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Jetckas mporepusi, Wik cUHIpoM XaTtduHcoHa-I undopaa, — ayToCOMHO-IOMUHAHTHOE re-
HETHYECKOe 3a00JIeBaHUE, XapaKTePHU3YIOLIeeCs MPEXKACBPEMEHHBIM CTApEHUEM OpPraHU3Ma, COOT-
BETCTBYIOIIMMHU U3MEHEHHUSIMH BHYTPEHHUX OpraHoB. [IposBisercs runepnurMenTanuei, iCToH4e-
HUEM U YTPATOH 3JIaCTUYHOCTU KOXKH, [TIOCEIEHUEM U BBINAJECHUEM BOJIOC, YBEIMUEHUEM Pa3MEpPOB
yepena, yMEHbIIEHUEM €ro JIMIEBOI YacTu, SK30(pTaIbMOM, pa3BUTHEM aTepOCKIIEpO3a COCYIO0B, HH-
dapkra 1 pubpo3a MUOKapaa, OCTEONMOPO3a, caxapHOro auadbera, (OPMUPOBAHUEM 3JI0KAYCCTBEH-
HBIX OMyXOJICH.

BnepBrie HEe3aBUCUMO JIPYT OT Apyra OMUCAIH JAHHYIO MATOJOTHUIO: OpuTaHCKHUM Bpau Jx.
XarunHcoH — B 1889 rony, ero cooredectBeHHUK X. ['miidopa—B 1897 rony. B3pocnas popma HocuT
Ha3BaHHWE «CUHIpOM Beprepay, Tak kak B 1904 rongy Hemenkuit Bpau O. BepHep nepBbM o QUIH-
aJIbHO HAOII0/1aT CUMIITOMBI cTapeHus y noApocTkoB 14-19 ner. O6a BapuaHTa 00JI€3HU SBISIOTCS
KpaiiHe peakuMu. PacipocTpaHeHHOCTh I€TCKOM MPOTepru cocTaBiseT 1 cimydaid Ha 7-8 MIIH. 4eno-
BEK, C MOMEHTa Hayaja MCCIeAOBaHUI MMaTOIIOTUHU BhISIBIEHO 0Koyo 150 GonbHbIX nereit. B3pocnas
IIporepusl BCTpeYaeTcs vallle, CpeJHUE MUIeMUoIornyeckue nokasarenu — 1 0osnbHo# Ha 100 ThIC.
HaCEJICHUSI.

[Tporepus XarunHcoHa 1e0OTUPYET MOCIIE IEPHUOAa HOPMAIBHOI'O Pa3BUTH B BO3pacTe oT 6
MecseB A0 2 jeT. i3MeHsieTcs BHEUTHOCTh AeTel: 3aMeIsIeTCA POCT, YBETUYMBAIOTCS pa3Mephl ye-
pena, HO JUIEBAs 4acThb OCTAETCS MAJIEHBKOM, HUXKHSS YEIIOCTh — HeAopa3BUTON. DopMupyeTcs
KITFOBOBU/THBIN TOHKUN HOC M 9K30()TaibM (BBIMAYUBAHUE T11a3). ToTaabHO BBIMAAAIOT BOJIOCH — HA
roJIOBE U Telle, pecHUlbl U OpoBu. [Ipu anonenuu pa3pyiaroTcs BOJOCSIHbIE (POIITUKYIBI, TO3TOMY
JAbHEUIINI POCT BOJIOC CTAHOBUTCS HEBO3MOXKHBIM. Ha BOIOCHCTOI 4YacTH TOJNOBHI BBIOYXAlOT
BeHBI. /lepMa 1 moakoskHas KileT4aTKa MOoABEpratoTcs aTpohUIeCKUM U3MEHEHUIM: KOXkKa UCTOHYA-
€Tcsl, TOKphIBAeTCsl MOpIIMHaMK. Pa3BuBaercs MumoaucTpodus — 3aMEeTHOE CHIKEHHE KOJTMYeCTBa
MTOJIKOYKHOTO YKUPA.

[TponomKUTETFHOCTD )KU3HH MAIlMeHTa, Kak IpaBuio, 10 14-20 netr. OObIYHO OH HE HacJe-
JyeTcsi, IOTOMY 4TO MAlMeHT YMUPAET 0 PENpOoAYKTUBHOrO Bo3pacTta. Hanbonee BaxxHOl reHeTu-
YECKOM CBA3BIO MEK]y IPOrepUE U CTApEHUEM SIBJISIETCS] COKPAILIEHUE TETOMEPHBIX KOHIIOB C KaX-
JIbIM LIUKJIOM pernkanuu. Kak npaBuio, naiueHTsl UMEI0T 04eHb KOPOTKHE TeloMephl. B HacTos-
uiee BpeMst 90% naueHToB UMEIOT HOBOTOUYEUHbIE MyTaluy B reHe LMNA, KoTopble 3aMEHSIIOT 1H-
TO3WH TUMUHOM U Obutn HalaeHs! y moaeit ¢ HGPS. LMNA konupyer namunsl A u C, a TaMUHBI
TUTA A UMEIOT BAXHYIO CTPYKTYPHYIO (YHKIIUIO B siiepHOi obonouke. Hanbomnee pacrnpocTpanéH-
werit tun mytaiuu HGPS naxonutcs B kogone 608 (G608G). OH HE MOXKET OBITh TMArHOCTUPOBAH
MIPU POXKJICHUH, HO TOCJE JABYXJIETHETO BO3pacTa MOXKHO HaOII0OIaTh BUIMMBIC, 3aMETHBIE CUMII-
TOMBI.

N3BecTHO, YTO MPOrepUH TaKKe MPOU3BOJUTCA B CTAPEIOIIMUX KIETKAaX, IMpeAanojaras, 4ro
HaKOIUIEHHE MTPOreprHa MOKET ObITh (hakTOpoM B (pusmonornyeckoM crapenuu. Pacumdposka mo-
JEKYJISIPHBIX MEXaHU3MOB, IIPU KOTOPBIX KCIPECCHS MPOTrepruHa NpuBouT K nosieinenuto HGPS, sB-
JIsieTCsl HOBOM 00J1aCThIO UCCIIEIOBAHUM, KOTOpAask MOXET MPUOIU3UTH HAC K TOHUMAHUIO MaTOJIOTHH
CTapeHusl.
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