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1. CMech NenTUua0B, MPUrogHast 11 CTUMYJISIIIMM UMMYHHOT'O OTBETA, COJIepKalliasi epBbId
Y BTOpPOM MENTHU/IbI, T/Ie KaXIbI COOTBETCTBYET (hparmeHTy Oeika RAS, rue:

KaXX/]IbIll U3 MEPBOrO U BTOPOTO MENTUIOB COAECPKUT 00JIACTh IO MEHBIIEH Mepe U3 8
AMUHOKHCIIOT, KOTOpasi COACPXKUT mostoxeHue 13 6enka RAS,

KaJ1asl U3 yKa3aHHbIX 00JiacTel MEPBOTO U BTOPOTO MENTUA0B HE3ABUCUMO COAEPKUT
[0 MEHBINEH Mepe 6 AMUHOKUCIIOTHBIX OCTATKOB, OTJIMYHBIX OT YKA3aHHOTO MOJIOXEeHUS 13,
KOTOPBIE UIEHTUYHBI COOTBETCTBYIOIIEH obactu Oenka RAS,

KaXX]IbIF U3 IEPBOTO U BTOPOTO NENTUAOB COAEPKUT TOYEUHYIO MYTALMIO IO AMUHOKHUCIIOTE,
COOTBETCTBYIOIIEH YKa3aHHOMY IOJIOKEHUIO 13, 1

TOYEUHAs MyTaLKs [IEPBOTO MENTHUIA OTIMYAETCS OT TOYEUHON MYTALUKA BTOPOTO MENTHUIA.

2. CMech MenTUa0B 10 M. 1, rJe KaXKaash U3 TOUeUHbIX MyTalMi HE3aBUCHMO BhIOpaHa U3
myrtauui G13A, G13C, G13D, G13R, G13S wim G13V.

3. CMech nenTuaoB 1o M. 1 uiu 2, rae CMeCh MENTUIOB JOTIOJTHUTEIHHO COAEPKUT:

110 MEHBIIIEH MEPE OJIUH JOTOTHUTEIBHBIN MENTUI, COOTBETCTBYIONIHI (parMeHTy Oeka
RAS, conepxariuii 00J1acTh IO MEHBIIEH MEpe U3 8§ AMUHOKUCIIOT, KOTOPAsl CONEPKUT
nojoxenue 12 6enka RAS, rie kaxaas U3 yKa3aHHBIX 00J1aCTel TOTOJTHUTEIbHBIX IENTUI0B
B KOJIMYECTBE MO MEHBIIIEH MEPE OJMH HE3ABUCUMO COJIEP>KUT 10 MEHBIIEH Mepe 6
AMUHOKHUCIIOTHBIX OCTATKOB, OTJIMYHBIX OT YKA3aHHOT'O MOJI0KEHUS 12, KOTOPBIE UAECHTUYHBI
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AMUHOKMUCIIOTE, COOTBETCTBYIOIIIEN MOJIoKeHUIo 12 6enka RAS; u/vnm

10 MEHBIIIEH Mepe OJWH JTOTIOJTHUTEILHBIN MENTH/T, COOTBETCTBYIOIIMI (hparMeHTy Oenka
RAS, conepxaiumii 00J1acTh 1o MeHbIIIEeNH Mepe U3 8§ aMUHOKUCIIOT, KOTOPas COJIEPKUT
nojioxkeHue 61 6enka RAS, rae kaxaas u3 ykazaHHbIX 001acTel JOMOJTHUTEIbHBIX MENTHIOB
B KOJIMYECTBE MO MEHBIIIEH Mepe OJMH HE3aBUCUMO COJIEP>KUT IO MEHBINIEH Mepe 6
AMUHOKHUCIIOTHBIX OCTATKOB, OTJIMYHBIX OT YKA3aHHOT'O MOJI0KEHUS 61, KOTOPBIE UAEHTUYHBI
COOTBETCTBYIOIIEH 001acT O0enka RAS, U rae mpucyTCTBYeT ToueYHasi MyTanus 1Mo
AMUHOKMUCIIOTE, COOTBETCTBYIOIIIEH OJI0KeHUIo 61 6enka RAS.

