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AnHoTanusi. Bcé B Mupe uMeeT CBOM CPOK CYylleCTBOBaHMS. YeloBeUYeCKHUI Opraiu3M pacCuuTaH
Ha onpeaesIEHHBIN CPOK XKU3HU, PA3TUYHBIN I KaXaoro nuupuBunyyma. . M. MeYHUKOB cUmuTall
cMepTh paHbIre 150 1eT «HaCUILCTBEHHOM». [IpH HEKOTOPEIX 3a00JIeBaHUSIX 3TOT CPOK
3HAYUTEIbHO YKOpauuBaeTcs. KOMIIIEKCHOE U3yYeHNe MOJIEKYISIPHO-TEHETUYECKUX MEXaHU3MOB
nporepuil pa3Hsl GopM UMeeT OOJIbIIIOe 3HaYEeHUeE [JId MOHMMaHUA OMOJI0OTUYeCKOT0 CTapeHUs B
LIeJIOM M [IJ151 BO3MOIKHOT'O CO3MaHus B OyOylleM «JieKapcTBa OT cTapeHus». Ha 31 mekaGps 2020 .
BepudunmpoBano 188 meTelt B 52 cTpaHax Cc Mporepuel u MporepouaHoM TaMUHOIIaTUeR, U3 HUX
131 pe6GEHOK/TTOAPOCTOK UMEEeT CUHAPOM XaTuyuHCOHa-I'undopmoa, a 57 - IPoOrepoumHyo
nmaMuHonaTuio [1].

Abstract. Everything in the world has its own period of existence. The human body is designed for
a certain life span, which is different for each individual. I. I. Mechnikov considered death earlier
than 150 years "violent". In some diseases, this period is significantly shortened. A comprehensive
study of the molecular genetics mechanisms of progeria of various forms is of great importance for
understanding biological aging in general and for the possible creation of a "cure for aging" in the
future. As of December 31st, 2020, 188 children in 52 countries with progeria and progeroid
laminopathy were verified, of which 131 children/adolescents have Hutchinson-Guildford syndrome,
and 57 have progeroid laminopathy [1].
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Ilens:

1) KpaTkuit 0630p OCHOBHBIX MEXaHU3MOB OMOJIOTMYECKOT'O CTAPEHUS U aHAIU3 0COOeHHOCTEN
TeHEeTUYeCKU 00YCIIOBJIEHHEIX ()OPM IPEKIEBPEMEHHOT'O CTAaPEHUS;

2) OTBeT Ha BOIIPOC: «BO3MOKHO T BO3MEUCTBOBATh Ha MEXaHU3MHI ITATOTeHEe3a IIPOTePUU OJIsd
VIJIMHEHUS CPOKa KU3HU YeI0BeKa?»

CaMbIM U3BECTHBIM Ha JaHHBIM MOMEHT (PaKTOpPOM, BIUSIONIUM Ha ITPOAOJI2KUTEIbHOCTD KU3HU,
SIBJIIETCS CKOPOCTDh YKOPOUYEHUS KOHIIEBBIX YYaCTKOB 9yKapUOTUYECKUX XPOMOCOM - TeJIoMep. Yem
KOpoYe TejioMepa, TeEM MeHbIIle IIaHCOB Ha TO, YTO KJIeTKa BCTYIUT B IPECUHTETUYECKYIO dha3y
MHUTO3a, a 3HQUUT, TepecTaHeT AenuTbCcsi. COOTBETCTBEHHO, KJIETKY MOTM0Aa0T, He TOIeJIUBIINUCE [6].
Takxke onpenenéHHy0 POJIb B CTAPEHUHU KJIETOK UTPAIOT SIMUTEeHEeTUYECKUe MeXaHU3Mbl, K IIPUMEDY,
npotieccel MeTunupoBauus [JHK, mOCTTpaHCKPUIIITMOHHEIE ITPe00pa30BaHus CEePAIeBUHHBIX
TUCTOHOB ¥ MoauGUIIMpoBaHue xpomaTuHa [5]. B ocobennocTu 6emok HP,, ygyacTByromui B
yIaKOBKe «MOJIYaJIUBLIX» '€HOB B PEIIPECCUBHEIE TE€TEPOXPOMAaTHUHOBEIE TOMeHEL. [Ipu CHUXKeHUHU
€ro TPAHCISIMU B KJIETKe HaOJII0Mal0TCs IOBPEeXKIEeHUSI KHHETOX0pa. ECTh JoKa3aTeIbCTBa
KOHTPOJIS 6uonorudeckoro crapenuss mTOR u omyxosneBsiM cynpeccopoM p53 [2]. Kurnaza mTOR
SIBJISIETCS PErynsaTopoM Iponudepanuu. bemnok p53 akKTUBUPYETCS IIOCIIe TEHOTOKCUYECKOTO
cTpecca u OJIOKHPYeT KJIeTOYHBIH TuKJI. Korma mpoucXoauT OOHOBPEMEHHO OJIOK KJIETOYHOTO IIUKJIa
U BBICOKasl aKTUBHOCTb MTOR, IpOUCXOOUT aKTUBU3AIIUS TUIIePTPOPUYECKOTO POCTa KIIEeTOK. U,
HaAKOHEI[, HeCPaBHEHHA POJIb BO3[ENCTBUS CBOOOOHBIX PAOUKAJIOB Ha KJIETKY, B PE3y/IbTaTe Yero
IIPOUCXOOUT ITOpaXKeHue MUTOXOHOPUY, HaKONJIeHue MyTalus U T.1.

