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1. @akTop koarynsiiuu kpoBu IX (FIX) ¢ obnacTeio akTuBauuu nentuaa (oomacte AP)
FIX, roe ykazanHast oomactb AP coaep)XUuT KOBaJeHTHO MPUCOCTUHEHHBIMN
BOJIOPACTBOPUMBIN TUAPOQPUIIbHBIN MTOJIUMED, T/Ie YKAa3aHHbBINA MOJIMMEp OTCYTCTBYET B
OMOJIOTMYECKHU TPOoayLupoBaHHOM FIX.

2. FIX mo 1.1, e ykazanubiii FIX nmpencrasiseT co0ol peKOMOMHAHTHBIN
yenoeueckuit FIX (rhFIX).

3. FIX o 1.2, rae yka3anHuslii thFIX skcnpeccupyroT B KileTkax, moiaydeHHbix u3 CHO
v HEK?293.

4. FIX mo mobomy u3 rm.1-3, rae Tyr-155 FIX sBnsieTcs cyiabdaTupoBaHHBIM W/WIH Ser-
158 FIX siBrisieTcst hochOopUIMpOBaHHBIM.

5. FIX mo m.1, r/ie yka3aHHBINM BOJIOPACTBOPUMBINM THAPOGUILHBIN ITOJIUMED
MIPECTABIISIET COOOM TUAPOKCUITUIIOBEIN KpaxMal (HES), mommatunenriaukons (I191),
JIEKCTPAH WM MOJIMCUAIIOBYIO KUCIOTY (PSA).

6. FIX o n.1, re yka3aHHbIN BOJIOPACTBOPUMBINM THAPOMUILHBIN TOJIUMED MPUCOETUHEH

K FIX nmocpeactBom Asn-157 u/vnu Asn-167 FIX.
7. FIX o 1.6, rie yKa3aHHbINA BOJIOPACTBOPUMBINM THAPOGUILHBIN [TOJIUMED
npeacrapisieT coboit HES umu PSA.

8. FIX mo m.1, rae yka3aHHBIM BOJIOPACTBOPUMBIN THAPOMUITHHBIN MTOJIUMEDP MTPUCOSTUHEH
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K FIX nmocpenctBom Ser-158, Thr-159, Thr-163, Thr-169, Ser-171, Thr-172, Ser-174 vnu Thr-
179, ocobenno nocpeactsoM Ser-158, Thr-163, Ser-171 unu Ser-174 FIX.

9. FIX 1o 1.8, rje yka3aHHbIi BOAOPACTBOPUMBIN T'UAPODUIBHBIN OJIUMED
npencrasisier coooi I19T.

10. FIX 1o 1.1, rae yka3aHHBIA BOJOPACTBOPUMBIN THAPOQPUIHHBIN TTOJIUMED
npucoenvHeH K FIX mocpeacTBoM BbICBOOOXKIaEMOTO JIMHKEPA, OCOOEHHO MO/I1a0IIErocst
TUAPOJIU3Y JIMHKEpPA.

11. ®apmaneBTUUecKass KoMITo3unus, coaepxarias FIX mo mob6omy u3 nm.1-10 u
(hapManeBTUUECKU TTPUEMIIEMbIN HOCUTEIb.

12. Komnozunus no .11, rae FIX obnamaeT crienugpruyecKoi aKTUBHOCTBIO IO MEHBIIIEH
Mepe 100 mexxayHapoanbix equnami (IU) FIX Ha mr 6enka FIX, oco6eHHO, IO MEHbIIIeH
Mepe, 200 IU FIX Ha mr 6enka FIX.

13. Kommosunus mo m.11 umm 12, e yka3aHHbINM (hapMaleBTUHIECKH TPUEMIIEMBbIi
HOCHUTEJb MIPEACTABIISET COOOM aMUHOKUCIOTY, TPEANOYTUTENIbHO L-TUCTUIMH WK TJIUIMH,
VTJIEBOI, IPEANIOUYTUTEIBLHO caxapo3y, TEHCUI, MPEANOUYTUTENILHO MOJIMCOPOAT, OCOOEHHO
romcop6at 80, uiIu UX cMecH.

