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4 i 1 a> ùY ' 4.__,l.,Llû ù..!3 ~_JI VIII Jawl b; .7.;; ~ ~~Argl72l ~ ~I 
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t31_,.J4 ~\ t"7 oljlyJ~ ~WI ~ t ~ 4-lc cz:'i1 Xa J.aWI ~ <l J_, hJ\ 

.;-"'--' Ufa. ~\ 1:,.,. ~ r:i .i........il .(1986 • ÙJJ ;,j_, Jton) 1721 J 336 

_,î ~_,jll4 L....c _,.hiJI A a1 a:..\\ A \ .J.J\ \ <l ~·l <l?'ï .:1\ • JI VIII J,a~I 

ü.h.._, w.JlS. A <iJl .J\ 41_2 ûl\ Al ... \...\\~ (1995 ' Cu_;--.;;..\_, Donatch) XaJ.o~I 

4 \ ... \. ull Xa ~W~ ~I c.JÎ ~ J~ ~ ~ _, 0 Jîâb> <l _;::.è tIJ~üll VIII J,oWI 

(;~ Xa ~~ ~ .7.;JI VIII J,owl CJÎ .J~ .i.il . ..hLl.lll ul.i:i~.-~ 'i AâJ i.;l\ 
.. .. 

' 1985' ÙJ~\_, Lollar) ~_,jll4 h .~.;JI VIII J.aL.,JI ~ J.-jÎ ~~ 

(Jr:- J_,~I ~ ~I 41 ... l ... l\ ~ CJÎ ~-'' (1992 'Jesty J Neuvenschwonders 

Arg336 t3 _,.J4 Xa J.aW4 ~L.;.:;i '; 1 ~I cJ:- ~ü 1 ~ 0î J.<l;.,, JI ~ ' ô _;A U:JI o ~ 

JSl 41 iJi _,_r.JI A.A La 'j 1 ~ VIII J,aWI h J ·~· ïi ù 'J _, . VIII J,oWl Al 1 9,\\ Al . "' ... ll 

VIII J.aWI t-6! ~~ ùl .~~ J.aGtS VIII J.aWI ~-' ~_,_h.j -~ ~ JSl 

VIII J,aWI 61 ,7,;; ~ J;.lfil y ~_,.JI 1~ ûl_;..ilJI 0'J ô.:1_,~Arg1140 ~_,.Jy 

Arg372~ VIII J.aW ~~Y_ I ~I .l.l~ .(1988 'Kaufman J Pittrnan) ~JJ 

..hl...t,j · 01 60 d.W VIII t WI 4.1..i. - --i'JI · -:.-: ~- -'I ·w · ·'I ~I (.).A 10 UA .. ~ ~ ~ (.).A ~ .) .. J~ _Y. 

VIII J.aWI ~' .,,_, ,sl l ~ LaS' (1989 ' ù_,_?\_, Hill)~~ ~I VIII J.oWI 

J,aWI ~ <l~ ~~l ..hWI ÜA .bi! % 30 ~j o/o25 ~I Al...l..J\ ~ ùflc_,.hiJI 

~ ~ ~ .fi".:i la JS ~ .(1992' 0_,_?\_, Bajaj). \ JK h .~.;JI VIII 

.L.....c~ J,ak.S ~ _, VIII J,oWI ~ .JW La j'i Arg16s9 _,î Arg312 ~ ~I ù.,.S 

~ <.j~ <.j:Lll _;-9\...h.ll Recombinant VIII J.aG.11 ~ o~I oil r-c.~J 

.J ;:.:;\\ ù--A j <: l"". ai u1:- _).:il.! Ji;- 0~ <.j.i.ll_, Arg t6s9 _,i Arg3n~ w'il~I 

IX J.aWI h l.7.;; ~ .(1998 ' 0JftÏJ Lenting) VIII J.oWI ù-4 ~\..::JI LaY-:Jl 

.,.. . - . L 
: Ül91>4 ~~ ~ 
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IX 1 Xia IXa B 

IX VIia IX a 

Phospholipides + Ca +2 

~ IXa J.,atc '1h·4 IX J.,aWI 61 ,7,;; Stypven ~I ~YI ~ ~ 

~i ~Y.JI .Û jJ ~ ' IXa J,oWI ~~_J ~I ü---JlSl4 ~ J ·a' JI clrl. ü&. 

