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AnHOTanusi. Bcé B MUpe UMeeT CBOM CPOK CYIIIeCTBOBaHUS. YeloBeUeCKUM OPTaHU3M pacCYUTaH
Ha onpefesIEHHBIN CPOK XKU3HU, PA3TUYHBIN IS KaxXaoro nuuguBunyyma. M. M. MeyHUKOB cuuTall
cMepTh paHbie 150 j1eT «HaCHuJIbCTBEHHON». [Ipy HEKOTOPHIX 3a00JIeBAaHUSX 3TOT CPOK
3HAQYUTEJIbHO yKOopauuBaeTcsa. KOMIIIEKCHOe u3ydyeHue MOJIEKYIIPHO-TeHETUYEeCKUX MeXaHU3MOB
nporepuil pa3Hsl GopM UMeeT OOJIbIIIOe 3HAaYEeHUE [IJId IOHMMaHUA OMOJIOTUYeCKOT0 CTapeHUs B
1IeJIOM U [IJI51 BO3MOIKHOT'O CO3MaHus B OyOylleM «JjieKapcTBa OT cTapeHusi». Ha 31 mekaGps 2020 .
BepudunmpoBano 188 meTelt B 52 cTpaHax c Mporepuel u MporepouaHoM TaMUHOTIaTUEeN, U3 HUX
131 pebGEHOK/TTIOAPOCTOK UMEET CMHAPOM XaTuuHCcoHa-I' undopmaa, a 57 - TporepougHy0
naMuHomaTuio [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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Iens:

1) KpaTkuii 0630p OCHOBHBEIX MEXAHHU3MOB OMOJIOTMYECKOTO CTAPEHUS ¥ aHaInu3 0COOeHHOCTeH
TeHeTUYeCKH 00YyCJIOBIEHHEIX (GOPM IIPEeKIEeBPEeMEeHHOTO CTapeHU;

2) OTBeT Ha BoOIpoC: «BO3MOXKHO M BO3[e¥CTBOBATh HA MEXaHU3MEI ITaTOTreHe3a IIPOTepPUHr s
VOJIUHEHUS CPOKa KU3HU YeoBeKa?»

CaMBIM U3BECTHBHIM Ha JaHHBIM MOMEHT ()aKTOPOM, BIIUSAIONIUM Ha IIPONOJIKUTEIBHOCTD XKU3HY,
SIBJIIETCS CKOPOCTH YKOPOUYEHUS KOHIIEBBIX YYaCTKOB 9yKapUOTUYECKUX XPOMOCOM - TeJIoMep. Yem
KOpoYe TejioMepa, TEM MEHbIIIe IIaHCOB Ha TO, YTO KJIeTKa BCTYIUT B IPECUHTETUYECKYIO dha3y
MHUTO3a, a 3HAUUT, TepecTaHeT AenuTbcsi. COOTBETCTBEHHO, KJIETKY IMOTM0al0T, He TOIEeJIUBIINUCE [6].
Takxke onpenenéHHy0 POJIb B CTAPEHUHN KJIETOK UTPAIOT SIUTEeHEeTUYECKNEe MeXaHU3MbI, K IIPUMEDY,
npoueccekl MeTunupoBauus [JHK, mOCTTpaHCKPUIIIIMOHHEIE ITPe00pa30BaHus CEePAIEeBUHHBIX
THUCTOHOB ¥ MoauGuUIInpoBanue xpomaTtuHa [5]. B ocobenrocTu 6emok HP,, ygacTByromui B
yIaKOBKe «MOJIYaJIuBBLIX» I'€HOB B PEIIPECCUBHLIE T€TEPOXPOMaTUHOBEIE HOMeHEL. [Ipu CHUXKEeHUHU
ero TPAHCISINY B KJIETKe HaOJII0Mal0TCs IIOBPeXKIeHUs KHHeTOX0opa. ECTh JoKa3aTelbCTBa
KOHTPOJIS 6uonorudeckoro crapenuss mTOR u omyxosneBsiM cynpeccopoM p53 [2]. Kurnaza mTOR
SIBJISIETCSI PerynsaTopoM Iponudepanuu. bemnok p53 akTUBUPYETCS ITOCIIe TEHOTOKCUYECKOTO
cTpecca u 6JI0KMpPYeT KIeTOUHHIN UK. Korma mporcxoguT OgHOBPEMEHHO OJIOK KJIETOYHOT'O ITUKJIa
U BeICOKas akTuBHOCTL MTOR, mpoucxoouT akTUBU3alUa TUIIePTPOGUUECKOT0 POCTa KIETOoK. M,
HaKOHeI], HeCpaBHEHHA POJIb BO3OEUCTBUS CBOOOMHBIX PagUKaJiOB Ha KJIETKY, B pe3yJibTaTe Yero
IIPOUCXOOUT NOpaxKeHre MUTOXOHOPUY, HaKONJIeHue MyTalus U T.0.