4. CMmech MeNnTUIOB 10 11. 3, T/Ie TOUeYHasi MyTal|s 0 aMUHOKHUCIIOTE, COOTBETCTBYIOIIEH
noJjioxkenuro 12 6enka RAS, Beiopana uz myraimmii G12A, G12C, G12D, G12R, G12S wim
G12V, w/wim rjae ToueyHast MyTaluus o aMUHOKHUCIIOTE, COOTBETCTBYIOIIEH MOJIOXKEHHIO 61
oenka RAS, BeiOpana uz myrtaimii Q61E, Q61H, Q61K, Q61L, Q61P unu Q61R.

5. CMech TIenTUa0B 10 1. 3, T/Ie MIePBBIN MENTH I MPECTABISET COOOM MEMTHT C MyTalrei
G13C, a BTOpOI1 MenTH MpeAcTaBIseT cooot nmentua ¢ myTtamueit G13D, u riie o MeHblen
MEpPE OJIUH JTOTIOJTHUTEbHBIN NENTH/ BKIIOYAET:

nentua ¢ myrauuei G12A,

nentupg ¢ myranuen G12C,

nenrtua ¢ mytanuen G12D,

nentug ¢ myrauuen G12R,

nenrtua ¢ Mmyrauuen G125, u

nentu ¢ myranuen G12V.

6. CMech TIENTU/IOB MO 1. 3, T/Ie TIEPBBIN IMENTH I IIPEICTABIISCT COOOM IMENTH C MyTallUeH
G13R, a BTOpOI1 menTua mpeacTaBisieT cooor nentua ¢ mytamueit G13V, u rie o MeHblien
MepEe OJWH JOMOTHUTEIbHBIN NENTUI BKIIOYAECT:

nentya ¢ mytauuen Q61H,

nentua ¢ mytamuen Q61K,

nentua ¢ myrtauuent Q61L, u

nentua ¢ Mytagueit Q61R.

7. CMmech NENTUIOB, MPUTOAHAS JIS1 CTUMYJISIIMKY MMMYHHOI'O OTBETA, CoJieprKalias mo
MEHBIIIeH Mepe ITSITh MENTHUIOB, T/Ie KaXIblii COOTBETCTBYET (hparMeHTy Oenka RAS, rie:

Ka)XIbIF TI0 MEHBIIIEH Mepe U3 MATH MENTUIOB COAEPIKUT 00JIACTh MO MEHBIIIEH Mepe U3 8
AMMHOKHUCIIOT U COJIEPKUT NookeHue 13 Oenka RAS,

KakJ1asi U3 yKa3aHHbIX 00JIacTel 110 MEHbBIIIEH Mepe MSTH MENTHUI0B HE3aBUCUMO COAEPIKUT
10 MEHbIIIEH Mepe 6 AMUHOKHUCIIOTHBIX OCTATKOB, OTJIMYHBIX OT YKA3aHHOTO MOJIOKEHUS 13,
KOTOPBIE UAEHTUYHBI COOTBETCTBYIOLIEH oOmacTu Oenka RAS,

Ka’KJIbIH U3 IENTHUA0B COJEPKUT TOUCUHYIO MyTALMIO [T0 AMUHOKUCIIOTE, COOTBETCTBYIOIIICH
yKa3aHHOMY IoJIokeHuto 13, BeiOpanHyto u3 mytanuiit G13A, G13C, G13D, G13R, G13S unu
G13V,u

TOYEUYHAS MyTalUs KaXKI0r0 MENTUAA OTIIMYAETCS OT TOYEYHOM MyTALMU APYTUX TIENTHU/IOB.

8. CMech MenTUI0B, MPUTOIHAS JIJI CTUMYJISIIIMM UMMYHHOTO OTBETA, COCTOSIIIAS U3 IIIECTU
MEeTITUIOB, T/Ie KaXK/IbIii COOTBETCTBYET (hparMeHTy Oenmka RAS, rae:

KaXX/IbIN TIEMTU]T COJIEPKUT 00JIaCThb MO MEHBIIIEH Mepe U3 8 aMUHOKUCTIOT, KOTOpas
COAEPXKUT ToJIoKeHue 12 6emka RAS,

