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(57) ®opmyna u3oOpeTeHust
1. Kommo3uius, BKIIOYAOIIAs BEIACTICHHYIO PEKOMOMHAHTHYIO JIM30COMAITBHYIO KUCTTYIO
nunasy uenoBeka (puJIKJI), Bkirtouarorias ogaHy ui 0osiee N-IIIMKaHOBBIX CTPYKTYP, TIPH

stoM puJIKJI sBisieTcss N-mprcoOeAMHEHHBIM TJIMKO3UIMPOBAHHBIM B ITOJI0KEHUU Asn'?,

AsnSO, Asn140, Asn?? 1 Asn >0 nocnegoBateabHocTu SEQ ID NO:2.
2. Komnosunus no n. 1, otuuatomiasicst teM, 4yto JIKJI Bkiatoyaer N-rIMKaHOBYIO

CTPYKTYPY, BKIIFOYAIOIIYIO (hOCcHOPUIMPOBAHHYIO MAHHO3Y B IMOJIOKEHUU Asn®®, Asn'0

Asn>>? nociegoBateabHocT SEQ ID NO:2.
3. KoMmno3unus 1o 1. 2, otauyaromasics teMm, uyto JIKJI BkiarouaeT N-riIMmkaHOBYIO

CTPYKTYPY, BKIIFOUAIONTYIO PochOoprumMpoBaHHYIO MAHHO3Y B IOJIOKEHUN Asn®,

4. KoMmo3u1usi 10 1. 3, OTJIMYAoIIAsiCs TeM, UTO 10 MeHbIer mepe 30% N-TIIMKaHOBOM

CTPYKTYPBI, CBI3AHHOM C AsnSO, coaepkat GochOpUIMPOBAHHYIO MAHHO3Y.
5. KoMmno3unus 1o 1. 2, otayvyaromascs teMm, uyto JIKJI BkiatouaeT N-TriIMmkaHOBYIO

CTPYKTYPY, BKIIFOUAIOITYI0 OM(ochOpHUITMPOBAHHYIO MAHHO3Y B TTOJIOKEHUU Asn®,

6. Komno3unus 1o 1. 2, otaydyaromascs teMm, uyto JIKJI BkiarouaeT N-TiIMkaHOBYIO
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CTPYKTYPY, BKITIOUAIONTyI0 (hochOopuIMpoBaHHYI0 MaHHO3y(MOP) B 11o10KeHUN Asn'®.

7. Komno3unus 110 1. 6, OTIIMYaromascs TeM, 4to ot npumepHo 10% no npumepHo 50%

N-IJIMKaHOBBIX CTPYKTYP, ACCOLMUPOBAHHBIX C Asn'®, Bxirouaror M6P

8. Komnosunus no 1. 2, otauyaromasics tem, 4yto JIKJI BkiatouaeT N-riIMmkaHOBYIO

CTPYKTYPY, BKITIOUAIONTYI0 (hochOopuIMpoBaHHYI0 MaHHO3y(MO6P) B 11o10KeHUN Asn®2.

9. Kommno3unus 110 11. 8, oTIM4aroiascst TeM, 4To, o MeHblen Mmepe, 50% N-IJIMKaHOBBIX

CTPYKTYP B IIOJIOKEHUHU Asn®? Bxmouaror M6P

10. Komnosunus no 11. 1, otianuaromasics tem, 4yto JIKJI BkiarouaeT N-riIMkaHOBYIO

CTPYKTYPY, BKIIOYAIOUIYI0 BBICOKOMAaHHO3HYIO IPYNITY B ITOJIOKEHUN Asn® i Asn®2,

11. Komno3unus o 1. 10, oTiMyaromascs TeM, YTO BBICOKOMaHHO3HAas TPYIINa BKIIFOYaeT
6,7, 8,9 unmu 10 MmaHHO3.
12. Komno3uuus no 11. 11, ornuyaromasicst tem, uro JIKJI Bkitoyaetr N-rMKaHOBYIO

CTPYKTYPY, BKIIOYAIOIIYIO 7, 8 WM 9 MAHHO3 B IIOJIOKEHUU Asn®.

13. Komnosuuus no 11. 11, ornuyaromasics tem, uro JIKJI Bkimtoyaetr N-rMKaHOBYIO

CTPYKTYPY, BKIIIOUAKOIIYIO 7, 8 UK 9 MAHHO3 B ITOJIOKEHUHU Asn>2.