-~fa.~~~ '1\'J! ~J~ l.Jjil..,l .. , ÙA üfo 4J$.l L}Jb 55000 

: ùftb.y Y.C- IX J.,aWI h;.7,;, o~ 

Ji:. IX j..aU:. ~l ohl_J '1'111 J~ ~ l.jj IX J,oWI J.:i_p.:J 'J) o~ 

IX* J.,aWI üfo. 'i"'!J! J~ '-.?!l.J . ., lJ..a üfa .u.s.l IX* J.oW4 u~ La Ji~ 

~~~fa.~ .l;\.i'.U.'JI ~ Arg - &a ~'1'111 ~1.J ~ (h1 .7,;;11 ~J) 

41i14YI ~4Jll l.JfoJ' (3 ~\)Serine~\ _fi_;.JI 4\jùl\ 4\..,\,.,\1 F .l.l['\.,,\..,\\ 

IX J..aWI '"' 11/'1"il ~.JJ~I Carboxyglutamiques ~-+4~ ùfo J ' Alanine _J\ (.).A 4l 
ü.ii:JI 41 . .,\ . .,ll , ~ ~ t ... WI a 4 ,.,, '·11ill ai 4 ,.,, ,9, ,,li wliwl ..i...... _:.t1 t-
... 1i..;1~-~ J ..... .....1 ..... ..... ~~~ 

s s -

Nterminal Arg ALa Arg Val C terminal 
Ser 

1 1 1 1 

I J . 
~ ' . 

~lu.J.....11 .4110,11 U...UI 

= .. . . - . . . . 

.(1990 ' Samama ) IX J.oWl ~j::JI 4;i1ll hh> 4: 3 ~I 

Ala ... Arg ';1 .'J.>.#- Ca2+ wü ~Î .J .P.'-J ' . ,\ h"iî ~I J ~till 4..b.. _;.JI ~ t ~ 

Â\.,,\,,,\\ 41i;4\r\ ~~\ c..s~ ~ u~)7l;i l~J ~\J 10000 Y_J~ ~~ ëJj_~ 

.(4 ~) 45000 L:-1.J~ tjjll ~_?.JI l,Jj)I _,j IXa J.,aWI ~~ ~' Âljvll 
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N terminal 

~'~' 
16000=~.Y.JI t)j_,ll 

.--------+--- s - s 

Arg Val 
Ser 

C terminal 

4 l2a,11 u....L.JI 

29000=~.Y.JI t)j_,ll 

• • • • .. .. t W 6 ··- l\ :Lù..JI . . te· :.t\ 
~..» u.JY. Ala ... Arg ~ ...H~ ~ IXaB UA .... _?.>-J .. • • 4 ~ 

. { 1990 ' Samama) Jllb 10000 

xa Jal~ LW\ ~J IXa ~Wl 4119ïll 41 . .,J.,,l\ üÎ ~ ~I ()A J~ 

J"i.a Serine proteases ~LW\~ 4.t~. ~ ~~ ~ ~ {~JJlll JÎ) rra J 

~~ ~! XJ' IX' II ~1_,,Jl ~)l:jjl ~)UJI LJ-c- ~ ~~I ~J 'Trypsine 

.(1990 ' Samama) ATIII ~\Y. IX JaWI _bL.:ùj l.../i .. 'JJ 4.tl.a:l.o 

e u.L! " ~ •A t\ • ÛJ .. • .... ~ ~JA .. ~2-1 

: ~l.J-'31 l#~Ll-2-1 

~ ~I ô.:iWI ~ <)1.JJ Jh LJc. ô .J4c ~ r-.:i.11 ~j.l LJà y ) 41:9 ~I 
r-.:i.11 ô.lelui.J ~1 16 . ;.,.~ ë4 ~ w~ JY. ô.le {)A ufo ô.:iWI 01\ J , ~\ 

.(2000' Œ_,hll) ~I ~ 

~ ) ul j.ill J .JJC Lill ~ ô~.le wl 1 A •• ;; W ~\ u-a _r-.J J 

'DREYFUS ) .Jfi.ill .i.ic tl':;'J J ' Œ_,.b c.JAj ~ u_;c .lilJ ( 2003 ' c_ray)I 

.~l_y:.Î .J~ uJ.:i ~l.JJ u-a_yJJ ~\..:JI w\+a';/I ë4 ~J ( 1971 

~l.J}l3 ~J:U·.J\ u-al_;c.YI ~ 4J ü~ ~ B JA ~! u-ayJI ~ 

.:i~\ J,aWI ) VIII J,aWI · · . l\ . ~ · .. L _-: l\ · · ... .l\ ~\j . -~ • ~~ '-:?"" ~_)~ ~.J~ .. 04 (.) .. .J 

.(1971 'DREYFUS) (B w~ .:iha.JI ~WI) IX J,aWI J (A w~ 
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L 

: 4· .. ;s JI l#~l--2-2-1 

0- ÙJ~ 'J "'-! lr.!!b..11 0fil <Û;J (Je :i.,i_J_,c Ull 0- t _,.;.li 1:,.,. ' ;t;;. J 1 
.~:. -:t\ ~I ~ ô..lL.à.G La~t · · . ·.<"t , • ü ~~Î 4.lll J\ ~Ull ~ .JC . Ll .. lJ~ ~ .J l.~:U.JC .. ..)y .. r 

ù~ ';/ .wl h/"1~ ~_)_JCUllS I~ .J \J6.. ua..rJI I~ ufa ~' ûl h/iJI c..r-.lj 

-~~ o~ 44~J ~ ül J~ J, 1wlh1îJI o~ c:tl,j} _k f..j~\ ~UJI jh.JI 

~t ù~ üSl .J v111~W1 ~ 41"t,<J\ ~..J.JCUlY WLlJI ut h_,;J1 F ~_; 

~4\71 û~ ..J"'fa Jei,JI ~ ~ .J c.S_?.':/I ~I ~1.JC ~ ô..l~ La4t 

41··1"i<JI ~.J.JCUll '.'J·o"i .~t ô..l6.. ~~~V ~Wl.J IX ~WI ~ ô..lli.à.JI 

~.JA ô..lli.à.JI ~4':/I ùfil ~lj ~ü..o ua.JA ~ .J ,ç.WI .J ~)1 ÛA ~ 

ûl~lw~~ 

· 1 ':/I · Ï · ;. 'I La :"\I ·" Î ô..lli.à.JI ~ .t ·'I · t::~t1 L..ll.i.ll.l L}<QjC y:. ~ ~. ~ .J ~ . ~ u:ui .... 

. ( 1998 'Ll.J...?-Ï .J Dhôte) ua..rJY .J;~'jl Ô_J.J~Y ~ üSl 

..ll.J\71 ~ ~l ..l.) <)1~ O.J~ .)~ .J G.J~1 .J..lü ua..rJI 1~ ~ 

.( 1998 'Ü.J...?-Ï .J Freiburghaus) ~I .J ù~I ~ 

30 000 J$J 1 .J _fij ..l _,l y 5000 J$J 1 ~ A W ~I ua y J~ ..J~ .J 

• 01 'I ~ w--··'I .f':-: WL!--··" ~u .<· -' UA 10 85 ~. 80 . . A .... ~ UJAJ .J . B .... ~ . . _r..l ..l y y 

.(2000 ' GÉRARD) ~_yJI û';/WI 

. . a.,~~~WL!--··'I . ·-' • ~V-- .... ~ (.)"°~ .J 

u..oWI ~j.lly ô..ll:J\ 449~1 ÂJ6.. ~ 4.bpy ÂJ~Y (.Jâl_;cÎ : Y..>.!~ * 

. ~I ~y.lll ~l .J.J \' 1 l...ol:;.. .J , ~.JA.lll ~I ..J.J ':/ 1 .J ô _».&li ~liJy 

.X~I ~.Jj.JA.J.fi.lY ~_yJI '-.? .... ;--,J\ JW.j'jl ~I~ l;il..J.J ~I ü~ :~1-" * 

1x J,.aWI ) (A W~) v111~W1 ~ Y:c) y46 ~l 4lti-. .)~: ~.Jl~ * 
· t\ .111 . .;..:. ... t\ ~I ... ... ( GLl ) 