14. Kommno3unus no 1.11, rie KoMIno3unus peacTaBieHa B IMoPUIM3npoBaHHOM hopme.

15. Crioco0 sieueHust HapyIIeHuUs ¢ TOBBIIIEHHON KPOBOTOUYMBOCTHIO, TI€ CIIOCO0
BKJTIOYAET CTAHIO BBeIeHUS 3(PPEKTUBHOTO KOJIMYEeCTBa (hapMaIieBTHUECKON KOMITO3UIIUH
1o Jro6omy U3 mi.11-14 HyxaarneMycs B 3TOM IMalUeHTY.

16. Crioco6 no 1.15, riae yka3aHHbIM HapYIIEHUEM C MTOBBIIIEHHON KPOBOTOUUBOCTHIO
siByIsieTcst remoguus B.

17. Cnioco6 nmomyueHus ¢pakropa koaryssiuu kposu IX (FIX) ¢ 061acThio akTUBAIUN
nerrtuaa FIX (o6xacts AP), rae ykazaHHast 001acTh AP comepKUT KOBAaJICHTHO
MIPUCOETMHEHHBIN BOAOPACTBOPUMBIN TUIPOPUIbHBIN OIUMED MO JItoOoMy u3 1. 1-10,
BKJIFOUYAIOLIMIA CIIEAYIOIINE CTAUN:

nojydeHue Mojiekyiasl FIX, comepxaineit oomacth akTuBanuu nentuaa (oo6iaacts AP) FIX,

KOBAJICHTHOE MIPUCOEIMHEHUE CMECH BOJIOPACTBOPUMOTO TUIPOPUIIBHOTO MOJIMMeEpa K
yKa3zaHHoU o01actu AP u

BbiAeNieHUe FIX ¢ KOBaJIEHTHO MPUCOEIMHEHHBIM BOJIOPACTBOPUMBIM TUAPOPUIBLHBIM
MMOJIMMEPOM B yKa3aHHOM oOactu AP.

18. Croco6 mo 1.17, rae ykazanHbii FIX mpeacraBisieT coboi peKoOMOWHAHTHBIN
yenoBeueckui FIX (rhFIX).

19. Cnoco6 no 1.18, rae ykazanubii rthFIX skcnpeccupyroT B KJIETKaX, MOJTYUYEHHbBIX
n3 CHO nim HEK293.

20. Croco6 mo modomy u3 . 17-19, rae Tyr-155 FIX aBnsieTcs cynbdaTupOBaHHBIM
w/umu Ser-158 FIX siBsiercst pochopummpoBaHHBIM.

21. Cnioco6 no .17, rjae yka3aHHbIA BOJAOPACTBOPUMBIN THAPODUITBHBIN TOJIUMED
MpeACTaBISIET COOOM THAPOKCUITUIOBBIN KpaxMan (HES), momustunenrimmkons (I191),
JIEKCTPaH WJIM MTOJIMCUAIIOBYIO KUCTOTY (PSA).

22. Cnoco0 no 1.17, rae yka3aHHbIA BOJOPACTBOPUMBIN TUAPOPUIHHBIN TOJTUMED
npucoeauHeH K FIX mocpencrBom Asn-157 w/vnu Asn-167 FIX.

23. Cnoco0 mo 1m.22, rae yKka3aHHbIA BOJOPACTBOPUMBIN TUAPOPUIHHBIN TOJTUMED
npencraisieT coboit HES unmu PSA.

24. Cnioco6 1o 1.17, rjae yka3aHHbIA BOJAOPACTBOPUMBIN THAPODUITBHBIN TOJIUMED
npucoeauHeH K FIX nmocpencrBom Ser-158, Thr-159, Thr-163, Thr-169, Ser-171, Thr-172, Ser-
174 vmu Thr-179, ocobenno mocpeacrBom Ser-158, Thr-163, Ser-171 vnu Ser-174 FIX.

25. Cniocob 1o 1.24, rjae yka3aHHbIA BOJOPACTBOPUMBIN THAPOMUITBHBIN TOJIUMED
npeacrasisieT coboit T191.

26. Croco6 mo 1.17, rae yka3aHHbBIA BOJOPACTBOPUMBIN THAPOQPUIHHBIN TTOJTUMED
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npucoerHeH K FIX mocpencTBoM BBICBOOOkKIAEMOI0 JIMHKEPA, OCOOEHHO MOIA0IIErOcs
TUAPOIIN3Y JIUHKEpa.
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