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CnoBo nporepus NPOMCX0anT OT FPeYecKoro progeros, YTo 03Hayaet "npexaneBpeMeHHO
CcTapbin'(rpeyeckoe pro o3Ha4yaet «00», geras — «CTapoOCTb»).

HGPS (cuHapom nporepun XaTtumHcoHa-I mngopaa) unu, no-apyromy, Nporepust, SBNSeTCS
KpanHe peakum, doatanbHbIM reHeTUYeCcKM 3a60eBaHNEM.

[Mporepus BCTpeYarTCcs TONbKO Y AeTeil N NPOSABAAETCHA YCKOPEHHbIM CTAPEHMEM.
Knaccuyeckum Tvnom nporepun ssiBnsieTcs CUHAPOM nporepun XatynHcoHa-I undpopna
(HGPS). 310T cuHapom 661110 BNEpBbIE ONMCaH B HAy4YHOM XypHane a-pom [l>XoHaTaHoM
XatynHcoHom B 1886 roay, n o-pom ["actuHrcoHom 'vndpopaom B 1897 roay, B AHrnun.

PacnpocTtpaHeHHOCTb nporepuun

B HacToswee BpeMs n3BecTHbl 53 cnyyas nporepumn no scemy mmpy. CoobueHust o cnyvasx
nporepun NOCTynarT C YaCTOTOM NpuMepHO 1 Ha kaxable 4-8 MUNNOHA HOBOPOX AEHHbIX. U
Yy ManbyuKoB, Uy OeBOYEK PUCK Pa3BUTUSA CUHAPOMA PaBHbIN.

Mporepus oanHakoBO NopaxaeT AeTen Bcex pac. 3a nocnenHve 15 net o cnyyasax cuHopoma
coobwmnu cnepytowme ctpanbl: Anxup, ApreHTuHa, Asctpanusi, Asctpusi, KaHana, Kutai,
Ky6a, AHrnusi, ®paHums, Nepmanns, Nspannb, Ntanns, Mekcnka, Hnaoepnangpl, Monbua,
MyspT0-Purko, OxHon Agppukn, FOxHaa AMmepuka, KOxHasa Kopes, LWsenuapus, Typuus,
CLWA, BeHecyana, BbeTHam n KOrocnasus.

[Mpn3Haku nporepumn

Ha dpoTorpagomm - pebeHoK C CUHAPOMOM NPOrepun. Aapa KneTok y naumeHToB ¢ CUHAPOMOM
pe3ko AedhopMNpPOBaHbl (BHU3Y 1 cripasa), MO CPaBHEHMIO C 0ObIYHON POPMOI Saep KNeTokK y
300poBbix vy (BBepxy u cnpasa)(Scaffidi P, Gordon L, Misteli T. PLoS Biology Vol. 3/11/2005,
e395).

HoBopoXaeHHble feTn ¢ nporepuen BuirNsasaT BnonHe 3goposbiMu. Korpa oHn gocturatoT
Bo3pacTa 10-24 mecsua, y HAX HAYMHAIOT NPOSABNATLCA NPU3HAKN YCKOPEHHOrO CTapeHns.
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OHu BKNKOYAOT B ceb4:

* Peskoe 3amenseHue pocra.

* NoTteps Beca.

* [NoTeps Bonoc.

* CTapeHue KoXu.

* XecTtkocTb cycraBos.

* BeiBux beapa.

* [eHepann3oBaHHbIN aTePOCKIEPO3 (Kapano- N cepae4Ho-cocyancTbie 3abo1eBaHus).
*UIHCynbT.

XoT4 oeTtu ¢ nporepuen MoryT NPpoMCXoanTb N3 PasnnyHbIX STHUYECKUX FPYnmn, OHU
yOVBUTENBHO NOXOXW. [auneHTbl ¢ 3TMM CUHOPOMOM 06bIYHO yMMpaloT B Bo3pacTe oT 8 Ao 21
roga; cpefHwin Bo3pacT coctasnset 13 ner.

CX04CTBO CMHAPOMA NPOrepun ¢ NPOLLECCOM CTapeHust

LeTn, cTpagjawowme oT CUHAPOMA, FeHEeTUYECKN BOCMPUMMYMBBI K MPEXAEBPEMEHHbIM,
nporpeccupylomm 3abonesaHnsmM cepaua; no4YT BCe NauneHTbl yMUparT UMEHHO OT
6oneaHeit cepaua. Cpean cepaeyHO-COCYAMCTbIX OCNOXHEHUI HabnojatoTcs Takme, Kak:
FMNEePTOHNS, MHCYNbT, CTEHOKAPAMS, CepaeyHas HeloCTaTO4YHOCTb.

