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Clinical diagnosis and treatment in congenital dysfibrinogenemia
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W12, I HL AT DIRG9 1 5 i 74 3R R4 7 i
LT YR 1 R LI SR S 5 SUR A, 2 7 50% ~
80% ' o At B B £ 45 T8 LB AE /NI B A
(B R B FE RS ) (R Bl 2R I BT i i 98 AR A5
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AR TR TR I AN S — B0y, A X o P Y ] Wy
SEAR LI, 00 B B AT A B D) REBIF 5 LA A Jk P
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FEARAART B, 43% B8 F I 0 K k) R RBE , 30%
BEH &t 2, 24% BAT 3 0 A7 5 i, 129% A6
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S 2 R P RCILE 40 8 S R 27 2k K 1 I
GE R T 103 FREUR AL o KA AR T
FGA(42.7%) M FGG(40.8%) I~ , 1l FGB I~ ) 28 75 5%
DU AL 16.5% o $E T 4 Fh S H 27 43R H R
AR O LA AT BEAL ], AU4E < 1) Ao B NH, R 3 &
73 (FpA A “A”) 58728 S BUBE ML BE4S & 7+ 7, FpA
SRR AR, 3 BOEF 4 2R 11 FRAATE B ) B 480
1 W T2 4E 5 1 BEHR TR B, T Aac(13) Gly >
Glus; 2) £ 435 SR IS 108 A4 N-WEEALA A5,
FIAT BRI 7L 1 K A& W I | 52 i 21
HEFE Bk 2 F 4K, G BB (160) Asn>Ser Al y(310)
Met>Thr; 3) £F 4 25 [ U528 7 A2 1 AR TR A2 e
AR (2 e 22 R Bl H A S R R 4 il ey LAt 7R
WU S DR ER ) , T8 5 21 4 2 1 5 B (E) B A
WM BB, 7 A R A SCRE S LT dEsE 1 2
B, BB (166) Arg>Cys 2875 ;4) aC [X # Ji A %
ARAAG LT A 8 R 1] R AR L k2 T FX a /&
1y M 52 BR , JF BBk = RGD JF 81 5 1 /Nl I
PN B A0 M AR AR T T AR T AT 4E B
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FROR R 22 (10 F 4l 28 BH | £ 2 2R 1 B A I A A
HR LA A R R A L AR SR AT A A R
MLARE H, X £ 4k 2 1 BEHRIE AN ik i 8 A4 23 B )
REAT B T B b b B SR A PR Y . T Lk
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J I RE T AR 2T AR AR Y SRS HE IR, R 2 Bl e



.38 - IMAE 5 1k 127 2024 4255 30 4555 1 8 Chinese Journal of Thrombosis and Hemostasis 2024 Vol 30 No 1

ST YRR 1 5L (R B LU gk I TB) A

4 PR 3 A AN A AR OGO RT LA
W 2T e A TR, SR B vh £ 4E 2R 1 %
FIEF 4 AT AN S5 205 5. FE T X g Sugo
S NN AN [ S i 2 A R 1 JROR Y £F 4 2
AT 328 AR W SE I B 5 ] B 5 4 5E I 4T 4
B oo B A DG o FR AT B0 1Y 2R 4R R 4
Yk 2H WL 2T e T BB IR BT AT 4E R A R, S A
PEBRAH &, 10 KA 22 FLET 2 25 (e ) o HLBaE
P, AT EAR AN 8 PR

5 BEfEUREFEERREMNENST

S AT 4 R S8 AR T H T E PR b
A PAT A T RIDEUETE R o PRI, IR PRIA 9T A e I
kAT LRI BT I RR B 5
GE NI MWNIES L WS TS I PP - F
AR A TR
5.1 SRR A RLAE A i ) B R

S 2T 4 TR A JULAE R (B Y I AR O 2
) IR T -

Eo L | N B NG DB B OB VA S E 4 e
254, an sl 2P ERIR 15 ~ 20 merkg 3K 1 g, BF
H 4k 7E M5 PRIE M AA e i Ae KUK S8 %5 o
;[EJ:HHZ:O

RFAR F el 27 5 o PR A, 1 AT
PR A AR T, LA N ET 4 S )
(human fibrinogen concentrate , HFC) ¥ UL 3E F1 47 fif
VK IM.2% (fresh frozen plasma, FFP) Hh4 4k
A4 ) B R R Y7 5 1%, R B B A
TR XU, REB0 A00 o, T AR 25 2, JO s i O
i R TR LR AR R 50~ 100 mg/kg, 2
TENMEERR 2 ~ 4 d R BUNRIG, DIAERR LT 4
WHPE>1.0 ~ 1.5 g/ 5 SERR A I R L 15
Mt , EEV DS . WCRICE AL e
JEL e 45 0, T8 15 ~ 20 mL/kg () 2055 A4 35T
VE' FFP 2T 4R 45 1 J5 A1, i i o 38 A
A, I BAF 8 A P B SR N o D A SRR e 45
R,

52 S EPARR PILE L DA

LR ISTHO1S 4745 53 2F 4 25 1L 4%

LRSI 40K, 4T 3 852 ST B P

BB R 5 A G Y Fg S P AR o L R R R
A AR 2 A (TE At i A4 A5 16 D5 3% ) B 1) B 76 5 ek
wmr:

3B Y MR IR T B K PUEERYT
TR O IRBTEELS Y , DGR TIP3 ARk

3BAYRH BT HH AT AR HIPUBEZ . TR
i 2 5 38 o T 1 XU, /N T AR R B it i i T 41
YR R AR W) 5 KA B FH /DN 70 A
FIBYT, TR AU il A4 T )5 5 130 B P e ™

Xt T 3B Y S5 A Ak 2 1 D 00 A A Ak
AT B AE R PR 26 i 284, 1 2% i fof AR 4 P 26
HEAT AR TR 2+
53 AN R UE IR S0 L M AT R T RS RS R Y
Tt B

X S H LR 4 B i o HLRE AR R TR
7 LoV W ZBUE R A G R U (R AT TR, B )
B S 2 YR AT £ 4 4 1 R 46 ) 50 ~ 100 merke, L
P2 A (RG> /Lo 3 T 01N 438 i 2T 4
AR ) &, Lo IR eF e s E>1.5 g/
LZEA3 4 R, B AARIEIT A BRI IUE R4 1 15
Ja T R XURS: AT SR AR R, JE R AE 4T iR A I 3
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5.4 TCHEIR 5 27 2 25 1 A IURE A8 A A R

TCHER I 7 41 4 2 11 LR R R TR T
WRAN ST B T B 2R S S 2 AR
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PR 5 e A 1k 0Pk K 1 155 T 5 X £ 3 4 T TR
PELF 2 B R R R A R ZHCE R E S
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(R L AT A5 (s

6 it

S A1 i R 1 EILAE (912 W 2 T 27 2 AR
YRR R R ARG, O T 25 AR e AR AR
FF DI 24 551) , 3 o 2 PR 20 B R 2, 9 EL RT LA
SR B AR B Y i BEREAT WO AR SIRT . AR
WIAGZ W m , i TR 22 B A — A P A i I
I AR I R RE B KBS, N R A R o I IR
J7 L R T AR S R S H L /e
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