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L. # =&

I 72458 A V& 2 R 1 i [E & VI +
(LAFEE VIIIAF) EERARNZWULETT 5
Te ISP X D A4 O IR % KRBT 2 5%
BTH5, FER X BEELSEREREAELD,
RAEETHLIREHEN L TETFORICHRIET 3
P8, FERRIZ X FKHERE D BB b 9 E o b
®, FhICLEIMER A bEFEET S,

2. & K&

25 VI & F 12 14 5 T von Willebrand &
F (LLT VWF) L G356 2 L TLREL THER
LTwa, borEroEEisE XEFICL-
THEMH b S 7GRS VI B EEa s
IXEFRYrREE b Ca* DFET T
etk (Xase) 220 LS X HFEELRIGE
&5, 4o TE VI ETFOREZ~ETIE
ThHHIMAR A TIHELOHMEREE T 5
ZEWiBN,

3. & R

RAEDQHREREE 35 VIIEFEE L B
AT 5. 1%KRMIZEE, 1~5%IXHFFHE,
5~20% IFEE a5, B, FUER LD
IZ 1% KD b Dl cross reacting material
negative (CRM™) H L { I3 A~ LIFEiEN B, —
iz Es VI A& & PR IAER T 2 28, —
HOER TEMEIZZEHIET T2 b00HFEE
BIZIRIEE R W UERERTOERNXSS, £0
5 bR R D 50~100% D b D % CRM  posi-
tive (CRM*) & L <13 AT LYY, fifEED
1~50% D b D % CRM reduced (CRM®) &L
<IiF AR EIERY, o ZEFNISRE S VI H
TFR2ETLIATREELEZONS,

4 B o

AR %2 R~ 3 2t BLAYECHE & U TBEIC 51t
foxEn=7® Talmud Oz, “H L, §&
HOFHEFLIC & D HIMIEL, #2 FHFE/KT
HNIEE 3 TFOERLBIT-o TSRV L
SRR A SN B, EERECHEL & L Tid 1803 4
Otto®, 1813 4F Hay® iz X 2 X gl Mi8l{n %
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MERA
70%

TRTHRAOBESILOTH S, KK
(haemophilia) & » 5 # %R B 4 13 1823 -t
Schonlein 23{FEWIgH Tz O3 & 241, 1828
FEWZDBEFO Hopff? X > TR UD THX
LTHERE N, F0#%, LiE S { haemophilia
& haemorrhaphilia D H# 25 EZFE & L T
bhTnied, RECHIHES—RYCEDNRS
S Ih-Twotl, BEMNHELLTIZ
1893 &= Wright® #3883 M3 o ¥ [ R ] 2352 2E
T 5 ERIRE LN, 1911 FF Addis®? 13k
RO EREE X IEE MR X ' OB EEYy
RE-oTHESRZZ LERBRE L. 204,
MARIIERERPCBEERIEACTH 258
BRBRBEOH B EHHERS N, 1952 &,
Aggeler 5'% iz X D plasma thromboplastin
component (PTC) KZfE, Biggs 5™ iz kD
Christmas HFRZFEE LTHE s Iz, 20D
%, 1953 £E Cramer 5'?, Soulier 5 |z L b i
S MARIXMAR A (58 VIIIAFRZE),
PTC kZfiESe Christmas i iEIMAR B (85 1X
FFREZME) EMENS LSk,

—7%, bHETIZ 1889 F5AH M KIE D
FuDb2BRAEZMELI-OBE LD TD
5. ZOH 1902 Fw T 53, BRI RS
2—RKRERE L,

E 1 bHE BT 2 ARG R O
(ERS": MEREREELERERSE,
1997)

5 & %

DOREOXREH AR A OBEERAEL L
Tl 1961 SEICEH Y™ 25 204 Hl 2 $RE L 7= D8
BLDHTH B, LIk, FExHmEHEHIEINL 1997
FEORBR S O TIX 3,288 #] (ZMEMAR
A20BlxEt) OEFEIHERSNLTWS, T
ISR MRS R EE 4,602 8h b o & b
HIFE0%E2EDTVS (F 1),

