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SOBEOTIIE, FEWMHTIHTHL ey —BEEDP SV E Lz FYERHIZ
U FTL V7734 (10 mg) % 10 ml OABRAIKICHEREL, 2O 1-5ml%
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5 EDNFEHIN TV L5 TY, 61T, BEHWEOMAIZEME L =600 D ik
T3EMULEIChZYVFHIN TV T HE IR TV ELA,
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TWVWEF,

SRR TS OMMIERE TR I 2k d — BN LERIE, REEHOF OO R1T
PERICIVEECTHES NS 2L (RE) R, BB THHOT I XY MARIZKS#
JEEN B, R T O AL Wit O A1 55 20 B R 0 AR O AT O B i 51 &
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FIIET Y, REMNICEEIIRED 2 VIHERMCEZENT T, ZOERITRIIIE
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B0 R EBIEINIIAE 23 U, SIS E R S N2 EH L 72 5 A U R B LAl <
Fo MICREEEZD 0O — MR TEE LT, 73V ABERMAED ) 3, K
SO OLFITRKE B TE, DEVWHADERE LI EDH Y T3, Ty
IZHI AR B < (queilectomy) DlnE 252 EbHD T3, RMHOTIA 2~ b
AROBEPOEVEAITIE, RE (BEEAME) TOID 2\ IEECEYI D o #)is
EnDFT,

HEAT U 72 M ARV BB AE O 35, 1 B S 8 i R ) BB BT 2 R N& T3, Thb
DEZ B, MMOBEFETH PN VHEE LA D GG EEOERLH 55546 T
T o B KT o e W FeHE TR I & B E BN IME DT 2 1D B T LN TE D0 D
INFEA. LEEHERMN BAEMEFIIZIEEAETORLTOEIEA) (N, LR
FEMIERMOFPHEIIVTL L I,

LA R BFEIC DO WTH - EFEL LAY 72w hid, Dr. E. Carlos Rodriguez-Merchen
DEXE ML TL 72 ¥ v, www.hamostasis-forum.org]
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1 Hooiveld M], Roosendaal G, Jakobs KM, Vianen ME, van den Berg HM, Bijlsma JW,
et al. Initiation of degenerative joint damage by experimental bleeding combined with

loading of the joint: a possible mechanism of hemophilic arthropathy. Arthritis Rheum
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2 Hokobyan N, Kazarian T, Jabbar AA, Jabbar K]J, Valenton LA. Pathobiology of
hemophilic synovitisi I: overexpression of mdm2 oncogene. Blood 2004; 104(7): 2060-4.

3 Valentino LA, Hokobyan N, Kazarian T, Jabbar KJ, Jabbar AA. Experimental
haemophilic synovitis: rationale and development of a murine model of human factor
VIII deficiency. Haemophilia 2004; 10(3): 280-7.

4 Corrigan Jr JJ, Damiano ML, Leissinger C, Wulff K. Treatment of chronic
haemophilic synovitis in humans with D-penicillamine. Haemophilia 2003; 9(1): 64-8.

5 Radossi P, Baggio R, Petris U, De Biasi E, Risato R, Davoli PG, et al. Intra-articular
rifamycin in haemophilic arthropathy. Haemophilia 2003; 9(1): 60-3.

6 Chang TJ, Mohamed S, Hambleton J. Hemophlic arthropathy: considerations in
management. /] Am Pediatr Med Assoc 2001; 91(8): 406-14.

7 Rodriguz-Merchen E. The Haemophilic Joints: New Perspectives. Oxford: Blackwell,
2003.
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DANRY =12 ET, TOBREGOMKHA, BT ORKNEDZMELE, [4
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X518 205 910/uL ZIER L T F 3. M T 2P HIV #HEIILETIEH ) T/ A
P DENE D HCV-RNA &, # 45000 2 ¥ — /ml T, AST & ALT ZIEH TY, BH
ZHS O HIV X HCV OREZM) THA. TTHBIZERF— 2080202
EEFHELEIDZHME LTHELRLTVE S, L2LESIE, 2= "—HF VT L a—
avilowTREETIEEZHFT LTV E T, KEOFEFEEMFIIWMBEOMERN 2
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ROEMIDTOLEBY TY, (1) daid, ZoOMBEFEBRZICHL, HIV 720
HCV, »5WVIEWAHERELETA2?  (2) & LKW HIV 7 4 LV 2 &R R IE R C
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HiEEdHyI3Hh? Q) BEEEICBVWT, FEBEEFICL22bDS T HIVOY
A VAR E721% HCV-RNA &25, FPRICEELZLEZS5TLLI»?
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E Z Margaret Ragni, MD
= University of Pittsburgh Physicians, Pittsburgh, Pennsylvania, USA

PR S NT Z OIEBNIFHAN 2 10 & AR 22 1, W5 OWE CHEBREWTY . BEOEH
& HIV &Gt A 7 < & b 13 4L CD4 B 520/ul DL 720, HIV 7 £ v A &5
HIRELDF Ch 2 H0EREE 2 5 L, MIIIEETHETT . EFEMITIE, THvo7zBHIC
EDIHITTE—=F T30V, REO—FEId) TEA. HREZEIDLZLLD
DFELLIL, CDAEA500/ulL LFICTA5ETROZEXIETLAILELHHTL X
9o MERAIC LT, SEPFRERMAREICIIH & FER, ¥R EE 2T 500, E720H
HOHLEWEHIZOWTHIT 2 2 LR O T, BEVFHTOZBWZ NS T IEHRT
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| BEWE ”
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b DOTL 7z, 1999 £ A%, Hammer SM, Saag MS, Schechter M H 2 X A2¥727% |
L OHA R TA URRERSNT Lz A HIV EBSIED R - FRT 4 X%4& - KE
3R 2006 4EHESE, J Am Med Assoc 2006 5 296 1 827-43.
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m = Ulla Hedner, MD, PhD
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1  Warrier I, Ewenstein BM, Koerper MA, Shapiro A, Key N, DiMichele D, et al
Factor IX inhibitors and anaphylaxis in hemophilia B. J Pediatr Hematol Oncol 1997;
19(1): 23-7.

2 Warrier I. Management of haemophilia B patients with inhibitors and anaphylaxis.
Haemophilia 1998; 4 (4): 574-6.

3 Lusher JM. Recombinant activated factor VII for treatment of intramuscular
haemorrhages: a comparison of early versus late treatment. Blood Coagul Fibrinolysis
1998; 9 (Supple): S111-14.

4 Hedner U, Kristensen H, Berntorp E, Ljung J, Petrini P, Tengborn L.
Pharmacokinetics of rFVIIa in children. Haemophilia 1998; 4 (3): 244 (Abstract 355).
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BHDITHLIENTELNLHANTE A,

MDY 27 D5, MAGHEZIIFERZIT) CE 3Ll zobbhEd, L
L, Stieltjes 5 A% 2004 4 British Journal of Hematology \ZHt L 72k DL Tl, C
RIRF 97 A IV A JEGIE O B A B E R0 e KR IR B O BEITB VT, BN
IR A9 AR Yy (69 44T 88 [l D #FNSHERIRI A LTwEd (1], 20HEED
W2k 0, PESIOMLFEESE TOREROMBOHmE LTI TWE T, HFEREHET
BEIIE, Y B N TR E L R ) 3, Stieltjes 513 N ENESE I AR
A TI3# 40 TU/kg, FAEM AR B Tld# 60 1U/kg = AEMATIC, HEBEIE 24-48 FEfH
THE CHAEEZITWE L7z 2001 4FE D Haemophilia \Z Makris & 12 & A F 12§
BHTARITAL L OLIAbHY FT[2],

COBHEMKE A BEDOYE, R LEMKEFOA ey —2 RN L7: BT,

63

it — 88

w3kt B > 3iRtE



03 ug/kg DTFAETL v ¥ VEHEDRIEZ T AMTLTLE I b LEWMEKET2580%LL
LW EAT 2O THIUE, AMETE Ak 12 KR E 24 KERICTAET Ly Y 02 H&E5 L
T3, EAMD VAR, B TAY80-100%12 % % X 9 AEMAT I 55 IR T- 8 H] o
WENLEE ) T, FAET Ly ¥ THHEMN A (20 IU/kg) TH 12 KR H
E2AWHIBICHERS LET. ERBIE, BRE=5) V7R EMRTFRANCEL a2 b
0= D72012, 2L 24 BEMIZARLTBEE T,

b, "AMbaA vy =70y YNEY) Y TOHEFOPEIIILDTOZ EITH

a) MFEFICIED Wz (BIERCHAMEAL) TGN

) BEBH RN L

c) Wil & [

) HEL VA CRLYEH (AR & md) ZEFcEsnl L

Stieltjes HI2X B L, EMEITH) ZENTELBD 37% T, MERFZALI Do 72
HoTHRETHoZ LIFFHIMETATLLEY. SNHDOBRETIE, HHEIIMFGEET
EWWRERDO 7+ 0 —7 v TR ENLTLLE .

m % Sam Schulman, MD
= Hamilton Health Sciences-General Hospital, Hamilton, Ontario, Canada

CRFREZEDL 1E, BHEMMOEGHHED 2 CBHEEORETHI LTI,
F7-—HT, FRZEICHEST L2BERERES R 2 LIRS ICE TEIT L2 BZ VW E
To BB TIHBHEIEIH T,

EHSEHIE - ik, 2Oz 5 REEIRICE DA TTD, BENRBIHLDTH
g, FAZEFICEEERIGEZ B b A WO D 2 HEEZ DA TL X ).

WAIDAT Y Tix, "I VAT IF—EDOLEADPRYIZCRIFRIZEZDDODMHEID S
ZETY, Fhucid, CHIFFR® RNA @ PCR Mt % Mifr3X& T, Btk SHEmT 5
DPEBTL LI SHIZ, VA NVAOBETFRMAELFEFICHH T, HIZ TR 2
FF3OBETE, PRAEEZ6 r HL2LETH ) TRAD, oy 1 7ThHhhE
127 AR ATLE ) NEZUT =YX, A4V VhE, HERE, HO®EME
R 7% EOMO R EZ BRIV R E TY,

RETVAR PRI A b ry® ELEL2REONE, —DOMENTY,

YN EY ¥ 1000mg, b LAEDY 100kg DL ETHIUIZFNL EEBHIRETT, 6 7 H
H1Z PCR e 2 M LM CTH UL, i A v ARk L CHMEkTL £ 9. il
TERE DD % BHILZ OEBPIHIE 2 S OMMAsHER 22 E03H ) $9,

Bald, BHEEZ5E) 2 LRI O L) R BHCHAERIIBETL EA.
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1 Stieltjes N, Ounnoughene N, Sava E, Paugy P, Roussel-Robert V, Rosenberg AR, et
al. Interest of transjugular liver biopsy in adult patients with haemophilia or other
congenital bleeding disorders infected with hepatitis C virus. Br J Haematol 2004; 124
(6): 769-76.

2 Makris M, Baglin T, Dusheiko G, Giangrande PL, Lee CA, Ludlam CA, et al
Guidelines on the diagnosis, management and prevention of hepatitis in haemophilia.

Haemophilia 2001; 7(4): 339-45.

BRETYIRALAIPXE

A Y% =720 VIEATHNFERZ 1T 5 2 ORI T 3%, M
DOEEMERICE ZMIMO) 27 H3H 572012, T LLLaThERL RN
ExdH Y FA. Lo LIFAERBIEITRI#2IC@Y) 72 e R 7 e 2 17 2.1,
M) A 7 EIEMARH EFFEIZRY FTOT, FAERIET5TRETT,

FEPISHERIRAOITZE 0, MRS & 2 BE N L GRIEN S HE T3 25, i
IR DY & W) % B R FRiFHE 2 17) T &Ik b, BN RFETH Lo
NI TN RATTE T, ABETIE, HEZERERENTA sy —2%n
BAIiE, mMAREBECOIHERE T2 L2HOTVET,

HARTIZCRFRY 4V ADOBETRIZIbA L WTTA, MAREETEH T
%13 %<, 1a, 3, H2VIELHOBMLETREIRIEL TCVETr—AbAONE
T ZhuF, B0MEARHIY: T TOANED A S 7 IR Bk [ K -85 CCRIE
RIEG L7 ADBLnhr b EEZLNTWET,







MR DSEE

M & & RN

PR RR KRS R A

BT S0MOEREIMAKRB, £ vy —7% LoOBEH 25 E/H»S
PERBEZFEL TV E T, HIIBEBRAEDLD D 3 CICENMITLEI L
2TCLLEY. ERMPMARBZICBVTENOSH 2 SN-BEIZDH
DE3H?

EFI2 HHEMAHEE BT, MBENTH OIS 2T X 2 Huke B S SR
ENBHTLEIMN?

@ Z Jorgen Ingersev, MD
= University Hospital Skejby, Aarhus, Denmark

1 BIH O BB IEEOM AR T, FERIRIC X 2 MBS PHE CREBIN 28R %2 T
W2 EFZET, BEEEN 2 EINT 2 2 L AMIICEDB L0 HNTEA. BERS, &
DFFERZL A VIIBED ) FEAL, BENFRFICHTREZT O LEEILEL Vw56 T
o ZOEFITMHEEN DT Lo THIUL, EIHT 5 ERZEEIEASN) B0 EExR
LT, BIDLDDOY Y ¥ bHEHCIIEFIREZ &K T 52 L0k ), @Y MmE 7
JERANPTEDI)ICEN TF, BEDOBEEM LXK T RAAOMARELLIEL 45
TLx9o COBRZRIMBEMWREDLD S Z LRI P> TVETOT, HXKFR
FNIMARTE DO S PHEZ BT 572D ITFER L TEIRTRETY, 7o bu ey HEREHA
BT ERETL LI,

MEERT AR, ST N T OM/MUEEETER & B 72028 VLB L 2 5T
Lk 925, ZOLERIFRBGIHEDLNL T BDOTYT, ENOKRDIZTL ArEOAIR
> (500 HALAREE) CHEgEEZ 774 I v 735720 THoardbnidi, HEmmMiZizse
AR VIIARETTA, ZOBRFIENIT+ T4 LTy FRFLARNLYELERLT
WEMDHHNGZNWEEZEZ TBLRETL & Ho GRIERNAD S D oozing & &L, BEhRM O
M % B 720102, BT TR X H T ORI & RIEMOEEPLEE %5 TL L),
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E Z Victor Marder, MD
= School of Medicine at UCLA, Los Angels, California, USA

BATHICHUBE R L 2 AR S o ) T Y EAK R dw Ty, #
& LTid, RIZEIEIR S v > N RLEY IR L2 RS 2 371 L3 B 9 70 e ] (X -l 7S 2
1, BZFOBEZIEFLTATLEL I Nb, 2H)THIE, ZOMMBREFIIBNTYHIE
A & 6] U < AT [m A %a‘ia’%%l@“é%%#z?) ) i@“o

BREDVYKRALAY PXE

FEDr Ingersev® & ISR T, BN AIROLG A BN RO~ »
BIIAEZER VTS, BDBEICREr— A, OBED L VIZHEREOSE, @
BEMIE DAL D 2556, LEZFTTI, ZRTHIANY VidR/DBEORE
TEWTL k9o MEENREORMFTHEETTA, I HDr IngersevDERD X H
(2, BT L CHSHIFICHTE T 2 OB AIEN L4 I v 7 BbhE 3,

AR COIMBEN OFEEE (MARRB) &, Haemophilia, 14(5): 1135-1137, 2008.
ICHE LTV ETOTIZRZE W,

F 72EREENT TS, LT RA 72 B I ENT 2 4T - 72 HIVA BN B B @
ENWICKEDOEXEFA2RNTWT, FXERFRAOMHALZIT> T ILIMIZHE
ELIREBRE LTWE T,




MR DSEE

MRz EE LI

ARDRERmbeEn I EEE WA

B O BRI HEEANIEHTEH5TL 2 ) A ?