. ($, ~ ~ ~ .JC (.)..::19..l ~ .J 8 .... ~ 
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I
J!l ~I ~le~ ~WI 01\ ~ üfoJ (;;j/L=J\ ~~I) ~.l.i.t ~ • 

. o/o 1 0---A 

· .:..:. -:t1 ~le ~ ~WI 01\ . ...! · .<-: (~ .-: · 'I Lili! - -· · 11) .b .. ... • U:H ~ . ~ u_,_.... J ~ .... ~ J-1A ~ 

. % 5-2 

~wst ~1 ~le ~ ~w1 01\ ~ 0fo .J (~I W~') , ëa1a.:.. ~ • 

·.( 2000 ' 0~Ji.Î.J CLAUDE ) % 5 tJ--G 

: ~~\ ~'~'-3-1 

, ~I ) _,pi.li ~ Jibll l~ l.a.ijc W ~I u.=o y u.=o1 ~l _;_~ Ll:Y 

~ 6~J ~li.JI~ ~YJ ~t:!.JJ wl.a~ ~~l ~tJ~J' .t........b~ _)fo ~ 

47'Jii ~\.Lli oiA ~ ~ oJ~ ~j ~li.JI ~j_j )fo c.jj.H.J' LJ.#)1 

~I ~ 1 ...b . :a ~j c.jj ~ LAA , ~jLll ~ LG ~y ~ yl+iJI o J.l..::J 

~ ~ ~l (!~ .Ü_J' t.:.s~ lJkA Jj.hll c ! •ôJ 4 'J lq ül~ ~_J 

~ ~_rJI uoJ.;. .7ii l~ ~ ~lWI (!)l,JI ~ rJ LG t#I ~ .ll.J:. ~li.JI 

~ ~ c;iJI üü..::JI ~ ~j_j oJ~ u.=o..rJI ~ .üJ! , .ô.fi.:uJI 4.1.b.y 

-r-Yl _Jt wlet.ii 

'J ~ ~ ji.JI ) ' ~I 4 yll ÛA u.=o _;-JI 0~ 0~ YI ~ ~ _J 

.~j_,ll\ Jl • 0'1i11•\ _jÎ 0~Y\ th: ~~\fi" ~,ij ,ljc 'Jj ~l_;c.Î p 
.. .il\ ~I ~ ... ~ . ' l.:.l.lll ~ ·.~" · l . tic:' ~1 ~ .. L& ~ c.j .. Y~ ~ .. ~ c.5.? u~ . .JJ 

lJ-.a t . "7' \\ ~ 4 \ . ;.,c c.j 'J ~\.it o~J , J.,.oliJI ~_j..j tJ-A le~ JjÎ 

tl~Î _)ni ü.a (.}llÎ)I ~y ~J, u-b:JIJ ~I, ~I, ~L...uJ\ ~: lA~Î 

~} c.j j ~ ~ _J 4-__'.j _J.b. W9 _J ~ ~\ ~ 'J ' <::: ~\ ~ ~ ~ <::: ~_J ~jl.ll 

~\ J)b. Jlib \t 1 .l.i.c. .:.. < · , 1 · 11 L...bJ 'J ~ ~le 1 Î • · -'I ;;Li • ~_J u.u ..J--1 f' _) . .. ' _J u.a--;:!y-w _J 

'ô)_J--:lo., tl~, ~I Ub j: ~ ~l_;c-Î Ji.AlJJ, (4 91 ;,J\ wL.i..Oy)I) 
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, ;.~YI, r---91' ~y~ ~j.ill t'~ ~~Lai, ç.~, w' ? ; .~,,, 01+lè 

(2003 ' . L)I ~) . t li.JI IÙJ .. . b :. Jfil ~ . ~ .. -:.k'l\ . <..)-0 .. • • . • u-....:i .. Y {.)A ~ .. <..,?"" 3 ~ 

: IX .J VIII ~Wt. ~IJj..4-1 

: VIII ~Ut.ll (.$ ~\ ~l-1-4-1 

J.?-3 ~l VIII J.aWI 4.J .JY lJC- ~\ ~ ol:.;.lill ~YI ü.o ~.i,J\ ~ 

, ~I 3 ~I ' ~3\.i.Jll ~I ' Jkj:JI ~ ~ ~YI ' àl!.;. ~ ~ <..)-QWI m RNA '. 
'1 •• ·, 

hépatocytes t_,.111 ü.o ~I ù~ ~ .lil . J.aWI 14} ~huYI &JI ~I ~ 3 

41 i)ll J~ ~WI whul .J.ill ~ 3 ' VIII J.alill 4-tl.ll ~I _fi.Î ~ ~I ~\..) 

'hépatocytes ~~fi jl+?- 3 ~I ~~3jj'J.I ~VIII J.aWI .1?-3 

~I ~VIII J.aWI j.J?-3 ~ i.S~ .>.uw .1?-_fl .uÎ ~l oJ.i;i'jl ~ 3 

LJ.o lA_,h.l Ai1kîl L.Jl.S.a 4JÎ ~ ';/ I~ 3 ,~44}14J?"1"';\\ wl;Wil\ ~~ ~ 

. ~ <..)-QWI m RNA 

ül.S.a 3Î ' FVlll J.aWI ~.J ~ ~ ~.)Lo.li o.lA üÎ ~I ü.o 

t · ,, ïi · uî . ( 1998 ~ (.)3ft\ 3 Lenting ) A 9.!l.;. îl L.Jl.S.a \+lÎ ~ J.)J ~ _;si .cyy;.:ll 

J.it:i..J4 3 ' w~ 3_>.il\ rWI '-:? ~I ~I h t,.;. 4 ~ ~fa 3 VI 11 J_aWI 4.j _)y 

jfi~I AJ~l ~ ~3.;:JI ~·a.:..1 . .JI~ ~jlli <}lyJI ~ ù~ 

&-44-.o AJ~l ~ ~fi jl+?- ~ ~· 0.:..13 ~I ~~3jjYI ~~ 

sérine 3 thréonine .J34 ~~_fi.JI ~)WI , .. ,1/iî '~~)U J 111.S..J:l.fill 
1 

Kaufman) J.aWI 14} ~l:JI 49b;Jl tyrosine .J34 LJ.o j.i,J ~fa. ~ 3 

, .. ,/"
1î13 VIII J.aWI jl..fal ~I ~b k)I ~ FvW j.J?-J ~ .( 1988 'Ü3ft\3 

r~~ 1~ 3 FvwJ 41ï14Y\ ~4J.ll 272 ~YI ~\ i.S~ ~ __;P..YI 1~ 

'ù3ft\ J Jorieux) FvW J.ab Y4è ~VIII J.alill o__;=JI Jui)WI f'~ 3 l,Hl:i..JI 

.( 1987 
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0 Ml ç j.?:)I 

400 800 1600 2000 2331 

-! 
; 

A1 a1 C1 C1 

? Glycosylated Asparagine î Non-glycosylated 

Î Partially glycosylated f Potentially glycosylated 
. 

1 Free Cystêine n Disulfide bridge ·. 

<f Sulfated Tyrosine ! ! Proposed disulfide bridge 
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: VIII c.)AW\ {)iJ.JJ: ~ft-2-4-1 

LJ.o ;iJ fa +. .llû. ; 1 .. .1..1 VIII J..WI :i:i _;y ( Exo) W~ P.-Y.. fo 

jfe-J FVlll J.aW1 t11•ïi111JI c DNA 04 4..,.1;;11,JI ~I ~J ~Î l. 04.::.. 2351 

.(5 ~) A1- a1 - A2 - a2 - B - a3 -A3 - C1 - C2 4.t,9-;<Q w;/~ ~ 

w~ ~ c;jb:j ( a3 J a 2 ' a 1 ) ô~ wY4- A pYL..,...JI .b..:l 

~ .( 1998 ' 0.J.F-1 J Lenting ) ~WI Jh~ ~.il 14} J' Glu J Asp 04 
- 1 • • 

