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it &% A (Hemophilia A, HA) 2 —FPffh i ik
., EXPEREHRMERE. WK EEERI LD AT
VI (FVIID) s B R, WAREIAKR T LA . A EA
REA R R MR BN B fAE DU A 4E, F L
EHAR, REAK W 3 B8 HZ W I KT E RS
k. FBPEARE, HAWRRELNN 1/5000, WLk
KmEFWAEFEN., RE M ARYEREN 2.73/100, 000
A B, B HA F 80%~ 85%.
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B B BB B AR IR ST, 38 SR i DA RS 3 kB K T AR
ViR A E, FRFTUEF AT,
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WHZEZGH M RFFEH IR %E, FFKEETTR
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2 E FVIIE A X, BARH — &R B, R
AETGRFAE A KA m; EAEHNE 4 8F Em,
SRRy AT LA R oy R A R ey T EAR AT
RAfnE A 2,

YEHEFALINLELERE L H . S F A
PRI, FHFRBODMERRE, BELORN T, &
FEREFEE, FH#H—FTELREREUAD,

= XBEKE

(—) Jpikikie,

AR SNE R (BMRB A ) i B
JFBta ( prothrombin time, PT) . v& 1k &4 &6 24 fn vE B
BfjE] (activated partial thromboplastin time, APTT) .
Wt Mo BB JE) (thrombin time, TT) . FHEEE T &S
HA BRI A APTT ZEK, B3R A HA B3 APTT XU
FERKRAEE G R, m/MOT AR, DRI b 5 i 4
TR RLIEF

(=) # R,

S R FAR M APTT ZEK R WIREM RN IR RYE, &
o2 5 AR R BB A AR, B4 FVIIL.  FIX. FXII 7&E M K
A I o &R AR (VWF © Ag) . FVIIEM: (FVIIL: C)
Meff e 2, VWF : Ag %, FVII: C/VWF : Ag B B 1R,
# HA,

(=) ¥l e,



1. A U B AL

HA B I8 /Y BORR BRI P, AR FAA, A
W EVIER s . A TILE R, BUEE REX FVIF &G
WERE 20 MNEFHEF S NEFBE RN 1K, £21~50
FHEENF L0 ANFZFERMN LK MEFEFELRN 2 K,
HEISONMEREH.

2. 3% 40 9

K APTT M IE KK, BREF B H w118
&, TEHZF31C §F 2 /Netfe oz Bl E APTT, 5
EEAFRHEARSH APTT #AT AR, BZI A E. wiFEF 2
/INEFAT IR, RS AT 4 (APTT 2 B 50 #F
EIMRE L) .

3. 4| iR

WM L FNE TR IRE. wRAE1~4 ANE
% 2 Xl Bethesda 754 Ni jmegen yEAn MU & B & = 41 | 41
78 %>0. 6 BU/ml, WHENFEM. FH 4 E>5 BU/ml,
W A & A&, B E R <S5 BU/ml, N 4MKHEE
A

(w9 ) R A,

BPRFHATEEARN, UEHEBRERH, HFE—
FIR 0 FH WA D W R AR, kb, LRI
L R AL H| 2 B R e X

M. lmmxR5rE



RAE FVIIR &M A, M8 HA p AR A, A, &4
=A (MK 2) . ATEE<IWHER; FME 1%~ %4+
A VEME > S%~ 40% 4 B A,

F. O ISERFNLE RIS B

(—) &y,

RIELHFE DKM REASEH AL, AKX ks
RFEIL, & FVIILE T 7 M fod T B pE FVILER [ R R 09 52
W=, MUY,

(=) %3207,

1. 4 P fn A% (von Willebrand disease, VWD) :
VWD & i1 T vWF Jrsh & ok B Bony o e ksz ek, %
A B MESE. B AS e, EEELRRBEEL DY E.
Al vWF B3 fu FVIIL: C REM. Frig Mg, FR#HLA
R AR R, ok, VWD B I FVIIE M T . #&
B FVIIDE P T Mt 5 HEBR VWD, LM B A, VWD # )
BB F M vWE R BE Y (R it B 24 B F B, vWF
R:Co) . RELZ & L. FVINE & LK. m/MRAMAEE
R, vWF EasikE, ZEDH LR FRZ —.