Tom Abshire, MD! & Roshni Kulkarni, MD?

1 Emory University School of Medicine, Atlanta, Georgia, USA.
2 Centers for Disease Control and Prevention, Atlanta, Georgia;
and Michigan State University, East Lansing, Michigan, USA

MAIFI BT 2 EREBOSERDOFEARIL, H3BBTHEIENHLNIIE>TVET,
T A S MR PLMOBNED BH 1 EFHT A DEZ T LU TT[1l, f ey —
WEEBETHA S LenrH L, BEOBEMHBIMNTIZ: RAKGENE ZiFHF5E0TL &
Do

bo EHEEDWIM, FIZIIHAZNE)LERLANEZBE VOIT, KOSERRLEHITH
Bb o3 MM 3 256121, UTOBEELEZERLNETL X9, & HHFREDS
WO RZH (BEELI—) 2552%, 4 ¥ —D%\wEZ TITERHRK
THAE, f ey —0HLBHETEINA NZAMAZEHETETLE, 3-5HE0ATT
1 FG52EETHI L,

PORBEFNI DO S5 WTT, - REEGRNICIBE 2 2 WHEtEAH D £ 3 0C, Bl
IR KEEZHWEWI ETY,

BE R

1 Small S, Rose PE, McMillan N, Belch JJ, Rolfe EB, Forbes CD, et al. Haemophilia
and the kidney: assessment after 11-year follow-up. B» Med J (Clin Res Ed) 1982; 285
(6355): 1609-11.
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MR DSEE

MR B ES D&

PR RR KRS R A

B MmO MEREG DXL ) ITHELE I ?

EH M4 e ¥y — (1IBU) O I B O-HEIZ, kb
MEANHITRAIE R VAP - K ) ERE K RBIEEDH ), BATRE i
CLTwId, HOLAREOL Y MY HEET, AKLL7BESEE LTHEL %
WHESE 280 £ L7ce A, MAOR VRIS IS DO 6# B L T 0 #EER % B8 C
W2 E 72D TTA,

@ Z Jorgen Ingersev, MD

= University Hospital Skejby, Aarhus, Denmark

WL HIE, WU XD RMEZBHRLZEDLD T, :

L ey —=DH5IENohoTnizZDBEE X, KIGEhTEHEAMNET 2T
%, KBEERC I Am AR 2B ¥ L7ze b5 A F % 48 25me/kg, 6 FiflB & 0
b, rFVIla (/ Rt7 V) % 2WMB X 36 R F CTHELZIT, COEEZRELF
L72e ZDOt% rFVIla % [A & T 3K B & 3 HilkelF, €OR%IT4RMERICLTHWE S
L7zo 72613, BEOEZ Ik 522 &3 TE T Lz, MBESHHE LY U /NEY
T—Ya reitwE Lz, &#WRHERE, FEFICIwboTL .

COREE, BT IELIVTLE) 4 Y EY —D L NIVIEBIRE R CTIERIZA
ZWOT (b LEFIC rFVIIa G- iMaE 72 5), i bss X785 2 B8 128
5325280 TEET, Wy A TOEXKTF A% rFVIa & FHRICHEH T2 2 & 138
HDONFEREA, BELRLZOBANIMOMRA ZEERN 2 EZATEY, MELEZT) A
IHBHDHPHTT,
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MR DSEE

LIME#EDET CEPFSHI &G

ARDRERmbeEn I EEE WA

P8Pk C IR 28 % FE L 72 2 Ao B H <, Hinask ) Hnic i b
FL7zo MOBLEMHATZEHEL TOE A, ZO) I HILOE
B (BEMMIE) L, WRISEZZHD L) ZHMETH Y A
MR EEA 6 J5/ul T o HMEFA > & ¥ 8 — Ao & i K755
FERI SN TVWERA COREFD L) iR Z SN ERTPH ) T2 7?
Mizbid, Lokt oBEZomER T EIVTLL I ?

m = Margaret Ragni, MD
= University of Pittsburgh Physicians, Pittsburgh, Pennsylvania, USA

MR OB L MIMMRBZ A LTV 2 BEORMOJEKE & LT, fhogEm iy
o TWRIREENDH ) £, TOEFTHEBIN TN X H 12, MVMURD AR D —
RN Z AMETY . IEHWTIXIZE A ED ADUL/IMRE 6 J5/ul TH IO [FE % #E5
T5ZEd %R, MBI 2 E RN D E 3 (/MR E Lo RN X 2
b, FEHFREE (B IR ). A XBEVRINT 2D THIE, —HIZEHD
B R 2 1A 97, HIMAZRWE ZICIZTFHINEEL b Z AL ENTELT
Lo BRICIREY Z P2 REL, )=V M MIOEREZ Il 2 kW 2 &% i
JAHZEDBFICRENLANTEA, FAET Ly ¥ (DDAVP) b T I/ M fE
DEFEZIFZIVTLE I,

m = Sam Schulman, MD, PhD
[—]

Hamilton Health Science-General Hospital, Hamilton, Ontario, Canada.

MR X B RETCHESE 2 1 ) IFIZ Z /R LTV A TL & 9o ZNEHRRED /ML
WREEELZ LCAHRLET, COWRAMMEHOLEEEZEZ TRETRETLL). La
L PFA-100 ®o#%%: (Dade Behring) TRRI D X ) B2 VO HEKE L LAV ETFTIX
{NFRA, BRUEBED—DOOFERE LT, MM/IMIZEHOCIEREZ B X250 RO B
%74 7)) VREY (D-dimer 2 &) D27 )75 Y AKTHABTFONET, TAES LY
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v~ (DDAVP) ZERMZY) A7 KW LBfRZ <, LIFUIFEER U 72 ks ) oo i 12
AT, BEDVMIHETEMHAF LNV O AR ZRCYETS, BRI 2 43517
PRz E T omRErEE LT, HRIEELIC X 2MERT 027 )7 7 Y AETFH D
9. TLTLONE, FIAFVLARZMOEHREIFHTHIEDPEETL £ 9,

@ % Francis E. Preston, MD
= Royal Hallamshire Hospital, Sheffield, UK

FFEBREDBEDFMIZH Y T340 BIZIE, MEFE7 VT I MEER 7o b v ¥ Uk
BOEERE)? FA7-Hi, MARALEECEFEDD 2 BHITIZEXRE T LR
W E0H L2 LI L, BE 2o TBELI LD £, MIMFIZIE, FXRH
T & BV - 5 O BH O HLEET L7z,

BREDYRAIBPXE

HEABOMEE (FMER L) 260958, HMBENEZ2D, HAOR)
RVEL o 7o) THRBREREDDH D 9 M/ED (AR ITHERE IZ X
BWHITHERTFN LD b a YR F VUMETIC X 2 EHIKT), Mo K%
PEOREEKT (FRICE s I YKIREESRER Y - T, W, X, X) 2% E&EH
EEZ5NTWE T, Dr PrestonDfREERIIHREZ LT DTY,

405 —=728 2 THIMMORV IR 5720, 4 5 —7 v VfiifrHid
FIREDIER, - FUALED S AN T Ao




MR DSEE

FII R A%EE DFiilcdlrd DOAVP

PR RR KRS R A

=5 B #iTAESL Y v (DDAVP) %, BRREIMAKHEE O N T

ﬁ/m BB O R - RO IS = S TTEETL £ 9 A ?

EG  BEMAOREE (19%) THBEED 720124 N T8 Y i i i
ZEHE LT E 3, LD DDAVP EHERDOE — 7 HIZ61% T L7z, HO#EDH
METETA, FEWMETLNUAE—B LT BRETT, REECMRENZS ) F
Ao, DDAVP, EVKRTHiFHEE LHELTHELITOINRETLL I 2 ?

@ Z Jorgen Ingersev, MD
= University Hospital Skejby, Aarhus, Denmark

THMERSPIELSEMR L 2L LS, HalzoBH3BIEN KT, DDAVP %
LTRERFEMHEF LRIV EITTELICHFTAZLEEZEZTWAIDITTT R, D
BEOREITH S DDAVP O R TIE, 20 X9 % KT DDAVP #3 L 722
EEHNFHA STV OPOHHATLLE T, EEARZ LI, DaiAoh/iko
% (60%) BUSASDDAVP ZEHGE T THEH L72EAaUTIChbrnwa t L, BHEDOH
AL S 70w SN2 EMHEF O, A2 oA L2EMRFICHREwZ LT
Fo DDAVP % 1 H 1 I L7234, MR b7 7 #IEEZ OARFK O E MK F-EH
19%ICHENHDIZHRLEZTLE D)o TITNH, BEBMOY AT BHEHLEFERAET., EHI
HELMEE LT, EWMRTOWEIE A I2H 2 VIZRRIEEZ DOV TR R %5 ¥
FTIA4TFXF V=DV ET, CNETFUTETEA. 2HMD LV IZENL EIZEMRNT
LARVERBEL TN T, FAFBMoMEZLETATL X )

ZhT, b LAOBETHIE, FRIEMHEFHAHELZHATHYSTLE). DL
C 2 1-24ETMElp 20 BEOEMHFRHAND G ZTARTW LD THIUE, ke
N2 FIZ L TFRREIZ 100% DL XVIZ B4 K9 FtHE L 3, ROOEER 15 00
BMEFLA_XVELTFzy 7 LET,

Witeld, TOMEIIE 720D HIThE, RO 3-5HEIZ50%LLTFICLAR WL,
BFEIC E D EBEWMR L ANVE EIFCHEFLTBE 3, itk HHDME, 2-3 HEW
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KFL X2 40% L EICR - 723554 1G22 LR 10 HE TR 3, 20
X, UNEYTF—2a re4r) B misIN 2 EiE L 9,

- RERNE G

C TwET, “

BREDYIRLAY PXE

DDAVPIZ, ZfliTdh s Z & RIMBHKROBATIEI RN & X, BHE ML
DEFEIIRAITMEOD 2FEHEEZE T LEALALICDDHYFIFTEED, K
ISIFAAED D S 2 ERFRILBEZICBVWTH EALZARSHEL 75, o
2D DHD, FMRBICN 2 MM L MEEIIEE S 2 nweEEZ T T,

DDAVPIZ M AMRBIC@ X, MNICHLVWE (7471 L 75 R
F) ARSI S E 3, VWFIRBMRTFORIGZ CB X 23h 5720, #
RELTEMHFFEESEALET, LaL, 3L LBEMITFREFEAL LW
HIEMAIR AR, HXKNTFRZETD S MAHEBICIIRESBFTE A,




MR DSEE

SICT (rFVile) Ficinz - B RN

PR RR KRS R A

g PY EHALE MR T ((FVIa) ORFE#E (CD (MY 2BE0 RfE,
?’ﬁ/ﬁﬂ LRI THTEEAD? BES L OADSEHARDO X — 5 2k

DBHELEZTOLHEND Y, BEBELY DX VOTEEVTLE
AM? IR L D RETRMICASTLE )2 ?

E Z Ulla Hedner, MD, PhD
= University of Lund, Malmo, Sweden and Novo Nordisk A/S, Denmark

rFVila OFF s E

BUEDOIETIX, rFVIa AL A A= X A1%, ba Y E U2 & o THMEAL L 72 /MR
TrRYEVYERMEEINLEZEIZHD T, TR LI LX), MFo7 17
D MRS K D BRENC 2D, RAZMBFOBEITH L LB E 2 9, by
EROUELRABICII Y ECRBL 74 7Y VAERICREETH LI D0 T0ET
[1]e COMEEHELTZDICIER =T AWHENRBED L ) TT, FBYEVAEOE—2
ZEO, Lo ) e L7 LRET7 4 7)) Vil ZlEb DIZEHED R — 7 AfiELHE#E T
Lido

rEVIla @ CTIZBEAGH OO ENTEFE L2 [2,3]. oML, AR AR B
DEFRTOENENEMA T, EXKT-O Cl ORI IEICZ>TnwE L, LA2L,
MOWEHT rFVIIa ZfEH T 2M& L 132 E) DOTT, ZRE% 5, rFVIa I3H7HE
ELTHWOENDL D TR ZWRALTY, AIICEWBLE L2 BY, rFVIa AR
7oA, BMHFREXKFOMFEL IR T e VAR ERETLHDTY, €
T, KLY 7% rFVIIa O HZEER, FA—F AWEE W) 2 LICRBTLE ),
KFEMEELTNZ2ZTLEBE BT FVIAa D CILOZDD7EN, £ Y AT
fibhFE Lz =2 HEARROHERERG & (OIS 0ug/kg % 1 [BIR— 7 R GHER
165 ug/kg/h TCLZAT9)) ZH 2o nE L [3]. ZOMET, MRS
FHIZBUT B2 RFMTHIMAIEZ 727 EDOC L ODDIMBANBH SN ) T L7z, ENT,
SOV YA VRMEHEOFMITEY) 2@ TIE LW ERmIOT 2R ) FHATL L,
ZOHOWIZETIX, 90 ug/kg & R — T Al 50 ug/kg/h TCl 247V E L7z. O
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gelE, FANIEIC rFVIIa THEE L 22 BT RIS RARENFE L2 [4,5], LAHLZ
DIFFEDOL YV A iF, RERMERENTVER—F AEEL ) L ORAZHMT L&
W E L7,

il ¥ — FIZx$ % rFVIIa OFEITEOMHICE T 2/m T3, 4061789
ETAHERICEH LT, ROFHTITHYLENHY T3, (1) CITIE50ug/kg/h IZH=E%
FF5, 503 (2) TNENOBEOZEHITH L THED & LAT - 7238 BhRE Bk
REEZELZLET, BELTEOREICGTHEREERT 5. EWHEIL, HH0OEE
IZBWTHEBETICELT 5 2 L BRIk ShTwE 3 (2] ffeny 2 st LT,
HEEZELELLENDHY), RS K—=—F ARG L0 E ) T8 A,

