 25 42 455 1048 Chin J Hematol, October 2021, Vol. 42, No. 10

FMl e 5w A R AR R A AT B T
AHA HGE™Y . X —2efiia & kK i g, v DI
B2 TR 25, S0l i I RIS R R T 2 25
T AHA WA BCE S 2 TN .

YRR Ok Z L R, TR TR
JiIed . B B B S PR (2C 90 .

22 WU 9 0 s, R ) i K S AR i 3R AR
(IVIG) 7£ AHA 73U, TR AN HE 72 LAV BR 4T
o H R E I IVIG(1B %) 0,

IF 5 5k 7S IR 46 5 e g2 W TR FE X IR 1
o = Bl T AR T AR RERR NG DL T R T PR
A R 3R A R A A A 78 PV, LG A 850k
I, (S G R i i 4 >

4. NEARIE Y - 5T GTH WF 55 , 2020 4F 1Y
AHA 297 E bR 77 9% AHA B3 IST 7304 h B
W2 BN R4, B2 0 FVIL: C=1% H A i 4%
J#<20 BU/ml; AN KB 41K FVIL: C < 1% 5410 1 97 7
J# >20 BU/ml, R4-4H—2& )7 EHERRL T4 L R
PR P2 N R — 205 M L B R B 3
WML oA 2 BT, N3 ~ 4 R, W4T —

A 2 A PO B AR TS 40 2 B R A AR IR
Bl E IST (2B .

PIZH B X — 2T SR BRIk B o G bt
RV C A i 0030 B A el ) R, S GE Y
FER MATAIT FEE4~6JH (2B,

5. W YR AR & AHA (9 IST G TT « 3585 e e 3t T
UL YR S LI AHA S IR R4 IST & H it
Wi R BB R B 23697 WA Rl 25 U Tz
FIRITIRIE . XA R A — 2R A AR,
HJ2 IST ¥R 97 38 5% 4 52 i 1) 1 (8] be JH: A 25 Y
AHA K01

6. T 1008 I o 255 H W < AS i B A AR oE 40
TR ARG AN < 0.6 BU/mLLFVIl: C=
50% , f gz i SR B 28 A il & . &R0
et - FVIL: C=50% il E=0.6 BU/ml, 1k 136G
SPEE AR 24 WIoH & L. e FVT:C <50% , #l
il #17 & =0.6 BU/ml, RS EIE s i, &2
% SRR ARy S R BE VT A FVI: C <
50% HAhil 9 =0.6 BU/ml,

73T R AR W - EE A IST 399 18], 4 J) 4G
VYR EVIL: C 1056 4200 B i R4S, DAPTEA o 45 %
PEAL IST W] BB (4 IF & AE o HAth A Bl 5 95 7y Jas
B T Il PR PPAG 5 28, R i/ T g 5 1 il iy

AT

. BT

AHA B & 78 50 4 5% ff Ja 7 4k 22 BE Ui W
FVI: C, 5] 6 4 H PR AN 1156 ~ 124~ B4
2 ~ 3 HRGI 1 UK 5 26 2 AR AR AR RGN 1R 5 LS5 T
P AR A [T B o P AR R I PR 75 2K &2 A F VI 6l
Y i

(302 i)

S 5EEHEMITIE I E R (UL ZTTELA 0 F BT,
(7] — B3] 2L G IR [ P BT ) « LU AN R BE B (5K I6E
) s A ATERRIER g (CE AR GBR KB REIAN ) 5 T DR BERL R fi s
TBEBE (iR ) 5 ST BEE (R ) s 48 it BR R B s s A
PEE (B SE0H A AU 5 M R R B 5 — R e (1352 5 SR I
FER 2B BEBE (R /NTF ) 5 I IR 18 PR 27 B B — R e (O i
) s AL R A5 — PR B (SRAT ) 5 L B TR~ B s 2 e (1=
PRF) 5 e RHE 7 [T 12 27 e B[] 5 B e (428256 ) s e Rk
T [ 2 2 e B s BRI B (B B D) 5 35 RO 35— R BE (5
B BRI Wb BB U5 s BRI BRRL A5 — B
JmEEBE (8 ) 5 T BER R A R T R B (NSE S 3l ) 5 Pt R I g
JAZREE) 3 By s W s BE e (HE o) 5 I AR R 55 8 BE B (1]
) 5 IR AR M0 (7 i B A ) 5 LU P R B3 — B B
CRAMRAE ) 5 5 S8 I 2 2 e s i 6 B B ( E 27 ) 5 AR R}
KRB BAL AULE R B CRIFIE ) ; DU R AP BE BE (AR 4E) 5 9510
AR I o — R e (bt A% 5 5 BT B R FA XN REE B (1
L) 5 M DR B i e 2 e /] e 4 I Rg = e (J 1 ) 5 v B e
AR 5 — BE e (LB S B B ) (32 AR B A 5 v E B
T B B — B e (A5 ) 5 v [ B~ R B V80 P g (o [l B
FREBE M ITT) (XL 1 R AR HEle A b ki)