KakJ1asl U3 yKa3aHHbIX o0JiacTel MeNnTUI0B HE3ABUCUMO COJIEPKUT IO MEHbIIIEN Mepe 6
AMUHOKHUCIIOTHBIX OCTATKOB, OTJIMYHBIX OT YKA3aHHOT'O MOJI0KEHUS 12, KOTOPBIE UAECHTUUHBI
COOTBETCTBYIOIIEH 001acT Oenka RAS,

KaXX]IbIN U3 IENTUAOB COJICPKUT TOUCUHYIO MYTALUIO [I0 AMUHOKUCIIOTE, COOTBETCTBYIOIIEH
yKa3aHHOMY ITOJIOKeHMIO 12, BeIOpaHHyo u3 myTaimii G12A, G12C, G12D, G12R, G12S uau
G12V,n

TOUEUHAsI MyTalMs Ka)KI0T0 MENTUAA OTIIMYAETCS OT TOYEYHON MyTalMK APYTUX TIENTU/IOB.
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9. CMmech NenTua0B, TPUTOAHAS AJ1s1 CTUMYJISIIMM UMMYHHOT'O OTBETA, COCTOSIIIAS U3 ILIECTH
MENTUIOB, T/Ie KaX bl COOTBETCTBYET (hparmeHTy Oenka RAS, rae:

KaXX]1bIW MIEMTU]T COJEPKUT 00JIACTh MO MEHbIIIEH Mepe U3 8§ aMUHOKUCIIOT, KOTOpas
COAEPXKUT TOoJIoKeHue 61 O6enka RAS,

KaXXJasi U3 yKa3aHHBIX 00J1acTel MenTUI0B HE3aBUCUMO COJIEPKUT IO MEHbIIEeH Mepe 6
AMUHOKHUCIIOTHBIX OCTATKOB, OTJIMYHBIX OT YKA3aHHOT'O MOJI0KEHUS 61, KOTOPBIE UAEHTUYHBI
COOTBETCTBYIOIIEH 001acTn Oenka RAS,

KaXX]IbIW U3 IENTUAOB COJICPKUT TOUEUHYIO MYTALMIO [I0 AMUHOKUCIIOTE, COOTBETCTBYIOLIEHN
yKa3aHHOMY MoJIokeHuIo 61, BbiOpanHyio u3 myTtauuii Q61E, Q61H, Q61K, Q61L, Q61P unu
Q61R, u

TOUYEUYHASI MyTalUs KaKI0T0 MENTUAA OTIIMYAETCS OT TOYEYHON MyTALMU APYTUX MIENTHUIIOB.

10. Cmech nenTuaoB, IpUrogHast Ajisi CTAMYJISIUUM KIMMYHHOTO OTBETA, COCTOSIIAS U3
TIEPBOT0, BTOPOTO, TPETHETO U YETBEPTOTO MENTUIOB, € KAXK/IbII COOTBETCTBYET (PparMeHTy
oenka RAS, rue:

KaXIbIi U3 TIEPBOTO, BTOPOT'O U TPETHETO MEMTHIOB COIEPIKUT 00IACTh IO MEHBIIIEH Mepe
U3 8§ AaMUHOKHCIIOT, KOTOpas COACPKUT nojoxeHue 12 6enka RAS,

YETBEPTHIN MENTHI COACPIKUT 00JIACTh IO MEHBIIIEeH Mepe U3 8 aMUHOKHUCIIOT, KOTOpast
COAEPKUT ToJIokKeHue 13 6enka RAS,

KaXKas U3 yKazaHHBIX 00JacTel KaXk10ro U3 epBOro, BTOPOro, TPEThEro U YeTBEPTOro
MENITUA0B HE3ABUCUMO COJICP>KUT IT0 MEHBIIIEN Mepe 6 AMUHOKUCIIOTHBIX OCTATKOB, OTJIMYHBIX
OT YKA3aHHOT'O MOJIOKEHUA 12 unur 13 COOTBETCTBEHHO, KOTOPbBIE UIEHTUYHBI
COOTBETCTBYIOIIEH 001acTn Oenka RAS,

KaXbIN U3 IEPBOTO, BTOPOTO, TPETHETO U YETBEPTOTO MENTUAOB COAEPKUT TOUYECUHYIO
MYTAlMIO IO aMUHOKUCIIOTE, COOTBETCTBYIOIIEN YKA3aHHOMY MOJI0KEHUIO 12 nnm 13
COOTBETCTBEHHO, U

TIePBBIN MENTUI TIPEACTaBIIsIeT coOoi nenTua ¢ mytanuein G12A,

BTOPOU NENTH PeICTaBIsIeT cOOoM nmentua ¢ mytaueit G12R,

TPETUI MeNTH PEeACTaBIsET coOo nenTua ¢ Mmytauuedt G12S, u

YeTBEPTHIN MENTU/ TIpeACTaBisIeT codoit mentua ¢ myrtaruen G13C.

