AR R E 2018 E 10 HE 392 108 Chin J Hematol, October 2018, Vol. 39, No. 10 793

B8 1t PR VI IX 4 1 i Wi

5167 P ETEE (2018 4E i)

ARSI -

PHEEFSMRFSLhithibhdE ¢EALRMEL

Chinese guidelines on the diagnosis and treatment
of coagulation factor VI/IX inhibitors (version
2018) Thrombosis and Hemostasis Group, Chinese
Society of Hematology, Chinese Medical Association;
Hemophilia Treatment Center Collaborative Network
of China

Corresponding author: Yang Renchi, State Key Labo-
ratory of Experimental Hematology, Institute of He-
matology and Blood Diseases Hospital, Chinese
Academy of Medical Sciences and Peking Union Med-
ical College, Tianjin 300020, China. Email: rcy-
ang65@163.com

R, it R P85 m B 7 VIl (FVI) /% M
AF X (FIX)OM P (WFRFE AR )T 2 I K
REBESHMAIDBYAREHHAE, fTERIER
RRBEFENRFWFX B ik, 5 RMLA
EREEZINEME MR F =S E R E MR
FW/FXER ik, ERIMARABEMNH Y L E
RAH30%,EERI N 3%~ 13%, MMKKBERE
H1%~6%" s HTREBENRITHLIFITHRIFR
A XA HE BURIRBLIRYE , ATE B/ HIT T H
X ELHEIGAD, Ai—SREHRAI FU/FIX
AR, BB Z R KT ACFRIEH, SFH1T I
KEitENRITS%,

— B S

FUIFXIPHYEE : ARRBEENBRENRK S
EEMEXEEBRS,BEF2h MERAFWFIXE
o REfH IE % i 3% FVI/FIX 35 #4920 50%6+ , FVIl/

DOI:10.3760/cma.j.issn.0253-2727.2018.10.001

E2WE T =R"ERESHRITIBEEFHRES LM
(2016YFC0901503) ; P HE#H £ REE S5EFEH SN TRE
K RIBIFIH B (2016-12M-1-002)

BIEEE AR, P B EFR 5B i W% B bR (IR 2B R
), R mBE¥ERESLRE, 300020, Email: rcyang65@163.

com

FIX #9895 8 K 1 1 Bethesda B4 (BU) , lLi}
B I SRR A B BCRD S R, LA “BU/ml
M3 "FxR, 2001 FEEHRIMES 1k f0%4 (ISTH)
E MEIYIEE > 5 BU/mL A B EEM &Y, i
<5 BU/ml R RTEREEMHY

BRNE SEEOETFEMHDEEARASE
SBUmILI ERBE,

RN g B 7 B M E R ET N T
5 BUmIEIEE,

RBERY . BELFREZENETFERIATH
REZ M, A EH 8] Y R R

Z FIFXMHIY LR =il

1. W EI B (LA FVILAE)) " R R4 B
B %8 M 1% B AT [B) (APTT) 2 E iR %6, AIE ¥ IR &I
F(ZD20 AMEEAMP)MBEMEEL: 1R
&, BNZINE RS EH APTT, 3F 5 E ¥R A MM
B MK APTT #4738, B A BE 2 IF 7 % & )
BEFEMHY [ AIE BT EFRAMIES s AR (]
K <15%)BALEEEESEBEN; RYE:
BMIEEREGMES s E(BEK > 15%)EHETF
IREEESELRE, BT RARHERE, EHE
YESEHEAREZE MR, BVE I LRETF
RIE B SHEKETHNMNEREMYENIRES
MR EEE]Y, BT PS4 atiE st , B
HEBEEKMAPTTI RIS ER REGLELE,
NTFEA - HITHFTEHAERE. BELR
WE 1, MEBEERSMFSBEMIELL1:41E
BT ERRE, AT ZIMENHY,

