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®opmyaa n3odperenns

1. BoigenenHnbiii MmoauduumupoBantsiii 6emok VPl karicuia aaeHoaccouMupoBaHHOTO
gupyca 5 ceporuna (AAVS5) s BeICOKOIQMEKTHBHON TPAHCAYKUWHM KICTOK-MHIIEHEH,
coJieprKalilnii aMMHOKMCIOTHYIO fociieloBaTenbHOCTD Oesika VP 1 kancnaa AAVS aukoro Tua,
KoaMpyemylo resom Cap, ¢ OJOW WM HECKOJAbKMMH 3aMEHAMH, KOTOPbIC BbIOpatbl M3

rpynmbl:
S651A,
S2Aun T711S,

S2A, S651A n T7118S.

2. BbigeneHHbiit MoauduumposaHHbiii Genok VP1 kancuaa AAVS no n. 1. rae
aMUHOKMCJIOTHAS nochenoBarenbHocTh Oenka VPI1 kancupa AAVS AMKOro Ttumna uMmeer

aMHHOKHCIOTHYIO MOC/IE0BATENILHOCTD, NpeAcTaBienHyto SEQ ID NO: 1.

3. BolaeneHHblit MoauduumpoBannbiii 6esok VP1 kancupa AAVS no n. 1, KoTopsii

BKJIFOMAET OJiHY 3aMeHY B MOJIoKeHUN S651A.

4. Boinenennslit MoauuLuposanHblil 6enok VP karicuaa AAVS no . 3, KOTopblit nmeet

AMHHOKMCIOTHYIO MOC/EN0BATEILHOCTD, npeacTasienHyto SEQ ID NO: 2.

5. BblgeneHublit Moauduumposantblii 6enok VP kancuaa AAVS no 1. |, Koropsiid

BKJItOHaeT 3ameHbl S2A n T7118S.

6. BoiaeneHnblit MmoauduumposanHblil 6enok VP1 kancuaa AAVS no . 5, KOTOpbI# UMeeT

aAMMHOKHCJIOTHYIO NIOCJIE10BATENbHOCTD, MpeacTaBiedHyto SEQ ID NO: 3.

7. Bblaenennsiit moauduumMpoBanHbii Genox VP1 xancuga AAVS no .1, xoTopbii

BKJIIO4aeT 3aMmeHbl S2A, S651A u T711S.

8. BobimeneHHblilt MoauduumposanHbiii Gesox VPI kancupa AAVS no n. 7. xoTopbiid

MUMeeT aMUHOKHCIOTHYIO MOC/IEA0BATELHOCT, NMpejacraBiennyto SEQ 1D NO: 4.

9. BbiaeneHHas HyKIEMHOBas KHUCJIOTa, KoaMpytowas moauduumposarHbiit esox VP
Karcua aleHoacCoUMMpPOBaHHOro Bupyca 5 cepotuna (AAVS) o mobomy u3 nni. 1-8. KoTOpbIi

MCIOJB3YETCA A BLICOKO3(D(PEKTUBHOM TPAHCAYKLIMH KNETOK-MUILCHEH,

10. BbigeneHHas HYKJIEMHOBAs KMCJIOTA MO M. 9, KOAMPYIOLAs MOAH(QUIIMPOBAHIibI
Gesok VP1 kancuaa ageHoaccoLMMpOBaHHOTO BUpyca 5 cepoTuna (AAVS) ¢ aMUHOKHCIIOTHOM

3ameHol S651A, KoTopas MpecTaBleHa HYKJIEHHOBO# rocaenoBaTenbHocThi0 ¢ SEQ 1D NO:
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5 wuau  noO0H  ApYroil  MocneloBaTeNbHOCTLIO, KOAMPYIOWEH COOTBETCTBYHOLLYIO

aMWHOKHCJIOTHYO MOCEA0BATE/IbHOCTD.