2 % Xk

[1] Collins PW, Hirsch S, Baglin TP, et al. Acquired hemophilia A
in the United Kingdom: a 2-year national surveillance study by
the United Kingdom Haemophilia Centre Doctors' Organisation
[J]. Blood, 2007, 109 (5): 1870- 1877. DOI: 10.1182/blood-
2006-06-029850.

[2] Collins P, Macartney N, Davies R, et al. A population based,
unselected, consecutive cohort of patients with acquired
haemophilia A [J]. Br J Haematol, 2004, 124 (1): 86-90. DOI:
10.1046/j.1365-2141.2003.04731.x.

[3] Godaert L, Bartholet S, Colas S, et al. Acquired hemophilia A in
aged people: a systematic review of case reports and case series
[J]. Semin Hematol, 2018, 55 (4): 197-201. DOI: 10.1053/j.
seminhematol.2018.02.004.

[4] Knoebl P, Marco P, Baudo F, et al. Demographic and clinical
data in acquired hemophilia A: results from the European
Acquired Haemophilia Registry (EACH2) [J]. J Thromb
Haemost, 2012, 10 (4): 622-631. DOL: 10.1111/j.1538- 7836.
2012.04654.x.

[5] Sun B, Xue F, Feng Y, et al. Outcome of CARE: a 6-year nation-
al registry of acquired haemophilia A in China[J]. Br J Haema-



i

IR 272285 2021 4E 10 H 55 42 455 108 Chin J Hematol, October 2021, Vol. 42, No. 10 <799

(6]

[9]

[10]

(11]

[12]

[13]

[14]

tol, 2019, 187(5): 653-665. DOIL: 10.1111/bjh.16128.

Tengborn L, Baudo F, Huth-Kiihne A, et al. Pregnancy-associat-
ed acquired haemophilia A: results from the European Acquired
Haemophilia (EACH2) registry[J]. Bjog, 2012, 119(12): 1529-
1537. DOI: 10.1111/5.1471-0528.2012.03469..x.

Dewarrat N, Gavillet M, Angelillo- Scherrer A, et al. Acquired
haemophilia A in the postpartum and risk of relapse in
subsequent pregnancies: A systematic literature review [J].
Haemophilia, 2021, 27(2): 199-210. DOI: 10.1111/hae.14233.
Napolitano M, Siragusa S, Mancuso S, et al. Acquired haemo-
philia in cancer: A systematic and critical literature review [J].
Haemophilia, 2018, 24(1): 43-56. DOI: 10.1111/hae.13355.
Baudo F, Collins P, Huth- Kuhne A, et al. Management of
bleeding in acquired hemophilia A: results from the European
Acquired Haemophilia (EACH2) Registry[J]. Blood, 2012, 120
(1):39-46. DOI: 10.1182/blood-2012-02-408930.

Tiede A, Collins P, Knoebl P, et al. International recommenda-
tions on the diagnosis and treatment of acquired hemophilia A
[J]. Haematologica, 2020, 105(7): 1791-1801. DOI: 10.3324/
haematol.2019.230771.

Kessler CM, Ma AD, Al-Mondhiry HA, et al. Assessment of
acquired hemophilia patient demographics in the United States:
the Hemostasis and Thrombosis Research Society Registry [J].
Blood Coagul Fibrinolysis, 2016, 27 (7): 761- 769. DOI:
10.1097/MBC.0000000000000582.

AR B2 2x IR 4323 R 5 k272, o R A0 B2,
AL A SIS I6)T7 T L ZIHR T ] AR e Ak
i, 2014, 35(6): 575-576. DOIL: 10.3760/cma.j.issn.0253-2727.
2014.06.026.

AR B2 O MR S 2 R 5 k220, o R A0 R4,
B L A1 VI X 6 032 W 550677 HP 45 7 (2018 4R i) [T,
HhAE I 2R 2 2, 2018, 39(10): 793-799. DOI: 10.3760/cma.j.
issn.0253-2727.2018.10.001.