6. BIEZTFEE®

%% A ORFBEFTH 55 VI EHF#
EFIE X fetatb Rl (Xq 28) KB T 5, 20
G T RE X 1985 £ Gitschier 5 2k D
IESNTLLR, BELOHEVDHD, KK,
HER, FA, Bk ESEIcbizs. LK
B A >+ 2HOFBABEEFLED
EWICFET % F8 A#EEF & O recombina-
tionlZ K> THBIAZERTHENDR 40%1C
Aoh, FREAOBEFREOKREZFHTD
%, 199945 A 4 HIRFEDHEEH (http: //eur-
opium.csc.mrc.ac.uk/) iZkx % EFE—DRE®
B < Bz BAREENDS 92, 200 bp IO N4
BT, SAECAEERB264, FTrEVAR
THEH A5, AT T4 ARFEH I8, AL 285
mEnTw3 (&R 1), BEROBRETRYE X
MRz, Kk, BA, FrerAERNEL, F
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xR 1 MARACBT2RETFREOEE L 36
(Haemophilia A Mutation Database (http: //europium.csc.mrc.ac.uk/) & D 5[H)
point mutations deletions
Exon Insertions
Missense Nonsense Splicing Small Large

1 8 1 1 1 = =
2 2 a 3 3 — 1
3 15 - 1 3 — —
4 13 4 2 1 — —
5 6 — 6 — o —
6 2 — 3 1 — —
7 23 1 = 6 — ==
8 12 3 — 7 — =
9 9 1 1 3 = —
10 6 - - 1 — =
11 17 1 8 — - 1
12 10 3 2 — — 1
13 15 2 1 2 — 1
14 26 10 1 32 — 17
15 8 1 1 — — —
16 12 3 1 3 == —
17 13 1 —_ 2 — 2
18 12 3 1 2 — 4
19 7 1 3 1 = =
20 2 1 — — - —
21 2 1 e - . —
22 9 2 — = = s
23 13 1 1 3 — =
24 6 1 1 4 - 1
25 8 2 1 1 — —
26 8 2 —t 1 = e
Total 264 45 38 97 92 28

EFE~FERNTIEI A Y ATENS O,

7- ﬁ ﬁllzﬂ)

MAFRBEIHER LTS  E\ER R8T
5 Z DB A, B4 VR SR I e R A
TR ETRET 32 E0H 2, —BTEA
BB NANADREL B L BB E 2D LEH
W72 o THEBER BT MAE, BEATPH I % WIFRIE
REFTHEDH W, BB, PEE~BEF T
BAIFEMERORIENS Z E 0% L, B
RHEMOBEE b2 ks, UTicFEsHim
FERIZDWTR 3,

1) EFHim

BRRHIMBER fF FIED T %2 L b, Sk

Hixaohiw, TEOBSDS WILRDH]
FERPIEL, B AoND,

2) BEERPIHM
FEBORLFHNERTH S, BficE
O NPT LRSS 250, B
HoEmE, IR, BV&E L b icBEEfioaTEERo
HRB A S5 5 (X 2), BEEAE, ZPHE, M
fii’e EOKRBEICHBNS 2o b, FA—H
oM ARET 2 2 L2k > TEEOEER
[EEMZLD B 2D, BEERE M E6E, BEs
NRE I OLER, WiE% & 7z UnARHER
HHEICES (X 3).

3) ABFPIAHHM

MEEEE P T#OBR R Ecsaons Z M
Hwhs, MOFERb L FBETIILLH S,
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2 EBSEIPY i o Ak
AP OE R MBAE & & b i EARRS
L UTREDFERIMERE 2T %

HIMERAT I3 FRR =B A BRAS, R, IeiEgs
BENZV, IO B, BERHIZEIER
BEICHAOND ZEnH L, THEBOEE: b
I BB R T & 2 WIBER AL (psoas
position) % & 3, & < iIcHMOBE, HFELR
DEBPEROIDRBMEHREL LMEDLNS T
ENH D, HANMBOREIC X > CiRAME
PHENEES WAEBECESEE L 2 7- 5
ZENRDHD, 7, BEHFPKEERZ & OBAN
HIMARAE S % & SR O WK % AL L ¢ iMfE
PSEARAL U MR R E > B 2 ok 5 -
Wb b,

4) OFEAH M

FR TIRERFESITEC & 5 DRk, A,
&, TN EOMMENLIELIEASNhE, %
Tz, WAL L < BRHER & 0 I Tk & %
FAZELEE T2 RN H 2 D CHENLET
H5.,

5) m fR

AIREYMR 3L I A S h 3 Z L 9%

3 MAFRIEREBIARAE O B X SEEH

ERERBES TRBEBHEROINDIED, &
wEE (1) LEER (11) 2E03

W, HmEGIIE, RE, B, REkeTth
505, FEET 5OIXREER Z La%y, LR
BEMBELSEE & > TIRBEFAZE 2 B L, REEA
ROMEHIEE & T 2 L 03h 5, MRHBIE
TOEERERERORELNETH 5,