·1 \~y · ·-t\ ô \i;i;/I .lll.u.i t=: -'. -:t\ ;. ~I 4-w.o'JI · b\tl t .·. _) ...r . t.5.JJ~ _) . ~ ·~· (.µAJ ~ _J ~ ~ ~ ~ y 
~ -

'0Jftl _J Takahashi) ~\ \.;..,~ 2332 ÙA wfa ~YI\~~ ~_J~I 

41ï1<QYI c.;àbYI J,uJ..uiJ ~I .(kda) L}ilb# 265 c}lp ~_,.JI~ J ( 1984 

o~ J,..a.WI ~I ' 9,7,<1 J c DNA JI J,uJ..uiJ t)A lùlb.ll t..uit..J VIII :c J.aW1 

.5 ~I ~ ~ w~l..,...JI 04 ..kWÎ ô.k. jfe-J 41 . .,l . .,ll 

.~\ l.;..,~350 c}I~~ ~ ~tJ~( A3' A2 'A1) A w~3 

1689 J 741 0.u~I ~ tii VIII J.aW1 A3 J A2 ~I ~ ~jSy ~ 

l.JÎ ~ J ( Asn -x Ser / Thr) ô fa ~ ~\_,.JI ()A .:i.k. .:i fe Y. ~ 

Foole ' 1984 '0J_F-Î J Vehar ) 49hiJI o~ jS_y{{J ~.fi.uJI ~)L.JI 

. ( 1984 '0J_F-\ _J 

.( 1986 'Üavies J Kane) A3 ~ ~ 0~ ~Î ~ 150 04 C ~ -

~ ~JA 0 Jl111i~ _..# ~.:i.::i.J 04 ~fa 4 l ... l... ~ .J.aWI \LA ~fa 

~ ( Lch) ~ 4.1.ul.ui A~ ~ B - A3 ~)'I 4âhï~ ~ ~ ' Me2+ 

( Hch) 4l19i ~ _J C2 _J C1 ' A3 w;/I ?' 4 _J ( AR) ~b üb ÙA 

.( 1998 '0JftÎJ Saenko) BJ A2 ' A1 w;/I ? JI 04 ~ 

: IX ÙAUt.ll r..S ~\ ~L3-4-I 

40) ~l ~555 ()A0~~ ~~ ~~lx~WI ~ 

t ·· w~~ 4.1.J.ui ' YI ·~YI ~w ~·1 (ô \i;i;/\ ~ ~h '.: -~.J . ~ <..,r .J c . ~ l'9 ~ . _) . ~ ·~· . ~ 

15 



~ ~J·r l · '['11111.J 0)~'/I 'ii111l\ hépatocytes ~I ~ 4-1 c)l_,.JI ~I 

: .)! ~14-JJ.ifai'il ~ l1x J.,WI u-<>A .jl.)'11 

1~ fi:! J k l»4'l19ll ~.?.Y. 41ï1"'il ~4Jl4 ~ü}ill .JJ~ A carboxylation -

~ ~ 4Lli.ll c..j_).Jfa I~ J' k l»4~4 ~I ~Y..fi.ll ('~ Â..bl_Y. 

. ( 1992 ' Hugh J Larson) warfarin ~I ~L.â.4 ~I Y. ~I ..btuJ J ' ~I 

. Gia~ 64ûü~ 8-hydroxylatiori 

. 167 J 157 .JJ~I c)c. ûl .J~ Y..fi.ll ~ ' .. 'J!;.,-; -

..b.p y ~I EGF B ' EGF A 'Gia : û'i~ 5 lJ.a ~Ull IX J.aWI lJjj JY. ufo 

Seri.ne .,_ . . J h .. 1.7,;;11 . tL . .. .• <t\ 'lti S . t tL . u~ u~ ' 1.....1:!~ ~ ~ enne pro ease u~ 

. ( 1987 'Brownlee J Galeffi ) protease 

: IX J..W\ ~.JJI ~Jl-4-4-I 

u~) u 0 ·a>ll ~Ï \ . ;..,~ 555 0"' ufa ~IX J.aWI ~_)~ ~ 

üfa ~} ~4 j~ J ( 1984 ' Ll.JftÏ J Camerino ) "ô.JLl'/I 'J\11111 L>:fo ~ ~ 

IX J.aWI .( 1992 ' Hugh J Larson ) ~h.i 24 ~} 18 .ÜA .U~ ' o . ..,.j <.)Aj 

~ '(1986' Thompson) ~Ï \.;..,4.:1. 415 0"' üfa ù-fJJY.fi.#- JA ~Ull 

:;~ ~} J,aWI 1~ ~ J ' (1991' Meriane) wl.J~Y..fi.ll <.)A o/o 20_17 

: w'i~ 

23 18 C t . h . 40 17 .bJI . tL 'I '~ .iiAJ . GI . tL . -J ys emec..j.) . ~ ' J .JJ . ~ u~ . .. . a u~ 

J 41ï1"\rl ~4Jll 4ah i ~ Gia Jl.;i...a ~ . ~pl ~lti I~ ~ \ "6 ;<~ l.Jl:illl 

Boneu) 4-b 4,j.J" .7,.J\ ûl~ ~~\ ~.J J Ca+2 1.::.A.J~Î , .. ,Jtr'! üjj.J__r.ill I~ ~ 

. { 1991' ù.JftÏ J Astermark ' 1982 'Gazenave J 

4-A _}S 4 JiJ"Ï u-a' ~I ü.a u~ : (~La.J.J\71) '-? ..> 6.J\ J ,..JI _ 

. { 1993 ' Birktoft J Bajaj ) ( phe - trp -x - x - tyr) ç. lAll 

16 
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ü':l~\ l.JI~ ~-r c_P~ :EGF-8 .J EGF-Ao~I ~ J,aW ~WI ~4--JI -

fa.. 22 r.J,l! Li" bys LI" 1 fa.. 12 01·;;b i.J\ ()l:ilA <i ~ J ~LI ~üll Li" 

~ EGF-8 J J,alSll .J.J.111 ù~ . (198' Thompson) J.atsll ~':?_P...14 oJ_?.y 

~.J ' ( 1991 ' 0.JftÏ .J Bottema ) ù.J..?---4 Ji:- EGF-A .J.JJ ~ ~ 

Astermark) IX J.aWI wW lJ-A· 0 i ~\ ca+2 wü.J , .. ,1/"1i CP 'J__,~ J}'ll 

Tyr69 l.Jl w~l~I ~ , .. ,;/;l ·.~1 VIII J,aWI ~ 4-\i:i ~ ( 19~1 '0.JftÏj 

. ( 1993 '0.JftÏ .J Hughes ) ~yll ~ J ~ " h 1 .t. ïil ~.J.Jfa EGF-B J4--J 

~ __, , Arg14s -Ala146 0.H J4--JI \~ 61.7.;;l\ t!ly ~ : 61.t.;;l\ ~ _ 

Cys1a9 .J Cys132 0.H ~fi.1 ~lfl \~ Ait,; 4 l\ 0~ ~ ,Arg1ao_ Val1a1 

. (1989,Thompson,1990,Samama) 

(365) Serine~' IX J.ak.ll Aljt1ll ~I c.S~ ~ ~: ~I ~ -
. . 

~jlll ~ 269 .J 221 t!l_,..J4 Asp ' Hys û11ï1AY\ 01· ;.v,11 .J ~I ~~ 

Hamaguchi' 1986,Thompson)' IX J.aWI ..hl..::W (Je- AJ__,~ ~96ïJI o~ ~.J 
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.. F IX:c/FIX:Ag<0.7 .. 

F IX:c I F IX:Ag =1 
-· -~ ----~----

: (A cc cjJ\,.yJ\ ~\ J~) ~\ ~ ~\-4-11 

ÔJ~\ ('~YI_)~ ~\..l;jj\ ~\y.li~' W~I U'°' .~,Î ~.h..:1 

. 411~1 ~ 1 _,it l_B~\ uA~':J\ .ile IX ) VIII ~WI ~ 

.~1 ~WI ~~ ~ fay Bethesda ~fa. ù_yW ~fa.~\ ~ 

b1 iJI ~ 0~.J 1 ~.J Bethesda w\~Y. l.., ! iJ\ ô_;.l,___j (.;; }..,tj 