14. Komno3uuus no 11. 1, otamyaromasics tem, 4yto JIKJI BkiarouaeT N-rimkaHOBYIO

CTPYKTYPY, BKITFOUAIOILIYIO TEPMUHAIIBHYIO TAJIAKTO3Y B ITOJIOKEHUN AsnP , Asn'* i Asn3,
15. Komnoszunus no 1. 14, oTnMyaromascs TeM, 4To oT mpuMepHo 2% a0 npumepHo 10%

N-IJIMKaHOBBIX CTPYKTYP, ACCOLIMUPOBAHHBIX C AsnP , BKIIFOUAIOT TEPMUHAJIBHYIO FAJIAKTO3Y.
16. Komno3zuius no 11. 15, oTiamyaroiascs TeM, 4To, 1o MeHbIel Mepe, 5% N-IJIMKaHOBBIX

CTPYKTYD, CBSI3AHHBIX C Asnl40, COAEPKAT TEPMUHAIBHYIO TAJIAKTO3Y.
17. Komno3unus no 1. 16, ornuyaroiascs tem, uro JIKJI BkitoyaeT TEpMUHAITBHYIO

rajgakTo3y B IIOJIOXKEHUU Asn®%,

18. Kommo3unums o 11. 1, oTamyaroniascs TeM, YTOo MOJIOKESHUE Asn’! HETJIMKO3UJIMPOBAHO.

19. Kommo3unug 1o 11. 1, otimmuarommasics teM, 4to JIKJI Bkimroyaet N-TiIMKkaHOBBIE
CTPYKTYPBbI, HE COAEPIKAIIUE KCUTTO3Y, U MeHee YeM 15% N-TITMKaHOBBIX CTPYKTYP COAEPKAT
CUAJIMHOBYIO KUCIIOTY.

20. Komrmozunus o 11. 19, otimmuaromasicst teM, uro JIKJI BkimouaeT N-TIIMKaHOBBIE
CTPYKTYPBI, HE COAEPKALIME KCUITO3Y, U MeHee ueM 10% N-TIIMKaHOBBIX CTPYKTYP COAEPKAT
CUAJIMHOBYIO KUCIIOTY.

21. Kommosunus o 11. 20, otimmuaromiasics teM, uro JIKJI BkimrouaeT N-TIIMKaHOBEBIE
CTPYKTYPBI, HE COJIepKAIINe KCUII03Y, U MeHee yeM 5% N-TJIMKaHOBBIX CTPYKTYP COJEpKAT
CUAJIMHOBYIO KUCJIOTY.

22. Komno3unusi 11o 1. 1, otiryaroiasics tem, uro JIKJI He cogepkuT cuaIuHOBYIO KUCIIOTY
WJTU KCUITO3Y.

23. Kommno3zumus 1o 11. 1, otirmyaromasics tem, uro JIKJI He comepKuT hyko3bl.

24. Komno3uus 1o 11. 1, otnmuaroiasics tem, uro JIKJI BkittouaeT crnenyrommii N-
CBSI3AHHBIN MPOGUIb TITUKO3UIIMPOBAHMS:

4. B OMOKeHuH Asn'> , GlcNAc4Man3GIcNAc2, unu
Gall1GIcNAc4Man3GIlcNAc2;

0. B IOJIOKEHUH Asngo, Phos2Man7GIcNAc2;

B. B IIOJIOKEHUU Asn140, Phos1Man6GIcNAc2,
GIlcNAc1Phos1Man6GIcNAc2;

Man3GIcNAc2;

GlcNAc2Man3GIcNAc2;
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GlcNAc3Man3GIcNAc2;
GlcNAc4Man3GIlcNAc2, nwiun
Gal1GlcNAc4Man3GIcNAc2;

I'. B TIOJIOKEHNN Asn> 2, Man7GIcNAc2,
Man8GIcNAc2,

Man9GIcNAc2,

Phos1Man8GIcNAc2, unu
Phos1Man9GIcNAc2; u

1. B IIOJIOKEHNU Asn® 00, GlcNAc2Man3GIcNAc2,

GlcNAc3Man3GIcNAc2,

GlcNAc4Man3GIlcNAc?2,

Gal1GlcNAc4Man3GIcNAc2,

GlcNAc5Man3GIcNAc2,

Gall1GlcNAcSMan3GIcNAc2,

GlcNAc6Man3GIcNAc2, nin

GallGlcNAc6Man3GIcNAc2,

IIpy 3TOM Man = MaHHO3a,

GlcNAc= N-aneTuiriroKo3aMuH

Phos = ¢ocdart

Gal = ranaxkro3a.

