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Abstract

Hemophilia is a group of hereditary coagulation disorders of bleeding disorders, caused by coa-
gulation factor VIII or IX gene abnormalities caused by congenital diseases. With the development
of medical science and technology, although great progress has been made in the study of hemo-
philia in China, the incidence of hemophilia in China is still increasing year by year. Domestic and
foreign scholars have carried out a lot of research on the clinical manifestations of hemophilia in
China and how to make hemophilia patients get more convenient treatment and have made some
achievements. This article reviews the definition, clinical classification and clinical treatment of
hemophilia.
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MR RIRZLL A By 1275 85%, B B 15%, C B0 M4 AR I A 8/ W. 70 3% E 2 0 1
guitrh, B arE E AR A FR ) 2.7/10 Ji[1].

2.1. &% A

2.1.1. BURBGEEM

AR A, XA, J&—F X EBRR Mg Lm, hctbrkd, (AR EE NS BES %
HRIR R LN 1/5000. i ki A7 VT i 43 i =2 B FARARG, AR0FR A gk I DR 7 VTR i B 20 B =
JiE, R AGH BZ .

MACHG A Fe Bk I PR 5 VIIIEE K 5848 52, FVIIEEREAL T X Jetafk Xq28 B Xk d i dep, Bk
[E4179 180 kb, I v&itR sk, RAmEEGYE2], Pril o Kk AEFER A . Horp B M AR A FE il
T 22 BIAIEIE, 294 50%. AR AR A ST 1 EIAE CRAE, BT &N, AU 5% [3]. BR
SIS, K BE R R BRI BURER SR EUE N« RS B R AR . BT s AR SR R R A T
A — e FE R & R AR A FIH L.

2.1.2. IGRFRFR

HAEDWS T MAGR A HIcEseeia @, 67 RN 208 FVIIMCEIRYT . ARE AT A 1 4 1 5
i, FERERE FVIIE]P &4, SRR T G T [4]. AR A RIARERIT ik
EAH PV B S RIE A B AL PR FVIIERAE ™ E R L R VR S s A B Ao R A, R — 2R
RN TR T A B R L R N R B O FVIIR B VAT /AR AME RIS FVIIL (HZ2 42—
BFAEIRTT ISR AR N 27 A 30 (R R AN MR 1) PV BufA, R FVIIEHIY[3]. FVIIHDHIPI ) H
DL AL N AARIRAR I 3R, 4 BB S SLiia T & A AN RS2, W BHLIEA B (0 8Ah FE 1) FVIIT
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DSl A 3 R BRI PR 4 P B8 2 FVIITEA 7 B AR T RCR R B8R, ™ B AR 0L N 2 ML &
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2.1.3. IERFM

A M AORAEIR KRR F A F e, HEEF B e a, E§ ol e, SUmERESa
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MASE B, XERANMAIRL, R—f X EH et . mTELEFIXE=, BFEFIXERZE, X
R I 25 ek I Y B 2 (PTC) R Z i . 5 FR A A AH L, BRIRPR RIS R s FE AL, (H R T2 & 1t
K FIXTEHEAOCNIE S 13, BIRG R AE ol HIUER, Frol SEc B s R 2 0L, £ S Ed km
MEZ £ 1/30,000, {HA2 A B 3 1 MURER 2 208

A% B J2& BTGt I [K 7 9 F5E R 5848 335 FIXERD 17 51 A2 1 — Fh S R s A5 [8] . B AR
B, NFEEIXIE TR R BT Xq27.1-927.2, EFEKELN 34 kb, H 8 NMMETF 7 NN FH K.
FHEOZR R LML R RAT )RR 100 Fhz 2, Ko NS PR SRAR, ok o A k2R3 30 Fho
FIXCONFHEA BRI 4E A2 R K AREPERE LR T2 —[9], B DAHAEE IS A e & EEAEH .

2.2.2 IgRFHRFE
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RGN HIP I A B B3 175 2 8 IRV B ARG TT , B TIBGVRYT, (RG24 R S [11],
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FEPRYRIT AT 43 xR A e o 356 TR 3047 TS 7 1 R85 5 8 R Ao T 3 11 JEE DR e N 32 A i DA M2 58
AR BEDR, H TR 2 R AT 75 2 AR v BRAH DG 08 BE R A N 22 I b 20 4t 1T R 1 IX
BT IR AH S B (AAV) BB R A B8 71 ARG IR MR s A R M R, I Lo s s e, R
RFRPE Rk D FE R4, A HAEARE G 1 N T 3 40 i B R AH 15 5L R Be 8 7E 4 e A A R e S R0 H
FREE I, NI AR 225 R A T B AR AR AR [8]. & 7T R B, {8 %kt BBM-HO01 Jf-R A 2 A H 32 51l
FERU AAV8A3 MG BIA 72, 2 FLAT B 5 M 1) PR ARG Hh AL 2 A BOARRAE, RE S B M H s AL
RGN R[8], I HRAEAD REFAMMERER, BONIGIR Bz &2 a5 K.

