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1. Komnozunust ajis eueHus Wik NpoQUIaKTUKK 3a00JIeBAaHUS UJIM HAPYIICHHUS,
ACCOLIMMPOBAHHOTO C HEMTPABUIILHO YITAKOBAHHBIM O€JIKOM UJIM OEJTKOBBIMU arperatamu, rje
yKa3aHHAs! KOMITO3ULUSI COAEPKUT MOTYIIATOP, BBIOPAHHBINM U3 TPYIIIBI, COCTOSILEH U3:

a. MOJIYJISITOpa OJHOTrO WK 6oiiee yeM oiHoro u3 TRIM-6enkoB (cemeicTBO OETKOB ©
TPEXCTOPOHHUM MOTUBOM); U

b. MoayJISITOpa OHOM UK OOJIee UeM OJIHOM YOUKBUTUH-JIMTa3bl, HALEJICHHOW Ha MaJlbli
yOMKBUTHH-1T0100HBIN MoaudukaTop (SUMO, ot anri. Small Ubiquitin-like Modifier) (STUDI,
oT aHri. SUMO-targeted ubiquitin ligase).

2. KoMmnosuuus o 11. 1, rie yka3aHHbBIA MOAYJISITOP MOBBIIIAET 3KCIIPECCUIO WIIW AKTUBHOCTD
onHoro uimm 6osee yem ogHoro u3z TRIM-0enkos.

3. KoMnosuuus o 1. 1, rjae yka3aHHbIN MOIYJISATOP MPEICTABISAET COOOM 110 MEHbIIIEH
Mepe OJIUH U3 IPYMIIbI, COCTOSIIEH U3 XMMUUECKOTO COEIMHEHUSI, OeJIKa, MeNnTUIa,
MENTUAOMUMETHKA, AHTUTENA, PUOO3UMa, HU3KOMOJIEKYJISIPHOI'O XUMHUYECKOTO COEIMHEHHUS,
HYKJIEMHOBOW KUCIIOTHI, BeKTopa, KHPHK u aHTMCMBICTIOBOV HYKIIEMHOBOW KUCIOTHI.

4. Komnozuuus 1o 1. 1, rie yka3zaHHbIA MOLYJIATOP ITOBBILIAET 3KCIIPECCUIO WIIM AKTUBHOCTD
110 MEHBIIIEH Mepe OJTHOTO, BBIOPAHHOTO U3 I'PYIIIIbI, COCTOsAIIEHN U3: yenoBeueckoro TRIM3,
TRIM4, TRIMS, TRIM6, TRIM7, TRIM9, TRIM10, TRIM11, TRIM13, TRIM14, TRIM135,
TRIM16, TRIM17, TRIM19 (Takxe Ha3bIBa€MOTO B JTaHHOM JokyMeHTe "PML" - 6enok
nmpomueonuTapHoro Jjenkosa), TRIM20, TRIM21, TRIM24, TRIM25, TRIM27, TRIM?28,
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TRIM29, TRIM31, TRIM32, TRIM34, TRIM36, TRIM39, TRIM40, TRIM41, TRIM43, TRIM44,
TRIM45, TRIM46, TRIM49, TRIMS50, TRIMS52, TRIMS56, TRIMS8, TRIMS59, TRIM62, TRIM65,
TRIM67, TRIM69, TRIM70, TRIM71, TRIM72, TRIM74 u TRIM75; u mbiinaoro TRIM30.

5. Komnosunus 1o . 1, KoTopasi COAEp>KUT MO MEHbIIIEeH Mepe OJIMH, BRIOpAHHBIN U3
CPYNIIbI, COCTOSAIIEN U3 CIEAYIOIIUX:

a. U30JIMPOBAHHBIN MENTU/, COJIEPKAIIMI OJIMH UK OoJiee yeM oJiuH u3 TRIM-0enKkoB;

b. U30IMpOBaHHASI MOJIEKYJIA HYKJIEMHOBOW KUCIOTHI, KOAUPYIOLIAs OJIMH UK OoJiee ueM
OJIVH HENTUI, BKJIIOUAIOINI OaUH Win 6oee ueM oauH u3 TRIM-0enkos.

6. Komno3unus no 1. 5, rae U30JUpOBaHHBIN NMENTU TOTIOJIHUTEIBHO COJICPKUT NMENTUI,
nponukaronuii B kietky (CPP), uToObl 00ecieunTh MPOHUKHOBEHUE U30JIUPOBAHHOTO
MEeNTUIA B KIIETKY.