6) JE{LEHMm
FERR~BAREL Aaoh, LIFLIIHEE
BOLEEOEMZMHD., NHESHHE TR,
E, R)—TREOREE2RDLILLH S
5, HIMEMZHFETCELEVWESLH 5, BEE
PHEERN~OHIMERZ L25E, 8LWE
BEFE, (VORAERERET 2 L0553,
7) EEEBHHIM

SHER O R HELAR <0 7 I P LRI k3 B oD AL
WFE S oz O HBRIE S 1 50l % 8 U ek
HEEx2 3252 L2b 0, HAE LTARD L,
HMELNIGHLETH 2,

8) EEEAHM

MR EEDHMEDFEHRE LTEb-EH
v, LR D3, B, B
T, <HETBIUMEANDOWTHLOEMNT
HEID DB, AR TIIRE, TR,
W & v Ze Bk O 7: DIEE P B P EiE L &
LHEELNE ZEDDH 3B,
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8. &% B

Mk A OBz (1) $HPL D HiliER
ERELTWE ZE (2) X E#ESEREEER
W AREREEZE TS L (3) 8 VIIKFIE
MHBEMICRKZH LS BBETLTWEZE, &
hixahd, 2035, (1) 3) BHETHY,
(2) BhbNELVEETH B,

1) BMEPEHRE"

BER 7 V) —= v 7R CIk MR R I IEE
TH5HH, MEFFRLEITERT S, FYato
v EVEE (PT) RIEE CHEMEAERS » o v R
75 A F K (APTT) BEET 5, XicH
FERZTWE VI FFEESEBICRZ D
L IFET (20%kKi) LTwaZ LT
ha,

2) $ERIRSH Y

5 VI BHHEEOIET 3 % von Willebrand
& (LUF VWD) ®#h3 5 kR A REH,

BREMER A 2 ERENRHONSR LS,

—f# iz VWD cid s izZER L, YA B
xF a7y s—1EE (LIF VWF:RCo) B
X U'VWF $ilf& (LUF VWF: Ag) MET$ 5
Z e SIkFE A L OERDAEETHS, L
L, VWD 05 EITH 3 type2 N Tiz VWF
BoOEVIIEFREEGHETEOREDLD, B
VIIAFEESETT 2600 VWF:RCo
BEUVWF:Ag BIEETH B Z LBEL, T
EZMICIE VWF/E VI AT SEORE N
BB,

HRMMAR A 1Z SLE 2 YO BT fgEs
PEMEL, IR, e C RS EICE VIIIE
Fedd2HCRESHEL, T0HICHE
VII BFAEEBET 2, PEE~BEHBS
VLS, IELOEBERTFICHT 28 L EbER
D ENDD, BERCHMERZVWI LR ED
SERITHETH 5.,

9. {REEZHT

KERRICB T 258 VIIFETFHEETFRED
AT O ESFERREE LD, EEBIERE
Bakv, FhICE VI BAFEESERRGICET
U HHIMGER % 29 2 ZHINKIE A BFEET 2
(B EMZE), REEZKNICIZIT s~
% MmN, BINFRI2H, BET2ln
EBBEwsn5, BL, BEWFESEA 27 4
—AFaverEEDEGREREZICH
HRTZWT T 2 RETH B,

1) FESRERAYESUT

FEHELFKAKEERT S I L L VREET
HOWEERHET D LHHRETH S,

(1) FEEREHE

KAED » THREEZEOZW AR Y A 7T
hab, MEFEBEOR, bLE2HUEDR
FHOREE, 1408BFOR TR OEE
PHLOUMDIEYND S,

(2) "IRELREAE

1 £0BFEORET, MK ZIEhIcBEDL
WRWEHET, Wb AFEHAOREICHES T
%. Bayes OEi L, BEOIZ»ICETFOHE
Bz niE, OBERSMREETH 2RI
2/3 k%%,

(3) WHEREH

A% B DR 2 OIR, HREHE Otk
R E3EY T 5,

2) BIMZPRIZSHR

HEREIC I REAE 08 VI EFiEE R EE
HRAD 50% & iz 558, FERIZIE 20~130% L8
WL, ZlERR ETEBDNS WL, 20729,
LRSS LnigEE LT VI K FiEHE/
VWF : Ag b (BEmAUICiE 0.5) Bfweh s,

3) BEFM

restriction fragment length polymorphism
(RFLP) % variable number of tandem repeat
(VNTR) %2 ¥ DNA &R ~—H—%2Hniz[H
BERWOEH, Bl TiEidRoE VI Kl
FOMN e EOMETRE 2 EERLE T 2 Atk
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100 9