25. Kommnoszunus no 1. 1, otimyaromasicst tem, yro JIKJI monaydaror uz 3apoapliiieBom
JIMHUW TPAHCTEHHBIX MTHII.

26. Komnozunus 1o 11. 25, otiuyaroiasics: teM, yto JIKJI rmoinyyaroT u3 KJIeTok siieBoaa
3apO/IbIIIEBOM JIMHUU TPAHCTEHHBIX IITHI.

27. Kommno3unus no 1.26, oTIM4aromascs: TeM, 4To MTUILA TTPEICTABICHA IBITIJIEHKOM.

28. KoMno3uiusi, BKJII0UaroIias CMeCb PEKOMOMHAHTHOM JIN30COMAJIbHOW KUCIIOM JIUIA3bI
yenoseka (JIKJI), u Takast cMech BKITIOUAET, 11O MeHbIer mepe, ase JIKJI yenoseka,
BBIOMpaeMbIX U3 Tpymnisbl, cocrosied uz SEQ ID NO: 2, SEQ ID NO: 3, SEQ ID NO: 4 u SEQ
ID NO: 19.

29. Komrmosunus o 11. 28, oTandaromiasics teM, uto cMech JIKJI uetoBeka Briroyaet N-
TJIMKaHBI, BEIOUpAaeMbIe U3 CIEYIONUX CTPYKTYP:

O O A O

g 00

YT YT Y

Ksagpar = N-aleTHIrmoKo3aMuH
YepHslil kBaapaT =MaHH030-6-docar
Kpyr = maHHO3a

YepHelif KpYT = rajlakrosa

YepHBbI#i TPEYTONBHHK = (hyKo3a

30. Crioco6 IMOJIYYCHUS FJ'II/IKO3I/IJ'II/IpOBaHHOfI JIM30COMAJIBHOM KHCIIOM JIMITa3bl YEIIOBEKA
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(JIKJI), BKJTIOYAOIIMI MTOJTYUYE€HUE 3aPOIBIIIEBOM JIMHUM TPAHCTEHHBIX MTHI] C TPAHCTEHOM,
koaupytommM JIKJI yenoBeka, KOTopbiii GyHKIMOHATIBHO CBSI3AH C IPOMOTOPOM U
skcnpeccupyet JIKJI yenoBeka B kiietke siiueBoa, npu 3toM JIKJI rnuko3unupyercs B
KJIETKE SIMIEBOA U JISTOHUPYETCS Ha CKOPIIYIIE SIIA, OTKJIAIbIBAEMOTr0 TPAHCT€HHOM NTHULIEH;
a taxxke nomyuenue JIKJI u3 suunoro Oenka.

31. TpancrenHas nTvIA, BEIpaOaThIBAIOIIAS TJIMKO3WIMPOBAHHYIO KUCITYIO JIUTIA3y YEIOBEKa
(JIKJI) mo m. 1 wnm 28.

32. Ao, OTII0KEHHOE TPAHCTEHHOW MTULIEH COTJIacHO 1. 31.

33. dapmaleBTHUYECKAsT KOMIIO3UIMS, BKIIOYAOIIAsi KOMITO3UIMIO 110 1. 1 uiu 28 B
KOMOUWHAIMK ¢ (hapMaleBTUIECKH MPUEMIIEMBIM HOCUTENIEM, pa30aBUTEIIEM WU
BCIIOMOTATEIbHBIM BEILIECTBOM.

34. @apMmaneBTUUYECKAsT KOMIIO3ULMS TTO 1. 33, OTIIMYAIOIIAsICSl TEM, YTO KOMIIO3ULUS
BKJIFOUAET, 10 MEHbBIIIEH Mepe, OJIUH aT€HT, BBIOUPAEMbIii U3 TPYIIIIbI, COCTOSIIEN U3 TPUHATPUS
IUTPAT ACTUAPATA, TIUMOHHOM KUCITOTHI U YEJIOBEYECKOT'O CHIBOPOTOYHOTO aIlbOyMHUHA.

35. @apmaneBTHYECKass KOMIIO3ULKS 110 M. 34, OTIMYAIOIIASICA TEM, YTO KOMIIO3UIUS
MpeICTaBlIeHa B BOJHOM PAacTBOPE C MOJIepKUBaeMbIM ypoBHeM pH oT mpumMepHo 5,6 10
IIPUMEPHO 6,2.
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