7. Komnosunus o 11. 6, rae CPP coepkuT moMeH TpaHCayKuuu O6eJika u3 tat-Oenka Bupyca
umMMyHoAedunuTa yenoBeka (BY).

8. Kommosuiwst o 11. 1, r11e ykazaHHoe 3a00J1eBaHKE WM HapYIIEHUE BBIOPAHO U3 TPYIIIIHI,
COCTOSIIEN U3 CIEAYIOIIMX:

a. MoJMQ-HapyIIEHHUE;

b. HelipoiereHepaTUBHOE 3a00JIEBaAHKE WM HAPYIIIEHHUE, BRBIOpAHHOE U3 T'PYIIIIBI, COCTOSIIIIEH
u3 criuHouepedeusipHoit atakcuu (SCA) tuna 1 (SCA1), SCA2, SCA3, SCA6, SCA7, SCA17,
00s1e3HM XaHTUHITOHA, AEHTATOPYyOpo-NauaooucoBoit atpodun (DRPLA), 6one3Hu
Aunprretimepa, 6ome3au [lapkuacona, 60koBoro aMmroTpoduieckoro ckieposa (ALS),
TPAaHCMHMCCHUBHOM ryouaToii aHIedasonaTuy (MpuoHHOE 3a00JIeBaHUE), TAyOTIATUM U JIOOHO-
BucouHoM nerenepanuu (FTLD);

c. 3a001eBaHKE WK HAPYIIIEHUE BRIOpAHOE U3 TPYMIIbI, cocToseh u3 AL-amunonaosa,
AA-amunonsiosa, ceMeHON CPeIM3eMHOMOPCKOM JIMXOPAJIKU, CTAPUYECKOTO CUCTEMHOTO
aMUJIOU03a, CEMEMHON aMUIIOUAOTUUECKON ITOJTMHEUPOIATUHN, AMUIIOUI03a, CBA3AHHOI'O C
remoManu3oM, ApoAl-amunounosa, ApoAll-amuinonngosa, ApoAlV-amunonaosa, GUHCKOTO
HACJIEICTBEHHOTO aMHUJIOW103a, JTM30IIMMHOTO aMUJTON 1032, ((UOPUHOTEHOBOTO aMUJTOU1034,
WCITAHJICKOW HACIIEICTBEHHOM LIepebpaibHOM aMUIIOWIHOM aHTrHonaTuu, nuadeta Il tuna,
MEIYJUISIPHOM KapLUMHOMBI IIIMTOBUIHOM JKEJIE3bI, MTPEICEPAHOTO AMUIION034,
HACJICJICTBEHHBIX KPOBOM3JIMSIHUIM B MO3T C aMHUIIOUI030M, ITPOJIAKTHHOMBI TUtiodu3a,
JIOKAJIN30BAHHOT O AMUJIOM103a B MECTE UHBEKIUH, A0PTAIBHOIO MEUAIIBHOT'O aMUJIOU1034,
HACJIEICTBEHHOM pelIeTyaTon TMCTPO(UN POTOBUIBI, AMUIIOUI03a POTOBUIIBI, CBSI3aHHOTO
C TPUXMA30M, KaTapaKThl, KATBIU(PUKAIIMU STTUTETMAIBHON OJJOHTOTE€HHOMN OIyXOJIH,
JIETOYHOT'O AJIbBEOJIIPHOTO IIPOTEUHO3a, MUO3UTA C TEJIbLAMU BKIIOUEHHUS U Y3EIIKOBOTO
AMUJIOUI03a KOXKU; U

d. pak, acCOUMMPOBAHHBIN C p5S3-MyTaHTHBIMU arperaTamu.

9. Crioco0 neyenus wiu mpoQUITakTUKY 3a00JIEBAHMS WITM HAPYIIIEHHUSI, ACCOLMUPOBAHHOTO
C HeMPaBUJIbHO YIIAKOBAHHBIM OEJIKOM WJIM OEJIKOBBIMU arperataMu, y Hy>KIaroIIerocs B
9TOM CYOBEKTa, TJIe YKa3aHHbINM ClIOCO0 BKITIOYAET BBEACHUE CYOBEKTY KOMITO3MIUU 11O 1. 1.