@
0

A #66)

AZE(501)

LEE
= o

_I_

AZE(100)

4 ZHEMAREEDMmAR A KRS
AZE (101) 358 VI TSN 3~8%, ZDHAFE (17), =
ADBT AZ (66) L A% (100), MO AZE (501) Dwi*h
b5 VI EFEMEDS 195K 0 EAER M AR A

bAfEIc D DD dH B,

10. fEFIER

BHETEBRLIMABARREERT 3
(X 4)., BEIZOHLBEDRBFANERE
Mm% A THY, RREE, HEEEETH 3,
UL, BEOE VI FHFIEMEIT 3~8% L K
TLTHY, 10 mKE L D ETHMMP &M% F
/U, FAHTHRF-O R I 1345 VI BF 8% &
ZBEERBER L S TLEY, — iz ai
MAERH A OREMFL L TEMBE L LHFE
HE L DMIcEEN B REESESH BH, E
P I1E extreme lyonization, 37 b & {FHHE
DZEXD X BEKEDS bIEELREFE2 D
XPAFBRIZ 2 L > TRELEBZ -
TeleDeEZoNBHHE W, 7272, Z0OLS
2l KBtk VI B #E T F o 22
RENB I > TREESERL LLBEE~T O
WERE R o LTRMERTETE RN, £z,
ZHEMAR A L2 EhTw3EFA TSIz IE

AR VWD type 2N BFEET 2 AlEEM»RH
i, ELERERNEWES, VWEF/E
VIII BFESREORESLETH S,

11. A& &

—RIC AR A OREIZE VI EFRAN
L BHFEELTLTH 299, BEFE, HRsh
T3 IMAIRE A TR EEEUA % E PR L 4% & sk
B EETHEEZ BREIC ST SR, »
ThOMALMEL L VLM 2O TEL
BoTwd (R 2),

1) 58 VIII FF85)IC & 2 Fefis

(1) FeIRCRi 0 o

% VI BF85H 1 867 /kg 05 T VIII
HFIEELH 2% EH+ 2 Z L2 B Himo
BUCPEECGCCERET 28 VIIETE
VRV EBET S, £z, RV~ %R
T2UHEOH 55851, 8 VI BFEEo
WAL 8~ 12 B TH B Z LA B EIC L TR
SRECRE5HE Rk 5 (R 3).
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% 2 BEbHETHES hTw 5 MREABRLHP (2000 4 3 ABAE)

SR (BhL/ 34 7 )

ME Sk
E /70— PR

TNBP Smis e

B (EFEsA)

HARF

WA A
soAxA M

250, 500, 1,000

R o 1fn 8

250, 500, 1,000

v A v AR R
HEERhNgA (65°C, 96 B§fH), VWF &F

PRI 5

fEifinigf (EEFRGEE )

a7y 2 +F

250, 500

TNBP/KRY V~=—} 80 L
BZERINER (60°C, T2 EER), VWF &6

FER MLt 2

R

axax4 FHT

MEFRE £/ 7 o—F A HiiRss 250, 500, 1,000

A TR

I—44 b

250, 500, 1,000
dpug/ T TN

/27 a—F LR

R FAEIR 2

INT AT —

VazxAq bk

YRy Ty Nk

FH¥EF=

FRAEFVYYE 7=z 7AB (BHIFE)

8 VI BFHAIC X 2RREOKE 2/
BAL LT VIIEFRAORERSICL S
PiE VI B FEEE, Wb b4 v eEdy —
FHEORENET SN BN, 1 v e Ey—BF
DiEE S0 BRI AR Tz v,

(2) BT (continuous infusion) #EEk

HEZHMLFMe CEE v~ —EL L
WHERF T 2 2 L B ERGEIEE VI EFHR
HlofmmERELERIN S, BEUDIE,
bolus shot T 50 H{iZ/kg O VIII KAT-HH %
HE L7218, 2.5~~5.0 BN/ kg/BFHE 1% 55 B
TEHERET 3 Z it k- TE VIIFFESE
% 80~100% ICHERF 3~ 2, ERAIW IRERRS
R (AL kg/BERS) I3AENY S h OFERS
B (B4 XIn 2/ (KfH) Tk ond
(In 2=0.69314) 23, FEFACIZEAELH S Z
s, ERRICIE VI AFEE v~ v EE=
VT LUTHRET 2 HERD S,