2. WP i B (LA PV 48)) ) BRis skl 4
DI EMHI D FERE . LA Bethesda i 5 R 41, 3%
FpHTARIBKME B H B AR RHBBEE(1:1,
1:2.1:455) K B3 MK 5 1E %R & 3K (Nijmegen
R P A E B T M IERRE M) S8
B&,37 CHE2hG, WESHRES MELN FIE
%, HiZEBR AR E SRR S ERRANTEEERE

ERE 1557

gufde,medﬁyén


http://guide.medlive.cn/
wuyingying
指南下载


(R 1577

guide.medii


http://guide.medlive.cn/

ek M 2R 2018 4E 10 B 39 %8 108 Chin ] Hematol, October 2018, Vol. 39, No. 10 +795-

R 1 , Bt ] 44 8 A 410 i etk S B IX 4 1. X1
MEALA, LARSTHRENHFHHIHEE
Rrtes!, H e, 8 i B s e B S s b ik
%5, BT BRI TR s b ik . O
BRI LAY 3 B dk up 33X 58 (DRVVT) 22 Mt
LA & BFE R R AR 77 i, LA 8 13 T8 5% 1 B
HE4W(PCC) A BT DRVVT EK @ d A
Hd BRI KA DRVVTBZIAFE, B TLA
S B, — b LA RS 3 50 R X A8 I S BT Y
LA, T LA ISTH ¥ 72 0 FH 5 A [) 8 [81 1 42 A9 3R 51
Xt LA BT, P DRVVT H B3, 58 Z A H)
Joxt LA §UBEY APTT R A (& H > B8, 3 LIsE
FOEITER) o REI A — R4S R O PR 4R
NEELA, @QREERIYLOBEBE LA FIYIR-2 18
ZE I Hik™ . i ELISA 8 B shiG I & 48 (anfk2%
R ) € B MHLCBEAR P (IgA 1gG . 1gM)
Pip-2MEE I [ Huik(IgA IgG IgM) , HifE > 99 (1)
A PE(SRBIESMER TALREN RKIEH
) cut-off{H )

VI LZRENHYE  BTRE RBAREE, Wi
RE NS

= FI/FIX i1 4 (RIRp o) B f s R

MY R EW R FZEaGERERRMIER
FHE., BERNRTEFEFNRDT FERMFEKES
R REEIMIE BEH WENE &
I FF = @ Fh R R IT R %, AR E R
Y= M EREAIRTER , BB R R 2SI o=
fkx HE, —HXFESE5TMHYME L, ikE
TS R AR AR EEAT 1)

(—)MH =BG HE

L MEESRESRY JEME DT HEEEAF
MM EERERSTAMEEA, ANEAFI
(rFVID) = S 2 H B (FVILBR AR R ) AT RE 5 BB A0 A BB
FVILE: R RURICEL A o6 o [ Bs A 00 ol 49 3 0 s 4 ot
EIRARE HMHYHWERERRERKELNIFE
2 5 BUHLRG ()4 %4 1) & A 2R 45— R Y Tw] it e, 56 8]
HE,

2. AR 0ol PVIFEE AL T X Je itk
R : (Xq28) , Hmig & B — R AKEE, DL Al-A2-
B-A3-C1-C2 A HEF . HERIM AREBE =4
MR PRI R EE R LRGSR Bsk |
T XA 22 5 NEFEINL, KA/ BrBsk A
A RS, KRB TN EE 25H0

HEFEN FBFIEAERE AR BREE
i 3%, e FVIG 5 7= sl . i/ Bri ok
WA S X RTERB =4 FIERA, FrLRS
BRI Z, FEMHYEEBRME, X TFEE
Bl AmEE, RETERER(A3.CL.C24MH)
B8 LR G RMEI Y, 8 X R ESFBEAN
ST PVl i, /D Bod AR E
T REBERTMER AR FEFEREA
Mg, 18R 475 ploy-A BZE W K/ | BE 3l A F
KHGMEME R ERNKEHERX, MARBAERHE
HERE AR E LA ETHBEMH Y EERE,
R, i Wi I A 28 2 R A A T B R SR A A
W, LMESS I RIGIT -

