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Mporepua getTcKkoro so3pacra
F60Y BI10O Capamosckuli FTMY um. B.U.Paszymosckozo MuH30pasa Poccuu, Kagheopa KOHCHbIX U 8eHepu4ecKux bonesHel

Hay4Helli pykosodumens: K.M.H., acc. LLlepcmHesa B.H.

Lenb: nokasaTb  KAWHUKO-MOPGDONOrMYECKME  M3MEHEHMA  NpU  pPefKoM  TeHeTUYecku-obycnosneHHom  3aboneBaHuu,
XapaKTePU3YIOLWUMCA NpexaeBpeMeHHbIM CTapeHneMm B IeTCKOM Bo3pacTe.

Mporepuns (rpey. progérdos npexneBpeMeHHO COCTapUBLUMIACA) — KOMMNEKCHAA Me303KToAepmaibHasa aucnnasva. BolgensaoT gse
dopmbl nporepun: aetckas - Hutchinson Gilford Progeria Syndrome(HGPS) 1 nporepusa B3pocnbix - cuHapom BepHepa.

MpexaeBpemeHHOe CTapeHne B AeTCKOM Bo3pacTe 6bi10 onucaHo B 1886 roay aHrauiickum spadom Dr. Jonathan Hutchinson. TepmuH
«nporepua» bbin BBegeH Dr. Hastings Gilford,koTopblit n3yumn KAMHUKO-MOPPONOTrMYecKme NpmU3HaKm 3TOM NaToNnoruu.

HGPS BbI3BaH Cnopagnyeckon ayTOCOMHO-LOMWHAHTHOW MyTaumen B reHe LMNA, KoTopbili OCyLLeCcTBAAET cUMHTe3 benka Lamin A,
KOTOPbII ABNAETCA OCHOBOW A1 KNETOYHOro AApa U HOCUT HasBaHue nporepuH. OH aenaet agpa HecTabuabHbIMK, B pesyabTate NpuBoan
K YCKOPEHMIO NpoLLecca CTapeHusa U pasBUTUIO NPOrepuu.

MepBble NpU3HaKkKM 3a607eBaHNA BO3HUKAIOT Yy AeTeil Ha NepBOM WAU BTOPOM FOAY M3HU. BONbHbIE MMEIOT XapaKTepHbIN BHELLIHWUI
BUA: HU3KWUI POCT, OTHOCUTE/IbHO GO/bLLYIO TO/I0BY M YMEHbLUEHHYIO IMLEBYIO YacTb Yepena,TOHKUI KAOBOBUAHBIN HOC, MMKPOTHaTHIO,
3K30dTasbM, TOTANbHYHO anoNeumto, OTTOMbIPEHHbIE yWwKW. Kpome TOro,0TMe4YaeTca MCYe3HOBEHWE MNOAKOMKHOWM KMPOBOWM K/IETYaTKM,
TMNepnUrMeHTaLMA, UCTOHYEHNE KOXKW,KOTOPas CTAaHOBWUTCA CYXOMW, MOPLLMHUCTON, MecTaMu — cKaepozepmonofobHon. Hortesble
NAACTUHKU ANCTPOOUYHBbIE, aHOMaNbHOW GopMbl,MOryT OTCYyTCTBOBAThb. HabntogaeTcs npexaeBpeMeHHoe nocegeHue,anoneums. bposu u
pecHULbl peaKue,ToHKMe. bosibHble OTCTaloT B MOJIOBOM Pa3BUTUW. MIHTENNEKT He CTpagaeT. XapakTepHa coCyamMcTas naTo/iorna,Kotopas
MOXET NPUBECTM K NeTaIbHOMY UCXOAY.

OunddepeHumanbHblh  AMArHO3  NpoBOAUTCA € CUHApPOMOM  Xannepmada-lWTpainda, cuHapomom  KokkeiHa,BpOXKAEHHOM
nonkMnogepmmen, cknepogepmmen.

JleyeHne cumnTomaTuyeckoe. NporHo3 He61aronpUATHbIN.

HecmoTpa Ha pefKoCTb BO3HWMKHOBEHWA NPOrepuu, 3HaHWME OCHOBHbIX KJAMHUKO-MOPGMONOrMYecKUx U3MeHeHult Heobxogumo AanA
anddepeHumManbHOro AnarHosa ¢ pagom A4epMaTo30B, UMEIOLLMX CXOLHYIO KNTMHUYECKYHO KapTUHY.

KnioueBble cnosa: fepmaToBeHepoaorna

www.medconfer.com © Bulletin of Medical Internet Conferences, 2014