11. BblaeneHHass HyKJeMHOBas KHCIOTa MO M. 9, KOAMpYOULas MOAMDUIMPOBAHHBIH
Genok VP1 karcuia ajleHoaccoUMMpOBaHHOTO BUpYyca 5 cepotuna (AAVS) ¢ aMHHOKHCI0THLIMU
zamenamu S2A u T711S, koTopas npeacTasieHa HyK/IEHHOBOM MOCIEA10BATENbHOCTHIO ¢ SEQ
ID NO: 6 unu moboil Apyroil nocjenoBarelbHOCTbIO, KOAMPYHOLIEH COOTBETCTBYIOLLYIO

AMHHOKHCJIOTHYIO T10CJI€A0BATCJIBHOCTD.

12. BblaesieHHasi HyKJIE€MHOBas KHCIOTa MO I. 9, KOAMPYIOWAs MOAMDUUMPOBAHHbIH
6enok VP1 kancuaa aneHoacCoUMHpPOBaHHOro BUpyca 5 cepotuna (AAVS5) ¢ aMMHOKHCIIOTHBIMH
samedamMu  S2A, S651A  wu  T711S,  xortopas npejicTaBieHa  HYKJIEMHOBOH
nocnenosareibHocThio ¢ SEQ ID NO: 7 uau mo6oit apyroil nocienoBarellbHOCTbHIO,

1

KO}ll/lpyl'OHlei;l COOTBETCTBYIOLLYHO aMHHOKHUCJIOTHYIO NMOCNAEA0BATC/ILHOCTD.

13. BeiaeneHHbIH Karcui Aas BbicOKO3Q(EeKTHBHON TPAHCAYKLUUH KAETOK-MHUILICHEH,
KOTOpBI BKJIIOYaeT MOAHdHULIMPOBaHHBIH Genox VP Kancuia ageHoaccoUMUPOBAHHOrO BUpyca

5 ceporuna (AAVS5) no modomy u3 n. 1-8.

14. BoizeneHHblil Kancua no . 13, KoTopblii BKIOYaeT Moauduumposantbiit 6eaox VP 1
Kancuaa afeHoaccoUMMpoBaHHOro BUpyca 5 ceporuna (AAVS) no mobomy u3 nn. 1-8. 6eok
VP2 kancuaa AAVS unu ero MoauduumpoBarHblii BapuaHT 1 6enok VP3 kancuna AAVS nian

ero MoaMGHUUMPOBaHHbIN BapHAHT.

15. BoiaeneHHsii kancua no n. 14, kotopelit BitouaeT 6enok VP2 kancuaa AAVS aukoro

Thna.

16. BoigeneHHbli kancua o 1. 15, koTopsiit BkatouaeT 6enox VP2 kancuna AAVS ankoro
THINA, KOTOPhI MMEET aMMHOKWCIOTHYIO MMOC/IE/0BATENBHOCTD, npeacTasiennyo SEQ 1D
i

NO: 8.

17. BoimeneHHslii kancua 1o n. 14, kotopelit BKIoYaeT MoaUdHLmpoBaHHbiid 6enok VP2

Karcuja aaeHoaccoLMMPOBAaHHOrO BUpYyca 5 cepoTuna (AAVS).

18. BoizeneHHblii Karicua o n. 17, KoTopbiit BKitoYaeT MoAuduUmpoBatHelit 6enok VP2

karcuaa AAVS5, kotopslit coaepxur 3ameny T575S.

19. BeijeneHHsbiit karcua no M. 18, KoTopbiit BKitoYaeT MoAU(pULMPOBaHHbIH Oeitok VP2
kancuaa AAVS5, KoTopbld comepxur 3ameHy T575S, M uMeeT aMHHOKHCIIOTHYIO

NoCIe0BaTENLHOCTD, MpeacraBiaexuyo SEQ ID NO: 9.
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20. BeinenenHsblit kancua no n. 18, kotopselil BKIlOuaeT MoaudUuMpoBaHHblit 6enok VP2

karicuza AAVS, kotopblit conepxut 3amenbl S515A u TS75S.

21. BolgeneHHblit karneua no n. 20, KoTopsli BKIOYaET MOAUGHUUMPOBaHHbLIA Oesiok VP2
kancuza AAVS, kotopelil comepkutT 3ameHbl SS15A u TS575S, v uMeeT aMUHOKUCIOTHYK)

M0C/Ie0BATEBHOCTb, npeactasiacHuyto SEQ ID NO: 10.

