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Abstract: this article studies a very rare genetically determined disease - Hutchinson-Gilford Syndrome or
childhood progeria. The main clinical forms of this disease are considered. The causes and molecular
mechanisms of childhood progeria are analyzed. The main clinical manifestations of premature aging are
described. It is noted that this syndrome affects all tissues, organs and systems of the body. The main causes of
death of patients with this disease, such as myocardial infarction caused by generalized atherosclerosis of large
vessels, and malignant neoplasms are distinguished.
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CUHAPOM XATYUUHCOHA-THJI®OPIA NI JETCKAS NIPOT'EPUSA
BacuibuyeHnko T.C.l, I'abnpakunosa AA2 (Poccuiickasn @enepanusi)

'Bacunvuenxo Tamvsna Cepeeesna — cmydenm,
T abopaxunosa Anvouna Aiibexoena— cmyoenm,
Kagedpa pakyromemckoi mepanuu, haxyivmem ne4edOH020 0eid,
Meouyunckuii uncmumym
Beneopoockuii 2ocydapcmeentviti HAYUOHATbHBLI UCCIe008AMENbCKULL YHUGEPCUMENT,
2. beneopoo

AHnHomayusn: ¢ 0anHOU cmamve U3yYaemcs 04eHb pedKoe 2eHemuyecku 00yciosienHoe 3abonesanue - Cunopom
Xamuuncona-T'unghopoa unu demckas npoeepus. Paccmampugaromes 0cHogHble KIUHUYECKUe QopmMbl OGHHO2O
3a601e6aHUs. AHATUSUPYIOMCS NAPUHUHbL U MOAEKYJAPHbIE MEXAHUIMbL 8O3HUKHOGEHUS OemCKUX Npocepull.
Onucvlgaromest 0CHOGHbIE KIUHUYECKUe NPOSAGIeHUs npedcoespemenno2o cmapenus. Ommeuaemcs, ymo npu
OAHHOM CUHOPOME NOPANCAIOMCSL 6Ce MKAHU, OP2AHbL U CUCHEMbL OP2AHU3MA. BblOensiiomest 0CHOBHbIE NPUYUHDBL
cmepmu OONbHLIX IMUM 3a00Le6aAHUEM, MAKUE KAK UHGAPKM MUOKAPOQ, 00YCIOGIEHHbIl 2eHePANU308aHHbIM
amepockiepO30M KPYNHbIX COCYO08, U 3N0KAUECMBEHHbIe HOBO0OPA30BAHUSL.

Knrwuesvie cnosa: npozepus, npedicoespementoe cmapenue, cunopom Xamuuncona-Iungopoa, cenemuueckue
3a00/1e6aHUA.

Brenenne. CrapeHue - ecTh U OBUIO aKTyalbHOM MpoOIeMOil Bcero yenoBeuecTBa. HayuHbIM 00IIECTBOM
OBUIO C/ENaHO KOJIOCCAIbHOE KOJIMYECTBO IOMBITOK JUIS PEeLIeHUs 3Toro Bompoca. Ho, K coxaiieHuto, 10 cux
nop 3Ta npo0biemMa ocraercsi HepelleHHOH. BceM n3BecteH Qakt, 4To cTapeHHe - 3TO HeN30EKHBIH, HEIIPEPHIBHO
TEKyIINH, PU3NOIOTHYeCKH O00YCIIOBJICHHBIN MpOIEcC, KOTOPHIH HAauMHAETCS MPHOIU3UTENBHO ¢ 25-27 ner u
MeUIeHHO mporpeccupyer. Jlo 3Toro Bo3pacTa OpraHu3M 4YeJOBEKa pacTeT W pa3BHBAcICs, a II0Cie
MOZBEPraeTCsl WHBOJMIOTUBHBIM H3MeHeHusM [1]. Ho cymiecTByroT 3a0oneBaHus, NpPH KOTOPBIX CTapeHHUE
HAYMHACTCS C PAHHETO JIETCKOTO BO3pacTa M OBICTPO IPOTrpeccHpyeT. bOMbIIMHCTBO 3THX HO30JI0TUH OTHOCHTCS
K TeHETHYIECKH-00yCIIOBICHHBIM. PaccMOTprM moipoOHee OHO U3 TAKKUX 3a00JICBaHUH — IPOTEpHsL.