()M AERE R &

1. 2T H IAEFRERN, X FERM AR
F PR E TS , 50%M BE FVI/FIX MY & 4
EFBEZIRITENRI 20N REH ,95%K £ 7ERT
S0OREEH . B, NZTEX BB ) fin R 40 il 4
E, UERELZH, MTILERE, BIEER
BEZBENLEF-RIENM20MBZBBHESNEE
HAGD 17Kk, 7621 ~ 501288 H A4 101258 H R
1K, WEBEZRPLRN2K, BEZ 150N 2EH Y,
Xt F AR AT &, 60 2 LASG K& A= 3R Bl S 18 fin i
o X TR AR T ENYIGEIL(PUP) , i %
I B 7 AT 05 LA B8R i AT R
ST, DAE LI & A R XS X TR
AN AR EET S, ME R EREEREH Y
I, 50 5% H i A £ 2N 6.7%, 100
ARFEHET R 13.3%",

2. 365 R TFPUPT E  IBILIAITER
5T B4 , RODIN # 58 & BR, /= 5 i 1f F o
Bt i P 98 A B R 7R B 4 6 F VIS 1 55 5 T8 T 1l
Y, BELEERALIRTTRET S A& A R I
Fr1dE2 d#I3.34%, RODINFFR EKHHTE 2018
BEB A, EFIRIT 5 WMBIRIT WM&l 4 & 4 R 41
[, it 2018 E B G, BFIAIT A4 & 4 =%
B BAR TR IRIT A

3. PV FIK B BUA BB R, 84 VWF
MR FVILE A SR MG IRt 45 5102 PUP, A Fl
F G i 52 S

E4RIE, HH ST RN R FTI T
PUP {5 F 1 514 F VI3 350 70 2 26 F VIS 350 400 ] 40 44
AR KBS AR I B FVILH 4 A & A R

ERRE 1557

gmde,meafﬁvén


http://guide.medlive.cn/

796+ AR #2275 2018 4 10 H 3945 104  Chin ] Hematol, October 2018, Vol. 39, No. 10

K. HHIME—/K—I02ERZ 0 BTN BRI PR
FREERFTH 5 FVILHIFR A PUP ISP & A4 R 2
{8t PR 4 & VWE B F VI 7 A8 09 1.87 £ 1,
HE— DB B 235 ) A 41 B AR PR R 2R AR
HREMBYINERESE, 197018 TR (R
R BEK BN RE 2251 FEIM BIEE
TS HETFEN), ARG, 38 B e A
(8 X USRS, #REH, BE
4 65 B (38% ) KA MEY , (RFEH 741 (24% ) &4
WS B a3 i IR FVIHRI79) 28 2 3 il 4
KRN 31%, T2 EA FHF £HEAMHY &
A B 47% 5 (RS A B2 32 M IR 1 FVIHI R B %A
Wik ¥ & A, 3% 20 FVITHI 39 S 2 A0 Ml 4 & 4
R 43%, AN RAERZ MIEN FIGIREE
REHANSEHNMHYEEXABEER, M
ZEH FVIHIR B E MW H kA4 REEHNE L
HMBA ZH"

DY 1 A7 A & 3 FVIEN )4 b 38

X7 3 PV &40 2 8 IR R 2R WA T
T - P M FE BRI I . BARIRYT BB R
F B A B B 9 1 PR 2= B RN 410 1) 40 # 78 BE 7K - LA
BEENZTEFME,

1. W M A YRYT « IR 1 A& SR T8 BB
BRI, BRMEZR B E N DEUAES LS
LB F VIR0 v Lk i 73 T Rk Josk ; &2/ il
mARRE B MBIHME(WHEAENE KT
ML HiI ) , 2 BB P - W TRE. X F
iR & 88 2 (<5 BU/ml, 2 /5 25% ) , FCRH B H 1 Bt
A ALK SENER B B A MBI FeANMANA
TR . X FIREEMESS DM . &K R
& KA E FIERRBIF AR, AREFIA
A AR IEIZ U BB R E T &, S E AR
W= (BRI B PR S R IRT Attt
I CRE 2 il B KT ) B BB R s o