2. 3450 HA: E AR g FVILM B & ik 3 &
FVIILE P TPty —M B & ek teim, &FES HA, A HA
S MBI B HHATER . KEEIASANRELE
SRAMREE, ZRXETEENE. B & %k EHKE
P, BAEHEHE TR RIERHE, &R0 ET A
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3. E R AE R m A T ek RILE AL APTT K i &

&, E#ATHY ALK, X% 5%EFIX. FXI. FXI. FV. F
X%ﬂ%ﬁ““k&%%m@%%%&w,uﬁ%ﬁ&%
Vet ot R F Bk Z MR

AN =i g

(—) &7 /RN,

HA B3 TR FVINM ARG, T et d847 LS
Rigly (FGwEy) , HEHZEIEm, AR KRER
PRI, HERBMN KA TRENEZTIAT, #4TF
AN H R A RIE R, NMAT RN ENRIEN . UHEIE
B SN . HA R R 38 6 L ) VE S A A

(=) BRET.

L& RIBTY Mk,

HA By 21X 1697 & 26 25 H 2 41 VI A 200 & K6 B L R
M FVILH 0], A AR AT L3k 24 A ek T 306 ] 94 10 U 25 38T #F VK R
fm#%F. FamiF 1IU/kg (KE B FVIILF 4K FVIIE (%
(FVIL: C) £ 2%, FFEFVIEEETELUTAR.
FVIIIZER N B30 4 8 ~ 12 /NBF, EEARN FVIIL C 1R
FE— KT, FH8~12 IEHIE 1 K.

FVIIE A E T &= (FEAE W FVILEE -8 L8
FVIIDRJE ) x A& (kg) x 0.5, BAALGE, KETH 8~
LN E RN —FRE, B2 TAeIRm.

MR DR R fu - 2 R ROK, BUUR S0 AR
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MEHW R B, wEREMEZTHE, FREFELER
T8I

2. AR I Y B L.

BREN AT BN AAEEREN (FFET) .

(1) %FieN: RIEEHELK ALK R MR HANIET,
E BT 5% A 2%t 1 i 640 B FVILER G, B EEH. B
®. RAVAR. BMRIeY FVIIA & A7 12 54 8 o 3 4 fn
fmEAEE (L& 3) .

(2) EFABHERBT: BEHFAWN. FAFRFR

FATH ARG, B WL TRIE HA B F ARG IA L
%%Kﬁ%ﬁﬂ%ﬁ BARBRIGTT 7 #IM% 4.

(3) TG igsy: <3N T Bk b i e 31 47 e
EMARENY. BTHRFENVRZELE RN, LiEEILE
A HA B R AW 8ok Wk, TR MR B ATRE %
FEFRTANANTE, Hibhh ks, M%ETRIL
FEHARFHNERBT k., HLEAF N L EFL T H L
REBNTFI3RNEAF, UREBEXTFTHGHLEURE T
% o 3 A A VT 3 K T RO

AR T BT R M AR R, BEENINE
T A O B A = R Ua 0T B TR D iR BROOF R E A
ERE. AN TR meE, hEEERTE LR
¥y B, AHEAT 4~ 8 BBy A I I I8 Y DA FELIT i -
KF ARG SEMBEIR., XM T UEA BRI IGT K
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S PETR IR TTER R

W rie N EESHNUT =M OMATHRN: T&
DB F2RRTHME XAFR/NT 3 2 LA IER
(BRI RFRE) IELFEX VR, THEAEER
GERRIEN, QREFTHET: <FH2LREZAELE,
BEARM (8) FRFRERARKAX TR LI A ES
FEBREBN;, O=ZAWWiaN: BRI EFREIELF
EXTRZE T T AEEFEERIET.

AR T EREN L E, BPERBILLEE —RKKXT
W, S EALA W . AP s A R A A e B
Trae T ieI7 . AR Hmfex o % & o 8 LR IZAR 35
e RF T e TG ey, R eIk 8] K 7 H iR 3 4
IR 3k <3 R E B AT,

T 96 97 FE b b L AR 5 PV W K > 1%, 18 77 b 14
B M L E R —an T % ARYE WFH2020 tn & & 36 7
WP iET A EwT: OFFETFE: FK25~40 1U/ke,
FRR 1K, OFREFF: R 15~2510/kg, BH 3 K.
O/NFEHF: BIK10~151U/kg, FH 2~3K; 4&WEH
30 1U/kg 48 2 %: ﬂ%ﬁﬁ%i%U 25 IU/kg FEH 1 k. @%
RN F365 T OTG Frh: BRAMRG K2 N F 5B,
MR H LT R ET G I8N T HF, HLTARNESF,
" ERIESY AT Tk 2R tie i A EEA . A F IR
A BL ey E Y.



BEREWMRERG 7 EZLAFHE, BE5%FETMELL,
/NFE 7 F BAR T LA BB D AR L o, B B O
DRFREME A, BUWERFAER LR E L+ %
MR BT I8V 7 %, HAREFE . FRE . B RR
2K o 17 5 DA BCRR o R TR R AL TR DL, R R A
NI

(=) FHEFEHT.