. Sam Shulman, MD, PhD
[—]

Hamilton Health Science - General Hospital, Hamilton, Ontario, Canada

WEEAIFVIIaD CIAZ#ERLTB LT, #RNOHEHTY, L2rL, w220
EFIREDSH D, TN K B L FAME, Hd S VITKIBMOGEHEICB W TR KM &
WA 72 &5 TY6, 7] RUBNIZIEIC D720, PUlEH (b5 AR FH L8 O,
BT Y VRYTOARR, RTFEHLTLESZLD, 5o iz B L
72D ETT,

rFVIIa D7) 77 Y AIFEHIEDL Y R, T—HERICKELE T, TT25H,
GHRAT IS R I X 2 BB AT ) L 2MELET. 27U T IV REFHELT
AMbY 7 ro27dHDFET,

BRBIIEIFIC R — T AE, @ 0 ug/kg ZHHEL 20 ER ) T A, ILHIPH
27 L HRNIED TR O%6, 20 2WHE I ) R—F AMHELZ# D) BT ORI w &
)T FAEANTBRBMBERNOLEICIZZE)TRNETT, vy —I1tko>TiL, CI
IZEE S AR 2 AR —J AWTEZITo TV E T, REDOKR—F AWEIHE, 207
TV ARHES MR FLARVIZH EDEHFEREZ IO TCI 2TV E T, JWikiEn Y
YIURVTOMHR T AFHF AROUH AT VS HES KT L XV 10 TU/ml
DLEICHERF SRR, Cl 24T 2R DIFE A L IRKII L T T, TRplshdae A TR
BT EHA C, D 2 - 3HEIZKEFL X% 20 IU/mlIZTRETL & 9D,

BXIHTRZIEOBRZETIILERITL > LKL BZELL 3 IU/ml T, HWHTRIE
THIZHAT 2 THIUE, 05-08 IU/ml THA/TL & o

FoHY) CFIRENRETO 1 BERBERT v A4 T, ALk -oTE by R
TIAF VPR ERIEEDLRVDDODH ) 9, €OWET T b v VIR ORI E
XETH, COMBEDATIIE=ZY) VFIZEHTED Y A,

Rt O MAARYEEIR %% FE3 5 72012, [ URREIRIC 20 ml/h THEZFHEL T
ROWARY ¥ HEHENTHEAICRELZRETED ) THA. BERS, WHISEEZ L
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ZTH 5 TT o T8 2 & BERE K FBANE R EO KI5 0T, FHRIC
W HRETT,

CADD R v 73R ICBETE 20 TTA, HHFHOKRTRME, Ny 7 —4h,
RYTORFETT T —2OBERHIUIMO/NE R T THHWALZ LIFTEE T,
Cl THADEHANIITE T A, TNEFMOMRIKIITHSH L EZTFTT, AF v
7 rFVIla O Cl O ZAENRDL LT, ZOF X Y ARENSLTLE ).
CLIZR—=F AMEL Y ZETIED ) THAD, BEIAMETT (ROZ2HEMBEIC
i), b LEERZ RS20, BICENDPWEROLE IR -7 AEEDLELIIF L
FHA, 2OZLIE, KHMHBLAY v 7HBRMUORE LREAZFEZ 256K GEZY
ZET,

WL OPDFMHT rFVIa O CL 217\, #OBELEDEB SO T SlxdH D 9,
ZLTC, O ZORBITKR—T ABEICET I LIEFEZLZNTL LI,

BE

1 Blomback B, Carlsson K, Fatah K, Hessel B, Procyk R. Fibrin in human plasma: gel
architectures governed by rate and nature of fibrinogen activation. Thromb Res 1994;
75(5): 421-38.

2 Schulman S, Bech Jensen M, Varon D, Keller N, Gitel S, Horoszowski H, et al.
Feasibility of using recombinant factor VIIa in continuous infusion. Thromb Haemost
1996; 75(3): 432-6.

3 Smith MP, Ludlam CA, Collins PW, Hay CR, Wilde JT, Grigeri A et al. Elective
surgery on factor VIII inhibitor patients using continuous infusion of recombinant
activated factor VIII: plasma factor VII activity of 10 IU/ml is associated with an
increased incidence of bleeding. Thromb Haemost 2001; 86(4): 949-53.

4  Shaipro AD, Gilchest GS, Hoots WK, Cooper HA, Gastineau DA. Prospective,
randomized trial of two doses of rFVIIa (NovoSeven) in haemophilia patients with
inhibitors undergoing surgery. Thromb Haemost 1998; 80(5): 773-8.

5 Ingerslev J, Friedman D, Gastineu D, Gilchrist G, Johnsson H, Lucas G et al. Major
surgery in haemophilic patients with inhibitors using recombinant factor VIla.
Haemophilia 1996; 26 (Suppl 1): 118-23.

6 Schulman S. Safety, efficacy and lessons from continuous infusion with rFVIla.
rFVIIa-GROUP. Haemophilia 1998; 4(4): 564-7.

7 Schulman S, d'Oiron R, Martinowitz U, Pasi J, Briquel ME, Mauser-Bunschoten E, et
al. Experiences with continuous infusion of recombinant activated VII. Blood Coagul
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1 Bennet B, Ratnoff OD. Changes in antihemophilic factor (AHF, factor 8)
procoagulant activity and AHF-like antigen in normal pregnancy, and following
exercise and pneumoencephalopathy. J Lab Clin Med 1972; 80(2): 256-63.

2 Stirling Y, Woolf L, North WR, Seghatchian M]J, Meade TW. Haemostasis in normal
pregnancy. Thromb Haemost 1984; 52(2): 176-82.

3  Kadir RA, Lee CA, Sabin CA, Pollard D, Economides DL. Pregnancy in women with
von Willebrand's disease or factor XI deficiency. Br J Obstet Gynaecol 1998; 105(3):
314-21.

4 Ramsahoye BH, Davies SV, Dasani H, Peaeson JF. Pregnancy in von Willebrand’s
disease. J Clin Pathol 1994; 47 (6): 569-70.

5 Greer IA, Lowe GD, Walker JJ, Forbes CD. Haemorrhagic problems in obstetrics

and gynaecology in patients with congenital coagulopathies. Br J Obstet Gynaecol
1991; 98(9): 909-18.
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VWDIZ, BEIEEDOVWFORFIETT, K& A4 71 (BIET, BEEIER),
472 (BREERT), ¥4 73 (Z&XkB) ZohrhFET. ¥4 721386124
TIATHRDHY T, BEERXTTA, 7471, 2 3FLEEEEEE (—%%
W) TS, ¥4 T 3T HRLASERETT, IR EE TSR 230,

VWFIZFIIiENEMBTES R, OIM/MIOES > 737 GPIb/IX EfEE LT
—RILMIZR S, Q@QFEMRNT-LEE L TEMRTOLREZH $, & vo 72585
HYFET TOLRIIIEMA T &L I1ZIZFE U CTL2-160H L SbNTnE T, ¥4
7 3VWDIRVWFOZEEXKIETT 25, HMAFBFHIKTL, HizddEE
MAR &R UL 2 ) 97,

WEHEOSEME T/ VWFEA L 12, HATEa>Y 7727 FFIZARY 3,

VIR T-500 4712k LC, VWFIZ800H A& EFNTWwE T,

VWDTIEd ) HADS, AEECTIXIMANEA T A LB & 3548 5 (A A Rk
T O THE BRI 2 AT 5 72 RBAH ) £ 3, EHHBHEUMHF %2 IER
It35HZ LIy, IEHZIEMAE S NFFICHEIZH ) TEATLZ, L2L,
HE ML R DS 3 AURARBEIR IR, 385 RE AR I <0 10 BRI 2 0 U 42 B JRR N %
BIRL, FICIET = v 7 =V OREIRTE 5 & T4 886 A O A3k 2 53R L C
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1 7 TVWD ZEICHITS
IV ICRT TS 1 LE a2

PR RR KRS R A

=5 B 447174+ %4L75 Y K% (VWD) 2B BHERFEICo
?’ﬁ/ﬁﬂ WTREBSRLHE XD T30 ?

EG b oBE T, TATKRE B OWRED D 5LV, BAAENTRAEIE
RPVBEIZ R > TWET, @HEE41Z, PT-INR (Fu oV UER / FEREE L)
% 25-35 122 X ) =V v Bl THUEE Z TV E 5,

WL DOBRAEFEFIZLL T O T, ¢

YAMNEF VAT 75— EHED3I%

T7r T4 L77 Y FRF (VWF) Ui 5 IEH D 35%

ST 5 IE% D 63%

WIEER (BT) 145 43

TAET Ly ¥ 85 1RO BT ; 137
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m Z Tom Abshire, MD, PhD
= Emory University School of Medicine, Atlanta, Georgia, USA.

47 1VWD OFZMHBIEL VO ThHNE, RISV —F TfioTwb L)%
INR TOHEEZEIOZLTL £ 9. b LAIBEO#RE N MAE X 2H6121%, FAIZINR %2
2-3REICHEE LTALTLE Yo HBRTIGFMEOH NN— (RMEH) LT NHE
BOBWTL LI, TOWERII VWE/EWRETFEAHORMGHEAOMEH % B L%
R

m = Alice J. Cohen, MD
= Newark Beth Israel Medical Center, Newark, New Jersey, USA.

bk, S5EDEATLDEFROY A Z71IVWD OME 7+ru—LTwEd, ki
DR % 580 L, FRERMALE L 20 T Lz, BA72HIETMikC HumateP 2 L,
ZLTr~<Y Yy TINRZ2-251CHEF U ¥ L72 (b LIk 2 s i 88 © 720 L T T -
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TWA X NEDTT), BIfEFF TREGZHIMPMBESOIE Y — FiZdh ) THA, HEHE
FRMOBERTHOFIZ, 4id DDAVP OAfH L TWwWE T,

BREDYIRLAY PXE

¥4 7 1VWDIE, VWFOREE (MA) T3, HMERITRE L, 5
145 Fe g AR B2 C H % ARG I 2 & & 3% 2 2 A% VT, VWDAkD
60-70%7%5% 4 71 L EbN TV T,

HIMEOBEBETTHIBERT I ZVDOT, FAEFL vy ¥~ (DDAVP) »°F
MTTo WA TIEMADPERTTA, HARIIIVWDICAH R 2 M BEIT R CHS
RAVEDBEHRICHWOLNTWE S, T2 LEERIFFER T, LA LDDAVP
DRNRIARE R T2D, FAli 7 SEUMLRLE ORI IZVWE /2 VI -6 2 %
HHTB5HBENTLE Do

AKX OHumate-PIZVWE/ S VIA -F-igii AT, ~~— T PORE Mm% T
Bl —RHICHATHERH ST L7228, BEEMEHTEERA, 2777 IF
(s B S S

VWDOMAET, VA MEeFra7zrss—i3 "VWFIEN" L IFEh T4,
A7 1VWDIIVWEIGE - UK T LE T 294 TE2RET L7012
X, VWF~ VI~ — 2222 ) £9,




Y1 72A VWD ik

PR RR KRS R A

B N FRED ¥ 4 7 2A VWD T 19 DI DS, b0 E 2 A1
&jﬁ VWD OHEROFHIZOWTHA S TE $ L, HRICETEED R
I & FANREO BRI M OWED D ) 3, #EOHIMT Y Y — NI
FTHEFEE, 72U AF T LT — b ERIMBREINTL 720 LIEHRIEICR S T Tl
KR v 7 —IZBB > T EHATL 2 WIRBIICAT - 7ok O R T
X, YAMEFraAT 75— <10%, VWF HUE 63%, SMHEFIHE72%CTL
Fro R—ZF 4y (EEAY) &, VA MEFra772%—:<10% VWF
J5 38%, EEVIAT-iEME 35% T L7z TORBAIFRTHAGEIH I NTHE T, 5k
R, B L CUBELOHHETL2OTIE 2L, PHEESBEYTL X D52 HFITE,
DDAVP % 7213 Humate-P &5 52 E O E 370 ?

@ Z Jorgen Ingersev, MD
= University Hospital Skejby, Arthus, Denmark.

5 47 2A VWD OHIEICBIT BERIET) r— F2BET, EOX)ITTREPHS
PHEBRO—FEHD FEA L2L, brHE2, 37 HAEIIY A7 2A VWD OF)[H
IFRBZEOMENRDH ) FL72OT, 72RAZORMICBIT 2L DHEIW ST E
RABEPOHNTEA ROETIX, 74 7 2A, 2B, 2N, 3 VWD 7 & O HHED BH O ihH
W&, AN =7 LIS RMEHAIOAMHL T3, 725AZO8ANL, Humate-P & [
HOLDOTL & 9o FMBMORMEATIED D THAD, A~ —T13 15 FD EReITFK A
D VWD BHEDBHRICHFGE LT ET,

Mz boBFE, VWFIZIEEH CTLANERZAEDD Y, FFICHBEHIN 2 & o il =
Y'Y — FOWRIEND Y F Lize M/ IRREERE K 7RI IHIIEE T L, #F%%
1o THPHEDFRIS T EYBIC X D HEL F L7z,

COBFEINTAIHEEE LT, ROO2BM I AF 28 (1H2g % 6B
IR EZIZ 1M 1 g % 6 FEfd X ICHHE) 25 L £ L7z, W EYIRERIC 40 TU/
kg DAY =725 L, Com% 12RHZICHDMOBELE L, KO 6 HEIEAY—
7%#20IU/kg, 1H2M, 7-14HHIZIZ10 IU/kg, 1 H1MEERELTHIELE Lz
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M 1-2 HHIZEBELOPS DT D% oozing X8O F L7228, MICHMOREIZH ) TEA
TL7,

HEHRPIHIZIE, VWF EBMRHE 25N S@EEIZ R > 72035620 T3, LarL, I
WIREOHIEIZH Y TEATLZ, VWDIZBWTI Y b= VA F T4 2 TbRTnian
DT, TOIEBNIAIR) A2 X B FPHBEIIITVETATLZ, L2L RO LI, 2,
3OBAMEMEDT =5 03HY), SOLLEMEHRLIENTELN MNTEA[L-
3lo B72IIMDO U T WA, it - BOFERETEOMHIZOWTHE WO
DYZERDOIT LI ENTELTL L) ERNTO VWE O 14 BT, 4
MHT& LSBT FET,

2B OIERITIIEIRIC X 2 (BMEIG 8y — V) VWF RO LA 2RSS, Zh
BREPTFDICE ) D HANT A, ZOFHPELTE, 0¥ A7 2A OHIZIE VWE
DXL LA PN TVEHDLEHE05TL LI,

SEXER

1 Berntorp E, Nilsson IM. Use of a high-purity factor VIII concentrate (Hemate P) in
von Willebrand's disease. Vox Sang 1989; 56(4): 212-7.