22. BeigeneHHslit kancug no n. 14, koropelii Bratouaer Gestox VP3 kancuga AAVS5 aukoro

THNAa.

23. BoiaeneHHblit kancup no . 22, kotopbii Bitodaet 6enok VP3 kancuna AAVS auxoro
THMA, KOTOPbIH MMEET aMMHOKHUCJIOTHYIO MOCJEA0BATENbHOCTb, MpejcrasieHHyo SEQ 1D

NO: 11.

24, BblaeneHHblH Kancuy no . 14, KoTopelil BKAtOYaeT MoaMbuuupoBaHHbiit 6esiok VP3

Karcu/a aieHoaccouMHpoOBaHHOrO BUpyca 5 ceporuna (AAVS).

25. BoluesieHHbIR Karicua no n. 24, kotopsii BKItOYaeT MoaAHGHLUMpPOBaHHbIit Gesok VP3

kancuaa AAVS, kotopelii conepxut 3aMeHy T5198S.

26. BoiaeneHHbli Kancua no m. 25, KOTopelit BitoYaeT MoaupuuMposarbiii 6esnok VP3
kancuna AAVS, kortopelii coaepxHuT 3ameHy TS519S, ¥ uMeeT aMHHOKHUCIOTHYIO

Nnoc/e]0BaTeibHOCTD, peacTaBiaeHHyo SEQ ID NO: 12.

27. BolaeneHHbIH Kancua no mn. 24, KoTopeli BKIKOYAaET MOAHGHUMPOBaHHbIN Genok VP3

kancuaa AAVS, kotopelit cogepskut 3amesbl S459A u TS19S.

28. BolgeneHHsli Kancug no n. 27, KOTOpbIi BKIOYaeT MOAUDHLIMPOBaHHbIH Genok VP3
Kancupa AAVS, KoTopbiii comeput 3amenbl S459A u T519S, M MMeeT aMHHOKMCIOTHYIO

MOCJIEA0BATENLHOCTD, NpeacTaBieHuyo SEQ ID NO: 13.

29. BolaeneHHast HyKJIEHHOBAasl KHUCJI0Ta, KOAMpYKLLas Kancua no mobomy uz nm. 13-

28, KoTOpbI HUcnob3yeTcs A5 BbICOKO3(G HEeKTUBHOM TPAHCAYKUHMH KAETOK-MHLIEHEH.

30. BexTop Ha ocHOBE peKOMOHMHAHTHOrO a/1eHOACCOLMUPOBAHHOIO BUpYCa 5 cepoTnna
(rAAVS) ans pocraBkH CyOBEKTY reTepoJOrHUYHON MOCIEA0BATENbHOCTH HYKIEMHOBOM

KHMCJIOTBI, KOTOPBIH BKJIIOYAET:
1) kancua nmo mobomy u3 nm. 13-28, u

2) reTepoJIOTMYHYIO NOCJIEJ0BaTE]bHOCTh HYKJIEMHOBOH KHUCJIOTbI, COAEp!allyHo

PEryjJsaTOpHBIC MOCJIECAOBATE/IBHOCTU, KOTOpPLIE obecrieynBatoT 3KCIPECCHUIO TNPOAYKTaA,
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KOAWpYEMOTO reTeponorw{Hoﬁ MoCACAOBATEC/IbHOCTLIO HyKﬂeHHOBOﬁ KHUC/IOThI, B LUECIACBbLIX

KJI€TKax.

31. BexTop Ha ocHose rAAVS no . 30, rae npoayKT 3KCMPECCHH TMETEPONOTHUHON
MOC/IEA0BATENBHOCTH HYKJIEHHOBOM KHCJIOTHI INpeAcTaBiaseT cobodl TepaneBTHYECKHH

MOJIMACNTHU HUITH penopTeprlﬁ MOJIMNECNTUAI.

32. Bektop Ha ocHoBe rAAVS5 mo n. 31, rae TepaneBTHUECKMH rosiunenTui
npencrasnsieT coboi (akTop CBEPTHIBAHHWS KPOBM, BbHIOMPAEMbI M3 IPYIIibl, COCTOALWIECH M3

dakropa VIII, dpakropa IX nnu ux ¢pyHKUMOHANIBHOIO BapUaHTA.