L X RFHRET: 2 —MFREE LEIUR, EE
# FVIa 9% F T 2hak, R B3 FIXa f0 FX, 1% FX7E
B FVIIEY 15 2T 45 DAk S0 07E , B 3T IR 2 A T8 0 5% o
El iy B PR 7 T HA & 3F PV 4 B 2 0 % LB M e 97
T 2 B FuBR B A VT DU T A~ 698 FVIILN &) 4 0 HA B 1 %
AT EIEN. BENLLGTFANN4 AL T AT E 3
mg/kg , R 1RE TES, UREXZNEARLZGKRE, F
SERGETHFRNE 1.5 ng/ke, FH 1K,

2. FAA-8-D-AF A A EZ (DDAVP) : B A HA B
o B E[ 26 DDAVP, /b e A] A HA 40, ¥ b A 2, B EA
HA BZ L. #EREHN 0.3~0. 4pg/kg, bL50ml 42
KRR ERKEE (220 30409%) , & 12 B 1K,
A 25 1~3 R, A5 F T REAE > 3098 K A £ A
>3 ENAR. ZHZRERENRE, WRRAER K
Bt #h 78 FVILEI R . 25 3 18 B2 B U FVIIL : €. A R R A3
Bt EE . KNBEEE, BT RIBEETRRM,
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2 5 LTI BILER. 4))LR A Bt T ERA, FFHRAT#4T TR
B, FORIARE LA W &gk A B 89 DDAVP
£ N R AR B A

.M EEABERAGYN: FRAMALTHR. 6-2%
OB, @ FARE, LXGYF 0. F. BHRE. EHEH
o AR T B AR A, B R R RE LA Ay B
BT AR E, R RGN e A FER, FERES 5D
B R EaMme . AR E: 6-& &L A K 50~ 100mg/ks,
B 8~12 NBF 1K, A FHBRE K 10mg/ke, #HOE HH &
K 25mg/kg DR, A F KB 2~ 6mg/kg, & 8 /NE 1 K. 4
AR, AEAERT O e, ShEYE T IR AR
10ml 23 2 %0, BH 4K, EHTK.

4 EFEIBIT: R, AN TBRILE R A
Ry, ] COX-2 RMRERZ . JFIN AR & T
ARE A AE SRR BB 2, AR BT R e /AR S
FANESE YR

(W) $HLIT

&W%%&#&m%ﬁﬁﬁﬁﬁ\%é%ﬁﬁﬁﬁ(%
W HEE. BH. RAEE), ReEEAAHIENE
%%Eﬁ?@,uﬁ%%ﬁ&ﬁmﬁﬁﬁﬁéo

| Jfn B A0 2 S 7 PRICE JE U, 4, 4E 1 35 ( Prohibition ).
RE (Rest) . ¥ (Ice) . JEi (Compression) . &5
(Elevation) . AL ok i fm ey, PRICE BRI & 78 b vk
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i B LR i KPR A b E A, KO
FEAR . R GRS R 2 W A ey LA fo ok AL T
PREARAL, ] KSR 30 - I8 BFT A O R R RO,
KB 4~ 6 NBHEER 1K, BRS~10409 AR (BRA
ﬂ*wﬁﬁ) HE KRR,

A, GBI W REEIR/ a7 I e R B
A, %&%% A%ﬁﬁﬁ%ﬁ%ﬁ%%ﬁ%ﬁ@,
FREFEER, BRBHFHTRENE, T, BE. B
DR R F T EEIERS, |IAH FED N EE R E.

+. HEERLE

(—) FR A% 487677

HA B # % FVIIARRIGIT J5 7= 4 By [ A o bk iR Bx
A, EA HA BEIE AN 206~ 30%, A
BAHA AL 5%~ 10%0 LR AWE ., FEEGHFE
38 0 = o A B R R, T Bt O B S
KA B X g, - PR EEERE.
T 7 10 ) 40 B 2 A AE o 36 Y R BR A 4 T R Y

1. 1k fmIg77.

B At mey, MAPRIATIEmIEN . AUTJLAIE
177 ..

