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It A2 # (hemophilia) J&— 2 52 ¥ I BG4 1k
BEM D AE R AT R PR, HL il PRAR BN 4 B R i 2%
@mFLE MBI, BMSMIJE B XEIEF, REL
Wiy T B AR (8 TE T EAME BE FAR S
HBEER M, WTREfE & A Ay, TEIA AR
I A 7 B T R R 2 1 B BE A B O R
FRRHIE I T BEEFAYPONE . B, L
T R ) R TR PR e 5 A 22 TG Mo Y — TR B 9 D A
7% 3 B B G 4 0 4 SRR SR L A R BT R IR
IT BORBE B B ST R

I 2% 975 B e s i AE

i A2 97— 4 ph 3 i PR VI 2R R IX e
Jt 5 | 14 3t 1% A 35 I ) B R RS PR . ARAE B Z 1Y
BEIM R TR, A4 Aif &% A (hemophilia A, H
R AR) , XFRFE R % v R IR fE5E 5 1
7 B (hemophilia B, Z &UIfl /Z#), MERFAGRMRK
WA RFXEEE, MARAMRRERAR 1/
T, WA BHRREL R 1/3 T, HYIH R
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HIMAERWERE, BRI DA S g m H 7 I =%
BT XA E X

I A v Bl B bk g A, HBUBREEALTF X
Ptk b, miitE (B3%) #9, #EA8% (L
F) & EHMmMAKRILEREE FLmEEE
WE MBS A, T8 R N R T AR A
BARBHERD , ahmARREEFERL, R
REFHRFE MM AR EE, FotHEN D &R
HEEHHE, EIRE, BRIOORKE. L2k 500

AN B AR A/B B, BWRHTRRRE, 4
23 HBEAMERE L, AN ARK A/BRER
B R ILE 1,

TF o I 3 R o 1 PR T 3% — D O, B
RIGAFEEARELNIEER, HEFEEAR
HAHEEER BB T KNG EEDLBE, HHk
BRSO 40 A T TR i g e, AR E Ak
MmEER . Bt R AT LA = A A S B, B
BESEY MR (HF X B0E R Xa) ; B0
B (BFTEERTa) URSEEAHER (B
FIHEER L)
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WRAEEE M ERBE Y nshgems5H0 F
AR, FTOREBE I 43 S A1 U 1R B ot P R O .
%, SNEMEIMRET, AARGREHLET
M3t 5% P Ca® . BTV FERE S Y
BERFX, BERELBEREY. ME5RNEE
BEIM R BEM B 7 FETOMENM LK, 4
MAEZH . W TRIESERFZR, 7T#EEXI N X,
PTG XA Xla, Xla 76 Ca* FEFERTBOEIX, Xla &
5WI. Afi/pREF 3 (human platelet factor 3, PF3) .
Ca’ A AP —HIER T X 76 TSI 3%
e, BFUAREREERFX, B¥KXatdHaE
AREER X, HEFIAEAMEE T Xa BE
HFXWMEHR, REFUREREFESE, —BR
FWIBLZ, SR PR 218, WU H T Ak
MmAIE, B A, MEFXEZ6, BERTFX
MR R, MR RIFEA S BERE , BPiflA%% B

M A/B P ELIG RR AR, R AW M
Kot i 250 38 AR R B R AE, 6T IE SR IR R
H MR A B RRAE . H LAY 2R AR LA B R T
i, BAMEE Ik, SEAG. FARE™E
i, HaERE SR, HilEEETRER
KK (B B, BRL B, 8. R%) MNLA/HA
A O(EFM. BB, FRAULSE) . WE (EER.
JEREJE . WIRARGE ., MRS, WIRES) . K.
RO (RCRRWA M. S b, O RS M. iR
) BuartEH AN I, ARG, W
AR A, FAREMED , HimEHR
A LATE S AR B B, WAl AER B AR K. 1
WL RHBEIMG . DFARRENF, RJEER T M
A fa S e R ILPY R A & A H I T BB I B