33. BekTop Ha ocHoBe rAAVS no n. 32, rae TepaneBTUHECKHI NENTUI NPeACTaBIsieT

coboit pakrop VIII unu ero ¢pyHKLUMOHANBHbIA BAPHAHT.

34. Bekrop Ha ocHoBe rAAVS5 no mn. 32, rae TepanesTUHYECKUH NENTU NPEACTaBSCT

coboit axrop IX nnu ero pyHKUMOHANBLHBIH BapHaHT.

35. (DapMaLLEBTH‘{CCKaﬂ KOMITO3HU LKA As AOCTAaBKH 'CHHOTI'O IPpoAyKTa

HYXIaI0LEeMYCsi B TOM CyOBEKTY, coaepxaluas:
a) BekTop Ha ocHoBe rAAVS no mmodomy u3 nn. 30-34; u
b) papmaueBTHUECKH NTPUEMIIEMbIT SKCLIUTTHEHT.

36. QapmaleBTHUYECKas KOMMO3uuus no n. 35, rae cyObekT npeacrasiser coboii

YEJIOBEKA.

37. Cnoco6 J0CTaBKM MEHHOTO MPOAYKTa HYXKAAIOLIEMYCS B 3TOM CYOBEKTY, KOTOPbIH
BKJIIOUaET BBeJeHHE CYyOBEeKTy BekTopa Ha ocHoBe rAAVS no nwbomy m3 nn. 30-34 uiu

(apMalleBTH4ECKOH KOMNO3ULMH 110 1. 35.

38. Cnoco® A0CTaBKKM FEHHOrO MpoAaykTa 1o n. 37, rae cy6beKT npeactapserT coboi

YCJIOBEKaA.

39. TlpumMeHeHue BekTOopa Ha ocHoBe rAAVS no mobomy w3 nr. 30-34 wim
dbapMaueBTHYECKOH KOMMO3HLMHK 1O M. 35 ans neueHus 3ab0NeBaHUs y HYKIAIOWErocs B

3TOM cyOBeKTa.
40. IlpumeneHue no 0. 39, rae cyobekT npeacTapaseT coboit yenopexa.

41. Ipumenenune no 1. 39, rae 3abonesaHue BbIOMPAIOT M3 rpynmnbl: 3abonesanus
KpoBM; 3aloneBaHusi UEHTPajibHOH HepBHOH cucTembl; 3abonesBaHus Merabonuama;

3a60/ieBaHUA MbBILIL; HACJI€ACTBEHHbBIE 3ab0JieBaHMS.
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42. TlpumeHenue no n. 41, rae zabonepanue npejacrapnser coboit 3abonesaHue

KPOBH.

43. Tlpumenenue mno n. 42, rae TMPOAYKT OKCIIPECCHM TETEPOIIOIMUHOM
[10CNE0BATENLHOCTY HYKJIEMHOBON KHCIOTBHI npeactaBiser coboit daxrop [X wmm ero

(byHKUMOHATBHBIA BAPUAHT.

44. Tlpumenenue 1o n. 42, rae MNPOAYKT DKCMPECCHMM  FETEPOJIOFHHHOM
M0C/IeOBATEIbHOCTH HYKJIEHHOBOM KHUCIOThl npeicTaBnser coboit pakrop VI uau ero

(bYHKIMOHAbHbIH BAPHAHT.

45. [lpumenenve no n. 41, rae 3aGoneBaHue npejacrasiser coboit 3abonesanne

MBbIHLIILL.

46. Tlpumenenue no n. 41, rae 3abonepaHue npejcTasiser c000OM Hac/ieACTBEHHOE

3aboneBaHue.

47. Cnioco6 nosyuenus sekrtopa Ha ocHoBe rAAVS no mobomy u3 nit. 30-34. koropbiit

BKJIFOHacET Tp'dHC(i)eKLlM}O KJIETOK-MpOAYUEHTOB HyKﬂeMHOBOﬁ KucitoTodt no . 29.
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