2 Scharrer I, Vigh T, Aygoren-Pursun E. Experience with Haemate P in von
Willebrand’s disease in adults. Haemostasis 1994; 24(5): 298-303.

3 Lubetsky A, Schulman S, Varon D, Martinowitz U, Kenet G, Gitel S, et al. Safety
and efficacy of continuous infusion of a cmbined factor VIII-von Willebrand factor

(VWF) concentrate (Haemate-P) in patients with von Willebrand disease. Thromb
Haemost 1999; 81(2): 229-33.
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Y1228 VWD ik

PR RR KRS R A

B S Tid 5 £ 7 2B VWD CHORMEREO L2 ST v 3. HROMET
EH DD IZHEN, ETEOM/IMUEAEZ R LT 3, Ifil/Miii
4% (PRP) TI/MRD BREEZ RO T, [ UHREDOHiLk T3 LU,
Humate-P $¢ 5- R M/ MG L % #Y2AT - 7212 B D &3, 7RIS 710 s b 1
MmzEEZ LTwEd,

_—
fiE il

ChARLAERESZREBEL-FIZuETHh? HERICEZASOM/MLO
GP1b SZZARAEIM L 72720102, M/IMRASE P O VWE 1287 T & R WA REME A
HHDODTLEID?

Barbara A. Konkle, MD
University of Pennsylvania, Philadelphia, Pennsylvania, USA.

B

MBS E T EOHEIZBEONTVE S, HR/eRm U L) REEIH) £, BH
VAR AT D M IGRAME 2 K72 L, ZAUIIEARICEE ) VWE A oBhNC X % 3
OEHEWMINT T, 2O VWF IIERI/MUSKHEELETOT, SEIZHLMIH) £,
SRR IMENE S ST 2 WS D D T3, A boBEE, SUEIC N
M 5,000/ ul T L 720 Parei 51, ik 37 H H CTli/MRO HREEOH % ¥ 14 7 2B
VWD 28t LT3 [1]e U A bEF VIZXBIEHR VWF L II/IMLORE G 2 ET 5,
OO VWE IS 2/ 70 —F VHEOWT AT, %D PRP DIfil/IMREESE % )
WMTcxrZ 28R LE LA, LaL, VWF-GPIIb/IIa D54 % HES 2 PUA TldEtE
PRI CTEFRHATL,

AR L T B HERIMVIMIC BN T, ERGEERERESH N )L T2HRI-0OE
RIZIELWTL X 9o TOMETIE, VWF % & A 2255 BH & MO 6t 3 2
WELTCWET, ¥ L2 VWEF 2O THNT, 79ART L=V ANAMIRNES
CEDNEZOLNETH, TOZLIFFHEINTESLT, BEBENELDTT,
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1 Parei FI, Federici AB, Cattaneo M, Mannucci PM. Spontaneous platelet aggregation
during pregnancy in a patient with von Willebrand disease type IIB can be blocked
by monoclonal antibodies to both platelet glycoproteins Ib and IIb/IIla. Br J Haematol
1990; 75(1): 86-91.

BREDTYRALABPXE

%4 72B VWDIX, 7454 L 75 Y FRFOREIZX ) VWFE & Ifil/MLO
EVRFIHELR) T, ZOOMMESLED FICEEL, #FRE LTVWE
BTN TF =R/ PIMROBAZ KL F 7,

B R E LT3 4 7 L&, RIPA (M/IMREHERERAEICEBIF A1) A b
T VEHE) DT B DA T,

VWEZSIEH TH M/MRORFIZL ), VWEE M/MROMEE D REIHL 25
REBARDHY, 2hz MM 7 + > 74 L7595 Y BRI E T, BRI,
RIPAZ&® 4 4 72B VWDICEML L 30T, ERMICIEEINIIIEF ICHEE Ty
(IEZ )

IR DEHE L “IEH L2 VWEFORT" LWy Bl L), VWE/SS I -1
R OG- T, TOHGRIIMD 5 4 FICHARE S HHTNE T, MM
AR M MR IO B D LZETL 2 9. DDAVPIE, BHELRVWFO A
BmERI L, /Mo BREEELZRESE 2700, S 5IM/IMURD %KL F
TOTERTY,




VWD D51 228 Ll vikZE

ARDRERmbeEn I EEE WA

T4 v T4 LTI RENVWD) DF A7 2B LIivMIRE L 1389 R 5
THHNTEETH?

David Lillicrap, MD

Queens University, Kingston, Ontario, Canada.

Il

¥ 47 2B VWD & Ifii/MEE VWD (1 VWD) 1, EEFERIERRLBAE CTIEHIZ X <
TR ZRTERBAITY, ¥4 72B VWD IZ 7+ 74 L75 Y FRT (VWF) @ Al
RAAL VBT AI A Y AERORRE UCRERY 2R L, —HI/MIE VWD (dii
AHESY 87 Tha SHERBEZETOI ALy AERIZE Y 9, WH & b RO/
WA 2RI TIENHYFTL, VWFHUERY A bEF a7 775 —I3EHH» LK
T, @EVANEF a7y 5 — /VWFHEL<06 T, W5 T VWE R ILVFT—0
RIEDDH Y T3, M/ MREERERETY 2 beF VB4 (RIPA) X, VA MEF ¥
< 06mg/ml DWEETHLILHEL T3,
INHZOOHRBEENT 2 DOHENDH Y T3, &I, BEHEOMMRE HEF LT
I oIS LB L RIPA #BE% 179 2 & T, MM/ VWD OZE RO % Ifil/IMLT
X, 2O RIPARERTH S TLET 21T T COEMIIHT 5 S5 % 5K,
VWF Bzt Dxr v 281283554 T72BDOI ALY AEREMITTHI LT, H
&3 2EROMN %3 2 HEDFHFTE, Jettfhk 22 F O VWF AHEEIE T OHIER > —
IV ARITINREMEEDSH LI L EZERBICANTEL2VEWVITEEA,

m = Harvey ] Weiss, MD
= Columbia University Collage of Physicians and Surgeons, New York, USA.

Z DO OEHBIIHEHNIZ Dr Lillicrap 7R EN2 OO0 HIETENTE 32, Azb
DI L7280 VWD ISR A CRRICIEDO Wb - L FERD D T4, 2, V)
A MEFUREMETICVWE (F) VFVOMETIEIZ )AL ETF— M2 %
LA 2 CH/MREERER A 24T 2 & T [1]e ZOMEZITIICHZ- T,
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5 47 2B VWD O EHE OB ROMHICHE 2 EZ 30 b e v EA ZIIVMIO H
REEDZBICAND O TEB LRV EWITIE AL

BZ R

1 Weiss HJ, Meyer D. Rabinowittz R, Pietu G, Girma JP, Vicic W], et al. Psuedo-von
Willebrand’'s disease. An intrinsic platelet defect aggregation by unmodified human
factor VIII/von Willebrand factor and enhanced adsorption of its high-molecular-
weight multimers. N Engl ] Med 1982; 306 (6): 326-33.

BREDYIRLAY PXE

5 4 72B VWD & i/MEIIVWD (#1EVWD) &, XHICd % X 5 AT
AAERL £ 3o CEINIIEFICHETT, MDréd HEmoEnizdbhn, “IE
W% VWE" @& %PRPTIH/MUBERRRAE 217 o 7236, BRESIEFILT UL
¥4 72B, LTI/ EENTEsrZ 2L TwEd, HL, ¥4
72B VWD & Ifil/MEEIVWD & 2 OPRPIZ L 72 21 CHEEIC ML/ 0 H 2RS4 25 -
bNBEIEDNDHY, TOREM/IMUEERBARITSHEICZY £9, £72Dr
Lillicrap® & 9 “M/IMROBEE B2 X - T, /MO BREEZF R L T3,

GHZI T3 A%, VWE/ 8 VIK 1 i 855 2 W3 5 2 &L T, VWFBEM
R MM DL ER RS IUE, ¥4 72B VWDESZ A2 b T A.



avigkZ VWD

ARDRERmbeEn I EEE WA

AT UL ELRE LK EEZZ T E T, R OIM/MENE 2 75
/ul TR IS A T3 MIE/NBHNI A8 (/hMRE) VWD
EBMSNTVE Lz, LARBENEZONLTLE )N ? Ak
72 Humate-P #fEHI L CHBY, dLarybu—rcEiavwlHlirdhid/ K7
VEMBHTATLE Y EDOXR—-ATF A4 Y OIM/MUEIE, 1-275/ul TY,

m % Tom Abshire, MD
= Emory University School of Medicine, Atlanta, Georgia, USA.

M7 + >4 L7 Z 2 B (VWD) 3l E M/MUBIR T I3k S 2vwo T, Th
BELWT—Z2TY, /MO VWD 3E0FI VT~ —2KRET 5% 17 2B VWD &
L TV ETAY, MM THERL 2T UEAR D A, M LA LR LTHIE
MANEDPECH S 2 EZHHICANTBL ZEPEETY, 74741V 75 Y FRT-24
LA RS D T A

L, M/ GRAME & 72 2O RS % 20 (e, RSP, Ktk L) #
AL, M/MIEOZ 21dd F 05U L 2w T LY BN M/ MR Z /79 TL £ 9o L
MR S BD 5346 & 0 IhiiAd U, rFVIla (/K€ 7 V) o¥5%E25TL &
o
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M/MREIVWDIZVWE2SIE® T3 28, M/IMEE % > %7 Iba ZHKRORE I X
D, VWF& M/MIOFEERRFEITHL 2D, fiRkeE L i/MMokizgse (i
EIMERE) ARHESNDEB T, MAEFRIZ RIPA (I/MREERERAICS
FAHY A MEFVESE) 2EDY A4 72B VWDICEBILL 23 0T, BRMICIZHE
B LIELIEHEE 20 9,

AXHIZHHY T34, ¥4 72B VWD LW Iil/MURD % k5 2 & 134 7% <,
WIE S ¥ 4 72B VWD & EREEEE 22 & DL W X ) T,

IR MARFR L, MU RED S D T30 0 M/MUENICZ ) £3, VWFEA
S (L HumateP, HATIZZ Y 7727 FF) BREFH D A, L
AL, SO/ MONSIREZ T SR T2 E2BH D 9, 20
&, M/MRAEJJE (Glanzmann's Thrombasthaenia) (2B WCrFVIIa (/K27 )
DEEDHE SN T WL 720, FERICRAT I LRI TE 22N IEA,




1 23VWD DRI 7%

ARDRERmbeEn I EEE WA

A T37+ T4 VLTIV FH (VWD) OBZFIZBWT, Tl
AL AL BB LETH?

Jorgen Ingersev, MD
University Hospital Skejby, Arhus, Denmark.

HRx, ¥4 7 3VWD BEOTFRINHFAEEICOWTTY, —#&IZ VWD OEHERR
BT HEEE LCTIE, BARRESAIEESFHMOBEN SV EPHLNTT, T H
5, FHIRERL YA OEZIZIVEY»DHMNTEA, b LIANY 1 7 3VWD 04t
IREFZZDHILITho7:6, TCICTH PHMMIAHEELZHGTA2TL LYo HRAD
FOREBEDT+ T4 L TT Y FRT (VWF) Z#iE3 4L, SWHETIER L Xvic
AHDTHEMAFEZHEHT L2722 TRL, RIZVWEHEREE LTO VWF L)L H
H5TL &I HAEIERBRICBNT, PURICHRYVZA M F a7 777 —DLXVDY
MENTL & 9o AMTIEFED 40%LL 12 T 7EEZ RO X 912 VWE g% 23 HB
EWCHET S TL & 9o ERMIEHIE, MR 20T VWE 2 U L XVIZRD
7201213 D - LRAADPLEN 2 B0 HNE A HWdix, FAIX VWE Z1E% 100%12
LWL ANV P2 8I% L 5 TL X9,

m = Augusto B. Federici, MD
= University of Milan, Italy.

SCERA S b0 % £ 918, KRFEMOBIZHEMRT/VWE i RACaf L7254 73
VWD IZBWT, FHIRIMREI R X 722 T 2HMEPCO2H ) 9, L LINDDIE
B, BAEE CTRiHiTEREORERIZH ) T A,

¥ 4 7 3VWD OEANDEEAFHFMRBNI BT, FAebid, BHOEWMK LV
% 70-150 U/dLIZERD X 9 T MINT- /VWF B 247> THBEL T E 3, £MK
F /VWF i 8%) (Humate-P) 12X Dk 24 lef £ THEWMRE 7 %2 &  MEFFTE (4
Ktk VWE 2SNFEME SR 2 @b SRS X D), Z2okid (EHI2 S 04k

109

ik o #R

S7UUINT ATV 8



e BEONEND) EWHRTOBEIREZ BT 720U TOAr V22— VERELT
I

MiH AR A MkeF a7 77 ¥ —%Hll%E L Humate-P % 50-80U/kg % 5--

. M2 1 HH : Humate-P % 50-80 U/kg #5-Hi 2 (245 I T %l 2o

. itk 2 HH : Humate-P % 50-80 U/kg $-5-Hi #2124 VLK ¥ % ) &

3 HHE EMETEZHELD L 150 U/dl PLETHIUSTAEARE : Hill2dh - 72
D EEVIAT- L VA3 70 U/dl K o3& o B R (20-40 U/kg) O #A#i7:,

5. B2 5FET (7-10 HIE) 1 HB X IHEH 2k %,

A \ I

Paihts L ¥ L7227 Humate-P DL T X V& W56, A IZERINVEH T T2
ESINBEGF~N) YEHCZZEEH) EFEA AN COTFRA R L TH IMREZ
R LRBIIH D TEA,

E R CIAAED ) A 7 DEWAPHED D 5 BEICB T MR FRoOgAE (5473
VWD, LB lE) THRIMESRIC & 2 MIEAERAA) (2&, T iz 38 o 3 72D 17
WEPITONE T, ¥4 7 3VWD BFIIM O PUMARFEE O FEH] O F & % BRI 72 R
ICAEDLETEIZ TV ZLEZEZEITRETY, 2O L) BmLHITIE, RIS Ud
HZWET—77) YO ERNTHIEELENTLE ),

BRETYIRNALA PXE

7 4 73 VWDIZVWF D52 &/KIET, VWFRBEMA O R & I E MR 75
R IART L E 3 M b B CEAE M AR O X 9 12 BETPIH IR 5 A A
MIZREZTIEEHD T3, Lo LEEIZVWDEED10% A T3,

AR TR ERER TR O “FRHMARE [ TwE 32, Zhlist
AR X o T, HEWZ “FHWHTERE PSLEIDANTEEA, €0
Bty MAWAOEMFEHDE L W Uliike, FUMEBECEELE T, Lol
K EE, FHREEIHECE R RBRNZDDOEERE T, TI2LHUKL
D LI &) B EasiRA L BIEN 2 o [k, AEGFOHEOWELRLELEF -
2 B IFEHER TV ER A

X "Uzdl TS, U/dI=%T EEARR S EHB LTV ERWT T,
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B VEFLB R FESX "727"*

R ORBRERRILE PR

Ll

Fl

B BV SR 12%) &8 VIRT (GG 14%) OBEERZIED

ﬁ/m & B HIEDBEDUMIVEL TR % 2 2 LEHDH D 5 (IR B

DI2DD NN NA S ZA 2 HITEEOBMER2H ), M

MFHCTHIMZ R L TV E 3,

1. L5505 4 7OBBEHFREZHCLERETLEIN? S LALRZSIE, HIl
DD 5 EHICBNT, RMEOROVIEEREIIELE 2D HEE 27
b L<IE, A obmas: BoaM) ORI BED R WERRIET L
WTLE)H?