SoF T & P EE > 5 BU/mI(Z4 5 75% ) B B 3%
A S RIE T ZIATT (ITD R MBI TG YT H (9 4 1
BE VR BRAFREE" MR b, Ttk
BB R Y EEE N EH SN E T
VI (eF Vlla) B iE LB i B8 R B &4 (aPCC) (E N G
W254%) . BRI FVla 90 pg/kg 552 ~ 4 hERikIE
5 11K, AT LA 270 ng/kg BRIKZAE5", B EH IR
Bk b 3R Fl aPCC 50 ~ 70 TU/kg & 12 ~24 h 45 24
1K, ISR KRB . 7EIRA R 2T, aT LA

X EMFHPCC 50 ~ 100 [U-kg™'-d', R 8L—32085%
BRI AT R aPCC 5 rFVla F Byre:, BIfE 12 h
W1KaPCCH 1 ~2K FlaX #4425, 83~6h
1K, AR BIER— BRI R A2 EAY FARYE B
FIFOLREE . BIFZ Y RIET R ™% W, DA 1k
Rk,

2. MEIYIERRIAYT  ITIR BRI FEMERER
MmAREMR G EETTHFE . X FH2 MG
P H IRBR1AYT (20 ~ 50 TU/Kg, B8 H 1 R)ITAE
BB %L BIFFRA ITT> Y, b FARTERE I A0 A
BH ITLERERRIT 100%, 2GR LA A 2%
ITL AR 70%., EEEENNIEE VWFE
3% Pk PV cF VI ITI RS 3R 5 , (E SRS % 4
B 45 58 B 7R 1 3% V84 FVIAT cF VDAY 1T BLSh 2R 3
TR,

ITHAIF A REEERUT =M. OBonn ¥
. TTa5n FVIE & R 100 IU/Kg & 12 h 1 1%, [RIAH
FHaPCC 50 IU/kg 8 rFWa % H 21k, & E|ME Py
BET B, PV M T 45K B J5 45 F aPCC B rFVa,
FVIFH &R 150 IUKg 5 12 b 1 1R, 2 &I 118
%o @Van Creveld 7% : FVII 25 ~ 50 IU/kgP® B 11K
R RIS TS PR T A FVITE AR B AR LR
e FIAHE, B2 5B IRTRE—
B, NEFMAEXR, ZFRARBERTTT
P, @MalmoéF % : 8 Bonn 5 BRI ERE b BE& s
W HIG I (ORI JE #5 50 ~ 150 mg/d, BF Bk B Bk
12~15mg-kg'-d'x2d—>2~3mg-kg'-d"',HH8~
10d,[FIatmAFEKRNMEREH 04 g-kg' - d'x
5d). MEMEE > 10 BUmI BB F , fEFFBIE)T
A A S TR B 7 vk (R B A RATAT ) S il o e
JEAKF 10 BU/ml, 2009 4E 3% 1%} Malmo 5 Rt 47
T BB (FE K 3 JE W5 R0 30 1 Bk e B {5l R Bsf 1), A
FAER BRI IR E QAR R M) , 76 B B WK
BRI, BRI ERE—LRITIFRPAREEHEH
G R A E KR ERE B,

ITL7 3P AS : O5E 2T % - WK P Fr e B
( <0.6 BU/ml) H FVIIECE > 66% FVIE 5] > 6 h,
Q4> 52 - M H P E < 5 BU/ml, SR FVILEN
F <66% M) ¥ =M <6 h,{BEMHFVIAT A
DABH IE H 1l . @TEEL : A REE R B 2B 32 .
— PR, 7E 3 ~ 61 H NI T B 2 20%,
WAt 3~ 5S4ERY ITUS M i E 5 > 5 BU/ml 2
FRITLR