'<.°.u_?Î_, Kasper) · .~Ll La~ J_P._,.J\ ~Lli <)-.o % 50 J.L_Lj ~I ~ 

.(1975 

f'~':J\ 0-..a u;,9.;,; 4 J~ 0-±uy:.Ull ~~':li ~ ù~ ~ ~ 

~kil ~\ '- à• a j ~ j ~ ~! IJJ .J.:!.J ,~_;.hl\ O~ A..,, J •;.., jJ ~ "j ôJl.i..à.J\ 

.(2000 ' GÉRARD ) u-ay..JI VIII 

: l,)jb..JI IX J\ VIII ~\.s.ll ~\ ~ cJ.4jJ t4-~~1-5-ll 

~\.A ofa ~\ ~-' , àJ•·a ).;;1~ .hµI ~{:j _,i , à.~,s;l 41;91 ~i ~ 

_4.jj\_jJ_, Jl~YI ()W\ 4.c_r.i.., àJJs; .. ,y ~ j} ( )Wl ~ 

4SJI ~ 0/o 5 O .U)l;.. ~ '-#:JI ~ jll .J-A : ~I ' i ~ 6-4J- l-5-n 

.Ji;..JI ~WI ~ ôlb...a ~ Jwolfa ~ ~ t..j)-... J\ IX ) vm ~hll ~':li 
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~ tf.JU\ IX) VIII J,oLll ~~ lJ-c o_J~ .J-A: t~~~'-2-5-ll 

;,:, _,__;.Lli w~I ' ;\-; ;,, • "'"' IX ) VIII J..~I _;.üi . olk.. ;j 2 .sJ J....,,\ _;;... l.fb. 

,~Lui 12 ' ûk.lui 6 ,ûk.lui 3 ,~Lui ,4919.) 30 '4919.) 10 ' 0) ~lui 24 J)l;. 

(2000 ' GÉRARD ) .(~lui 24 

: ~th11Jt .l~-J f'~ llb ~ ûyi.·7û111.JI ~ uh-Jt [~t-6-11 

e::~ ~~ .ui ~! UL..o_; w~1 J:oy J_yi.. ~\~\ \;919.,,-; ÜA U)lbj\ 
• • h 

~Llü ûfo '-#.lllJ IX jb..JI J,oWI JI vm _Jl.:;-11 J,oLll ü.h ~ ~IJ ~J 
. ·-'\ .. ~ . ~JAi (j_)~ . _)A 

; <I ô.h. 40-20 ...J .u.bJ ~I ~~I ULl --· · 'I ~ - ~ ·c-' J . .. J .... ~ ~ 

.~o.h.J 50 : ;~~\ W~I ~ ~ 

: û~ .l~_J <) [~1-7-11 

c.s9.7,-;",~ f'.l\\ c_raly~ ~t.:J\ c~\ ÙA ~ \;l.,.,.,,-; ûL_jk...a ~ \,:.~ 

~ ~I ~ ~J ~.y!}~~ r1 û~ .J~ ~ ~ e::~I (JÎ U~J ~ 

: ~ ~ ~W\ ~::i.J ~ LA.) y:. J 

.o~~ La~ Jt ~~ ~ Jil-

. ( F IX)Fvm ) Jb..JI J,oWI ÙA o ~ ~ 0--h )-

: ~t ût.J~4 .l~.,,Jt [~1-8-11 

: YI l\~~I [~Ll-8-11 

'-# .JJfa ~.J)\ ~b ua!Ull J,oWI ~ ~j.111 ~ C)'. aï ûfa 4J1.t. 

4L.-;11,J\ ~J;'ilJ 4 JJ~I ~ ~_J-Q ~ ~\)\ J,oWI ~J, ùl~I ù~'j 

.5 JJ~I ~ 4.,.,.;.L~ 
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.:iL:o..a L ... il.lè • Lili! - -.. 'l ili · · _·.:_ -'l ··u1 . i w1 · .. < .. .fu l.i..lb ... ~ .... ~ ~ (...)~ ~ UA ~y.) .... 

~~'..;~~'JI 0.:.IÂI ;uj t-.5: /O.>.=._, 30-20:-! (ACC) <,?.J...lj fa..'.JI 

'i w~ J_;.;JI o.i.A :;~ , o ·ai <).A j ~ 1 ~ J IX J.oWI ) VI 11 ~WI wl j.S y 

. w! )A ~ 'il ~y.li C::Y' . aî ufa 

: ~t JJ~I ~ ~_JA W~I u:o...;J c}l~'il r:~I­

.( 1989 ' uJ_F.ÎJ DORA) (Jb..11 o.l.4J ~jb..J\ ~W\ ~: "4" JJ4 

o.l.JI_, ~YI ~_µ1~1 ~_,lh.JI J..,WI ~ w'ib.ll 

i"~I ~ ~L...i 12 JS VIII t:S/wl.:.::... _, 10 %20 ~l.i.J e\J.JI-
i" ~I ~ ~L...i 24 JS IX t:S/ o.:.:.._, 20 ~.:.::...* 

Œ-o~~L...i24 JS VI Il t!- /O.:.:.._, 20 %40 ô~h..* 

~ ~L....... 24 J._S. VIII t!-1o.:.:.._,30 %60 ~~.li\ e\J.J~I-

_)µ1 _, ~ .,.J4 

ÛJ__µl\-

wlt:. L...i 8 JS IX t!-1 o.:.:.._, 60 %60 ':$~1* 

~L...i 12 JS IX t!- /O.:.:.._, 60 %60 ~I j4-;JI* 

. rl.:ül'i 1 ~ IX t!-1o.:.:.._,60 %60 (tJ4 )y,b* 

rl.:ül'i' ~ IX t!- /O.:.:.._, 60 %60 ~l~~.ûll 

: ~~l ~~-2-8-11 

G.:il_p.l\ lli ~ r:)l,J\ 1~ J.4•Î111JJ (DDAVP) Desmopressine ~ ~ 

~~I Uh ~ :;~;. . .., ~ly:... w~.:iJ ~ 2ll~J 4 b1 . .,_,li 41 91jlll 

( 2001 ' èu_F.i J JEAN). A.__J.iUuJ\ 
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èJ-...o ù~ ~l_r.JI w)G...il.J\) ;;.Jl b·;.ll 41 91j.ill ~1_;-cYI Ub ~ 

JS 3\ (A 449 ~) 4..c 6 12-8 JS t;i:J\ 1 iA .:1~3 ;; ~ pl y LJ.h t..j .J3~1 

,1997, Goudemand' 1993' ù3_?Î3 Lusher) (sW~) ~Lui 24 ~112 

. '2.ll::i ~ ~ 4 J_,~I J ( 1999 ' ùJ~Î J LAMBERT 

: ~ti_,lt [~'-3-8-11 

40-25 pfa. F VIII J.a~ J.i1Jl fl; .. , ;JI LJ-i:JI ~ c:Lll Ili~ 
.. . 

~4i (3) ~ JS ~_;JI~ IX J.a~) t~Y\ t.} wly (3) W)tj e. / ;;~_, 
IX) VIII J.aWI .J\:jÎ ~ ~\.l\I J~ ~ \~_,' oJAC ()A LJ:!µI ~ J ~! 
_)~ ~ ù~ 4.l.lbt...a w~ ~! ;;~~' w~1 W_)A J~ 1.$.i.11_, l..j.JLJ1 

. ( 1997 'Goudmand) ... ~Y ~.:.d y. 

üY c)WI liA c.s-1! 4~ I~ ;;~~\ W~ LJ:!.:i~I JU,b\71 ~ 

.~ J!i ù~3 .Jtj)U ~~Y.~ J_)l..JI µ1 Jl~'il c)WI 

~y ü...a .:i..:JI ~ ~l.uU ..1.! 4>' .. .,94 ~_j..j J) li- 4 4t;\ ;411 ~tJ_,l\ ü! 

ÜA _fol ~ JilJl ~tj _,li ~I Y. èJl~I ~ ~ ,.:_i •• :., 3 .l.ii 4-lA J LJ-4 j..JI ~Li.JI 

: JS~ ;;~ c)WI 1~ ~,h .. .,1c)WI1~ ~~!~~il~, wl_,iui 10 

.t_~YI ~ wly W)tj) l>Jly ~.J)I J;.b ~ 

.JilJI ~ ~~_, ~I Jil.,ll .llc.. ~.J)I ~! J~_,ll ~~ 