(3) TEHARY TR R

SEEN R CBEEN I B L CHSREREE R
L, BEEFBEIRKEGIREZD28E10H
865 5 WIZBEEICHRNEIMED ) NEY
7—va Yy CHEME S BERNOHE R LT
EHRCRWE O FHREETILBH S, K
2z 13 58 VIR F 84 A 10~20 B i /kg D8
2~3 EDOEHRE ERITO Z L BH VS, RER
iz Xk M - SHRNEEBLI UM ey —
DFEEDOEHEELZET Ay bb+0ERLE
ETHEEIGHIG R RS D NEYRH 5,

(4) FKEEFE (BCEsE) "

Ak IFRINCEERRAB T LIk DIk
MER2ED 20 A% 6T, KET 2EEHM
2k R EOEREZHIEL, EEEEAD
BT & 2R - BRENEHEHEZER TS 2 Y
v BB, 127L, BiboTHITETHSE
FHEAL LLBRARHLT, #EFHHEIZOW
THaia@l2{To b, BT % % CERMZ
LEZLOb LAEIHES LI LBLETH
2, ILMEHROZ LG, RS AECHE
Bhoteh, 41y —mFEELTWEAHE
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£ 3 MAEFOSMH MR T 2 HifeRk0 BRGNS (EREANEERD
T e, 1 BRsE 125 108

BRI, MR, sEPHIn e 10~ 20% 1 1~ 2H

I 20~ 409% 1~2 1~ 3H
BHEP I, PP M L3352 20~ 40% 1 1~ 3H

=14 40~ 60% 1~2 3~ 5 H BMg#rEL, 5 5~ 7H
IfiER 40~ 60% 1 1~ 3H
HAEE M, SEEFHm 60~100% 1~2 3~ 58 Blig#EL, & 5~ 7H
THE M, R H 80~100% 2 5~ 7H Lig#msiL, 5 7~10 A
il 60~100% 1~2 3~ 5 H LlkmsL, 5 5~ 7H
ANFT 60~100% 1~2 3~ 5H gL, 5 5~ 7H
KEFAT 80~100% 2 7~10 H Lig#msL, #10~14 2

EbH20T, BTFERTHLIEET 3.
2) FRES LY o BEEE

BBAE b U < I PEE B OB o HiFER
fAwa, BT A E 7L ¥ (DDAVP) 25
35 ENEMEOSE VI JHFH3H 2T 30 4
~1 BERH I 158 VI B FiEMEs 1.5~6 5 E
AT5, Dk, EVIIHEHTFEERGH2ZICET
L, 24 BB ICIIFMECRES., Efc X > T8
RIEVDH 270, AEETCHNIED 5 U0
HMEF I & 538 21T, 8 VI BAFEED -
APHRELTBL ZENEE Ly, @, B
TAES VY > 0.2~0.4 ug/kg ##120ml D
EHAEKRTHERL 10~20 507 THEEICH
T 5. BWEA & L CEmFLES 012, 2K,
KHPE, 08, R ERAGNE T EH 5,
3) FERDEE™

BEMRS LT 2 MERERAIZWTRS
ML HSTE < MNEASLEE S R IEHER] 2 L 2 NE
CEIZ LD ELEREDLOTHL R->TW
L5, LoL, Eb2SVERET 4 VA B19 2 A RIBF
RIANVA, FVF VIO TIEIh S QNEE
TRERICPELLERETH S, TOLOHT
EMERNFEEAVER A7) —= > 7EH
gLz Y, BRIMED» S0 77— Moy A
A&NELTE2REDRADRENTVE, —
7, Bz WA 3RERFIE LT,
EMIE7 VT I UBHEMENTED, L2
t bMWD S DR EETER D, 0D
RROE VINEFHE L L TObO 37V

7 3 VAERII OB 5 T A 2 B BYH HSpE &
h, bHRETHERFBRDKET LT3,
ZOEICESED X VBB OMIENE
bHDLBEbhd, MARKREORS 2B
& U CBRIERCK % LI BE TR E O - B
FEBE IR ED SN TBY, Fuigk, £
fLEh3BBKL LD LEFEINS,

12. B4 - SOMTHESR

AR D & 5 KK A DK IZ— O Mk
THARRETH %, 5 VI B FHEEORIE
DWTIEHRILF v + (Asserachrom VIIIC: Ag
(Diagnostica Stago #t;, France)) #»HERS
7. VWD type 2 N & D& LB s VWF/E
VIIEFREEREOUE X FICYUEETIT- T
W3, EEFREIESEELN TR REEKRE
KinE, HHBRFEFE ARz ETTbhTw
i

X m
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