ERRB 1557

guide.mediive.cn


http://guide.medlive.cn/

AR 25 2018 10 A 553945 1034 Chin ] Hematol, October 2018, Vol. 39, No. 10 +797-

—BHFFRITI, AEREE D 1L, DL R 5 L ITI
BT, FFRITLE , NZ B A 1 30 &1 4 i
BE, QSR i B R SR E I B T R
IINF20%, REE B ITI B B ZE 200 IU-kg™'-d';
MRFEECZBH 200 [U-kg'-d, BB N 2R
FEM,

ITIM AR, BatEP E R, BRi#A
AU CD20 Bt LA e BV VE bR B 40 i LA 1K Bl S 5 10
Hil7E A, (B2 AR CD20 S41 5 BATT BUOFE 3 &
REI 5 BB L IR IRIATT BB,

ITUF B . BRTAAA I TR B A
ITU AT R 4F : OFF 46 TT1 Z BUHI 907 B < 10
BU/ml; @41 435 BE 77 55 {8 < 200 BU/ml; @ITI
38 1) 30 4 H 77 BE W 1 < 100 BU/ml; @D M2 87 B FF
WITI AT [E] < S4F ; QITI R G BA B . WA
MR BE ITUT TR E : OFRITIZ
B3 1 4078 BF > 10 BU/ml; @361 4 75 B8 J b i
{8 > 200 BU/ml; TTI A 5] 11 5l 490 355 & 0 i > 100
BU/ml; @ M2 5 B IF 46 ITI YRR > 5 48 ; ®ITLIT

G Rl > 2 & .

MR B A H FIXHI 4 o b 28

FIXH0 k] 9 %) 7= A 1 1 1 B 2 o O i B
M. Hit, EREEZFXERBITT RS, B H
BB BN, R AT MR A,
Ah, KA K& FIXBAIAT AT BES R A AT 3
W RLR B,

KF MR B AT R M IR TR 8, FTR A LA
THE O SHERE B M B A, 2 FIXERIAYT
BRI BN, T RN B FIX G B E
¥7 s QT XS =R BE I 14 LT F X 50 o B BB 2 wT
WHEITHRIY . MTFIARBEMHY &L %K, B
BIMESE BT AR, ZR AR AR A BRIT
FR, SCHHGE RIIRTT R E 25 ~ 200 TU/d, B o4&
HF @M. MAR BEMHIY B EIRTTCR
ABRMEIRA, BIEE S 13% ~31%, H Al fes
HELEREE AT (19%) 23 BUR L (60% ~ 63% ) %
ARFH, BRI R — SR, EET RS
AT ITIIRYT o ML &R B AE 30§l 9 1T1 I8 57 SR~
A%, AT BEREBR A P Gy i 0 OB B PR % 8
PKRFMERE A AE A DR E LB FIZ 8
Pl

7N RS I AR A I F VI ] 4 1 b 38

A RS 1M A e i 1B X B, — ELRRZJR ST

BT R BsHA M EI8IT R, BT R BB 1 o7 BI SR B
GE WA LAE R PSS, A BB/ & B
8o AR RIIRTT 2R Lk 3G I7 AN IE BRI w6 ¥T
FIERAr o BRI /K P AN RE T s if ) FE S,
Bt LAAS B F 40 1 42 7K - 38 40 28 72 75 B i R BR AR %
MHEIT . ME K EHE—HSENEREN R
ENETT RN B . N K ZHOR 51 I & 9% &
HEREEN, TR R HMER, EFRIBT IR A
SRBIERE b, 1697 5 RN TE P I BRI ) LA PRI
H 1 XUBS: S S 3 S TR T BT SR B AN BN Z (8]
TR,

(—)1kImyARYT

I — 1k MG yT . — B8RS, S B SR
BRIk A KM, #EIEMBITERERR
R, JLH IR & HAE R E , BZAF 4
BEORTT W XUR , SREUIMEAL IR ST e

Xt F BB, AR EREYINEMATE
FERRITRYT o XTI BB AS AU 5 () B h il AR AN
PSS ELE SRR ULN B LSS L B+ 4R
P b it i S L TR A 7 A PR AN 2 AR AL
H I, BT AR L YR YT