10. Crioco0 110 11. 9, KOTOPBI COAEPIKUT BBEACHUE KOMITO3UILIMU 10 MEHBIIIEH Mepe B OTHY
HEPBHYIO KJIETKY CyOBEKTa.

11. Kommosunst 1ij1st IeUeHUST WU MTPOQPUITAKTHUKY 3a00JIeBaHUS UK HAPYIIIEHUS,
ACCONLMUPOBAHHOIO C Jerpajganyert GyHKIMOHAIBHOTO MyTAaHTHOIO OeJiKa, I/ie yKa3aHHas
KOMITO3ULMS COIEPKUT MOAYISATOP OJHOTO WK Oosee yeM ogHOoro u3 TRIM-6enkos.

12. Komno3unus 1o 1. 11, e yka3aHHBIIA MOAYJISITOP MOBBIIAET 3KCIIPECCUIO UITH
AKTUBHOCTH OJTHOTO WM OoJjiee ueM ogHoro u3 TRIM-6enkos.

13. Komno3unus no 11. 11, rae yka3aHHbI MOLYJISTOP MPEACTABIISIET 10 MEHBIIIEH MEpe
OJIVH, BIOPAHHBIN U3 TPYIIIIbI, COCTOSIIEN U3 XUMUYECKOT'O COeIMHEHMS, OeTKa, MenTuIa,
MEeNTUIOMUMETUKA, AaHTUTENA, puO03UMa, HU3KOMOJIEKYJISIPHOIO XUMHUYECKOTO COETMHEHUS,
HYKJIEMHOBOW KUCIIOTHI, BeKTopa, KHPHK u aHTMCMBICTIOBOV HYKIIEMHOBOW KUCIOTHI.
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14. Komno3unus 1o 1. 11, e ykazaHHoe 3a001€BaHME WK HAPYIICHUE MPEICTABIISIET
OO0 MyKOBUCIUIO3.

15. Crioco0 neueHust uiu MpoUIIaKTUKYA 3a00JI€BAHUS WIIW HAPYIIIEHUSI, ACCOIMUPOBAHHOTO
¢ Aerpajanyeit pyHKIMOHAIBHOTO MYTAHTHOT'O OeJIKa y CyOBbeKTa, HYKIAIOIIEerocs B 9TOM,
I7Ie YKa3aHHBIN CIIOCO0 BKIIFOYAET BBEICHHUE CYOBEKTY KOMITO3UIMHM ITO 1. 11.

16. Komnozuus mo 1. 1, rae yKa3aHHbIA MOAYISTOP MOBBIIIAET SKCIPECCUIO UITU
AKTUBHOCTH OJHOM Win 0oJiee ueM oquoi uz STUbL.

17. Komno3uius 1o 1. 1, rae yKka3aHHbIA MOJYJISITOP MOBBIIIAET IKCIPECCUIO WU
akTuBHOCTb RNF4.

18. Cioco0 mojryyeHus peKOMOMHAHTHOI'O OelKa, CoAep Kalllii BBECHUE MOAYIITOPA
oaHOTrO UK 6oJsiee ueM ogHoro u3 TRIM-0enKoB B KJIETKY, MOIU(PUIMPOBAHHYIO JJI5
9KCIPECCUM PeKOMOMHAHTHOTO OeJiKa.

19. Crioco® 1o 1. 18, rie yKazaHHbII MOIYJISTOP CONAEPKUT IO MEHBIIEH Mepe OAMH,
BBIOpPAHHBIN U3 TPYMIIBI, COCTOSIIEN U3 CIEAYIOITUX:

a. U30JIMPOBAHHBIN IENTU], COACPIKAIIMI OUH UK Oosiee ueM oauH u3 TRIM-0enkoB; u

b. U30IMpPOBaHHAS MOJIEKYJIa HYKJIEMHOBOW KUCTIOTHI, KOAUPYIOIIAs OJUH UK OoJiee yeM
OJIVH MENTU, BKIIOYAIONN oanH niu 6oiee u3 TRIM-06eIK0B.

20. KoMno3uius 1o 1. 5, BKIII0YAoIIasi BEKTOP HAa OCHOBE aJIEHOACCOIMMPOBAHHOTO
BUpyca (AAV), coliepxalluii OCIeI0BATEIBHOCTh HYKJIEUHOBOW KUCIIOTHI, KOAUPYIOIIECH
OJIUH WK 00JIee YeM OIMH MEITHI, BKIOUAIOIIMIM OOUH MiIn 0oiiee u3 TRIM-0eIKoB.

21. Komnosunus o 1. 20, BKitrouaroiias BeKTop AAV9, coaepaliuii nocie10BaTeIbHOCTb
HYKJIEMHOBOM KMCJIOThI, KOJMPYIOIIEH MenTui, BKirovyatomui TRIMI11.
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