: µ1 [~'-4-8-11 . 
, .h; . :.,) ~ 41tt-, ~ 4-S~ J9~ r1 I.)} ~lS ~ c)l~'il c)WI 

. ( 4-S yJI ~jL 

: r 'i'it [ ~ 0-5-8-II 

Î · fi ~ pü ~ ~I · ù.& , A......a • 0 \jfu -:li ~ .-:ll.J 1.$ u - .. . .. .. .. ~y .. .. y uc- .. ~ ... ~ . 

~~ J1~1 c'.)Lc. ~ üj! c'.)Lc. J3Li, ~Y 6.:iLl ~ts ~ ~ ~ ~t 

.w~ o.:i~\ ~3.:i'i~ 
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yc>.L..o..ll I r!YI ~ ' <?_,_...>li J_....,lLll ~ l.i _,i ~_,.dl J1_)}~1 ~ ...... 
0 ~~ ~ os.! ' ~ _) .... \\ f'~ .J ~~\ ~ ~_)-Ul :; _)~ 1..# .J-A.ll\ y\ y • <> ;')ll 

.J~) r111 ô.l..:l.. '.' lll""J ç.\.J.JI ~-'' 91fîy ~ i..j.i.II ~~\ ~.J~ .J~ ~ 

wl~ 61) 5 L;.a ~\ 4.J.iJI ~\~\ r JJ9îl\ 0_)1 b11H1 J A7l • !l~ r---1\'I 

.(1999' ûJ_?..ÏJ' LAMBERT) 
.. 

) "ô .P~ Paracétamol ç. 1 .JJ J,.ibll ~ J' '· 111 ) ' 9 J9; ~ :i..16. c} 

Dextropropoxyphéne J4 ) ( Codenfan® yl .P) Codéine ~ ~ ~ oJlc '~.J)\ ~\J 

' 1997 ' Goudemand )(p 20 0-- _) > <i J abl\ ûj.J LJ'......S l~l Antalvic) 

. ( 1999 ' û.JftÏ J LAMBERT' 1998 ' Mannucci 

~~\ w~~l ~_,_iJ Jl~'il ~)L,J\ ~ J_,j.J ~ oJk r-'i\ U6. ~ 

. ~ .t:" • • "'' - • . t 1 .... 1 t:" .. !oj . • :... t1 .. 1 ::1 , ,. .... J~· ~ . 1 1q_) eu.:. 7; ....;u;:. ~ o' 1 b)) ~ ' o \J...ilU..O 911>1111aJU 4...._.o~ < 1 hll o 
,,. ~ ....T- '-..:... ._,,/ • _,--. f..5 • ç. • .J • 

. ( 1999 ' ûJ_?..\ J LAMBERT ' 1996 ' Di Michele.) 
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' l.J.J~j J LAMBERT ) ( 1998) :i..i.... 4-,.\l.J\ 4-lJ! _,tn •~L.a...11 4-,_,}y 1: 5 J_,"'-7-

. ( 1999 

~lyll ~ u.Qy:. _;P..JI 

oh_, 500 = ~ 5 wl .JJ.Jl! LFB VIII - LFB ~WI 
~l ÜA VIII ~WI 

1000 = J..-10 ûl_JJ.)LJ Baxter Hémofil ®.M.Hépofil ®. 
~~ ... 

o.i:... J M .. .. .. 

250=~ 10_J wl.JJ..JLJ Baxtercenteon Reombinate® ~IVlll~G.11 

1000 'o~J 500 'o~J Bioclate® ~\ _,li wlW'.ilL , .) , . 
ohJ 

250 = J-- 2.5 wl.JJ..JLJ Bayercenteon Kogenate® Helixate® 

' o..l...=l. _, 500=J.-o 5 ' o..l....::i.. _, 

oh_, 1 OOQ=J.., 1 0 

o~J 250 = J.... 5 wl..JJ..JLI LFB IX-FLB manofiltré J..,Lc J_......i 0-o IX J..,LJI 

20 ' o~ _, 500 = ~ 1 O ' Manofiltré ~~ 

o.n J 1 000 = J.., 

o~ _, 250 = J.... 5 wl .JJ.JtJ Baxter AMM en Benef IX® 
, \;. all IX J..,L.JI '-' 

oh.J 1 000 =J.., 1 0 attente t_;l_)J 

(~_y. ~~4 11\;9_~\ ~JA =ô..)~\ ('4~ ~JA 4 ~ ~) tJ_;L.JI ~\ ..)~ 4J6. c} 

Baxter Antoplex 119 ~foJ:i!~~ 

~J immune . Feiba ® o~I 

. ~f ~ Novo Nordisk Novoseven® VIia J...1 .j\ ~ ~· ,oP . 

~· recombinant 
----··---- - - - .. ·--- - ·-- -®-

Speywood Hyate c VIII J...l .l\ 

<.; .):ljü.11 
--- -- - ___ .. -- -· ----- - -- ------ -- - ---· 

33 



1 
1 

.. .. 



• • ~~ ~ 1 7~llA.. 

... < u)l:b.I ~LlA lt ,·1...1..U 9uh>ll ç. ··- t\ a ,r .1:.:t1 ç. ··- tt U..-0 119î 
1 

·. ,. \....,0 ~ u;;-;- '-:? ... ~ .J '-? ~ ~ .... ~ u--

~ W~\ u.Qy (j'°J.;..~,j J ~ ·C)W\_, (.)OJ.;..~,j\\ ~ ~ ~t..;..' ~ 

-: t 1 ). ~ ~.. • .• t1 ;. • . t1 . . z: .:. -: t1 • 1 . :: t _ .. t • "' . .. 1 • ;. .. 
~1..1..ll.J ~.li.lJ Kaolin~~ ÜA.JJ ~ lJ-.o.J uu~ ~ ~ wj....A.:1 L.J J9 """l.Q 

~ ~ ' ~ fi\ Y ~ Aj\ .?."-~ ~~ 4-!~ i/4 .h:ii IX J VIII ü J \ 4W\ lJ-.o )lS 

ë-4 VIII ~Wl ~~I ~WI ~~ ~ ~ ~I ~_)A ~6. L À.~,$ ~ 

~WI ~~ ~J' A W~~Von Wille brand ~W c.r-WI ~.llLl\ 

.B W~ ~IX JaW! ~,.;.,; .. ,JI_, ~_,l~I 

~~I _p..tJI 04 ~\_,y ü~ ua...r-JI ua1> .~,-; ù~ J_,..ill ~li.A ~ _, 

I~ l.JÎ ~ '}_,' u.ayJI I~ ~ ~ ,>,.,,.,u ~_,.JI w4i~'jl_, o_>:GJI ~ ~ 

-r.r-~'11 rAj-'j_)A ~_, u.aA ~~1°~ ~ ~ ~ 
_;;...JI J,aWî LJh c) J î ,,1 J9 \.jj~ ~ c..s h· JI C )WI ~ \ ~ L,,Î 

~IJ 4Jlc. ~ (J' ..,;,J\ C)WI ~ ~ ' ~_;,JLUb. .~ IX ) VIII ~Li.li 

: 04JS~ 

.~jill ~ <:')'·<·ii tk.i 04 ~':?~\~\~'JI c)W\_ 

VIII JaWI .JLiÎ ~ ~l.l.11 J~I tk.i 04 ~ ':?:J\ ~l.!_,11 ~~1-

. ':? _) .. i..J\ IX _,Î 

Ô.)~ ~_,jt ~ .tJ~ c)A ':?i.11_, ~.Y ~jL:i.. <J.c. 4:1~1 r'i'il c)Lc.-

·C)k. J_,\.S W~ 

LJj)lJ . _ q -:: . 1 _ . t\ . )LJ\ · .. .< u~I ~l....l..AI · Î k)ü L...iAi · 
• ~ C};1-=A..I ~ (.)-:1-:1 ~ (.) (.)-4 J 

w\.hA.JI üc-, a.':,s\\ ül.J~' <-:-J4è ~4- ~~ , r!WI ~ ~1 (:L.11_, (~I) 