RN

R4 8 A 7™ 3R B G i 3 R VIS
(FWI: C¢) R FX#EHE (FX: C) WKF, RE
K A% A/B 43R4 B (R 1),

EHmERA T RIMAN A/B BENISH. X5
WS RIRTREE IR, BRaE N ELR
4B I 35 B At [E]  (activated partial thromboplastin time,
APTT) 0 Ifi %% %E Ifi B J& B} [8] ( prothrombin time,
PT) . APTT #6927 & SME 0L A PR B8 1l 1) BT A 2%
PRI R I 3% B [ I [R) 9 07 ¥, R A A N DR B UM &
B —Fhd %, APTT SR WL T £ Fe i A 57K
VAR =, TR S K 1 B AR A g i (R T
VI, IX . XTA i B 52 75 7 7 200 B0 B 10 0
A0 f 3 B 1L R iR 2 R B A APTT %, {H APTT
JERNRES I A A 5% B T S BR A1 IR T BE 1M
BERY PT 45 R IE %, H b & A, i /Rt %
( plateletcount, PLT ). Ifii /) A& Zh B, H I B [
(bleeding time, BT) . 3 Ifii & B [A] ( thrombin time,
TT) . A4EEA &8 (fibrinogen, Fbg) SFHIEH
MmAwFHZ KB mEEFIEE (FU: ©)
HWUBEFISTE (Fl: Ag) W& W #Hi2IM0AK A;
m#FEEFXEE (FX: C) #URFXHE (FIX:
Ag) WERLABR 2 I A% Bo % B H FVl:. C/FIX:
CHFWI: Ag/FIX: Ag[FBFEAR, #7 FUl, FIX&E
Eﬁ%ﬁi*ﬂ%&‘ﬁ/}\, %ﬁ FWl: C/FIX: C D@“&ﬁ'ﬁ
FWI: Ag/FIX: Ag IE® MR FVI, FIXAHRLM 4 F
IRERH .

FA, PR b R T B L A A 28 I A i A
% (von Willebrand disease, VWD) & H Jfil ¥ ¥ %% #H
%5, BHERBIEK 2,

1 MARK A/B IR R

437 FVI: C/FIX: C K [% (U/ml) ] it ™ B AR B
A <1 (<0.01) HEWREMIM, WFXT. DA, AIE. BBk, FBSTHRAL
rh 1~ 5 (0.01~0.05) HARMESM, 2E006. FAREELM
%R 5~25 (0.05~0.25) THEESMm, 0. FAE LY
T R A 25 ~45 (0.25~0.45) WA . FAREA S MM

®2 MAREHNLCHIRE

B BT PLT APTT PT Fbg
VWD, Ifi/Mi e R ZEK IE# E#H E# E#®
/BRI 13 Y E# E# E#
PR G J A E# IE# EK E# E#®
S U A i A E# IE# IEWBER EK E#®
DIC. JiF#ith 13 Y J13S 13 WA

BT: tiifufffa]; PLT: ifi/Miit%; APTT: f&AAFR/MEEILIE RG] ; PT. W3¢ M IR (A ; Fbg: LF4EEE)R; VWD. MMM AR; DIC: ¥

HctE i P9 BE I
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I & 975 Bl F REFEFr

HAl, mMARKIBT FEEERTE, KL
Z RIS A R 2R VR 45 v i PR VIR 2 XA
U, R I 2 P R VB IX A0 3 4R 2 0k
K, BEMEFHEMHFHER UL ml MEHNETH 1
U B 7 A& B 35 4 100% 18, [FE% B
i E e (8 o B VIR 8 70% ~ 100% ,
FIXHH R 50% ~80% ) F¥EMEREK, WEEIM
HFEEF R E T LT ARTE

MR A: BimEFEEAEE? = [FHFW
& (U) /fk&E (kg)] x2.0

Mm% B: BMEFEEAEER = [HFKX
& (U) /tk&E (kg)] x1.5

HTHEEFARBE A KM, BRIGTEDNAE
FARE h Frhn, BRI BRI A5 M B 76
T2 B 0 4k R B [0 BB O [ 3 A6 B B 5 A0 R 2 Y T
SV BB, L AR L A4 5 i R T 3 Ak E
50% ~80% LA I, RJE 10 d 57 4k 55 1 7 3E M 7
50% 7247 o I PR b AT AR 48 R 0 R TR 45 R E T R
FAARFERBERIBITFE (£3),