2. EEMIREE (7o bor ¥ B, PT =217 (IE% 13) & iftAbiks o >~
KT I AF VW, APTT =75 (EH 37) #) Th s 0BEIZ, FEOIPukEHE
WrpEELETH?

3. b LBOPBEEZHVLIOTLES, BREIEDEIHICE=ZF—FRETLL
7% GEW O INRfli=18) ?

4. NTUDBiNA S ZH EAii2ICIE, BEVRTOERB L XVE ENRL H0WITREDX
ECTLEOD? BWMHETFRZEE HWRKEFRHERACCHEICHETE S
L) ZEEMELT, TORFEORBEEIENSSVHIETRETL L)
22?7 GRIEM/MEE —f12, b L IIHkkatimig (FFP) Hh<T)

E = Harold Ross Roberts, MD
= University of North Carolina Medical School, Chapel Hill, North Carolina, USA

BVIRT BN FEAERZED BE BT 24 OBV ORZBTIE, BED
BEVRERTLRVBIZIZIEFICE TEAT S WM %2 47 - TR I 2
BHRETT . AEFFMNIGMAEREE T CITHifT S, B VIRT & EMRE T L~V i
H, RICE=Y —SNDHEXRETY, i, WERHMEFOE VKT EEMKF L XV,
VI T- A o & 5 VIR TR L L COMERIMIC L )R> 2 L2 HETT,

T 2 3R D PUEE I O 28T B 72012, A O D D ISR 2 IFA TR
LE L7
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TOBFIIMPELZRBRICEE LT LV F -G ZEGH LI L20T, ZoROEHILE
D HETHEHRL T Lo BASIEEIINF 2 5 IN i WA O ik T v, 5V IRl
F & LTEEOMMUERINZTWE Lz, BVRFOMEERT— VD) 5 25% 53/
FELE T

SRETYRALABPXE

EVEF SBVIAFESRZIE

BV T & BT ORE - RZDH 5 M2 BEMERET, 257 AR
WECH BN, ABTOHURROMmEDT D) 9. WHFIIHEUL -&OMHEE
AL, MBNTOER, W% BHiCBOCHEOETREHFELETT, 2
DEBDZ 1L, PEAE S N7 B K- ol id Y 2% (AW R 7 ERGIC-53 & S
NEZEHADORIBIZE > THELAZEPHL LI >TWET,

5 VREFRIBAE

WhBARELTEETHY, BLEDITTIEL T T, WA R IS LA
&, B HIIER 2 25 25 ZEEE T, BRERD AR ICEM L TwizZ &
5, parahemophilia& FFIZNTWE L7z 220E VIR VG TFO—HIZHR
WaRRLIATOEAERIZ, BRIIZHMERN 2R S, FEESK b LL
IHEEANT OEASROAHIAEREZ 2L 3, £ VRTIZIER D30%Hi %00
WA3dEFTE S R IEMBIRPHFEONE T, BEVRFIEEERY XA 75— FIZBWT
WK%, YHRNROWHICEENETOT, BEOMEEFRETIX, PT, APTT
DM GAERL F 3,



FRFARZHEICHIS OVT 7'?/?.7“

AR RERFmRRIE PR

Ll

Fl

BR BN FRZEDBRE TIRIMEIE T Z2T)NETL L)
I

FEGl A 3 VIN R ZHE O Sl VB T, IRBIET E RN O fifT 2 5l L T v
I KA ZOEEE 7T ¥ AROEMHF-#R=BHA THRT L TFETT .

m % Guglielmo Mariani, MD
= University of L' Aquila L’ Aquila-Coppito, Italy

COEMICRFE 7B Z1EH D TRHAN, BEOER, RWIFEEEOREME IEFEE
B2 BEMETLANVOUEENE 2 ZBT 5 &, A Y A7 BB R A8 ¥
ETTHZHERLET,

m = Harold Ross Roberts, MD
= University of North Carolina Medical School, Chapel Hill, North Carolina, USA

B N - R Z 28— HARFHEEIC X D flE S iU, BRESENFRZEOEEE "
W ELTHBT LI EDPHOMERTY, TDXH) HblIT, —HIDL) LEZTHE
VI RZEIE S UL, IRBIET T IZ I3 8E O MAhE PR 217 £ 97 AR T
EVIA AR T3 U, Pk R&E T,
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# VB P ZAEIC 5‘/7‘557‘2@5

R ORBRERRILE PR

Ll

Fl

B R Bl BSUNTRZEVFET 25 EICHERZIEED L) ITHKL L
— 5 ?
iE 1 '

GG BVIRTFRZE G <2%) OFEFELWEEENSTREZHE L, BOEEESE
(OCPs) D% kL ¥ L7zo OCPs @k, MR IZIMME e S o X 9 Zfthod
IO EIZH Y FRHATLD, EELZHRRLZ 2R LE Lz, TOBEITIMT
RNOYENS, BOFVEYEZNRT A EIFEATET, dAaZIHKERES
T AL, SO 4EMEBEOE N THFEZ B 5 HEICE LT, M2
REIDHY EIH?

EF2 BEEZHZBZUINIIZD 72BN 2, SEMHFREZED 11 Eod
ZIZ L, TAbar ez Fexs7usr 270y (150mg) DOEHE
TIEMZ AT LRI LEFRFATL R, HLIEFEFAL2VFAM LY A b1
FUERITOHEFELTOVE LR LERATL, MM EMn iz, #
H2-3EHLP2EISZVOT, MFHRLTHINTYEEA HEEIRHEFIE

COBBIZRBEHLTVWIEA,

m = Herbert Watzke, MD
[—]

Medical University of Vienna, Vienna, Austria

HREBE T REEMH T RZIETEL HAEIRTT ., ZDIFEALIER, ZOHRKADE
fiE (B VIR FIGPE <30/dD) & U <IdwhaiE CGEVIR 751 35U/dD) ICB#E L7zd ok
BbhTwEdd, JVBEOBRETHIEIZTEMELD ) T4, PHEORET
i (BHAAFIEOEZ D) BENMI (BRI ERE) bR TREEA D) 5, 6
VIR T 1 & B RAE IR O FAE FE OB IC DO W TR IZ W 220 d 0 3778, — I35k
55 VIR i PE 28 10% 2L ETh ik, HEMRFRZICEZMIMEZ2wE ) ICElbhtd,
AR bR LB TH LIRLIZED ST ¥,

2B HDIERTIX, TOREOR=ZAFL4 YOEMHTFLRXVEANL I EHPEETT,
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10%D L XNV L2y, b LAEENRUT RS, HREBZIZE TR ZIE L BED?DH 5
EEbNET, SLENMKHFLARVE 0BT B TTHICHE2RD, 7+ T4 LT 7
YF# (VWD) L) RAKRRBLZOENE %Y 5 5ZFDOMOERKN TR ZAE% By X
ECTT. RICHKMZ BRI, 2HHOBETIIES TINS5 2 LidhwvwEdibh
TWET, bLINS O HMABEFHNTEZ 27425, FIIEREFE K FRZIEDIK
T, b LIMIMAHAD L IZREOARTHIUL, FAE T4 W TR ZAE D IR %A
bLhFEA, EDEZ 5 72 I MAYERE S U S MARHTEBEHED & 9 2 IREAEIET 5
o, EMHRTEANCLZFHNL Y A2 ARRS L IJEBRRICEET 2 LEL2H 0
Fo SHFHICHRPORIMOZL 21, 720 TOBEEHICEEDL SNTWETA, b o LIEME
ICEFRSNDLLEDND D T3 (FIIHESCHRMERE R &) BIRFHTEHE L, HE
BN TRZECBOWTHEMAEZIT > T0LICHEDL LT, EELBMAFRT 25612
ZEINDZLEDPDHY T3, B, HEHSE2IHALELZ FEND LAIRLVE Y OR
WaENT 520012, ML ARENRESITONLEIRETT, COBKLHEL LI &
FEBIT, MIMAABHNIE Z 5720 BISME»RE I 25513k 2 2 L T, Hw
BHCTHR MO ENAD, HICREOAKROHEVICE2 5045, OB L &
DBICEFHEL T EMIfFCE E9, ZoERTIX, BEMRTHTEE IR TCHINERAE
b bRETT,

b LR SIE, ERESIRFRZEICBN TS IR RO EI N LD
HY FT, MFEHRFIRCHHCSONTEF L7225, RSN FRECIRBERAEH Y
F9, TI2LMYRILMAETT) 72DI21EA 7% ) OMBERSLE R T3, Fubory
Y AR AN IR O BTN T2 & A MR A T3, & 512, MmAEHRE
W iEHRANI WL D20 T —a v XOEL TAPURTYT, ®&EIC, EWMKHTFRIZER
BIBIE TR AR ZINEHACE VIR A RIS T 52 e TEE T, HEBS
DFBHICBIT 2 @I R EMHEF L&, @Y 2 ENRFRHFTOBE Ibr> TV ERA,
5-10%D L NV THIRIINZ LD 5 DIZBE 5 14T HBMRHFIEERAEN 720
12 B 43 OB Y E T, Desamino-D- 7VF =XV 7T Ly ¥ v OFTHRGICHET
HURIOWMETIE, FEVMHEHFLRXVOEAGEHE TwE 3, L2LA25, ZOF
PLEVIHFRZIED LML ML 2B 1) 2 IR 2R ROBIN» S ITHRE LTSI TW
Ao
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@ Z Jorgen Ingersev, MD
= University Hospital Skejby, Aarhus, Denmark

Z ORI & T H T3 FRE S VIR 1K ZAE O FF BT RS R 8 o H i a) <,
FORTHEL 2L ARBZ L L HMONTHEIRTT . EBRICIEMAE DD 5 ETORE
IZBWT, RVEVHIRBEEDNTEORMEZ 22 b=V 5DIIEFICHENTH L S
EBHBENTWET,

WREB DFIEIEFHE 1S, TS OBFIHBHICB WO HF#ES ORMELZ R L
TWA L) ZHR%ES5 23, COERMDPROEBETHIUE, 72w TWARNIND 2 - 4
Hifix, 1M 1g 1H3MOMI AFHLABOLEISLOFHEZEHDLTLLIY. 2O
£ R RIBHRETN 2 2 C A0, L) SHE TIRENOK %53 2 WiElEd H
DETA, P T AFHF LML ) BIERAICIEF IR H B 2 E DS 0% 720 TY,
FIAFHFABOEIR b LEHARL YA VPESTHNIT 6 BHEICAES-D 25
mg/kg £T) WEWHETI,

b T A FH ABITERLPIEERP2 PRSI N E 70T, BE~NOHEEOMEIZRIZTS
LEIEH ) TH A

| REEE u
L Bea RS VIR TR RO LIS, R TR 2 RS VI 7550 % |
LTV ET, BEOEMRFLNVIE ] %R T, EEESHBnZEZ LT |
L L7z, K213 120 ug/kg B 3ETEMA L, BIFARIEEZETVET, 11
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BRETYRALABPXE

FRMEEVIRFRZIE
WRAAMREEEERT, 505 A1 ADOFAEFE LHEE SN T VL REET
Fo BHTIEEDMER AD2% LT & % 2 K EHARE T HIMEERS R S
TS, EEERD DY, FHHTEE L IR & OB OIS 2 Tlkd
D FHA HIERIZEIT 2 AL TOMAETIZHMME0%, K THIM35%, kA
Hif20%, MR F 7213 B H20%, BIFIHINIS% THY £ L7ze THIBLHAKDDH
BT HREE 2RO b DIET70%H 0, T sk d Lo E Lz
A e ¥y —BEm R R EOILME B TIX, &EE TR AR 2 B TEL S K
F-8H190-120 ug/ kg% 2 — 3 W FHRTET 2 LB H ) T 925, IIKFRIEE
TI315-30 ug/kg% 4 — 6 REMgHE S % 2 & ClkmasXih £ 3,
VIR T RIE CIRIMBIES D H D 2 D5, N4 28 2 KRR I I3EE L
TBELZVWEWVITERA,




FEXEFRZIEICHTS
IDVEEAHEIC Zf?éhii@/%f

R ORBRERRILE PR

Ll

Fl

=il Bl FXHNFRZIEOEBEFEIIBWT, LEMEYIR LHikEE R AT
BNERETLLID?