_j~LJI c)WI ~ 4L y~':?~\ 
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~ ~I uà .)-" 1:: ~ J LJô );, ,;,, 0-o )LS d-! J,;;.11 ~ W. J J 

11\ ~~~~\~~YI~\~ ~)..Ll c..b.i ÛAJ Li~~\~ ~U 

~WIJ ~WI ~~\ ~~, J4,.JI \~ ~ ùJ ·aî>J.l fa.\ ~fo.' ~~\ 

.~\ tt..b! ()A)~)~ lylS ç.\y.u wl.J~YI ç.\_?.} ~ (.)iJfi- ~\_)~ 
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·~Wl­

J; "" w jl <fa Y' J_,,.. •Ll,i_?.-1 <?Lli ~\~\ ~ 1'" 11\ ~ ;__. 

w~I&~\ ~~~UA 0\ Ub.~ , 4 ;1t.,;",9, 4.4a, ~UJI , ~ lSâ .7ii11•4 lJ...a 

~ ~ ~I d6. ~_) Jillll ~! ~~ '-#j~ ~ ,~_yJI uaJ> .7;;14 •ô•<>.;.J\ 

~ 0J· ,,,1.;. JI ~\+h~I ~ u-ail \.lb~ ~ , tSftÎ ~1 ~'J. J ü.a wl1a.7;;11,JI ~ ~~ 

~~I ~jlll w'i..b c_} ~t..;.. ~_yJI ü-.o ~~I '&Li~~! c;j)?. ~ ~.l..11 LJ-Oly\ 
.. . . 

. t -: -:l\ ~ . . ,, \ - • ;Ll\ ~ ~\ -~ ~ -:l\ ' ·le ... ,, 4.!L..:o\ 
~ c.r J ~ ~ ... IX J VIII '-#Y ~ ~ ua-9J ~. • 

0t ~~ ~ ~ 0-Â '&.L.::i..IJ '&.J-A ~ 4<Igî .. ,JI A.+-Wl ~j 12000 c.s-1! 

LA c:;91_jj '}. wLA~ ÙA w ~i \- '.' ........ <:::~\ L)OJ.;. .7;; ~ 4.b..I~\ wl).+:b.'J.\ 

\~j' ~~ ~_) Ojj~ jSly ~ '-#~ Lg..ïtj ~\.:il\ L)OJ.;.,:;;;\1 ~ 0fa 0i ~ 

~_;JI 0\S \jl LA .J\..fjc 'J.\ ~ h~ 'J. ~ 0i ~, ~_yJI '&whA ()A ~J.-.:! La 

c!.J ~ t.uit.uii fa.Y ~le tSftÎ wlk4hl h~ p1 ~W oj~ t...a4t 0~ 

. ~_,.l\:ll\ o .J~i ~1 p1 0Jj w~I ~ ' _,l;. .. Jl '&lb.JI ~ \ _,.lll A..c ..>?-

. -:: .. . JI .. i ~ . - t1 . . ' .. 'I .. . .. ,, t\ t • ;. • 
~ ... o ,.,. " w~ (..)±\ L)JUt...1.J o _)J~ (..;)" J , ,,...,, , ~. , ») ~~ 

;... stt·.e "'1 'I . ;. .. li ;. . . -'I ,t .. 1 • 'I .. · 
~)? '''' <.::.il~ J ' ~ _;u_i ' u 0 Y' · ''' ' ' Y' UA ~ ~ ~ J ~ ~l...1lt.I lS _JiUlA ~ .J 

ùJ· a\> 4 ŒfaJ 0.th4JI ù_fa è}'I \j~ IX J VIII .J l.;.>ll ~l_,c 41 ai\~,;., ..... ,li 

.~111\~Y.~ 
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: J ,14]\_ 

: Temps de saignement û,ijlll Jj cJ"lfo. 

o~ ~ J ' Duck ~_):a_, Divy ~_;b : ~_):a ~ ~y.li ü-.o j (..}Il~ 

'1~1 .~<\'\ . ~ 0 . \ri . ~ '-T- ~ 

: Duck J.;L_p. 

& _;JI l5.JJ ~ · r.lll wl ~ ~ _, ~ 0~t ~ ~ _y.._, ç. \ _?..~ . r .fo 
~ . N .: • yl L! ' ÙJ ·. ~l\ LI! .. .. • ~ l.)A (_}Il .. ê4 .. ~ _,.i; ~ 

o~ j_,~ \~}Lot ' l}i\.!.~ 5 ~} 3 L>:H LA ~yll U!;J ~~WI o.l.All ü..P 

.(~y) '-i~\..c. Y.f:- u<)> .~,\\ ~ o.l.JI 

: Divy ~_P­

~'jl ~\~\ri 0-a) J~I _,l _}y)'~ "Avant-bras" ~I tJi~ f'._,:ij 

('-;?ya.lll ..b• · ;.,\\ (..}Ill.fol ~Ï) Brassad de tenssion ~~ ~ F ~' (~ ~ ~ 4..J\r 

~ ê4 .l;.J)I <)oY.} ~IY. ~ '-i~ ~, ~jrLo-4 ~ 161.,! .;., ë4 ~I ~ 

.~\y, ~jl.JI ~_; Ü-AJ ~ly_,, ~w 15 J-S-~~ u_,~~ r.l..ll wl_,_hi 

. fa _iJ _,_fi.li 

JJ~ \~} Lot ' ~li~ 8-4 ~ ~ ~_;.hl\ 04} ~~ '-i~WI ÛA jll ù~ 

. ~JA u a.;, ;~,\\ ~ lÎ2W 10 

: Howell 6Aj J' (1"4.P4JI ).i.:ll\ 6Aj (.)iM\.:L 
Loj)41 f'~ts.l\ o~lc} ~ G_,.b.. ~ .J~'ll I~ t~ fo~: \~\-

."Ca cl 2" f' ~\.SJI .l;.J~ j ~-' <) f' ~lS.\I ~ Jfa 

: ~I 4:i..i..)=l\-

4-·. :-,;_, ~yj ~ hU ~, J'y) ) J~ A..:y,JI ~ 4 ;i.,; 4, à 1;;; 

~LA f'~ ~LA.li.a~ )y 0.025) ça~jy-aJ\ G\~ ~ i.J~ y~Î ~ 



~ ~' fa~ __,_fill ~ J Ca 112 ÙA J_.a 0.2 L 02 ';..,;LA~__,' ufiâju oj_J (r0 37 

1 .ü 30 J 49j9.) o.l.J ~Y.Y.fi\ 4 fa.J 

. . ~ ' lw\:j 15 J.S. ~\ . <~ ' .. u ~l.a..i .=: .:.-:t\ tù {.)-A.) • J .. .. _)~.J _)~. . ~ ~ 

• L 9. 0 ;__, <.Jfâ }i.) J L 9. 0 ;_, A ji j9.) ù:H lA t..j .)W\ ÙA )\ 0~ 

: Quick <J.-j ~~ 

. i.u.J\_ . . 
~..,fa Li.Y41 r~ts.11 o.)k.} ~ o__,~ ~_;~YI 1~ l~ fo~ 

. _;.;::JI 

J_.al__,c. ~\~_;~YI I~ ~--''Thromboplastine calsique .)_y:._,~ r~lS.ll 

. l' Il' V'X 'Vll _;.;::JI 

. wl ~\ ~ '-i~ _;~\ y .J:Ül ~ 4-·. 0 ; ·~ r.) ü.a ~ hLl­

. r° 3 7 ~Li r~ ~ Thromboplastine calsique JI ~ f' fa 

, w~ j · l..J1 ( ·li..w:J1 · o · · -.::t1) ~1 ~ ··"'1 • • t O 1 hL .._i1 . ..? ~ {.)-A ~ f' ~ 0-4 U:-4 • • f'.r-

.~.) o.l.J ~lA f'~ ~ ~ .J~I y~l ~ 1~ •. ;.,;__, 

Thromboplastine calsique JI l)A _fa.l__,~ 200 \..__4j)4.ll 1 ÂJ .;..,; LA~__, 

.. • .<t\ . t.~ >-: 
• _;.1A _JJ _,~ ~ ~ 

.~_))40_;:;. ~ J.a ...... ,; c_;h y_J:Ü'JI J;;..b .J~~ ~~.~~\ l-l:ÙJ 