MRBERZBERBITELRETARBRER
Wi, WFEARREHMBEEHTELET (F4),

B TR I VIR AR 2 08 8 ~ 12 b, i
R A BEFF IR FEEE I A F B 7 4 8 ~ 12 /N4
E W EFXMREE BN 18 ~24 h, il &
7 B B EIF WA A FE B A N T B T A 12 /R A 1
W, LASEIE IE K 8] BRAt IR, B A5 ak B
I PR 2 S I T K o 3 E B I R o
ATEST K, 38 23 A U848 0 b o S I 25 B
T B SR B TR R

AR Z BT A BRI TCBE I H - IS X157, &
AT DASR A A M R FNG T, (B —E B,
BB AN RN ¥, HE R, fEAR R4,
RFARSCEE W ML ZERL, T H A% 3 1k i
M, BREXRERME, SWMOERRRE. LKA
2, A 1000 ml B &, HAER MR H T & &
REEER20% ~25% . Fit, mMBENHATER
TEOUT 1k L 3 BE B 0 12 8T 5 20 B A I A0 =012 B
Ho RULESHBNEFEAR, FREMTE, MEH
BEIM EEIR 415 (prothrombin complex concentration,
PCC) HATZHEIBYT, ATREFH & H 2/ AEIRIT MK
WRRIBEIL H ¥, A 5] DIC R, ik,
EAGEARENDREFW (FVla) B2 ETT, AIft%
M, REERSREAR PG ZE LOER, F
B AL A AR T LR . H F Ve 23800, R ok
JG2 ~3 d g2 ~3 /N AZ K, DUGATARIESE )
REZ W8l i

B T A 504 30 5 SR L P 2 7 He AR B Y [ AT 4K
BigEm A FMmY, RHERMARBE, RERYH
1% ~50% o, XF B2 30 O BRI 3R BT, 0l
W AERBRICP M@ ERELE T, XHEHE
B FAR GRS B Ok TR R XE, a0 SR AR Hl 4
BEIM P TIERL, L% A M 47 A A R RE 1 O A
A 1510 0

XM — AT RN . (1) i PR JE H 1 3%
A B A F) R R M R, TR BRI A
T, ARANTH - ES-DFEARMER
( 1-deamino-cys-8-D-arginine-vasopressin, DDAVP) &
¥7, AELTE L A 5 90 4 5 LA BEL o 400 1 0 89 7= A= S
#H, FF#TmARREMAREN; (2) WRKAHE
WEoitE . R R Y B R, s A
T A kA, 5 G 0 3R LA BEL Lk 400 1 6 7 A

&3 MAREFARBBEMETH TR

#h T B 7R I R (%) iR FHE (K, Urkg) R AR FBRE
MNFERYER. REF 1R 40 ~ 80 20 ~40 2~3 3~7
INFERREH 2 ~T F 20 ~ 40 10 ~20 1~2
KFERYSR., REE 1R 80 ~ 100 40 ~50 2~3 14 ~28
KFARREE2~T R 30 ~ 60 15 ~30 2~3

R4 ARSI I 5 &6 R R R T R
i i 72 BE HkF FVI: C/FIX: CAFE (%) i PV FIXMFE (Urkg) x¥/d 7 # (d) i
iy 40 ~50 (3040) x3 7~10 Bl APTT #1 FVI: C/FIX:
o s 30 ~40 (20-30) x2 5~7 C /e R HBEWS
=35 20 ~30 (1520) x2 3~ 4 %
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SNE; (3) X0 2 v R R R,
7 thFVILR PCCIRYT TCRLAT, P25 Re (o P 2 4 ¢ af. XY
F (recombinant human coagulation VII, rthF Vla, i#
) il

PERRBEM AR AR . (1) AR A B&E LA
MEI e, e i 3 IR N B i B VIR 45 4
5 PCC, A&ME A hFVIH ; (2) MmAR B
BELAMB YN, HEMEM PCC, A RMHHE %
IEBEMEE R B 5% (activated prothrombin complex
concentration, APCC) =% [H T IX #4854 5 o

WEAb, o7 AR 40 1 4 3 S T SR A 8 0 1 SRR
7. (1) &em (mrf RN, FREEHR
WHERIR) 1.0 ~1.5 mg/ (kg - d), [F] A 2F B
% (cyclophosphamide, CTX) 100 ~ 150 mg/d; (2)
BlkiE S A EBREH  (intravenous immunoglobulin,
IVIG) 0.4¢/ (kg-d), #MSd; (3) HAMKEE
B, FERA, XA (FRTE) M ZHEH
o (EBHE) £,