2. PP RI M B 25 B8 16 7 0 SR A8 M L R
— 2R AT 256345 rF VIa F1aPCC, 1FVIa#EFF
FIE R0 pgkg B2 ~3h#kES 1k, EE X
P4, aPCC 50 ~ 100 [U/kg 45 8 ~ 12 h % Bk 7% 5
LR, H 2 ], SRR &AM 200 IU-kg'-d s
e F 3K E ¥ T aPCC FIFUBLRL , tnR I KA oF Vla,
ATUEEfAEMPCCIEM. AFPCCHEHER
B/ FVIL, 3543 8 35 F PCC SR Wl RE & 51 FVIHD
FIYKEA T WAL ERE G H E Ik
PRIGTFRCR , PGS 7 380K 8 b 20 25 T Yo i B H 1f E
HRETEAE

H A7 5& T rF Vla #1 aPCC 5 % I ¥ T2 B8 K iF 4%
HWAER. AEFMERELRERE BRI KER
R H R A R Pl FH B,

3. PV 450« 2440 %) i B <5 BU/ml, i I 3%
PR A VAR B/ B35 3G e, #i
R PV ¥ TC R REM: | BEAL X BRI PRAFF 5 IE
LAY RAE AHA h BB R

4. 1- X & H-8-D-¥5 Z B2 in £ & (DDAVP) .
DDAVP i 1 T 5 il th 1iu A0 40 i #9777 ¥ <5 BU/m,
HEEFE R 0.3 pg/kg, NIFEHHA RN,
HERSENARFEFERE. ERES DDAVPA

EpE 1557

gufab.medﬁvén


http://guide.medlive.cn/

+798- A I R A 2R R 2018 4E 10 H 8539 %55 108 Chin J Hematol, October 2018, Vol. 39, No. 10

ARER A KM MM IEMHEERAR R
B, IEUREE K 2% LT LEEA,

S, Hofth  AERRERIE OO T (L5 MEIG M i =5 4
HEATESBTHR), AT A MR E R H R
W% o a2k R S Bk 2 a2 A 00 L 4 DA S B A sk
I, EEEFRAL 0 (40 i 0 R TR 97 | B Bk it
FSMERFEAR AL 1 ) BT LA FE I B B 4 4R A
THFBhIE I

(Z)MHIE bR

— R RATE AN M E R E M
IBEBE R A A . RBAN 1 mg-kg'-d' O fR4~6
Jﬁd‘zﬁ?&“ﬂ@*@ﬁﬂil5~2mg-kg*-d—‘%{’<6ﬁ =

BT 4 ~ 6 )5 ICRIL, T 1% FE B A B B H BY
H%éﬁ&:ﬁéﬁ%‘%ﬁ%ﬁmﬁﬁ% FRBIF L
B AT 2 R FH At S 1 )00 (B R RS KB BT
B8 OEE H BRI AR A% )P,

FEIGIT RN G BB B BT UG, R
WASHE B R . BRI A 5 R AR 4 1
P ATEREIF AT 6 8, RN gk SR r 238 m
AERMMEE, T HIARHRERGZH EH
SRR DL S L Lot R A B R AR B e s
fBEAL TR

(=TI

I A SRR T RO T IR B HE i, an
I A /DN | 4T R 5 /40 20 i s FR ke i i ke 5 |
ERERREERAE . WS X YA,
% B APTT FVITE VA FVILED G 07 B . R8T

FIET6 8, I 12 BEN ZERGE 1R EREEE
PR 21K,
STRCHIT  SE B I B < 0.6 BU/ml

H FVIIAKSE > 50 TU/dL. #8425 ##% - 100l 400 7 B =
0.6 BU/ml {H t 12 Wi Bsf B IS , #0 () FVIIK - < 50
TU/dl, JCRK : W6 J7 J 90 ol 0 BE 5 94 7 B M [ B¢
B