CTapeHue, Kak CTAHOBUTCS SICHO, 3aBUCUT OT MHOXKeCcTBa ¢aKTOpoB. Ho CyIIecTByIOT TeHeTU4eCKH
OeTepMUHUPOBaHHLBIE (POPMEI TPEKIEBPEMEHHOTO CTAaPEHUS, IPU KOTOPHIX CKOPOCThH CTapPEeHU S
YCKOp€EeHa BO MHOT'O pas.

PaccmoTpum maToreHe3 3Tux 3aboneBanuil. [Ipu curgpomMe XaTduHCOHA-I'undopma oTMedaeTcs
nedeKT CTPYKTypHL HyKJIeapHOU JIJaMUHBI, IPUYNHON KOTOPOT0 SIBNISIETCS WM MyTallls F'eHa JIaMUHEL
- LMNA (1g21.2), komupyitoiiero mamuny A/C, unu resa FACE-1/ZMPSTE24 (1p34), KooupymoIiero
MeTaJlJIoNpoTea3y, y4acTBYIOIIYIO B IIOCTTPAHCISIIUOHHEIX MOOUPUKANIUIX TaMUuHEL A/C, KoTOopas
MIPUBOOUT K mesenny 50 aMUHOKMCIIOT B IPeAIecTBeHHNUKe Oefika taMmuHa A npenamute A. Bemok
npenamMuH A (mporepuH) BKiiouyaeT B ceb6sg CAAX MOTHUB, 3allyCKaIOIMMKi 3 MOCJIE0BaTEIbHLIE
9H3UMHBIE pPeaKIuy, HO menelus 50 aMUHOKMCIIOT IUKBUOMPYET €T0 IOCIenVIONIUY IIPOIIECCUHT B
3penbi TaMUuH A, TPUBOASIINY K KOHIeHCAllUU IIPOTrepuHa B HYKJIeoIjladMe sapa. ITo
o0ycnaBnvuBaeT HEYCTOMUYMBOCTb KAPUOILJIa3MbI - IIPOUCXOOUT 00pa3oBaHue BHeApeHuu unu 61eo-
CTPYKTYp. B pe3ysnbTaTe 9TOro reTepoXxpoMaTHUH TePSeT aAre3uio C KapuoIlyia3Mou u
«CIIyTHIBAETCS», YTO HapyllaeT ero B3aumonerctsus ¢ PHK-nonumepasoi 11, pakTopamu
crnaricuara PHK, ¢akTopaMy TpaHCKPUNIIINHU, TPUBOAS B O€CIOPSIAOK 3KCIIPECCUIO TeHOB [7].

CunpopoMm BepHepa OTHOCHUTCS K TPYIIIe IPOTrepuil ¢ reHeTUYeCKUMU AedeKTaMu perapaluioHHBIX
MeXaHM3MOB, TaK KaK B €ero OCHOBe JjiexkaT uaMeHeHuss B reHe WRN (8p12-pl11.2), mmdpyiomieMm
renuka3ly us cemeiictsa RECQ. Ero guchyHKIIMS BEI3BIBAET HapyIllleHUEe PeIlIMKallii U pernapaiuu
IIHK, c6oit skcIpeccuu TeHOB, aKIleJiepalliio YKOPOUeHHs TeJIoMep U T'MIepPYyBCTBUTEIILHOCTD
KJIETOK K amnonTto3y [4].

IIpu aTakcuu-TeneaHruskra3uu (cueapoMe Jlyn-bap), IpUYUHON KOTOPOU SIBISIIOTCS HapYIIEeHUs B
rede ATM (11q.23.1), HapyIaeTcs mepemada curHana o medekrte B [THK [3].

B 3akmogeHue, IPoOIECcCH, TPOTEeKAIIINe B OpraHu3Me OOJTbHBEIX C TEHETUYEeCKHU 00yCIIOBJIEHHBIMU
bopMamu TpexRIEeBPEMEHHOI0 CTAPEHUSI, IBIISIOTCS YCKOPEHHBIMHU BO MHOTO Pa3 MPOoIleccaMy,
XapaKTePHBIMU [JIsI CTAPEHUS 3[0POBOTO YeoBeKa. Eciu Hayke yoacTcs HauTH CHelu(UIecKyo
MuKpPoPHK, MHruOUPYIONTYI0 CHHTE3 3THUX MATOJIOTHYEeCKUX OEIKOB, TO OyoeT HalgeHO «JIeKapCTBO
OT CTapeHUs».
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