Jannas 6ose3Hb BIEepBBIe ObLTa paccMoTpeHa B 1886 r. B Anrimu Bpadom J[)koHataH XaTYHHCOH, KOT/Ia OH
o0cIieioBaN mMeCTUIETHETO peOeHKa ¢ aTpOPUIECKIMH N3MEHEHHSIMH KOKHBIX MTOKPOBOB M HX AepuBaToB. CaM
TEPMUH «IIPOTEpUsT» BBEN aHTIUHCKUHN NOoKTOp ['midopn, KoTopsii u3ydyan KIMHUYECKHE M MOP(HOIOTHIECKHE
HPOSIBJIEHHUS 3TOro 3a0oseBanus [2, 3].

OcHoBHasi 4YacTh. [Iporepus — OAHO W3 peIYANIIMX TCHETHYECKA OOYCIIOBICHHBIX IATOJOTHH,
XapaKTepU3yIOUIUXCsS KOMIUIEKCHBIMA HW3MECHEHHMSMH BCEr0 OpPraHM3Ma, BBI3BAHHBIX IIPEKIEBPEMEHHBIM
craperneM. YacTora BcTpedaeMoCTH AaHHOTO 3a0oneBanus 1:4000000.

Ilens: 1) PaccMoTpeTs pa3nudabie HOPMBI IPOTEPHIL;

2) IIpoaHanu3upoBaTh MOJICKY/SIPHBIC MEXAHU3MBI BOSHUKHOBCHHS [IPOTePHIA;

3) N3y4uTh OCHOBHBIE KIIMHUYECKUE MPOSIBICHUS ITPOTEPHIL;

Hutchinson Gilford Progeria Syndrome (HGPS) o6yciiosinen myranueii rena LMNA, jgokanusyronierocs Ha
nepBoii XxpoMocoMme [4]. JlaHHBIM reH OTBEYAEeT 3a CHHTE3 MPOTenHa JJaMUH A. DTOT GEJIOK SIBJISETCS OCHOBHBIM
KOMITIOHCHTOM KJICTOYHOI'O fAJpa. HpI/I TCHCTHYCCKUX U3MCHCHUAX OH an/I06peTaeT MaTOJOTNUECKUE CBOMCTBA U



Ha3bIBACTCS] NPOTePHHOM. M3MeHsst cTaOuIbHOCTD siAep, MPOTEHH YCKOpsSeT TeMn crapeHus. CHHAPOM HMeeT
ayTOCOMHO-JOMHUHAHTHBII THIT HacaexoBaHus [5].

B Hacrosimiee BpeMsi BBINENSAIOT B3pocible M JAeTckue (opMbel mporepuil. B manHOM pabore Oymer
paccMoTpeHa paeTckas (hopma, KOTOpas B CBOIO OYEpEdb IMOApa3AeisieTcs Ha OBICTPOIPOrPECCHPYIOLIYIO
(KTaccMuecKky0) W MEIUIGHHO IIPOTpecCHpyIomlyto (Hekiaaccmueckyro). Cuaapom XartamHcoHa-Iumpopna
XapaxkTepu3yercs MOJMMOP(HBIME M3MEHEHUSIMH B OpraHu3Me. B meprox HOBOPOXKICHHOCTH KIMHHYECKHE
HPOSIBIICHUS OTCYTCTBYIOT, M 3200JICBaHUS HUKAK HE MPOSIBISAECTCS, PEOCHOK BBITTISIAUT 3J0POBBIM.