tü\:j 13 tJt.c 'I ~\:j 12 5 · lA .)W\ · )\ · -< • . .. .. ~. .. . ~ '-i u.o u~ 



~ ~ W~I ~Y J~ ul 29.~1î·11JI ~~~~:JI '-:? ·92ybî\\ ~\ ~ ~ 

_;h,.11 J..L...li ~ Ji_.:i..li _, ~ CS h- Ji .1 _,.JI ._,-le ;J. '-? ~ ;\..é }-' ûliL ($ _,...,, 

. IX ) VIII ~Lill 

.W~I ~~LW\ uw..J\ ~ üc-- c.)_yJ 11\.J 
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~ 1 ~ 

FEUILLE DE TEMPERATURE / i \ i 
( 1 r/(y : 1 

rn et Prénoms 

nom ___ _ 

. 
., - ·-·· .. ·····-···--····-·-· 

le et lieu de naissance ·········--········-··-······-········-····-··-··········-······-·········-···-········-·-····-·····--

uation de famille 

mar ··--·---·-··--··-·······---- ---- Mechta ....................................... ......... ... .. ................ . 

1IAGNOSTIC : 

H uvv//L.'_}_ (?;, 

K ~ol-VL)-L_.~u/ ( 

c}f)) 1: 

L 
Sa.Ile·····--···--·--···· .. ········-···- No ____ _ 

Entrée le _d_../{ ] À 0 ( b ·s ·--

Sortie le ___ 11/1.f? __ /!2 ... ~ ..... ..... .. 
Adressé par 

1 
~ 
'.j 
., 
~ . 
~ 
~ 
~ 
~ 

~ • 
----------------------------------------------------------------5 TAT A LA SORTIE ~ 

1 
~ 
~ 
~ 
p, 
~ 

~ 
à 
~ 

------------------------------...... ---------------------------------------------c :oMMAIRE DE L'OBSERVATION ; 
~ 
~ 
; 
~ 



NOM _::_:__--=..__.:__.:·~= ·-· == 
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Abstract: : 
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Hemophilia is a bleeding disorder chromosome x dependent. lt is known between boys 
more than girls and it persist with patient during their lite. lt is known as coagulation_ 
factors deficiency which makes the patient suffering from cqntinL1~d bleeding after 
affection, we distinguish two kinds of hemophilia: A and B depending to coagulation 
factors VIII or IX respectively. Our study is an attempt concerning comparison between 
international biological hemuphi.lia diagnostic and treatment of this illness in Jijel, Taher, 
Mila and constantine hospitals where diagnostic consists only on coagulation time, 
cephalin kaolin time and dosage of factor VIII and IX activities while it is necessary to 
consist on dosage of factor VIII , IX antigens, factor VIII and IX activities, factor von 
Willebrand respecting the kind of hemophilia. Moreover, the treatment in these hospitals 
consists only on giving factor VIII and IX while it is necessary to do several steps before 
like detecting the titer of inhibitors which adapt the treatment requiring. Finally, all this 
conditions make life of the hemophile in danger if they will not be improved. 

Résumé : 
L'hémophilie est un désordre du saignement dépendant du chromosome x. Il est connu 
chez les garçons plus que les filles et il persiste avec les malades pendant leur vie. 
C'est connu comme un manque des facteurs de la coagulation qui fait le souffrir le 
patient de saignement continué après affection, on distingue deux types d'hemophilie: A 
et B qui dépend du facteur déficient VIII où IX respectivement. Notre étude est une 
tentative à propos de comparaison entre le diagnostique biologique international de 
l'hémophilie et le diagnostique et le traitement de cette maladie dans les hôpitaux de 
Jijel, Taher, Mila et constantine où le diagnostique consiste seulement sur le temps dU­
cephaline kaolin et le dosage du facteur VIII et IX et leurs activités cependant le temps 
de coagulation que c'est nécessaire à consister sur le dosage des antigènes, et 
l'activité des facteurs VIII e~ IX, et du facteur von Willebrand selon le type d'hémophilie. 
De plus, le traitement dans ces hôpitaux se repose seulement sur l'injection des 
facteurs VIII et IX donnés pendant que c'est nécessaire à faire plusieurs pas 
auparavant comme détecter le titre d'inhibiteurs qui adapte le traitement exigé 
Finalement, toutes ces conditions mettent la vie de l'hémophile en danger s'ils ne 

seront pas améliorés . 
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