(1) K& FVIL: RATEHFREENH S (<5
BU/ml) #y HA Wit B3 . B 55 B2 FVIIIEN & 635 T 9 Ao &
YithEU KT B ENE. R TR e FVILA X4
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ET: AKE (kg) x 80 x [ (1-ZEAtb ) x W4
ME (BU) 1. 7EpkFal bR EFIME fm 501U/Kg & FVIL,
DLRIEAR 9 ¥ AR 2] FVIIL: C eh4R 8. ik R A1,
MG AR ERE AL R, RERANFERTY. Al
6 B RS AR B (B RS E FVIILE 40 % 40 7
BU/ml), M REMZ 3~5 K5, WEHNFB&ZIEm,
(2) FRELHN: SHTEHAHHENHD (>5
BU/ml) = % % iF F W% (immune tolerance induction,
ITT ) igfy RME 1T ig/y i m ey 2. " ptaegey «F
B e EELELEESZ 4S5 (activated
prothrombin complex concentrate, aPCC) Fu3k K &4l vE
¥, % o B FVIL ( rFVIIa ) . rFVIla é’ﬂ%)ﬂjﬁ%iﬁ%ﬂﬂdﬁf_ﬁﬁ
90ug/kg , & 2~4/NBF 1 RE 270 ug/kg B K%L%. HAE
E WL aPCC, T H ¥ EF)E SZ &4 (prothrombin complex
concentrate, PCC)EK, PCC #E &7 &: H K 50~100 U/kg,
% 8~12 /NEF, BRFEASAEL 2000/kg. I K AN H
Wk AE B mey. BAMNEHLYILE, —EIEE IR
E, FTEMF PCCH rFVIa #4TED 6 AN A BT sy .
(3) XLEFTHKREN: LERAREHTG 87 AR
. REEXTHE. RELAREL EERES BHAH
B, R #5w0 —%, FZ5wr 24 /et f F B H 7
Jn A TG e Y AR e R A A i, N g (A rFVIIa
HATIBIT, FIEH BN <90 pg/kg, EELZHE, BT R
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BLART 2 /NEE, [ BF A B A K A, BLR-E 3 A aPCC
B PCC KA, X TEHMMEHMESH, R FVII
T8V RN A

2. TE IR A

ITT & Fg 407 ) 4 Fe P 3 K A L P O B 2 ot i [ 1
BT, AL B|SNE RIEZ, 2 H A A ARE— 0%
BRA0 %) P 9 77 7% HA B IR R A P B e TTT T R 2 4
70% .

(1) ITI FF4grtEl: B wEFF b B3R e o4 ITI &
EHGEE, EENHET—E#Y, Lo EE K
8 RSB JF4E TTI.

(2) %o & T %7 9245 IR M FVIIIK 48 % 57 2
rhFVIIL ¥ 658, I TR 4% 7 70 fh 6l 0 B 4L, {2 4 4 A
rhEVIIFEAT ITL J8 97 A~ s B, #1 5 J& R & 2 vWF 8y 1 IR
P FVIIIK 48 % 7 .

(3)ITI F%: O—%B77: igmAE: 200 1U/ (kg- d);
i A& 100 1U/ (kg-d) ; wfkAE: 25~501U/kg, fEHE
LRBERE 3K, SR EASHFELMHE L, EiFTRER
ZRIE T EHLER, EER ' A AR E Rk ELig Y # 6
mREREZFRD . A, KHE ITI 5L ERKETIKAE
PR AHELKR, XAERTROELETHE, AT
MM, —E e ITI, FEMETIE, LWRRw)E L ITI
Y. e ITL 5, MzE e 1 R mmE, wX
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58 A R B T v B A AR A R LT PR AR T 20 %
ZZE L ITL R EHZE 200 1U/ (kgd) ; ﬁn%ﬂga%_
K F 200 1U/ (kgd) , BRI L FTE. Q4B
B B — &g fy, W& RS F 6 FVILT &, i A
rhFVIIEE 4 R FVIL, A 7] B A AR CD20 3 v IR 417
Yiigyy, By MR &AW Ed — P it

(4) ITL Y BOFEARE: OFR AW R mFFE A

( <0.6 BU/ml) E FVIIEF >66%. FVIIFFEH >6 /)
Bt @AW Z: W M E <5BU/ml, B4R FVIIIE K2 /)
F 66% Fu/sKLFEH/NF 6 NEF, {E{FEF FVILES 7 ML
i, @K FRAETERIT WL . —MRWR, &
3~6 NAWIEHAHEE TESRR 20%HEL 3~ 5 F8y ITI
J& 30 1 4 38 AT > SBU/ml,

(5) ITLHA B TM: EHHAN A 0 T RAEH B ITI
YR e o O 4 ITI Z a4 & 4% <10BU/ml; @
3055 0 398 S W < 200 BU/m1; ITI 3 8] 1 | 4y 7o 0
{8 <100BU/ml; @NL W2\ FF46 1T WyEf|e] <5 4; GITI
T 98 J& XA Al

AW N EREH ITI AT RRE: O ITI
Z AT H R > 10 BU/ml; @F0F ) 4 % FE iy £ AE > 200
BU/ml; (DITI HAla] 4 %) ¥ L W& {8 > 100 BU/ml; @ A5 Br
2|JH4e ITI By EE] > 5 45 OITI Jrap/a B W > 2 .

