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[Iporepounnsie cunapomsl (IIC) — 3TO0 Trpymnma CMEPTENbHBIX, TAKEIBIX MU PEAKUX
FCHETUYCCKUX HAPYIICHUH, XapaKTePU3YIOIIUXCA PA3TUYHBIMUA KIMHUYECKUMU OCOOCHHOCTSIMU H
beHoTumaMu npexaeBpeMenHo crapenus. OcuoBubiME Gopmamu T1C saBistiroTest aeTckas (CHHAPOM
I'etunncona-I'mndopaa) u  B3pocasix (cuHapom Bepuepa).Cunapom I'etunncona-I'mindopaa
(Hutchinson-Gilford Progeria Syndrome), wiu mnporepuss (CEHWIbHBIM Mamu3M) — pPEAKoe
IreHETHYEeCKOe 3a00JIeBaHHE JCTeH ¢ KIMHUYCCKUMH 4YePTaMH IPEXKICBPEMEHHOTO CTapEHUS.
YacTora 3a0oneBanusi coctaBisgeT 1 Ha 8 MiTH HOBOpOXxkAeHHBIX. K HacTosmeMy BpeMEeHU B MUPOBOIL
JUTepaType OmnucaHo okojo 70 ManueHTOB C 3TUM CHHIPOMOM.DTHOJIOTHS NPOrepuUd HEsCHA.
['eneTnyeckass Mojenp HacieAOBaHUS HEM3BECTHA B CBSI3M C KpalHEW PEIKOCTBbIO BCTPEYAEMOCTH
CHUHIpOMa M OTCYTCTBHEM MOTOMCTBA y OanmbHBIX. OIHAKO HCCIENIOBAaHUS 3apyOeKHBIX YUCHBIX
MTO3BOJISIFOT TOBOPUTH O CIIOPAAMYECKON TOMUHAHTHON MyTalluK KaK TeHETHYECKOW OCHOBE JaHHOTO
cunapoma. OTMeuaeTcsl BIMSHUE BO3pacTa OTLA KaK BO3MOXKHOM IMPUYMHBI HOBBIX MyTanui. Tak,
CpeIHHUI BO3pacT OTIOB cocTaBisgeT 35-37 JeT.AyTOCOMHO-PEIECCUBHBIN THIT HACJICAOBAHUS
CHUH/IpOMa TaKXKe O0CYXAaeTcs B JUTepaType. DTOT THUIl HACIEIOBAHUS ObLI BIIEPBBIC MIPEIMTOI0KEH
Gabr u coaBt. B 1960 r. mpu ommcaHWUU ABYX MOMO3HTOTHBIX CECTEP, a BIIEPBBIE COOOIIUI O
cemeiiHoM ciydae mporepuu Paterson B 1922 r., xoTs omucanue ABYX OOJNBHBIX OpaTheB OBLIO
HETIOJHBIM U 0e3 doTorpaduii.

Knunuueckass kapTuHa NOpOrepuM MPEACTABICHA CHUMITOMAaMU IPOrPECCUPYIOLIETO
MPEXKIEBPEMEHHOTO CTapeHus. JleTH pokmarTcs HOPMadbHBIMH, HO K 1-My TOXy XHU3HH
HaO0JII0/1aeTCsl BBIPAXKEHHAS 33JIep’KKa POCTa U Macchl Tesa. KOHEUHBI POCT B CpelHEM JOCTHTaeT
100 cMm. B mepBbie roabl *KW3HU Pa3BUBAETCS TOTajdbHas aynonernus. Koxka Tomkas, JIOCHSIIASICS,
cyxasi, TyroHaTsHyTas (1a KUCTSAX U CTOMaX, HA000OpOT, MOPIIMHUCTAs). B HMKHEH yacTu )KUBOTa U
Oenpax KOKHBIE M3MEHEHHsI HAIIOMUHAIOT CKiiepoiepMuto. C BO3pacTOM TMOSBIISIIOTCS KOPUYIHEBBIC
nUrMeHTHble TsTHa. [loToBhle W canbHBIE Kene3bl aTpodupyrorcs. [IoAKOXKHBIN KUPOBOW CIOM
MMOJTHOCTBIO OTCYTCTBYET, 32 MCKIIOUEHHEM JJ0OKOBOM oOsact. Ha deperne BoIpakeHa MOJIKOKHAS
BEHO3Hasi ceTh. Homm aucTpoduyHble, BIOTH M0 aria3ud. 3yObl MPOPE3BIBAIOTCS C 3aJIEPIKKOM,
AHOMAJIPHO PACIIOJIOKEHBI, C PAHHUM Pa3pyIICHHEM KaK MOJIOYHBIX, TaK U TIOCTOSTHHBIX 3YOOB.
XapakTepeH BU JHIA: C SK30()TaTbMOM, TOHKAM KJITFOBOBHIHBIM HOCOM, OOJIBIITUM MO3TOBBIM H
MaJIbIM JIMIEBBIM YeperioM. CKeJIeTHbIC aHOMaJIUHU BKIIOYAIOT PEe30POIHI0 KITFOUHIIBI C 3aMEIIIEHUEM
(buOPO3HOI TKaHBIO, PE30POIHI0 KOHEUHBIX (haaHT KHCTEH (aKpOOCTEONH3), HICTOHUEHUE TITUHHBIX
TpyOUYaTBIX KOCTEH W pedep, TYromOJBMIKHOCTH CYTaBOB ITaJIbIICB, YBEIMYCHHE JIOKTEBBIX H
KOJICHHBIX CYCTaBOB. YacThl acenTUYECKHUE HEKPO3bl TOJNIOBKU OEAPEHHON KOCTH H BBIBHX
Tazo0eApeHHoro cycraBa. IlyOeprar oOOBIYHO HE  HACTYIIaeT, HapyXHbIE TI'€HHUTAIHH
TUIOTUIa3UPOBaHbl. IHTEIEKT CpeIHUI WU BhIIIE cpeaHero. [ JaHHOro CUHIpoMa XapaKTepHbI
pacnpoCTpaHEHHBIN aTEPOCKIEPO3 C MOPAKEHHEM KOPOHAPHBIX M ME3CHTEPHUaJIbHBIX COCY/OB,
AOpTHI, COCYAOB TOJIOBHOTO MO3Tra, ¢ runepiunuaemueid. CieayeT OTMETUTh, 4TO 3a00JIeBaHUS,
XapakTepHbIC IS HOPMAJIBHOTO Tpollecca CTapeHHs (KaTapakTa, OIyXOJIHM, CaXapHbId IuadeT),
BCTpPEUAIOTCS TPH  TPOTEPUH  KpaitHe penko.llporHo3 st  KU3HM — HEOIArOmpUSTHBIN:
MPOAOJDKATEIIBHOCTh JKU3HU Kojiebjercs oT 7 mo 28 ner, B cpegHeM cocrtaBmsas 12-13,5 rona.
OCHOBHBIE TIPUYUHBI JCTAIBLHBIX UCXOJOB — OCTPBIH MH(APKT MHOKapja, 3aCTOWHAs cepacyHas
HEJI0CTAaTOYHOCTbh, UHCYJIBTHI. XOTS MPOrepHUsi BOSHUKAET I0CTATOYHO PEJIKO, MAIIMEHTHI C IaHHBIM
3a00JI€BaHUEM 3aCIy>KWBAIOT BHUMAaHMsI T€HETHUKOB, MEAUATPOB, ACPMATOJIOTOB M Bpayel IPyrux
CIeIIMaTbHOCTEH.
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