11. ITenTua ay1si NpUMEHEHUS B KAUE€CTBE BAKLMHbBI WA JIEKAPCTBEHHOT'O CPEJICTBA U
COOTBETCTBYIOIIMHI hparmMeHTy Oenka RAS, rae:

TIETITU] COJIEPKUT 0OJIACTH IO MEHBIIIEH Mepe U3 8 aMUHOKUCIIOT, KOTOPast COACPKUT
nojoxenue 13 6enka RAS,

yKa3aHHasi 00JIaCTh COJIEPYKUT 10 MEHBIIIEH Mepe 6 AMUHOKUCIIOTHBIX OCTATKOB, OTJIMUHBIX
OT YKa3aHHOT'O MTOJI0kKEeHUS 13, KOTOpbIe MACHTUYHBI COOTBETCTBYIOIIEH 001acTu 6ennka RAS,
U

nenTtua coaepKut toueunsle MyTauun G13C ninu G13R 110 aMUHOKHUCIIOTE,
COOTBETCTBYIOLIEH YKa3aHHOMY IOJIOKEHUIO 13.

12. TlenTu, MOAX OIS JJISt BHI30BA UMMYHHOT'O OTBETA M COOTBETCTBYIOIINM (hparMeHTy
oenka RAS, rue:

MIETNITU] COJIEPKUT 0OJIACTh IO MEHBIIIEH Mepe U3 8 AMUHOKUCIIOT, KOTOpasi COACPKUT
nojioxkenue 13 6enka RAS,

yKa3aHHasi 00JIaCTh COJIEPXKUT 1O MEHbIIIEH Mepe 6 AMUHOKUCTIOTHBIX OCTATKOB, OTJIMYHBIX
OT YKa3aHHOT'O ITOJI0kKEHUS 13, KOTOpbIE MACHTUYHBI COOTBETCTBYIOLIEH 00acTu Oennka RAS,

METTU/T COJIEPKUT He OoJjiee 30 aMMHOKUCIIOTHBIX OCTATKOB, U

rienTu conepkut Toueunbie MyTauuu G13C uimu G13R 110 aMMHOKHUCIIOTE,
COOTBETCTBYIOIIECH YKA3aHHOMY IMOJIOXKEHUIO 13.

13. Cmechb T-kieTok, coaepxkaias T-KIeTKH, crenupuIHbIe K KaKI0MY U3 NIENTUIO0B B
OJIHOM W3 cMece MEeNTUIO0B 110 Jr0oMy U3 mil. 1-10, uinu npenapat T-KIETOK, COAEPKAIIMN
T-k1eTKH, cienqupUIHbIe K OHOMY U3 NENTUAOB JJIs1 IPUMEHEHMS 110 11. 11, Wiu K ofHOMY
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Y3 MENTUAOB 110 1. 12, ipu npe3enTaumu Ha mosekyie MHC.

14. dapmaneBTHUecKast KOMITO3ULMS, COJIEPkKAIAsi CMECh MENTHU/IOB 11O JTI0OOMY U3 IIII.
1-10, menTya aj1s npuMeHeHus 1o . 11, nenTtua o 0. 12 wim cmech T-KIIETOK WM mpenapart
T-xJeTox 1o 1. 13 u apManeBTUYECKU ITpUeMIIeMble HOCUTEITh, pa30aBUTEIb W/WUITU
SKCLUIIMEHT.

15. Cmecsh nenTtuioB 1o jJdoMy u3 mi. 1-10, nentua ajis mpuMeHeHus 1o 1. 11, nentun
o 1. 12, cmeck T-kJ1eToK miam npenapat T-KiIeTok mo 1. 13 uinu dhapManeBTHYeCKas
KOMITO3HIUS 110 1. 19 117151 MpUMEHEHUs ITpU PO (PUITAKTUKE W/UJTH JIEYSHUH 3II0KaYeCTBEHHBIX
ONyXOJIeH.