_—
fiE il

FEGl Fe4 BERUEXHFRZIEOHEREFEEZLTVE T, HOEXHF LV
127 % T, INR 3233 T,

oMo MEIZR/NRT, DPRICBEE~OBARMIMA® ) F L7z, &E, 1
FHABMOIE Y — 235 ) 8 A,

BUE, 11305/ E) & 32 S MUpTEE I E OBIR T3 HFIZ INR A% 2.33 D HIZ
EOPLEE R OWISIEH S TL & ) 0 ?

m = Craig Kessler, MD
= Georgetown University Medical Center, Washington, DC, USA

ZDFEBNI N OPIEEITHIRR WERE R ME 2R L TwE S, CoOEMoEHEICH
LTHNZSEDBTERV—FT, Z0F A4 TORBEIINT S RIS #IE LR
F9, COBBEZLTCVERADT, MELHERLTLILIEITEEEA,

MEDE I, BREIPSHFREDOFEXHFRZOH B AIIBWT, INRIZEDORER
BUBHZOTLLIN? ZOBEFIIBITAL2-3DINRIX, 7—7 7Y ¥OPubtfE
ERHIZBWTEL OB TH S L) TT. —HT, TOL)REHKIL BELSEDT
DIZHREPEFRE T ZWT L x )27 RZZFoBEE, DaioBiEOBN S
I 5 &, BROPEEIEALEITLIEIDPBEHTHL20EEVWET, LALEYEL, TDLH
R BEHEOLHEMENIN LTHEMT, SHICBIMLRIBMDY A7 Z@EdiRvE ) %, lho
WD D B HEEHLTRETYT, 7TEF VY FVEE (ASA) 8lmg/ HiZ, Zfiz
REHRLE T, BOEZTIE, PUMUREOR S DAL, LEMBIZLEL T
2 DL RZFOMDY) ZLFEEIEI 5 TVDEHE) PICEILRETT, RFZD X

) RBHIIEG AN Y EFR L SWVIEWREFLETH L EIEE L TEAD, LirL
ZNIMO—>DREHLETH 5 L B FE T, BITO-DICE XK T2 MM 20T

1, BEXHFRZICEDL ST, JUEHAXKEF LAV EWETRETT,
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BRETYRALABPXE

REEXEF

FTamsnasmiEe sy 3 v KR v 7a 7 7 — EHiMAT, sk
[l 27— FIZB W THRRE L OHRREEE RS OG0 A ALE L, L5
DOHLIEREE 2 K72 L TwE T, BXKFldtenase complex (THPELXK - - i
PALIRFBEEH) ICE )RR L LS, EHAEXKET (FXa) 370
FarEY 2L L 9, EEBIRE & L TFXaD R R0 6 5 BH &5 o b %
Wb TwET,

EXRAFRZIE
WREAESUEEETDH Y, HRTHBBIOHEDLH D T3, FEHEEGH b
L REENT 0HE RO EZMMEIN Z /R L 9%, T OREIXGEEDRA
ERMBELE T, MoRZEEFKIC, PURERZEICEY, G - fiiEs b
WETLTW2EMEFEE, PUERZIES TH 2005 MEMET L Tw 2 HWRH
EWZHETE Y. WREIBXEFHTOD, HFsiEniEd s nid 7o bo
B R OWEZ TV 9



it oo #R

FX BFRZIEDEE

R EBRERERE RS AR E A WBE

B B #SXKHFRZEOBFEHIZIE) THIEZIVDOTLL )2 ?
/

FrTHRH >3 N I 26

fiE il

FEGI 1 X TRZAE L ZW SNz 4R EBIHERTTEHI OV TS
ZROTRASNE L7z, HLIIDENC, Wiz L% 32 P s mimz k>
BRREZRELE Lz, 7 bu e vl (PT), W bEs ey X757 25
Y (APTT) BFEVICERELTHY, HXEFIIRBRAT CTLA. Mo
[ A G IE R T L7z Frifsiis s (FFP) &5 S RFICT > ba—
VanF Lz, HILEMmMZAEL 2 F CRERICHFLIREIERIIALNEIRAT
L7zo B OHALE Mz Ak Bz 53iEL, PT, APTT REREDD
WETEFEATL MO THIMASIEFE % F TFFP #8531 F L7z, Kb
B (2EEHOWIMA S 1AM#%) @ PT, APTT 3ZEWICEE L TwF L7, FFP
BB 1IKBMTPTIR2H (> ba—v158), APTTIZ39M (2> ba—)
20F), X WFIEMEE 22% T L7z HADOMBIEE D ITHK 50% D5 X KFIf %
~L, RERFEEEZONRTE L,

BHMHIHTT A,

c ED L) I oBMEMBIm A ERTNERWTLE I, ?

- PRl FFP %53 CcL x 97 ? PT, APTTIZZEWICIEREL, HXKNTIE
PIZ0%TTA, TNET2HEL2BMOAXRY P2AELTWERA, HG2U
HZb DL LVOMBEFEYBZDOTL L )2 ?

- HREHIAHT R IR E D X ) BIRE - HHET o THBIRETL LI ?
CHBIRA T ) VT ERROEIRIZOVTIEWRAITL &L ) ?
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Erik Berntorp ,MD, PhD

B % o
Lund University, Malmo, Sweden

COLLEBES CEXNTFRZEDREHEAERTL £ 50 BT RBIZFNMEI LK S
NHRETY, EXNTRZEICBOWTHILI Y Y — FRIMTH Y, SR 727Gk
DEITHEIE L D5 WTT, EMRE T — & OMPIT M/ IRBERE 2 & 5 I S Z I
ANTI T RITNE R ) A, ZOHIIROH & T, TRAETS VL ¥ VidHioa:g72
TR, ARMBRICHOABREL LTHEHTHL EEZONE T, MOEMIZHT 2
&L T O Y) TY,

FFPREXNTE2EE 7o bur EVEAGRBEAIZMEH L3, %&b FFP A4#E
RENZRUEHIE, TAET Ly Y o RPRBHIDMEHINERETL L), LaL,
Fubu v UEARBERIE T 2055, HENRIED ) A7 IZEZEENLET
To BXHETA20% L EHIFIZE A LOHRMISH L TIEFES T BXKET 0
21 -3HTHY, ZOLDIFLEAEDANY FTI12 - 24 B BEORGHPLETT, I
AL VIIRTFO & 9 2 8H1E, FEXHFRZLTWE ZOBFIIEHE VRIRI LW E
BbihFd,

WA XD 72, RIS PRI 5 33E3E L e A, TEREIHED ) 2 7 (BT
M7 &) 2 \EERMMAA LS L) Thiu, PG ILEERYET, £F
FFP 25 L C PR OBRELZ AL T, SHESLELRLEE, WL O iR EA %2
FHTHERLDAEHTLE .

RIS E WS, BiAEEE T RAES LY Y, LR ELLrERLTAH-E
Fo IHRPICHFICHEBESLE L B DN T AN, HERIC FFP 28 AL E T,

KBPRHNETRVRLIE, COBEOFREANTOHEEGRIIRLETL L) TD2D
D% Z CIEMAMZIIIAETT, COBRIIZOBZOWBAIEEIRTH 5 &) #H
fRIZHEDO N DTT,
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BREDTYIRALAIBPXE

BXHTIE5 7259000 TH 4% “Stuart®l 17 & dMEh 3. WK EHE
ROFEEA A — FHPITEX R Z2EHEAL L 325, #SIEXRF23RZ L
e, WHREE O CTH 5 APTT L 4K REEE ORI CTH 52 PTOW
PR L 9,

HAIZIZE X R TF 720 oAl <, £xho7sa oy s Eafki
#Hld AFHREEZR 720, IRMEEIIEIFFPAENL 70 b u > ¥ 8% (APCC ;
T 7 AN) BHRLELRDET,

LBl E LCiE, PIAFFAMPIAHOERTWE S, HEIZRADY;
HE 1 H3g ~4gx n#H L CHEBESG- L, /AR TIE25 me/kg/lBl% 1 H3MZ
THHESG L ET, #ET AT 1 H10 meg/kgZ 1 H2 - 3EEZG LY,

TAET Ly ¥ %, MENKMIICHETHZLICE > TVWE (74 254
L7 7y FHF) opWze#HEL, FMHFoOMEHVoMmze 7632812
XV HCHROVWEE EWMKN W2 LA S8 F 3, NIKREE A5G
52 ETHEXFAEEOBMAHF SN E T,







HMBFREIEZED
INEHIZYICHT TS 15T 2

AR DRRREREREEERAERNERYE  f)ll WlE

=i | BRE SXRFRZESOHEMEZEHLEECT—T7 70 Y2 Hw

_— by Y 4= > S =
7z T 2 7P
5 B PUBEEIREE AT IRETL LI

EF BRIHBMELBEEDOT Y 27 F =Y RI Y ANOHFERETH Y, IkIME
FORBIEHEV D) T A EFLOKD MLz <, 75 HL R M0, HA iz
HELRTWVWIELHDFHATLR, KD EONEHLEDORERIEID D T A,
MHE ZANOTFHICITFMELD ) 328, SHEFHMEISY FLATLE, 2
L, S50 %2 OEXHFIHFERIAHTYT, ZOBBEOEXINTERIEZ5 % T,

Ophira Salmon, MD! and Uri Martinowitz, MD?

=] § ' Tel-Aviv University, Tel-Aviv, Israel
2 The Chaim Sheba Medical Center, Tel Hashomer, Israel

CORFIZITITMFEIC T L MWEROEE~T B HEGHRTL £ ) CEXIH-AHEEOE
12O L) FxroRBRTI, LEMBIZ AN LAEZOEXNRFRZEDLETD,
PT EBEREEALILE (INR) 25 2R BZWRETREIIT -7 7 ) YHEET) LA T
%9,

SE X

Salomon O, Seligsohn U. New observations on factor XI deficiency. Haemophilia
2004: 10 (Suppl 4): 184-7
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BXBFRZIEEFT

R RBAEAERR RO AR R WGE

T4 ZBEREOTEMENZ Z 5N L EXNTRZE (MSEHOWEN ;
11 U/dl) ofFEZHELLTVET, COBRFIE, BHUNICKEEZ
BETIRELFHE2TLLETINER) THA, SNTTOITRED S,
COMDFMDI=20IZ EDRED XN FIEESLE LR DPBZTHITFERAN?

Paula Bolton-Maggs, MD! and Jergen Ingerslev, MD?
@] % 1 University of Manchester, Manchester, UK
2 University of Hospital Skejby, Aarhus, Denmark

B IR BEM LT, XTRAEEZ11% (%=U/d) ) ¥, ZON
BEPOE, BEPRWEEFH2ALELCTEY) PRALELIRETHL LML I L, T
WDz O EXIHFEEEZ EORETTEAZELIREIPLEHEB I TWE 975, HXIR
FA ey —IZHE T LR RMEXIRFREZEDOTREMEICOVT I XY FLET,

1. FRICOEREXIRTFIEE  LToa X ¥ MISERMEOE XK TR ZHED M S
%50 TT 1] RUEEXHNFRZIEDBZ T, HEXIHTIEEE 30 -40% F T LA
SELEMMLZ2WEZRLHNIE, X—ZAF 4 2330 -40% 0 F N EOBEEZR WL
HEEEDORZ THMERILME AT 2 BHESHAIET D720, WELEEIH) FEA.
DI=DEEVHREEITE) L3452 061F, LNEVWIEETLES 2 LILETAS, IE
W (60 -70%HEE) ZHEL T 200 MMMTLE ) A YEEY—DRWVWEET
b, FfksEIngE (FFP) A5 CZ olMIcElE T 2 2 L dWEETH Y, il
b 20 ml/kg HAHVIEZENULEOENLEP S AN T A FFP TId 35 - 40%FEE &
KDIZHRESNZHEME L 2FETERWTL L 9o BEXIH BRI ENTX 53
H13, RIS EN D B EHE CRIEREOMELZZZ IR ST, VAV 2EE
EAWETLZLEND Y T3, BEEICEXNTRHEEAZMEHT2%25, FPRHRICA
XY CERMATLZEPEHTL £ 5o HEAEDMIMICIE FFP & 45 XK T34 5574 o i ]
NEEEINDLTLIE I,

2. BEMEEXINFRZHEDOEE TIEEXHNFIEDPRETI560HD T 2hbH0
HFUZIIARSEGI O X 9 IR E XN FAMIE T R BE DV E T 0T, mEEANIIHT 5
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MEBASNDWHEEDH D T3, RRITEFRRSE=F—LATER ) A 6
XUR PG S L WIS T, BAffiof v ey —2 A3 586 MKTX
ZRHEREXKNTRZEOBE L FAFOFEILEICRD T, 2F), burErHEs
PRBLH) R AR TR A 2 BN ML TR A R S g 3
3. EXIHTFOHCHE - EXIH T T 25005 2 BH T, MIERZ R S5, 1F
HALE S b O v R TS AF VHBPEEL TWA ZETRASNE T, KDLV DIFLE
HUTVF< =T ADBETHY, ETOERFITIIYLTITY THAD, TkICE S
MBI L v & ) T (2] ERELHETZENDDY TS, CnH0%
CIEBXIH TR DRI TH L L EbNTVET, 2O L) REFITIE, JFICHE
XIRFEEZ LA SELEZITHLLRTH, FHTETLE I,

FREoOm TR O EY 2 TERRET A2, B/ EXOEXNHRF 2503 5% 5D
ﬂz‘%}/@j—o

- REME |
L CHOWRER, EEESNETASEOER, HIEEOMERE R TE |
COESHL, AR THLAR RS I T R 2 S L C o E T FABXIET
LA AR TR I T |

BE

1 Bolton-Maggs PH. The management of factor XI deficiency. Haemophilia 1998; 4(4):
683-8

2 Scott-Timperley L], Haire WD. Autoimmune coagulation disorders. Rheum Dis Clin
North Am 1997 23(2): 411-23
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FENLMEE U/
FXRTFRZAEZE DT 2

RN ORBRERERERERSIERNERE A B

CUT BRSO EEAMIL AR S L NI TR O B AT & 0 T B
?’ﬁ/ﬁﬂ BATRETL LD ?

EG BE LN T RZIEDOHEDLMET, FnIEMEEOEZENMm (ICH) %
M LE L MZIEDEiA CEICANIBIIZ R S L F Lzas, Mg % &
Ko TwERA. Lo WBIEE CEKH /NI L E LA, Mo
Y — FERRCIZH SRS A (FFP) iEAR X SR & ¥ L7z M iuiimasife s <
SEWING 7 FFP EijE 2 2 AXETL 292 ?  MERHKHNINED MRL 7~ ¥4+ 7
574 —IXIEHTY,

m = Morio Arai, MD
= Tokyo Medical University, Tokyo, Japan

HENMLIZ XN TR ZIELEZ A SN LMD —2TT . 30% D EE M %4t
B d LK T8y — FE2RO L WIEIMEHEEZNEMEZIIEL T T, 2D LD
RBEITOWTIE, EIEICD ) X T4 5 A FFP 12 X 2 PRIMEEALE T,
FA1Z4 NOENMHERFRZIEBRE L, 488ICENRKET#A (Fibrogammin-P) D%
W5 % 10— 19 14T > T 3, THIEERGE, Ml ¥y — FoniL 4215/
FEr 5 02202/ FEANFWIHA L, B RMIMIZZEO TWEREA, M T 7 OIMAEEN
WFIEHEIZIEEOF 10% TH D, in vitro T74 7N vy FA—EEPROLNT T,
BN T HAPEACE WAL, A2 - 3HEMICFFP #fiH35CTL X 9. FFP i
Mo 1 oL Mk, ~7 7 omBEEMREFEEZ 5 %22l EIRD X ) I L %
FHIE% Y A BURTOZ )7 I 2 2O TEY (T1/2:10H) 220 E
BUENHY £T,
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B B HAERRPLERLET 4 7Y 27 VIIEDBZ I LTSI R
?’i/ﬁﬂ EDL ) BREBRELTWASETL L) H?
F

G AL REEHERT, BREET 17 0 7V EOBEE L& L7, D
Mk, %2 HHCHHMOBMNMIEZES L, RO0RECHEOIEIET 1+ 7 ) &
YRRV BICEE ) AT L COBRORETET 4 7 )7 ¥ A5 H
P E Ui BOBRERTEEST 208 EHTLm BIEBAERI LT, %

74 7)) VIR RA O TR ETECHEEL TV E T, ERMRIIEZ ok
AREBLE IS LeWnETHh? COBFIIMARLEERET LLEND D
TLEIH? RBIVPHETLEIZN? Z0X) ZBRIEZEEETICHE T
LZTLEIN? FTNEDLZAETELRVHIMMOAGHED) R HBHDLTL L H0?
YHETIX, TO XD B RIZOVWTHLI 2 DIEEWE S T,

EFI2 FA7-HORERTIE, WMAERICET 1 7)) 7 VIE & SIS Nz 5 iEod
FxZTwET, HIIHETEFNZOBTARFELREI L, KHRIMALET
L7zo COFHOBIC, HoBiMm@nd B L E LA, Frifsiss s L RiF
RIS L E L7z Qg Chrn M Carsh, 37 HRRICHMEREL E L7,
D EEFE N I IER T, & SICEIRIES OIR D S O MR/ S ZRAME IR < T
BEHGUAMME, EREZCBEBILTEE L, HICHBREEZ T LX) v MIT2H 5T
Lidn? COFICTHMNEREZRGET2EILHALTLLIN? THHEHPL
ADRHBRIEBETEDH Y TEA ROMARITHEIET ZWREMEIC D W T AT 34
ATHT FEAD?