BLEMEHY B 6 THAEBAER 1K
APTT MFVIITES: ;6 ~ 12 M M E 2 ~3 N AER
1R 58 2 R BB AERO A IR, R ARG FTEE LR,

(R 451 1)

S5REFITIENER(EHREOHS]) . EHAPEEE
MBI R RERD)  E PR RN REE =R ER) . £
(LB ERFERERMEREER) 5T (R FENREEITE
Be) IMERCh EERRERE M BURER) &R BB GNRERE
BB RIEE(EHEMNCENB LT LERR) REEGP

ERHCRERRE—ER) B IR (P EEERZRIL A D ER) |
SRFELAE ARER) K& (hEEER 2O BORER) K
OB (RE R P O) KR (P E B 2R 2B s AR ) |
Bt (P E EE R B MR E BT ) HARTE (LT ER RS
BB AR (EFRER R E G RR M) IR (%
R RF R EF MR RS ER) R IHEHIEARER) .
IR (ML R F B F BB L R BE) B /D& (M ER 22
RERE) N (EM T ARER)

8 % X

[1] Giangrande PLF, Hermans C, O'Mahony B, et al. European
principles of inhibitor management in patients with haemophilia
[J1. Orphanet J Rare Dis, 2018, 13 (1): 66. DOI: 10.1186/
513023-018-0800-z.

[2] HEEZESOUB¥S20S b %4, PELRMEL.
MR FSE G iR E & RILR (2017 F/0) [T]. 4RI~
Z& 7K, 2017, 38 (5): 364-370. DOL 10.3760/cma.j.issn.0253-
2727.2017.05.002.

[3] HEEZESMBEFES2 MRS A, 5 A m e,
B AR A B 56T EERILALT] RS
i, 2014, 35(6): 575-576. DOL: 10.3760/cma.j.issn.0253-2727.
2014.06.026.

[4] Blanchette VS, Srivastava A. Definitions in hemophilia:
resolved and unresolved issues [J]. Semin Thromb Hemost,
2015, 41(8): 819-825. DOIL: 10.1055/s-0035-1564800.

[5] Collins PW, Chalmers E, Hart DP, et al. Diagnosis and treatment
of factor VIII and IX inhibitors in congenital haemophilia: (4th
edition) [J]. Br J Haematol, 2013, 160 (2): 153- 170. DOI:
10.1111/bjh.12091.

[6] Verbruggen B, van Heerde WL, Laros- van Gorkom BA.
Improvements in factor VIII inhibitor detection: from Bethesda
to Nijmegen[J]. Semin Thromb Hemost, 2009, 35(8): 752-759.
DOI: 10.1055/5-0029-1245107.

[7] Kershaw G, Favaloro EJ. Laboratory identification of factor
inhibitors: an update [J]. Pathology, 2012, 44 (4): 293- 302.
DOI: 10.1097/PAT.0b013¢328353254d.

[8] Pengo V, Tripodi A, Reber G, et al. Update of the guidelines for
lupus anticoagulant detection [J]. J Thromb Haemost, 2009, 7
(10): 1737-1740. DOIL: 10.1111/j.1538-7836.2009.03555.x

[9] Devreese KM, Pierangeli SS, de Laat B, et al. Testing for
antiphospholipid antibodies with solid phase assays: guidance
from the SSC of the ISTH[J]. J Thromb Haemost, 2014, 12(5):
792-795. DOL: 10.1111/jth.12537.

[10] Rosendaal FR, Palla R, Garagiola I, et al. Genetic risk stratifica-
tion to reduce inhibitor development in the early treatment of
hemophilia A: a SIPPET analysis [J]. Blood, 2017, 130 (15):
1757-1759. DOI: 10.1182/blood-2017-06-791756.

[11] Ljung RCR. How I manage patients with inherited haemophilia
A and B and factor inhibitors[J]. Br J Haematol, 2018, 180(4):
501-510. DOI: 10.1111/bjh.15053.