16. Cmech NenTUaO0B 110 M. 5 Wik cMech T-KJIeTok mo 1. 13, Kak yKa3aHo B II. 5, JJIst
MIPUMEHEHUS TTPU MPOGUITAKTUKE WU JICYEHUM 3]I0KAUeCTBEHHBIX OIyXOJIeH,
MPEANOYTUTENIBHO, TJIE 37TOKAYECTBEHHAS OMYXO0JIb IIPEICTABIISIET COOON KOJTOPEKTATIbHbIN
PaK, pax JISTKUX W/WIM PAK MOIKETYTOYHON KEJIE3bl.

17. Cmech TIeNnTUIOB 110 1. 6 UK cMech T-KJIeTOK 110 1. 13, Kak yKa3aHo B I1. 6, [
MIPUMEHEHUS TIPU TPOPUITAKTUKE /WK JICUEHUH 3J]I0KAYeCTBEHHON METTaHOMBI.

18. CMech NenTuI0B, MeMTH/I Il IPUMEHEHUS B KAUeCTBE BAKIIMHBI WIIU JIEKAPCTBEHHOTO
CpeJCTBa, MENTUI, cMech T-KJIeTOK, penapat T-KJIeTOK Win (hapMaleBTHUECKasi KOMIO3HUIIMS
JUTS IPUMEHEHHS B CIIOCO0E, BKITIOUAIOIIIEM:

1) uneHTUgUKaUIo MyTalui 6enka RAS, mpucyTcTByIomuUx B 006pasiie, MoJIy4eHHOM Y
MMAUEHTA;

ii) BBIOOP CMecH TMEeNTUIO0B 110 JTIo0oMy u3 . 1-10, coaeprkarieii mernTu I, CoaepKaIiui
TOUYEYHYIO MYTallMI0, COOTBETCTBYIONIYIO IO MEHBIIIECH MEpE OJTHOM U3 MyTaluii 6enka RAS,
UICHTU(PUIMPOBAHHBIX B 00pa3Iie; WM BBIOOD IEITHIA SIS TPUMEHEHHs 110 11. 11,
COZIEPKALIETO TOUEUHYIO MYTALUIO, COOTBETCTBYIOLIYIO 10 MEHbIIEH MEPE OHOM U3 MyTaLUN
O0enka RAS, nneHTH(OUIMPOBAHHBIX B 00Opas3Iie; WM BHIOOP TIENTHAA TI0 I1. 12, coteprKaiiero
TOUYEYHYIO MYTallMIO0, COOTBETCTBYIONIYIO 10 MEHbIIIEH Mepe OJTHOM U3 MyTaluii 6enka RAS,
UICHTU(PUIMPOBAHHBIX B 00pa3ile; Wi BBIOOP cMecu T-KieTok M npenapata T-KiIeTok 1o
1. 13, conepxanux T-KIIeTKH, crieuprIHbBIC B OTHOIIICHUH TICTITHIA, COJIEPKAIIETO TOYCUHYIO
MYTallUI0, COOTBETCTBYIOIIYIO IO MEHBIIIEH Mepe OTHOM U3 MyTanuii 6eka RAS,
UICHTU(PUIMPOBAHHBIX B 00pasiie, pu nmpe3eHTanuu Ha Mosiekysre MHC; uimu BeIOOp
dbapmaneBTUYECKON KOMITO3UIMM 10 1. 14, cofiepkalieil cMech MenTUA0B, NENTUI 15
IIPUMEHEHUS B KAYECTBE BAKLMHBI WM JIEKAPCTBEHHOT'O CPEACTBA WU MENTUT, COAEPKALIMN
TOUEUHYIO MYyTal1I0, COOTBETCTBYIOIIYIO IO MEHbIIIEH Mepe OTHON U3 MyTanui 6enka RAS,
UICHTU(UIMPOBAHHBIX B 00pa3le, WM cMech T-KJIETOK WM Ipenapat T-KIIETOK, coepKarime
T-KJIeTKH, CIeMU(UIHBIC B OTHOIIICHUH TIETITH/IA, COJAEPKAIIETO TOUCUHYIO MYy TAIHIO,
COOTBETCTBYIOIILYIO [0 MEHbIIIEH Mepe OHOM U3 MyTalui 6enika RAS, uneHTuduIMpoBaHHbIX
B 00pa3iie, pu nmpe3eHTanuu Ha mosekyine MHC, u