GEGS 717 7 VIMIEDIRED B 585 I RIESRD & ZAHITHKT L,
7N [ e B W S AN Gl D S X N
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Erik Berntorp, MD, PhD

B % o
Lund University, Malmo, Sweden

A, ML REAR 7 4 79 2 7 VIEIC X 2 50RO EPHE L % 2 T35, SEfE5R
WIZX B AKHBIMD ZOEHRTHVEE T, CORBIROTR-EFLTLIORS, 19
—MEZ 4 7)) VIMED T WA TEL VAR H L L2 MABRETL L. THH
FERETREZ L EbNE 325, WMEOBMRTHIESCZ) 9, REREIIDS
FHiME#R L, COBZFICBTHFORBIINE) 74 7)) 2 78 MEOBEE IS 72, 5tk
OMMIEY — FOBEIKLTLL Yo HILBBIIBVTRSBHWA T bavig, 1
—2EBIC 1B Z VAT LY ¥ — MiEE T, IR 3 H 2 T E Lz

m Z Jorgen Ingersev, MD
= University Hospital Skejby, Aarthus, Denmark.

FTRMEET 4 70) 7 Y IMEE M 25T, SRk R 250-300 1 L 2 S Tw 2 A
COHRBIEIFEELSK (HIVIETOoONTUEAER) LHEMINT T, MEHBOE
MDD 5 RBEALICB W TRAESEIIH VT, HRMEDFERE %5 X9 %, woHh
EREOERR 7 4 7)) 27 ORI H L L5 oTHEY), REE TERADPETORE
T4 T VISEIC BT A BETFREICOWTHERI L, EB RS TAET %
AN=FT B L)AL LATPHRTOENTWE L LPLAAL ADZERIIBWT, KK
EHBIATERICHT 2219994 1 Q2RI L[], ®7 4 7)) /7 vl
FEICREL T2 BE oM, GHeHs e v K77 25 VRH (APTT), 7a b
oYy (PT), hure sk (TT) THELTHEELIEATLL, 1FHD
BT Z o 7B MR X I T L7225, FWIZDBEFNIBIMIGEZ LEEATL,

E, ZoOXEEZAH L COAMZERE T0HEO2L 2 EIEMHETIERY, tw) Tl
WEFRLE T, L2ALZOLEICIE, 1BITTET 7)) 7 VIEDBHIZBUT 24
FEHLE L FPRIERHRICSH L 74 TV 2 X U BERTHLETELLDT—IHN £7,
WIMASH B a2, FIZHAL S IR 4 VAL S N2 7 4 7)) 7 4 i
Faflio 2 LI TS 74 70 7 Y OAKPERIAE, #2-3 H &N S E 325,
INZHWT LI ERINEETT, B2 bid 74 7V 27XV OREVDEEEEIZL D 00
FTcoT7X2y 7)) —BENPFRLDT 47 27 VIRIBORED) © H50IEEE I
TAT) T ORRGEON 50 FRA 7477 IO H TIEBRIMIK
PHTCIMHELTWAEZ ELH b TR A

FRIREHETIX, 7470 775 Y ORBSLELNLVE 08-10g/1 £ ) &L T 5LE1EdH
DFEHA. EHIT, RITPHIERZT TR MIMREDBRIRE LTIi7 4 7Y 7w #ik
*EETHTLE Y,
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E Z Harold R. Roberts, MD
= University of North Carolina Medical School, Chapel Hill, North Carolina, USA.

JEBI 3 D X ) RITIRIET 4 7V 2 7 VIUEDBE T, 74 70 27 VAN X 5T
RBEOBIGTT . 7 A Y ASRETIE, L3747 27 8K 2 AFTE W
DT, ZVFTLIEF— b2 D —RWICHFTREE LT LR E$, —fK%iZ, 21
FT7VLIETF—=bF 1INy ZI2300mg DT 4 TV XU REENTHETOT, MHBRIMNYEE
#3000ml DEETIZ, 747V /XYL RV E Img/ml LR EES 7201213 10-12 /8
FOIVFATVIET— MPREIIRDE T, 747V v oRH LD, oLy
TIATN )T v 572013 BHANy 702 F 7L ET— &G LT
LRENHHTL LI MIRZFOTIZIE, HIRTIE7 47 27 LX)V % 05-1.0 mg/ml
DTS, LEIBDVET,

T4 T VEREIC L D EERG, FRICET 7)) S VIERE TO D O HE S
NTBY, ZNHIEFEFEICGEZDZ T VUVF KRR ARMECMZ TBoboddHb L
RO TBLRETT, TOHO—2L LT, 74 7)) 7 VIMFERBE D7 4 7
I Pk EEAT LI ELH D T ML, WABREROEE CIREIRE LT
LHEHELHY T mBIZ, I AT Y-V FENRLZYF T LY ETF— b TSR
BOEFIIIEF ICHTTH, KRICHEHTLZ LT, 74V ARREDEFEOTREM
BB EERZTBDPRINERDERA, BLZUFT T LY ET— A SD (solvent-
detergent) MLEL X N/-IAETHIUE, FOWEEHIZKL 25 TL X9,

| EEWE |

|
| 3OOBIEFORIUTE AT 7Y ) VSRS Sh TV ET (2], 8512,
- SDALEEL 724X 7 A ) AARETREN SR TV EEA. u

BE R

1 Neeman-Arbez M, Honsberg A, Antonarakis SE, Morris MA. Deletion of the
fibrinogen (correction of fibrinogen) alpha-chain gene (FGA) causes congenital
afibrinogenemia. / Clin Invest 1999; 103(2): 215-18.

2 Neeman-Arbez M. The molecular basis of inherited afibrinogenaemia. Thromb
Haemost 2001; 86(1): 154-63.
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BRETYRALABPXE

T4 7L, WEEAMBTER - 7SN 5 =347 OE KNS v 8
JETHY, TOWEIX, A, BB, y &) 3HEORTF FEMAS-SHE
LTIEKING o+ (Aa-BB-y) 25, 2MEISHICS-SHELALEN 2 &
K (Aa-Bf-y) L LTMHEICHEAELTVWET, Aa, BE, y WTNOBEET
A YRR oMM 1/3ICRE SN T E T,

BREZ VAT LYETF— e hoTWI T, HRIZIZZ VALY ETF—
NI 74 7Y 27 VBH (74079 278 VHT-WE) &) 9, BH 154
TMZLIgD 74TV Try&2EALTEY, MAZEIEZD D FTHMKESkg D EH
2184 7T VERG LS4, 30-40mg/dld 7 4 7V 2 7 MED ERBRAT R
T

74 7)) 77 BHENIIEMBILIL T H - 7, BHREIC X 2HCVIESD D 1,
WECHIFLFR" BRI F Lz, BUEIIMBARIEZIT>TBY 74 VAR
HoOfEREEIZIZIER, LEbIE T, FRBOEETAF LI (ool
HTEA, ZUFATLIYEF— PR LRVHATEZZOREIKREVESZET,

XHmg/ml, g/NUFHICEME 2100651055 L ‘mg/dl” &74Y, HATHEAS
NBTAT))rYOHEMATOMEE D) T3, HROEASGEHE O [ i o
ERRSE] (kB E, 747 7 UMD H %13 <100mg/dl& 2> T &




HR[EIH & E

FEEZ T T T ME

ARDRERmbeEn I EEE WA

Bl L 10 MY EREZEDEL TV HEZEI VT T, RE
F—%i3, Fubtuorv iR (PT) &0 FD/%77X%/%W
(PTT) OEER, 747 /7 /M’ 20mg/dl T, ZOEEITIE, B
TR %%OskwﬁﬁﬁwiﬁoWﬁa§7470/#/VAWiE%f¢o_
DBFEIMMOBEETL &) »?

m % Christine Kempton, MD
= Emory University/CHOA Comprehensive Hemophilia Program, Atlanta, Georgia, USA

COBRFEOTEHTREFHIIINS T, - (1) HEME, (2)PT & APTT W DL
£, (3) 74 79 &AH,
INLDOEREDFNFNIZOWTENZHIZILLTO®EY T3,

1 BEWRE : b)) VIREDUE, TuT7 4 Y CRZIE, 774 v SKREZIE, RET4
7)) 7 VIE, 8V IETF Leideno EEMEREOMOIEMBEFHEE & LT, #HinFR
WHRFERYE, HORERENLHLTL LI,
2 PTEAPTTHADER
a. £V, X, Fararery, 74795 OMEERYE
b. £V, X, 70tur¥rdr0id 7470 775 ST RN RA ey —
c. JERENEA LYY — V=T AT yFATI T b
3 747V 5 UKE
a. R
(i) \RRE K74 7Y 7 e
(i) BWRE  ZET7 470 7 VIE
b. BRVERN / BHWERE
(i) ¥EMEVEMAENEER, HRE, 74 70 27 CHuk, EEEE

FNFNOREICH L, BT 4 7Y 27 VIMFEDSENRBIZA > TWAEDOREHTX
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XZLTY,

BT 47027 VIPER BRSO BRKMICD 2 0B AT A KRIC X 25 ET,
TA TN T YT ORRBRENRE T, BRE 74 7)) v IEDBEEA, HY
HARE D B IZEMETY . BET 4 7Y 7 VIUED 250 IR T, 55%I EAEIR, 25%
AR, 20% M e S LE Lz[1]. MiEZRES LzBFodiciE, BE kb
Mk y F L, ML IZFIR, BIR, »25Widm)y, HEMERESIhE T, B
W74 7Y VI & AR X BRD D £ 3%, BET 47 7 Y E I AR RE O
BHD2o7208%ICHE T HA, T2 LEIRIMEDIHEED D 5 EHIZBNT, V—F
ICAZ ) ==V AT AIEM MBI R A BE T4 7)) 278 VIIEREICE
JAMARTED A B = X 21%, FEWLNIChoTHERA, BIIEZDOD A D = X LN EE
747 7 v E R MASE OIRFIC > TwWEST, —2HIE, BW74 7027008
PO EVICRHEEGTE RV ETY,, ZOMR, TER M V¥ 28 ko LIVMROIEEAL
RIMBENCIEDD L V) BDTT, FIRSNAZZOHDOA S = A AL, 7T A3 VP
ez, MM T IAI ) =7 v T 7 FR=F =L ORFEHEORREL L CRER
EHREELE V) HDTT,

BT 4 7)) 2 VIEDBZ Z5HMEi§ 57201218, L7F I -V bo v ¥ Uk
W (TT), 747V 25 YZMETAHERETLLE ). LTF I —BHBIZANY VHELET
THVWET, TTIE, EFHA2VIEY Y ey rdh vy ARIML7: 7 = VBRI
Mz, MK T CORMEZBEMTHELE T, TOREIEI PO E 2R TIT> T
Wb DT, BEOBRKERE, 747927508747 VESICHIEHR VT T4 7Y VE
IR—IZT A ETRMEL T, TTEROEKRE LTRE 7 1 7Y /7 Ve At
121X, AN VORAR MR Y E VT AEEN LA e ¥y — D, 74 7))
YRT AT Y, Biba e Bk, SRR HEST Iuf - ATEI 10
HEAREO LALREPEZONE T, 747V 27X 2 lET 572012, £ ORESE
Tl Clauss %% W 3, Clauss HEMM L7240 7 20307 = > BRILAE 3 L i
Eora e r2fHLE T, IEHTIE, &ERMEFETL 7479 25 v aE ot
MARLET. TI0DH, 747V 275 vekElE, 747 YIREOFRIIHEDWTHE
InE g,

BRER T v A 12D W27 40 7Y ) r UL, RIESN R TT7 e T ) r Y
PURME & IR RE T 747N 2 7 VPR EEHEIZFRI CHICHETRETL L 9. 1F
EAEDRE T4 7)) S VIPETIE T 4 7)) 27 VIEE L BUEEAA - e 2 ), 20
HEIZ1 2825 TLED e —RITEH DB WVIERITOBLRIKEIC THAMOEHE T 4 7)
IV ERBTAIEICEIVEE T4 7Y )X v EARRBT A Z EATENIE, BEL
TATVI X BHEHETHELRDAMERDTL X 9o MWD R WEEER B 7 4
T Y MSED B, STREERHIET AL TS 4],

CDFEBITIE, MOREIZFEHKORERATT WAH 5D T, BRUEREN DL ELTE
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WTLE)o LAL, MOFENPRBEL TORVIISEF TR, BE74 7)) 7 VIFED
BRIZIERE LT, WRESL 7170 27 v OHCHUE, FDP LA % B4 RETY,
R 747 77 YER, MOBEEOBEEIRELFMELTDLI EDVH) TIT15,
A HE 2 B BT EOMOIEN S Z BB TIIHETRE T, Hig, ) Y REIUAR
Tua7rAYCRZE, Ta74 Y SRZIE, 7vFbuar¥ryRZiE VKT Leiden
T,

BT 4 7)) Y MSEDBERIZERERICE DX T4, EEREOBE TRERIIAE
TYo MMM HITHEEAGEMIERL 7 VA TV ET =, 74 7Y 7 ik = i
W27 4T T DRI £, BIEWUREOBEEYD 5 EH T, 74
7)) 7 YR E IS EFEETE £, MRPITER 4-58EH) 257470
7% >60-100mg/dl ZMEFET A XD HHT 4 T ) F o OMFT R BB L 3. R
WD N, 74 70 2 A VAEREEZ T b AT A, HERIZIZ,
W5k 0 7479 2 7 % 100-200mg/dl \2FRETL X 9 [5]6

BE

1 Haverkate F, Samama M. Familial dysfibrinogenemia and thrombophilia. Report on
a study of the SSC Subcommittee on Fibrinogen. Thromb Haemost 1995; 73(1): 151-
61.