B T 7= A B R 4 R A1, B AT R I 1S
T LA B E R B KR, R, X
WhRSE, ARHTNLE AN AR A, A, BT
PCC #1 APCC W), A FBUEH K 4 I 1 505 i
AT BB

I 7% 7% R B 1

XA B BV IE B . R B2 W A R
IRITREHE SN BEF AR B FE A o AR BT R & B A T
HHHGFARER K. RN BV, Ak & & L
RERGFAR, HEEERTIEY . FVILE T8 55 4
FERIBLH, U RBAITENRGER, MAKRBE
FARTRCZHA LR T, MBAFARE, Hitfr
TRAKARHES, RFPRHILTREN 25% =
5% ,

FARRIBR T 58 B9 BE i B &7 LN, &
D R B VR AR LU A L BT B UK UR I 3R . AR R
RAIRERHMERMAT REWRELANM, TS
PRIt /AR R B 25 S R R T BB I RS, TR K
A, FHA MU E"

JEOU b, %ok ML A R L 3 e B R .
BN 8 3 4 52 J5 0 R R 3 A=) B A UL i ik
1000 ml, Jfr LA Bk 28 8 3 R BLAT R 0 25Hi 42 BH 4 R
B, SCLARERFE# WA RIE. AAMERL, Tk

PREY 1 A9 & & TR RE AN R BE T AT R BR A, AR
JERARERAMIL Y, TESE 2R THEENKRA., @0
fil B ARG R R A A . R B mt
N, A HE L R G A I BEL VS PR R R ke )
T RERE TR B, (B IRA AR A O TR TS kb R I Y
FIRAGHEEARE. 250, kK EMREF
AREAL, BRIGTHBR ., BEMIIRESE, U FI B
J& BRI T 5

2 B RREE AR FT 2500 R 8 DR, 6 B AT
BETEHSEHFAFAREEHIKAZ, 8200
LA RS o BRI A P N 2R B D & R R B AR
ARG R I, MAEVITARE, ZRERE TR F
BLEEZR/NG, SRR T, 18 AR R IR 4 4 10
Pt Lo PR S 286 M A I ok i PRI, RO b ) e
REBERE

HTRERRT (B, B, HXT%E) WiE
i, AT5EMBRTESE, RPERRE
B sk 5 3 AR 50 53 Ah, IARCEE S T 5 L
RS N TS B o N AU VR =8 2 2 X VA D
B ik #i o AT oA FA, Bk ELL T h
B, HREEEEBMBEA,

B PR A B 42 B R B 25 W) % € 1L 2 R 5 i)
BN, BT ERHRESHRRL, BFRPRER
MZ5IRBB M ZY (KRR XK EEESE),
MBS FH A JOL BB PR 3 24 BT B B 2o kS fE
Ry mATE R Z5Y) (WFR) , FEHRRERAER
VAR IR R B  BERE M AR BT R QR G
JE ¥ %5 7 ( tissue-type plasminogen activator, t-PA)
S0V R R R I Sh TR, R R
FrE g . AR & E K FARMH 2R+ ER
SMPHEEAE TR, JFTE MR B AR A B YT BC & A U B
AEHE R AR HEAT o

AR EEmheE, B F: C3 FIX: C /W
EFERT K, ARE K R BOR P, A A
(thrombelastograph, TEG) W] 7E JK 5% & B sh 25 W ¥R A4
BEMIIRE, EERELEMTIRK, & TEC Ki#, X
REEFE] (rff) FBEEATE (k) BELEK, T
BERKEEME (ma) MEEKHEE (me) B
&, T RAXS & i B 7 B i =2 LA .

N &
AT 2 — R LAY R, R B
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TR A 2 BB R AT, HoR=, Bk,
KEE . 1B L TP RBA A 216 30 % BB T 52 2
LAY, T E B AOR I ARG e, R A
REBRBIT AR RE REANEEM M. MAW
BERDEZFARBITTHEEZLRR KRB SFH
WRBERHE AR 2 2 B 15 1E, W RIS B
BRGT . MEYE2E. BFARMLHEEEZT
i, BRZHEBEROAT ., Bh. BEEDHF
ARETHES, MBI FAREME. REEHEULAEX
FRHAIT T, MAREELREGINARE, HREFK
FARBUG BREREFH
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