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[Ipouecc  crapeHus  SBISIETCA  ©CTECTBEHHBIM  HEMPEPBHIBHBIM  (PU3UOJIOTHUYECKUM
MEXaHU3MOM, HEOTBHEMJIEMOM, COCTaBHOM 4YacTbio JKu3HU. llpu HeKoTOpbIX 3a00JeBaHUAX
HaCTyNalT YCKOPEHHbIE TEMIIbI CTAPEHUsS] U YEJOBEK BBIMJISAUT 3HAYMTEIBHO CTAapLIE CBOMX
CBEpCTHHKOB. B JaHHOM BoIpoce 0co00€ MECTO 3aHUMAIOT CHHAPOMBI TPEKICBPEMEHHON
CTapOCTH HACIEACTBEHHON NPHUPOABI — TakK Ha3biBaeMble mporepougnbie cuHapombl (I1C). TIC
IIPEICTABISIOT COOOM TIpyNIy CMEPTENbHBIX, TSDKEIBIX M PEIKUX T€HETUYECKUX HapyIICHUH,
XapaKTepU3YIOMIUXCS  PA3IUYHBIMU  KIMHUYECKUMH  OCOOCHHOCTSMH U (EHOTUIIaMU
MPEXAEBPEMEHHO cTapeHus. Beimensior 1Be ocHoBHble ¢opmbl TIC: nmerckas (cuHapoM
XaruunHcoHa-I ' undopaa) u B3pocisix (cuaapom Bepuepa).

Martepuanamu 1TaHHOM pabOThI SBJIAIOTCS CTaThU, OMYOJUKOBAaHHBIE B TEUEHHUE IOCIIETHUX
JIeT 10 MaTo(pU3UOIOTHUECKUM OCOOCHHOCTSIM MPOTEPHUH U BBISIBICHUIO €€ BIMSHUS HA COCTOSIHHE
310poBbs Jitosiel. [Ipu BeinmonHEeHUH paboThl UCIOIb30BAINCH OOIIEHAYUYHbIE METO/1bl 0030pa, aHa-
nu3a U 0000IICHHS] COBPEMEHHBIX JTUTEPATYPHBIX JaHHBIX U HAYYHBIX CTATEH 110 MPOrepuu.

Cpenu pa3nu4HbIX (OPM MPOTepUH KIACCHYECKUM M HanOoJee IMUPOKO U3yYSHHBIM THIIOM
apisgercs cunapoM Xaruuncona-I undopna (HGPS), pacnpocTpaneHHOCTH KOTOpPOTro cocTaBisier |
Ha 4-8 MWUIMOHOB HOBOpoXkAeHHbIX. HGPS BbI3BaH cnopaauueckoll ayTOCOMHO-JOMHHAHTHOM
myTaruei B reie LMNA, KOTopbIil ocyliecTBisieT cuHTe3 Oenka Lamin A, sSBISIOIIETocss OCHOBOM
KJIETOYHOTO fJipa W HOCALIEr0 Ha3BaHUE IporepuH. 3a00JIeBA€MOCTh MPOrepHed HE HMEET
TeHJIepHON, reorpauueckoil WM ASTHUYECKOH mpenpacmnonoxeHHocTd. CpeaHuii Bo3pact
BBDKMBaHMs cocTaBisieT 13,5 ner (mpu mporHo3e okoisio 8-21 rona). BonbIIMHCTBO NManueHTOB
MOTU0AaIOT OT CePJICYHO-COCYIUCTHIX 3a00JIEBAaHUN U 3JI0KAYECTBEHHBIX HOBOOOPA30BAHMIA.

Jletu ¢ naHHBIM 3a00JIEBAHUEM BBIMJISIASAT HOPMAIbHBIMU U 3/I0POBBIMH IIPH POKICHUH, HO
CO BpeMeHeM (B OCHOBHOM, B T€UEHHUE TOJa) OHM HAOUParOT MEHBIINI BEC U3-3a HAPYIICHUS POCTa.
XapaxkrtepHbie ocooennoctH aereit ¢ HGPS B Bo3pacrte oT mosyTopa 70 IByX JIeT: OOJbIIas TOJ0Ba,
700HBIe OYTpBl BHICTYMAIOT HAJ MaJeHbKUM 3a0CTPEHHBIM («IITUYBHMY) JTUIIOM C KIFOBOBUIHBIM
HOCOM, HUWXHSSI YeNlIOCTh HEJIOPa3BUTA; BBICOKUW T0JIOC, HENPaBWIbHBIA 3yOHOU psj, Oonbline
IIMPOKO OTKPBITHIE TIJla3a, HU3KOPOCIHbIE AUCTPOPHUECKUE KIIOYMIBI U OTCYTCTBHE IOJOBOTO
co3peBanusd. Koxka oueHb TOHKas, MOPUIMHHCTas, CKBO3b KOTOPYIO BHJHBI BeHbl. [Ipu 3TOM
YpOBEHb UHTEIJIEKTA U [QQ SBIAIOTCS HOPMATLHBIMU.

Cunnpom Bepuepa (WS) sBisercs penxkum [IC, odenp moxoxkum Ha HGPS mo cBoum
KIIMHUYECKUM CHMIITOMAaM, HACJIeyeTCs [0 ayTOCOMHO-PEIECCUBHOMY THUITy. MyTanusi HaXOAUTCs
B reHe WRN, xomupyromem renukazy JIHK na 8 xpomocome, uto yxyamaer mojiaep:kaHue
Teaomep M panbHedmywoo perunkauuio JIHK B knmerke. KnuHuueckne CUMITOMBI MPOSIBISIOTCS
TOJIBKO B MOAPOCTKOBOM Bo3pacte. CpenHuil Bo3pacT BbbkHMBaHUA npu WS cocrasnser 54 roja.
JleranpHBI MCXOM Yalle Bcero Hactymaer mocie 40 JeT oT 3J0KaueCTBEHHBIX HOBOOOpPa30BaHUM
WM CEeP/IEYHO-COCYANCTOMN MaTOIOTHH.

XoTa mporepHs BO3HUKAET JOCTATOYHO pEAKO, MAlMEHTHl C JaHHBIM 3a00JeBaHHUEM
3acIy’KMBAalOT ~BHUMaHHUS TE€HETUKOB, IEIUWaTpOB, JEpPMAaToJIOroB M  Bpaded  JIpyrux
cneuuanbHocTeil. HeoOXoquMOCTh H3ydeHUs NaTOreHEeTHMYECKHMX MEXaHHU3MOB U CO3JIaHUs
3¢ (HEeKTUBHBIX METO/IOB JI€UEHUS JJI1 KOPPEKIMH COCTOSHUS MAIIUEHTOB C IPOrepuei 1 yinydieHus
KayecTBa WX JKM3HM OOYCIIOBJIEHBI HEOJArONpUsATHBIM IPOTHO30M M TPOBEICHUEM TOJBKO
CUMITOMAaTHYECKON TepaIuu.
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