{12] Peyvandi F, Mannucci PM, Garagiola |, et al. A randomized trial
of factor VIII and neutralizing antibodies in hemophilia A[J]. N

ERE 157

guide. medﬁrvén


http://guide.medlive.cn/

R i R A 2 2018 4E 10 A48 39455 1080 Chin J Hematol, October 2018, Vol. 39, No. 10 +799.

Engl J Med, 2016, 374 (21): 2054- 2064. DOIL: 10.1056/
NEIMoal516437.

[13] Brackmann HH, White GC 2nd, Bemtorp E, et al. Immune
tolerance induction: what have we learned over time? [J].
Haemophilia, 2018, Suppl 3: 3-14. DOI: 10.1111/hae.13445.

[14] Collins P, Chalmers E, Alamelu J, et al. First- line immune
tolerance induction for children with severe haemophilia A: a
protocol from the UK Haemophilia Centre Doctors'
Organisation Inhibitor and Paediatric Working Parties [J].
Haemophilia, 2017, 23(5): 654-659. DOIL: 10.1111/hae.13264.

[15] 37, g, XBEMN, . AR A MR Y — 6 R K G5 %
BRI HRIT ], PR M F 2, 2010, 31(9): 577-580.
DOI:10.3760/cma.j.issn.0253-2727.2010.09.001.

[16] g, MY, B¢ % BNMEE S WHS/ MIEANZES
PRI MR BAEMEIY (1], 4 m B ¥ 24E, 2017, 38(9):
749-753. DOLI: 10.3760/cma.j.issn.0253-2727.2017.09.004.

(17]

(18]

(19]

Kruse- Jarres R, Kempton CL, Baudo F, et al. Acquired
hemophilia A: updated review of evidence and treatment
guidance [J]. Am J Hematol, 2017, 92 (7): 695- 705. DOI:
10.1002/ajh.24777.
Yang Y, Xue F, Shi H, et al. Acquired hemophilia a: retrospec-
tive analysis of 49 cases from a single Chinese hemophilia center
[J]. Clin Appl Thromb Hemost, 2015, 21 (1): 35-40. DOIL:
10.1177/1076029613488937.
Borg JY, Négrier C, Durieu I, et al. FEIBA in the treatment of
acquired haemophilia A: Results from the prospective
multicentre French ‘FEIBA dans I'hémophilie A acquise’
(FEIBHAC) registry [J]. Haemophilia, 2015, 21 (3): 330-337.
DOI: 10.1111/hae.12574.

(Ui H #1:2018-08-16)

(G RIXR)

HERESNBREFEETEE

ARER

0

EFEZER Zag#
BEEEER #ARF
BEEEER Xi&HF
REEZER ¥ % R AERE MeA

% % F RBHREENF) L £ 545 Zag#

&8

IZX BHRE NEE ZWH

RAF K K K&EE FER BHE BFH KHHE A AR
TOERRE

% W & 4 P B AR K

ZRFHEK HER

£ ROREREEANT) & E F£% 4
i B 8 B FRE BERE
N E xNFF MBE XNER FEHK FE

B
)i

I ok EAM I@R EFX
whkE x £ 2 A o K
T OAER XSE XBF

RAF K M K ¥ k&4 K F BB F2 R F B 2 OB

B RER ABE ik MRS
MR BB RS Rk 4

whie EF HER WA

F FAR Ba@l A Ok & 9

]

%o W OB OFRE RAKE MBS RFE HFHKR RERX K A
ERE #AmE #HK I FRE % ¥

Cﬁ)f@ 1577

gmde,meafﬁvén


http://guide.medlive.cn/

	目录（医脉通临床指南整理）
	一、基本概念
	二、FVI／FIX抑制物实验室诊断
	三、FⅧ／FIX抑制物(同种抗体)的危险因素
	(一)抑制物产生的遗传因素
	(二)抑制物产生的非遗传因素

	四、血友病A合并FV]K抑制物的处理
	五、血友病B合并FIX抑制物的处理
	六、获得性血友病合并FVllI抑制物的处理
	(一)止血治疗
	(二)抑制物清除
	(三)疗效判断