9KcnepTbl FOBOPSAT, YTO yCMelWHble pe3ynbTaTbl UICCNeaoBaHniA B MoucKe nekapcTea oT
CUHIpOMa Nporepum, BEPOSITHO, Obinn 6bl 3cpPeKTMBHbI 1 ANs 3a60NeBaHUiA, CBA3aHHbIX CO
CTapeHneM.

anI‘-II/IHbI CnHapoma nporepuun

90% peTel ¢ CMHOPOMOM MPOrepun NMET MyTauun B reHe, koaupytowem 6enok JlaMuH A,
KOTOpbIi 0becneynBaeT 0popMNeHHOCTb sapa. Cuntaetcs, 4To AedekTHbIA 6enok JlammH A
nedopmupyeT sapa kneTtok. Takas nedopmaums MoOXeT NPMBECTU K NpoLeccy
npexX.O0eBpeMeHHOro ctapeHus.

Y poACTBEHHVKOB NOCTpafaBWwux feter obbl4HO He BbiBaeT nporepun. B nckntountenbHo
peLnkux cnyyasix CMHAPOM MoXeT HabnoaaTbcs y 6onee yem ogHoro pebeHka ceMbe.
SBnsieTcs M CUHAPOM HacneacTBEHHbIM?

9KcnepTbl He OTHOCAT NPOreputo K HacNeaCTBEHHbIM CUHAPOMAaM, Tak OHa SBNSeTCs
CNeACTBMEM COBEPIUEHHO CMy4anHOro 1 04eHb Pelikoro n3MeHeHus reHa. MpuMepHo 1 Ha
kaxable 100 cnyvyaes HGPS cuHapoma nepenaeTtcs cnefytowemy NoKoIeHMo B OAHO CEMbE.

JunarHocTuka nporepum
Mono3peBaTb CMHOPOM MOXHO B C/llyYae Hanm4ynsi CUMNTOMOB CTAapEHUSt KOXMW, BbiNnafeHns

BONOC, XeCTKOCTWN CyCTaBOB, N T.4. 9710 MOXeT bbITb nooTBepXxmneHo nyTeMm reHeTn4eckoro
TecTa. ViccnepnosaTenbckas opraHmsaumsa cmHopoma nporepun cosnana cneunanbHyro
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OMarHoCTMYeCKY NporpamMmMy TeCTUPOBAHNS.
Bo3MoXHoe neyeHue

NHrnbutopbl chapHeauntpaHcgepas (FTIs), B HacTosllee BpeMs NpUMEHSOLLMECS NS
flie4yeHmnsa paka, MoryT BOCCTaHOBUTb HapyLIEHHYIO AAEPHYIO0 CTPYKTYpPY, KOTOpas 1 cymtaeTtcs
NpuYMHOl cuHapoma. iccnenoBanus, NpoBeAeHHbIe Ha Mblwax ¢ NoA0OHbIMM TaKOBbIM MPK
nporepun cumntToMamu, nokasanu, 4to FTIs npmBHOCAT HekoTopoe ynydweHue. M3 13 Mmblwen,
nonyyaswwux FTI, B xone 20-HenenbHOro nccnenosaHus normbna nuwe ogHa. [-p Jlecnm
MopooH, ampekTop OpraHmMsauun No nccnegosaHMio Nporepun, ckasana: "91o nccnenosaHne
LaeT HaM YacTb TOWN BaXHOW UHopMauum, kotopas Heobxoanma ANns KNMHNYECKUX
NCNbITAHWA HA OEeTSX C nporepuein”.

Xennun OkuHc (Hayley Okines)

CyuwecTByeT nepcoHanbHas cTpaHuua B MHTepHeTe, nocssweHHas Xennu OkuHe (Hayley's
Progeria Page), ctpapatowei ot HGPS, nnu nporepuun. B gecsite net gesoyka bynet
BbIrNS0eTb BOCEMbAECATUNETHEN - HO €€ NCUMXONOrMYeckmnin Bo3pacT byaneT cosnagaTthb C
6ronornyecknm.

Poountenn Xerinn nuwyT: "Korga Xennm 6610 NoCTaBneH anarHo3 cuHapoma nporepum B 1999
rogy, Mbl 1 Hawwm 6113KMe HE UMENV HW Maneiwero npeactasneHms 06 aTom cuHapome. C
NoMoLLbIO VIHTEpHeTa Mbl CMOM I COCTaBMUTb y Cebs HEKOTOPOE NpeacTaBneHe 06 aToMm
COCTOSIHAW, @ Tak>Xe Halnv opraHM3aumm U YacTHbIX UL, KOTOopble MOrn Bbl okazaTb HaMm
nomolup. "

MNMoka He cylwecTByeT nekapcTea OT NPOrepun, HO POANTENN UMEKOT BO3MOXHOCTb NIEYNTb
HEKOTOpble CUMNTOMBI. [lepeyeHb CPencTB, NOBLIWAWMNX KAYECTBO XU3HN Xehnu,
npeacTaB/eH Ha ee NepPCcoHanbHON CTpaHuLe.
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