iil) BBEZICHUE CMECHU TENTUIOB, TIENTU/IA IJISI IPUMEHEHHS B KAUECTBE BAKLIMHBI W
JICKAPCTBEHHOI'O CPEJICTBA, MENTUAA, CMECU T-KJIE€TOK WK mpernaparta T-KIIeTOK MalueHTy.

19. Crioco0 BbIOOpa cMecH MEeNTUAO0B, MENTUAA 1J1s TPUMEHEHUS B KaUeCTBE BAKIIMHBI WU
JIEKAPCTBEHHOI'O CPELICTBA, NENTUAA, Ipenapara T-KiIeTok, cMmecu T-KIIeToK Win
(hapManeBTUIECKON KOMITO3HUIIY JIJTS BBEACHHMSI ITAIIMEHTY, BKITFOUATOIIINN:

1) uneHTUgUKaUo MyTanui 6enka RAS, mpucyTcTByIomuUx B 06pasie, MoJIy4eHHOM Y
MMagUeHTa; u

ii) BBIOOP CMecH TMEeNTHIO0B 110 JTIo0oMy u3 . 1-10, coaeprkarieii mernTu I, CoaepKaliui
TOUYEYHYIO MYTallMIO0, COOTBETCTBYIONIYIO IO MEHBIIICH MEpe OJTHOM U3 MyTaluii 6enka RAS,
UICHTU(PUIMPOBAHHBIX B 00pa3Iie; UM BBIOOD IENTHIA SIS TPUMEHEHHs 110 11. 11,
COZIEPKALIETO TOUEUHYIO MYTALUIO, COOTBETCTBYIOLIYIO 10 MEHbIIEH MEPE OHOM U3 MyTaLUN
O0enka RAS, naeHTH(OUIMPOBAHHBIX B 00Opas3Iie; WM BIOOP MIENTHAA TI0 I1. 12, coteprKaiiero
TOUYEYHYIO MYTallMIO0, COOTBETCTBYIONIYIO 10 MEHbIIIEH Mepe OJTHOM U3 MyTaluii 6enka RAS,
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UIeHTU(UIMPOBAHHBIX B 00pa3iie; WK BbI0op cMecu T-kiteTok mim npemnapata T-KIeToK 1o
1. 13, conepxanmx T-kJ1eTku, crieuprUuHbIe B OTHOIIICHUH TIENTHIA, COJIEPKAIIETO TOYSUHYIO
MYTaLMIO, COOTBETCTBYIOIIYIO [0 MEHBIIIEH MEPE OJJHOM U3 MyTalui O0ernka RAS,
UICHTUPULUMPOBAHHBIX B 00pasle, Npu npe3eHTauuu Ha mosekysie MHC; uinu Bb16op
(dhapManeBTUYECKON KOMITO3UIMM 110 1. 14, cofepkalieit cMech MenTUA0B, ENTUI s
IIPUMEHEHUS B KAY€CTBE BAKLMHBI WU JIEKAPCTBEHHOI'O CPEACTBA WU MENTUL, COAEPKALLMN
TOUYEYHYIO MYTallMI0, COOTBETCTBYIONIYIO 10 MEHbIIIEH MEpe OJIHOM U3 MyTaluii 6enka RAS,
UIIEHTU(DUIMPOBAHHBIX B 00pa3sLe, Uik cMech T-KIIETOK WK Tpenapat T-KIIeToK, coaep Kaluii
T-keTkH, cienupuIHbIe B OTHOIIEHUU MENTHIA, COAEPKAIIETO TOUSUHYIO MYy TalUIO,
COOTBETCTBYIOIILYIO IO MEHBIIIEH Mepe OHOM U3 MyTanui 6erika RAS, uneHTudunmMpoBaHHbIX
B obOpa3iie, Ipu npe3eHTanuy Ha mojekysiae MHC.
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