CrapeHue, Kak CTAHOBUTCS SICHO, 3aBUCUT OT MHOZKeCTBa (akTopoB. Ho CyI1eCcTBYIOT reHeTu4YeCKHu
OeTepMUHUPOBaAHHLBIE (POPMEI TPEKIEBPEMEHHOTO CTAaPEHUS, IPU KOTOPBIX CKOPOCThH CTAapPEeHUS
YCKOp€eHa BO MHOTO pas.

PaccmoTpuM maToreHes aTux 3aboneBanuil. [Ipu cuaapoMe XaTdynHCOHA-I'undopma oTMedaeTcs
medeKT CTPYKTYPH HYKJIeapHO! JTaMUHBI, IPUYNHON KOTOPOT'O SBJISETCS WU MyTallusa reHa JTaMUHBL
- LMNA (1g21.2), komupyioiiero namuny A/C, unu resa FACE-1/ZMPSTE24 (1p34), KooupyoIiero
MeTaJJIONPOoTeas3y, y4acTBYIOIIYIO B IIOCTTPAHCISIIUOHHEIX MOOU(PUKAIIUIX TaMUuHEL A/C, KoTOopas
MIPUBOIUT K Henenuu 50 aMUHOKHUCIIOT B IIpeflIeCTBEHHUKe OeJika laMuHa A npenamute A. benok
npenamMuH A (mporepuH) BKitodaeT B ceba CAAX MOTUB, 3allycKalomuii 3 mocaenoBaTeIbHEIE
9H3UMHBIE PeaKIuy, HO menelus 50 aMUHOKMCIIOT IUKBUMPYET €TI0 MOCTEeOVIONIIUY ITPOIIECCUHT B
3peNbli TaMUuH A, IPUBOOAIINY K KOHOEeHCAllUY IIPOrepuHa B HyKJieoIljla3Me sapa. 9TO
o0ycnaBiIuBaeT HEYCTOMUYMBOCTb KAaPUOILJIa3MbI - IIPOUCXOAUT 00pa3oBaHue BHeApPeHuu unu 61eo-
CTPYKTYpP. B pe3ysnbpTaTe 9TOro reTepOXpoOMaTHUH TEPSET aAre3nio C KapuoIia3Mou U
«CIIyTHIBAETCSI», YTO HapyllaeT ero B3aumopericTsus ¢ PHK-nonumepasoii 11, pakTopamu
cunavicurara PHK, ¢akTopaMu TpaHCKPHUMIINUH, ITPUBOOSA B O€CIIOPSAOOK 9KCIIPECCHI0 TeHOB [7].

CunapgpoM BepHepa OTHOCUTCS K T'PYIIie IPOTepuil C reHeTUYeCKUMU gedeKTaMu pelapalioHHBIX
MeXaHM3MOB, TaK KaK B €ero OCHOBe jiexkaT uaMeHeHuss B reHe WRN (8p12-pl11.2), mmdpyiomnieMm
renukaldy u3 ceMelictBa RECQ. Ero quchyHKUMS BEI3bIBAET HapyIlleHUe PeIlINKalluy U perapaiuu
IOHK, c6oit skcripeccuu TeHOB, akileJiepaliiio YKOPOUEeHUs TeJIOMep U T'MIepPYyBCTBUTEIILHOCTD
KJIETOK K arorTo3y [4].

[Tpu aTtakcuu-teneanruskTa3uu (cuagpome Jlyu-bBap), IpudrHON KOTOPOU SBISIOTCS HapyLIeHUS B
rede ATM (11q.23.1), HapyliaeTcsa nepenada curtana o gedekrte B [JTHK [3].

B 3akJioueHune, IpoIecChl, IPOTEKAIIKNe B OpraHu3Me O0JIPHEIX C TEHETUYECKH 00YCIIOBIIEHHBIMU
popMaMy IIpeKIEBPEMEHHOT0 CTAPEHUsI, SIBJISIOTCSA YCKOPEHHBIMM BO MHOT'O pas3 IIpolieccaMy,
XapaKTePHBIMU [JISI CTapeHUs 3[0POBOTO YeJjioBeKa. Ecinu HayKe yoacTCs HaluTU criellupuuecKyio
MuKpoPHK, HHrHOMPYIOITYI0 CHHTE3 3THUX MATOJIOTHYeCKUX OEIKOB, TO OyoeT HalgeHO «JIeKapCTBO



OT CTApPEHUSI».
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