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Amvunoniamu  HasbIBaloT (GUOpMIUIApHBIE OENKOBBIE arperarsl, oOJamaroniue Kpocc-0eTa
CTpYKTypoi. CrienmupuIecKoil OATPYIIION SIBISIFOTCS TIPHOHEI, TPECTABIIAIONTHE COO0H aMUIIONIBI,
oOmagarone MHGEKIHMOHHBIMH CBOWCTBaMH. B Hacrosimee Bpemsl aMWIOHIBl KpailHe aKTHBHO
M3y4YaloTCsd HE TOJNBKO M3-32 TOTO, YTO OHU AaCCOLMHUPOBAHBI C OoJjiee YeM COpOKa JIETaJbHBIMHU
3a00JIeBaHUSAMH YEJIOBEKa, HO M TIOCKOJIBKY HAKAIUTMBAETCS BCE OONBIINE CBUAETENHCTB B TOJB3Y HX
BOXHOM QYHKIMOHATBEHON ponn. OQHON U3 LEHTPaTbHBIX MPOoOIeM B 00JacTH OHOJIOTHH aMHJIOUIOB
SIBIISIETCSL OTCYTCTBHE YHHBEPCAJIBHBIX METOIOB Al X HiAeHTU(UKAIK. IMeHHO mosTOMyY onmcaHue
KKIOTO0 HOBOTO aMWJIOWZa SIBISETCS 3aMETHBIM COOBITHEM B HaydyHOM Mupe. Hamm paspaboran
WHHOBAI[MOHHBI METOJ NPOTEOMHOTO CKPUHMHra aMmiIouaoreHHsix OenkoB PSIA (Proteomic
Screening for Identification of AmyloidskoTopblii OCHOBaH Ha TIIATENFHON OYHCTKE aMHJIOUIHBIX
OCIIKOB M HX Pa3ACICHHHM C TOCIEIYIOIIeld Macc-CIIEKTPOMETpUYCeCKOr uacHTH(uKanuen. [Ipu
MOMOIIIM 3TOTO METOJIa MPOBEAEHBI MPOTEOMHBIE CKPUHIHTH aMWJIOWIOT€HHBIX OEIKOB y OaKTepuu
Escherichia coliu npoxokeit Saccharomyces cerevisiaBeisiBnen psjg 0enkoB, (GopMHPYOIIHX
BBICOKOMOJIEKYIISIPHBIE JIETePTeHT-YCTOWYMBBIEC arperaThl, Cpear KOTOPBIX JPOXKIKEBBIE BaKyOJSIPHbIC
amuHonenTuaasel Apel u Ape4, 6eok ApoXxoKeBOH KiIeTouHOM creHkn (Gasl,a Takke HECKOJIBKO
OakTepuaIbHBIX TOKCHHOB, B TOM uucie, konuiuHbl Cfa u E3. [TonyyeHHble 1aHHBIC MMOKA3bIBAIOT,
YTO CIEKTP aMUJIOHJOB, KOTOPBIE MPHUCYTCTBYIOT B KJIETKE B (PU3MOIOTHYECKUX YCIOBHUSX, MOXKET
OBITH CYIIECTBEHHO IITHpE, YeM MPEATIONaraioch A0 CUX TOp, UYTO SBISIETCS BaXKHBIM CBHIECTEITHCTBOM
B 103y (YHKIHOHAIBHONH 3HAYUMOCTH aMuiaousoB. Merox PSIA OTKpbIBacT IIMPOKHE
NEePCHEKTHUBEI JJIsl MPOTEOMHBIX CKPUHHHTOB aMUJIOMJOT€HHBIX OENKOB y pa3IHMYHBIX OPraHU3MOB, OT
Oaxtepuii mo denmoBeka. Pabora BeIMoNHeHAa Tpm Tmoaaepxkke rpanrta Ilpesmaenra PO Ne MK-
4854.2015.4.

MOJIEKYJIAPHBIE MEXAHU3MbI GBA ACCOIIMMPOBAHHOM FOJIE3HU
ITAPKMHCOHA
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axanemuka W.I1. [TaBnoBa, Cankr-IlerepOypr; ‘®I'BHY Meauko-reHeTHYeCKHit Hay4HBbII

ueHtp, Mocksa, Poccust

Almaflex@mail.ru

BBEJIEHUE: Bonesns Ilapkuncona (BII) — XxpoHmdeckoe mporpeccupymomiee 3a0olieBaHuUE,
CBSI3aHHOE C arperarueii HelpoHaIsHOTO Oelika anb(a-CHHYKIICHHA W pa3BUTHEM HEUPOIeTCHEPAITHH.
Myrtanuu B rene GBA — ¢axTop Bbicokoro pucka pa3sutusi bII. Mbl npeanonox unu, 4To BICOKHN
puck paseutus BIl mpu Hammumm myTtaumii B reHe GBA MoxkeT OBITh CBSI3aH C HaKOIUICHUEM
HEHPOTOKCHUYHBIX (hOpM anb(ha-CHHYKIICHHA.

LEJIb: Ilens maHHOrO MCCIEIOBaHMS 3aKiIIOuYanach B CKpUHHMHre MyTanmii B reHe GBAcpenu
nanueHToB ¢ bIl U B KOHTpONBHOW TpyNIe W OLEHKE YPOBHS OJUTOMEPHOTO ajb(a-CHHYKJIEHHA B
IJ1a3Me MAIUeHTOB ¢ MyTanusMu B reHe GBA B TOMO3UTOTHOM COCTOSIHMHM (ITAIIMEHTHI ¢ OOJIE3HBIO
Tome).

MATEPUAJIbI U METO/bI: B uccnenosanue Borio 330 marnwmentos, ¢ BIT (61,6+9,4 ner,
48,6% myxunH) u 250 MHIUBHIYYMOB KOHTpoJbHOU rpymmbl (62,7+10,3ner, 49,8% myxuun),
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