IlepBbie cuMNTOMBI TOSABIAIOTCS y pebenka B 1-2 roma. s s3Toro 3aboneBaHUs XapakTepeH
crienuduyeckuii rabuTyc: oTMeYaeTcsi BRIpaKEHHOE OTCTaBaHue OOJIbHBIX B POCTE, OY€Hb HH3Kasi Macca Tela,
YBEJIMUCHUE PAa3MEPOB TOJOBBI, 3HAUMTEIbHOE IpeodiaJaHue MO3rOBOM 4acTU Haj JMIEBOH, HEIOpa3BUTHUE
HIDKHEH democTH. Takke MOXHO BBIICIUTh aTpOoQUYECKHe W3MEHEHUs] KOXH, OOYCJIOBJIECHHBIMU €e
MCTOHYEHUEM, CYXOCTHIO, MOPIIMHUCTOCThIO. OTMeYaeTcsi BBIPOKEHHAs MUTMEHTALUsl KOXXHBIX ITOKPOBOB,
9K30(TaNbM, AUCTPOGHUYECKHE H3MEHEHMs HOITEH, BIUIOTH MO TIIOJHOTO HX OTCYTCTBHUS, BBIPRKEHHOE
BBINA/ICHUE BOJIOC, TIOSBJICHUE IPEXKICBPEMEHHOM cenuHbl. VIMEHHO 3TH W3MEHEHHs OOYCIIOBIHMBAIOT
cTapueckuil BUJ pebeHka. BaHO OTMETHTB, YTO MHTEIUIEKT HE M3MeHeH. Kpome XapaKTepHBIX H3MEHEHHH
BHEITHETO BHJA, JUArHOCTHPYIOTCS MAaTOJOTHYECKHE IMOPAKeHUS BHYTPEHHHX OpraHoB. Yacto ormedaercs
moBHIIIeHHe oOrmIero xojecrtepuHa B kpoBu u JIITHIIL, cTpykTypHBIe W3MEHEHHS COCTUHHUTENLHOW TKaHU.
VIHBOMIOTHBHBIM IIPOLIECCaM MOABEPralOTCs BCE TKAHH, OPraHbl M CHCTeMbl uenmoBeka [6, 7]. Bceaemctsue
CHJIBHOTO MCTOHYEHHs KOXKHBIX IOKPOBOB, BU3yalu3upyrooTcs cocynsl. HaOmogaercss koHycoBUIHBIE (HOPMEI
(amanr mansies. CpeaHsas BEDKMBAEMOCTh TaKUX MArfUeHToB 8-27 neT. OCHOBHON MPUYMHON CMEPTH SIBIISIOTCS
TeHEepaJIN30BaHHbII aTepOCKIIEpO3 COCYNOB U OHKOyIOTHs. CHCTEMHBIH aTepoCKIepo3 ¢ MPEUMYIIECTBEHHBIM
MOpaXEHHEM aOpThl U KOPOHAPHBIX apTepuil NPUBOAMT K MH(ApKTy MUOKapaa. JTO KIMHUYECKas KapTHHA
KJIaCCHYECKOH (POPMBI IPOTEPHH.

Hexnaccuueckas (opma XapakTepu3yeTcsi MEHee BBIPAKCHHBIMH KIMHUYECKMMH IPOSIBICHUSIMHU U Ooiee
MeJUIEHHBIM POrpeccupoBaHueM 3a00JIeBaHMs.

OTHONIOTHYECKOE M ATOTEHETHYECKOE JICUCHHUE JIO HACTOSIIET0 BPEMEHH He pa3paboTaHo. B cBsa3u ¢ 3THM,
OCHOBHBIM U €JMHCTBEHHBIM KOMIIOHEHTOM TEpaliu SBIISIETCSI TOJNBKO JIMIIb CHMIITOMAaTHYECKOE JICUCHHE, B
OCHOBE KOTOPOTO yMEHBLIEHHE pPUCKAa Pa3BUTHA OCIOKHEHHH aTepockiieposa, Ooppba ¢ arpodudeckumu
M3MEHEHMSIMH KOXH M TOJKOXHO-XMPOBOW KJIETYATKH M KOPPEKLHUs pOCTa IyTeM Ha3HAYEHMS IIPErnaparoB
COMaTOTPOITHOTO TOPMOHA.
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