W, 25 AN 29 B R B AT L AR AN B B AR SE IR VAT 254 Hemgenix, 1% 25408 —
e T Jo R AR ) — I R DR i, W Dd s ke S 45 2 i 77 ST IR TT . AR A B ALk
Jod R EAE A [10]

2.2.3. IERFM

B 7 (I ) 3 BRI R R BIA 4 B 35 5B AL I F  E H Ii Bt 4% i AN 1k R g R s 7
ZAEAL AT 55 A 1k 2 4 8 2 5 B B B R B, AR B B AE AR B A R R
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2.3.1. BimigEEM

MARR C, XFNMATRA, &b s aiatigife, Bl Syl 85, £—FMFE I
MA . T EEI R XI5k =, RIPRFXUk Z 0, SRR I e I 775 B 57 53 (PTA) St = i (plasma throm-
boplastic antecedent deficiency). ILEUEERIEH . 285, HHARBEMEGIR, £ 0T EHHEHMmT
KNG BA CRIM RIS G MEFA, T B )E i, HAEEE —RLImARER, R
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5 11-15 4G 7 BA Yufiige i R 7 XU M IhRE R Bl sy . WA EWAMEE T, C BlAm
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2.3.2. IERFRFEL

[FIRE, 12908 167 M A 5 BRT At R B AIETT « (HE T C BLM AR i S5, — s T i
T AT ZR YT, (HAMAETF ARG R EHRATIRYT, JEHZH0™ B B R 7 X180 FXUEEE
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ThEESE W, (HERRER W MBS . IEH I . BRERBUR B 1E % fra IE[12].

W RHNE R, BT FXURREAZ 2 52 /NF, BRI R R — e B 6 4 R 1ML P9 B8 I IR -7 XA 7K
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1L ST P gt XL i ) 2 - Rl e 3K

2.3.3. IERFM

T2 S G O R AN S A BR R, AR RIJER N 2% & 110 FXTVSPEAE 30%% 65%2 [A], LA
T 0 B R R B, AN IE 55 N\ SR U T8 5 75 52 BUAR A% )t L. 1T 295 25 2 B 6 R SR B R 4l 7 1Y)
FXIEVERE 2000 T, (HILH MR b A B, B #k, ZRAETOGMFEAR, THEKFE, ARE
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24.1. BEBRER

I8 A8 I A2 99 (von Willebrand disease VWD) RJ 43 A5 KA AR A3 B R [13]

Je RN VWD A7 T A 12 58 Jeta b R b, T8 —F S 5na < 7 rEn, @ik
NERER RS E, BLITTR, SCRBIRRE, &M WM AR A Hh S A oS
9 ML LA R F-(von: Willibrand Factor),  FLRJ ML A 38 1K) VW 52 J5E R AR 52 0 3 B Y
VW H 500 B3O & 57 0 W03 M AR B0 2R S5 T B Je R M H LM 00 o VWIF 2 R IS 9 B2 i .
A R R FHEE ), ZERK LR 180 kb, 1 52 MM PR, HAEFEIRERIE R 2T
AIVINER T8k, VIR EMERIRIR, B F MR o S0R 51 VWF, Bt DL AT {5 i /NRFE H 1
B 242 ] LR Rt B 005 P S R R A BT 1R 0 208 R AN & R A D S A L M ot P K
55 i /NARCERRE B DL R VW BB 5 B %

SRAFYE VWD 2 BT 5 RS FRTG H 3R 3 80 572 A VW LREA P VW i R I 22 5050 & 250 1)
PR, T E 2 H B S R 5 . TERIF SR B, 3RASPE vWD I K 2 R R AL, o i
W LHI N B 5 VW SEEE RSN, BN 196G, AT IgA K IgM; VR JHRE 4 ket HL e A g B
Wi, b R 4T 2 R B VW, LA a5 b

BRI LSS, I A AT 43 MR TR, TR, AT SCRT 40 h 2A. 2B. 2M. 2N PUFR#E AL,
I2h VWF &80 T8N vWF & 16k T8N vWF &2 3 b st
242, WKRFRFE

5 HARR AR AL, 1200 I R T T BOR AR B ARIB T A AG YT . AEBARIATT 1 @ i kv
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