2 Hayers T. Dysfibrinogenemia and thrombosis. Arch Pathol Lab Med 2002; 126 (11):
1387-90.
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B2 T/ MiE

m

N mEkeREbamE HEIE A I\

&

)

& BIRIE 7 4 7Y 2 7 2 ffi5 30mg/dl (EH{f 150-430) T7 4 7Y R
Jﬁ/ﬁl 27V PURAEDS < 45mg/dl (QEF i 149-353) o AR 22 F Lz,
3, A 4 HH T X HIENME ICH) & BN HmE &S L L7, F
MEDRERLIE D D A TRITEBIESI & e IBIRFEDBER A S iz720, 1L D
BICEENE L7z MAERDT FH— 27129 T L7 BT IRIMEEEA S Y 5
4. FBE LT 4T ) EEEETE (285 & 306). e
bl

£

IBICIZFT B R R L L, & B WIZIKEF MR O IMIZH ) LA LarL, B
25T ICHAZ2EOZ VAT LI T — MEEZRBLE L2, 27U T LY
Y7 — MRER, D74 7)) 5 ER,3-4 HTR—AF A VIZEFTRY F L7

HROEMEBRLLET, : (1) COHARDOKE % ICH & HRERPAH Ifil o )5 K 1347
EERWETHh? BESGRMET 4 7)) S UIEDS, FRE bW (2) 2
Bz )+ TLIET— 2O ETRITETA?  (3) FHROEIRICO VT IHH
AT T ENA ZEH Y 50?2 TWPHOT7 4 7)) FUEPIEE THSL I L X
0D, B3 Ee0 “RNE THLEILZBRNTEXLTLIYID? HHIEIKD
ZWRMENDH Y 325, FLHEEOK 74 7)) X VIMFEDFHAITE L) A7 )8
HBOHELHMY 72E ) TT,

Gail Macik, MD
University of Virginia, Charlottesville, Virginia, USA

[ =

i, ISR 7 4 70 2 7 VIHIEIC X 2 5B O EPHE & % 2 355, SRR
FICXAHBRHIMLD COFEMTH NIRRT T, CORBIROTREHFLTLORE, b9
—MNMET 4 TV 25 VIMED TR TEL)RAIBHLIE2HMOLRETLE ). ZHHE
FFEAERRE EBDbNE 92, MBOEMR TSR 9, RERZIID
5 VRiGHRIZ, COBZFIZBWTHPRAL 7 14 7)) 75 U EOUEE IS, 5RO
MYy — FOBHEIKLTL L) HEBHIIBVTRIPHA B Favig, 1-2
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BRI 1M Z VA7V y e — Mgz vy, BTz L

m Z Jorgen Ingersev, MD
= University Hospital Skejby, Aarthus, Denmark.

HMOBRTIE, HR-OBREIKRERRED 74 TV )XV REND Y, L EL—
21, A EE2ITHIMOERKNE 2> T §, Samama ¥IZ3MET 1 7)) 7 U IILE
KT 4 T 2V IMJEDSEE F L ©, 50%ITMRELR, 25% 2 HIMEIR, 25% 2 I A E
BHdELTVWET, 747275 O%HE, 32U LOROEETORENSIER 2L
AP L FTOT, BETNITIIBEDSTEIRVTL X 9o TMHITEEREERKE 2
bHNEEA

BRETYRALABPXE

74707 OFEMIEH 3 Ao T, BT 1T %A 1CE, Dr
Macik®dE ) &80, 1-28MIC 1 BOEERMRE 22 TL L. 1HETIT,
KANOYE T 4TV 278 V8F] (747057 -WE) OBEE3INA TN, 7
VATV YT — bOARIONY 7 (74 7Y 77 ymELT3g) »
HETT THITX D —FAYIC100-120me/dIDIAE 7 4 7V 7 7 VD LA
bnE g,

HRTIEZZ VA TLIYET— P MEH D FEADLDL, TH)VotBEDOYEIR
T4 T VEANTHBERITCE T,

HILAS® 2556, & %W IEDICK E@EFIREDLGIZIET7 4 7 /) 7 ¥ O
BHEEAL, FRUPELS 252 EBBHVET, FLBEFRT 4 T 27X U
RZ EA UBEITEIC X 5 0 d H DB F 9.




RERFRER

Gardner-Diamond fElEE

R EBRERERE RS AR E A WBE

B B A7-bidMmRETH 5 HORIMEREE (AS) EFEFLY &9 o
26 XnwTLxI)Nn?

_—
fiE il

FEGIT AT 2SRRI R 2 R A EF LM EZ v T3, IkMCET %
AN MR AIE ECTIER Tl RESHORIEZEICE DL ETHOY - —HIEHT
L7zo OB LMD REDH ) TEATLA. MRI TIEPNHIKBEE o
HBOWREEITRIESINE Lize AS DERRIERDO W O FEL, BRIMOFEZ FiF
FHC X o TEM RSB L F Lz, U LTk 2 oREBIEE H M D L <k
M CTHREBT 2L ENTVET, WHWB A ML AZHELTWSZ LA
bhFd, ROBFDOCHANTMEZZITE LAPMED ) THATL, MER
DEFEEZHRELTVIHMAED VT T BUE, HLIITHRMEOERBEA R
HLTBY, BOMEDO/2OETOAR—IY DA RELRIRETT, FAOEHET 7 u—
FATER DB E T B & V) HEDP B IRIEICHEDO VT T TV b 7280, BlREA
FTHOLWDEBEAIT) S EITHMYTLAD, HiE [z Lzwn] Lw)
WEPHEL o TETWET, HARIGHEE (A7 4 F, zuoFxr, ok
PIA, SEZ T 7)) CERE, M) PG SN THE T, A ITREERLO
HELDFEFILEALEDYTEA, ROEMEILTOED T, (1) 2 OWWEIZIEMS
POIBRBPHFELTLOTL L HIH? (2) RAIZS SIS 0DMEEZITI X
ETLI)IN? Q) HRENBEEINLIRELRLIE, [MARZAMTLE)H?

EGI2 FAix ASHEMRE (Gardner-Diamond SEBERE F 7213 O HMESRIER) %M BI22
T&E L7z TNHETORESIADVP OB EOLMET L7z, BB AR RE L
PUIRIEV S DT L7z B, KB, FHRUSAFRMEOBER I A H BN BIfR % < BR
FEHT BHEVVEBE T IS, W2 2 5 R0b D IRIREE 2 2T F L7z,
1 B CHEIR IS 2 AT S 7z %, BEIRIIMASHB L 72D T, Mo BRIk
Rrdbl, 27 HRICAZBIRZOEBIZOWTHRZIED L 20, FEZETHE
WICHOBEIRIIM AT E S 5 £ 9 2 HEIRZ 20 F Lz BHM oM, KB, THIC
BERHIMATHBL L F L7z A2 B COBRZBEUICHHATL 2P TE A
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Harold R. Roberts, MD

=
S University of North Carolina Medical School, Chapel Hill, North Carolina, USA

ASJEBEREIZIE LDIZ Gardner & Diamond 238 SN, ZoRELWI-THEZL D
ZEAEDFREIZE 5 TRODPWHRERTY, RB2HIEE U XD % BH 2 Rk 2 A%
LELZ2S, WINDLHEREVZDEHRIREDITLIENTEEHATLZ, 2D
LEEETAU—T v 7T L50IHEETH 5720, KT E & HITERIHEEL T L
DWEIDEIEo E ) SEDLDIEIARUHEET L7 2 OFBDEEITHA SN DRI 7 [ E
FRICBRRBIZOWTLIZ LI o E 375, HHRELE AS EFEREOREIR & O R FEH
RIZAS 2> TV ERE A ABWNERERZRET 2 A5WE 3205, ROBANZRE
BTikZzolihl v BvEd, bol 25 TERDSYGE L2 EBH TR
Bz ioTwFE L2, REMAYERGEDEDOEN LD L) kb THA. &
BRMPS, BBIICORBOFEREZM) TEAL, BHIADHERIIOVWTOHFESRR
REZTHIEITET A

Nigel S. Key, MD
University of North Carolina Medical School, Chapel Hill, North Carolina, USA

[ =

CNE T WIS EFR] OB H S LTUE, TSI LWBEITT,
BEFIZOMTH L WEEORBRIZ2HICHE T, 20LH53Z2ICBRR6NTYS
BEIZHEML T E Lo CHETE BB O Cleveland @ Dr. Ratnoff 5 ® b D73
—OHDLDATT, ROMRSNREERTIE, FHMZFHEOZTHLEICHOH» L DT TIED
DFERAD, TOmLLENI ﬂ%%(ﬁifiﬁ@kbfﬁﬁﬁ$t®% PR3 S
NTwEd, AL, oMK BORWRBEIICOWTHELRFSRS L E TR TS
LIEEZTVIEEAL, HERMERPRIMERIEE, DNA (2§ 2 8@EE2 IS 5720
DREETAND, ZORKEEFREIARHTT, RROMARY, SZWHIIE—ITWE, 451
BROFRERICAE U2 AREORIRICESTVuET, MOELICARDEFTH, Z0X)
IR THBEZ BIRT 2556, CHRITERS CBRESNZHERL A RIELTINEEA, 2
DOFEDOPB TS, MMSNTED T T RIRETH 7D ) A F Lo bR E
T¥o SO, HEMIHHZ2EHBAENTL D EERHRIBT L P LwEBEbhE
T2%, PUBRERNIIHEW D ENPOHBT AL ZHKLTATOIRV2D LT A,
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Pillar Arranz, PhD

%
C The Institute of Counselling, Antie, Madrid, Spain

Gardner-Diamond JEBERHIZIEF I T ASEBELTWE T, Afirhenwdd %
WA MR U 2 MO MEIHE DS, SRR EZE L IEs e Mbh ¥, 7
HLIZ 1B LR LTE 69, BIRBEEZRAAE Lo L2 RIIESONTEATL
720

AS BHEOWBN 2 FEBITEIZ N T 25, RIEMILOMANIOWTHH I TWEH A,
BHL—O0HIL, BEVHMT HRALRMHIMA ML AZFHMEIT5 2 LICX o TH
Db LBVET, TNOHDOBFITHT HHMFN 7 7' —F I RERROPIFIC 7%
5TLEIo

WL O DORRER) 72 7 — % %% David Agle & Oscar Ratnoff IZ& o THESINR TV
3 [1-3]5

BE

1 Ratnoff OD. The psychogenic purpuras: a review of autoerythrocyte sensitization,
autosensitization to DNA, “hysterical” and factitial bleeding, and the religious
stigmata. Semin Hematol 1980; 7(3): 192-213.

2 Rantnoff OD, Agle DP. Psychogenic purpura: a re-evaluation of the syndrome of
autoerythrocytesensitization. Medicine (Baltimore) 1968; 47 (6): 475-500.

3  Agle DP, Ratnoff OD, Wasman M. Studies in autoerythrocyte sensitization. The
induction of purpuric lesions by hypnotic suggestion. Psychosom Med 1967; 29(5): 491-

503.

BEEEDYKRALABPXE

Gardner-DiamondJEMEHF 1L, PUBICA U A AR OBERBIIZELDFA L, 1
BUCX > THBOUI BN S, INGLMEORETT 0.1mLEE O HRRMERA,
FRIMERILE % [ PIIEETS % &, [EEHEROTICH &, JEIE, fifksieo sk Xk “H
CARIMEREAE (AS) JEMERE" & DMEN T T F 72KV B L EREO K
FERIER R, HOHREMERKED L) 2 O0REOER - TH Y, “LEPEERBEN"
EWIN DG H D £ 3.

IR IR B D720, R RS IIAH THEL L2E3EDH ) T8 A,
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RERFRER

ik Furfliigi 2 2 =% T

RN ORBRERERERERSIERNERE A B

B Bg BRI Osler-Weber-Rendu JEfifE  GEARME M ML BA M PERAE - HHT)
FEDLITHFELZL L WTTH?

_—
fiE il

GEFI T FA7- B I ESE Osler-Weber-Rendu JEEHE O EBE (Bt Z#HYK L Tw

F9, MRIEHREICATENZMY S BEERRBNE T LRI LTwET, Ak

Hix, TAETSL ¥ (DDAVP) % b A FHAMEPHT 5 & RERMZEE

LTwEd, 2DE) REEDEHICDDAVP 2o 2B Z2 BRHLTLL I M ?
T 72, MOBEEGTEOBEHOIZH Y T

fEGI2 FA1X Rendu-Osler FEBEHED 10 ROBZZHB L TV F 3, HRICITEEOIN
WEBE ISR L C L — =Gt OEBRESH ) 3. L—F—BFERIER 2D
FITRMMEAT) C L IIATEETY o ME— OfCRFREIZIHEE - MREHOBAIZZ2 ) 3,
Ehl O BEOREEZBRHELTL LI, ? HIEEOME REREEICH T S
BHELTHAZESNLIZ A by Yy - 7ur 270 YEEIRENPH L TL &
)M ?

m = Kevin Rickard, MD
= Royal Prince Alfred Hospital, Sydney, Australia

Rendu-Osler fEMBERE /HTT 13258 O B M ILHRINZ 2> & il % 42 U % i 70 H PR
BTd, ZAERLEOIEALRE T, HILERMOLF b0l AbNE T, 20
AT 1896 4E12/%) @ Rendu (2 & o THEMICHE I NE Lz, BRI AXRS T AL,
BT, PBEIC BT 5 A F5 R0l 2 FFIEIE R T A 5 M 5 Bk AT & & LlEL v b o
EoTWE T[] MiTEERICB T 2 Bk A0 2 SRR 3 IMUAE o 7y Pk g8 2 AR U, R
BT AEEIRGEIEE RS LT OARAE2EL E 3,

HHT & # G ENE SR OBEERETH ), FREEEORIARZRL, T
T5FTIHERPFHELE T, MEURRNTHMA TRAL B EREETLHI LD D
DE3,
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BAETIE, HHT O EREE T & LTh R gk oFk, 127, Toflio 3ol
BIEFEPHEN IR TVEST, DTOZRBEEFPARESNTVWE S, IFREKD
endoglin &, I NEMIICHEB T 2 BEEMEA 22— F 4 5 12 FHAMKD activin
receptor kinase 1 (ARK1) T3,

FRRHYA R

COHRBEHRERT S LIIMOTHETT, LIFULIE, SEMGRNEO AA I % 55 84
T&Ed, UTOMRRZOBZAICEHLTER DL LA,

HHT OBE L% 2 5 12H 72> T, o Hiitkg S it Z N o BRIMIEZE T,
Tx T4 VLT YN (VWD) OB bo i/ Mrsge e, Fl 2 (Z8UEHI 7
A ERICE B R SGIIERR R £ T SRS OREN—2>TLHIURE, =&
ETHUENRDY T3, (VWD IR LT EE IR T4 BA o £ 5- R i o i /M RE
HREAZ AL /N 55 )

WIZ AR A SEIE T 27201208 L 2D, o  REIMOSF MR S Bt 5 ki
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