Turkantoz H, Konigs C, Knobl P, et al. Cross-reacting inhibitors
against recombinant porcine factor VIII in acquired hemophilia
A: Data from the GTH- AH 01/2010 Study [J]. J Thromb
Haemost, 2020, 18(1): 36-43. DOI: 10.1111/jth.14618.

[15] Dobbelstein C, Moschovakis GL, Tiede A. Reduced- intensity,

[16]

[17]

risk factor-stratified immunosuppression for acquired hemophil-
ia A: single-center observational study[J]. Ann Hematol, 2020,
99(9): 2105-2112. DOI: 10.1007/500277-020-04150-y.

Guyatt G, Oxman AD, Akl EA, et al. GRADE guidelines: 1.
Introduction- GRADE evidence profiles and summary of
findings tables [J]. J Clin Epidemiol, 2011, 64 (4): 383-394.
DOLI: 10.1016/j.jclinepi.2010.04.026.

EBFE R BE B s R 5 1k R 2 2. T AR O3B 1
P[] - TR 5 M M TR A A S B i i v el e 3

PULT] op A R 9 B2 2% J2 3K, 2021, 44 (8): 690- 697. DOL:
10.3760/cma.j.cn114452-20201202-00870.

Kershaw G, Favaloro EJ. Laboratory identification of factor
inhibitors: an update [J]. Pathology, 2012, 44 (4): 293- 302.
DOI: 10.1097/PAT.0b013e328353254d.

Blanco AN, Cardozo MA, Candela M, et al. Anti-factor VIII
inhibitors and lupus anticoagulants in haemophilia A patients
[J]. Thromb Haemost, 1997, 77(4): 656-659.

Tiede A, Worster A. Lessons from a systematic literature review
of the effectiveness of recombinant factor VIla in acquired
haemophilia[J]. Ann Hemato, 2018, 97 (10): 1889-1901. DOI:
10.1007/s00277-018-3372-z.

Knoebl P. Prevention and management of bleeding episodes in
patients with acquired hemophilia A [J]. Drugs, 2018, 78 (18):
1861-1872. DOI: 10.1007/s40265-018-1027-y.

Srivastava A, Santagostino E, Dougall A, et al. WFH Guidelines
for the Management of Hemophilia, 3rd edition[J ]. Haemophil-
ia, 2020, 26 Suppl 6: 1-158. DOI: 10.1111/hae.14046.

Chung SY, Shen JG, Sticco KL. Acquired haemophilia A:
successful  treatment of a  patient using upfront
immunosuppressive therapy and haemostatic agents [J]. BMJ
Case Rep, 2021, 14 (6): €242876. DOI: 10.1136/ber- 2021-
242876.

Knoebl P, Thaler J, Jilma P, et al. Emicizumab for the treatment
of acquired hemophilia A [J]. Blood, 2021, 137 (3): 410-419.
DOI: 10.1182/blood.2020006315.

Tiede A, Hofbauer CJ, Werwitzke S, et al. Anti-factor VIII IgA
as a potential marker of poor prognosis in acquired hemophilia
A: results from the GTH-AH 01/2010 study [J]. Blood, 2016,
127(19): 2289-2297. DOIL: 10.1182/blood-2015-09-672774.

[26] Dobbelstein C, Moschovakis GL, Tiede A. Reduced- intensity,

[27]

[29]

risk factor-stratified immunosuppression for acquired hemophil-
ia A: single-center observational study[J]. Ann Hematol, 2020,
99(9): 2105-2112. DOTI: 10.1007/300277-020-04150-y.
McFadyen JD, Tran H, Kaplan ZS. Factor VIII inhibitor eradica-
tion with bortezomib in acquired haemophilia A [J]. Br J
Haematol, 2017, 178(6): 986-987. DOL: 10.1111/bjh.14185.
Collins P, Baudo F, Knoebl P, et al. Immunosuppression for
acquired hemophilia A: results from the European Acquired
Haemophilia Registry (EACH2) [J]. Blood, 2012, 120(1): 47-
55. DOLI: 10.1182/blood-2012-02-409185.
Pereira ME, Bocksrucker C, Hovinga JAK, et al. Immunoadsorp-
tion for the treatment of acquired hemophilia: new observational
data, systematic review, and meta- analysis [T]. Transfus Med
Rev, 2021, 35(2): 125-134. DOI: 10.1016/j.tmrv.2021.01.001.

(SR H 301 :2021-08-28)

(A SOt - AR5 )