(6) #b ITI B HL: AR TAMZH, AT H
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B9V BB MW X, Fak N FVILA 2677 X FAE i
JENR, HEEE ITI R, ITI BT FRBEN 3 M E X
RE KA 4 T K 20% L b, B ITI 3697 3~ 5 4147 K 6k
K B AT X B KA

(=) AR JmMELT R,

AR R R T RE KT 8K
ZRMBK T, KR EEE N EHRRIE. AR
K AndE e ikdk, TELHNFEARN ZRF 67T 2 ¥
FHEY. ERERE— 2 FVIIARERAT, #TEANY
G ARE IS, FuFEMXTEN X &, #tRnd
(MRI) . A8 7 ] Fuzh 61T (6. o7 3& 24 0 o A R AR R AR
FRFERE T REETR. XA TERFHH T A, wRE#H
TFR, CAERARGNOEMEHEN. FRETREM.
/o SE B E R Bt DL BB AR T SR AL R R Ak I
A, DARIEE#HEF AN Z TG FART ZE 0N
55 A 52 A ROR B B R A%

(=) SR SR BT IE ey &L 32,

1 R AR P R S i R R — A D AR Bodr B I K E
HAF RKEENAB RN — RN D, BEE
o JE e AT A REN AR K EEE DN ER, F
M R B, A RREE. BFAHK
ANEFEZFRYITENEGNE, VBRI RE 0 & £ F B
BB AL .
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(W9 ) kA% A e oG .
N AE R RE AR TGRS, RAX
%ﬁ ORI R E%F. BV IR v T W e Y 6
1 A B HAT R B AR X HBsAb [ M & #4T P v i
M. " BEREDEEHERERE BWEEELIRZ ¥/
YT BIAYE 5 T AT N R F 697 . 87 A7 fL Uk,
B FE R B 4 TR R A B e ek e R AR R e AL
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% 1. APTT &) E X %Ak

FS | WA | 37CHEH 2/ | £RHB R
1 s s L4 A F k=
2 2)iE U E TUE T 72 B [ T30 0 4
3| A E Zama 4 E HHERIETEY
R 2L MAHABRLR
PIEMATE | WESA H ot E 3R
5% ~ 40% BA KFARZAMG T 5B E W
1% ~ 5% o A NFARMSMEET AP E R, BHE K H0
< 1% A ALA /X B & i o

& 3 RB M T A % R B KR

A B FVIIE M A e

Pl 40~ 60 1~2 (R AFE 47 LK)
B AL/ ok 2 % R 40 ~ 60 2~3(ERRAFTATUEK)

(BRSNEEJEAL )

BB B, A4
i A B K B K o

A 4E 80~ 100 1~2

o 30 ~ 60 3~5 (fE A HEia 7 3 18] o 7
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B, RFEK)

o AR R G/ Sk
A4 80 ~ 100 1 ~7
Yts 50 §~21
“ ki 2H
A4 80 ~ 100 1~7
Yts 50 8~ 14
7
A4 80 ~ 100 714
% ¥ 50
WA 50 3~5
R ERAT 50 5.7
FA (X)
AT 80~ 100
AJa 60 ~ 80 1 ~3
40~ 60 4~ 6
30~ 50 7~14
FA M)
ARH 50~ 80
A 3080 1-5 CRATFAXE)
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& 4. RBOB ML T Z R B BRIBNT

i KA A FVIIFE M AP e
Pl 10~ 20 1~2(8 R A 707 LREK )
FE A T i R 10~ 20 2~ 3(ERRLA T4 ¥ UIEK)
(BROMEEFEAL)
BIENFIR BN, AwuE
o % 45 B K & ko
AU 20~ 40 1~2
Y 10~ 20 3~5 (fE A HELia J7 3 18] o
B, ¥IEK)
G kS WS
AU 50~ 80 1~3
Y 30~ 50 4~17
20 ~ 40 8~ 14
W "k 0 31
Fak o 30~ 50 1~3
%t 10~ 20 4~7
=7
Fak o 30~ 50 1~3
Y 10~20 4~17
i 20~ 40 3~5
SR 20~ 40 5~7
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FACK)

AHT 60 ~ 80
R 30 ~ 40 1~3
20 ~ 30 4~6
10~ 20 7~14
FAR M)
AH 40 ~ 80
N 20~ 50 1~5 (BUATFFAREA)
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