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Junataunonnas kapauomuomnartust (JJKMII) mpencrasnser coboil mepBUYHOE MOpaKEHUE
MHOKap/a, XapaKTepU3yIOIIeecs yBeJIMUEHUEM U AUIaTalueil 0JHOr0 MM 000UX JKEITYA0YKOB C pa3-
BUTHEM CHUCTOJIMYECKON U AMACTOIMYECKON MUCPYHKIMHA Kamep cepana. bone3ns xapakTepu3yercs
CHIDKEHHEM (pakiuu BbiOpoca JieBoro xenynaouka menee 40%. 3aboneBaeMOCTh cocTaBisieT 5-7,5
ciydaeB Ha 100 000 yenoBek B roa.

JlanHoe 3a0o0jeBaHHE CUMTAETCS MIMONATHMYECKUM M HE MMEeT MIACHTU(UUUPYEMOH IpHu-
YUHBI CBOETO BO3HUKHOBEeHUS. Cuntaercs, uro JJKMII umeeT reHeTHYeCcKyro MpeapacioiokKeHHOCTh
(ayTOCOMHO-ZIOMUHAHTHOE, ayTOCOMHO-PELIECCUBHOE, X-CLEIUIEHHOE U MUTOXOHIpUaibHble ()OPMBI
HACJIEIOBaHMs); MOXKET ObITh CBsSI3aHAa C MyTallMsMHU B T'€Hax JAeCMHHA, JamMuHa C, MUO3UHA; MOKET
OBbIThb CIIEICTBUEM IEPEHECEHHOI0 MH(PEKIIMOHHOIO MUOKApANUTA, UIIEMUYECKOH 00JIe3HU cepala,
BHUpYyCa UMMYHOJIe(DULINTA YEJIOBEKA, MEJUKAMEHTO3HOT0 JIEYEHUS (aHTPALUKIINHBI); SBJISETCS CIE-
CTBHMEM 3JI0yTIOTPEOJICHUS ATKOIOJIEM.

[TaToreHes 3aboyieBaHUsI OCHOBBIBAETCSI HAa KJIIOUEBBIX MOMEHTAX — HapyllEHUE T'€Hepaluu
UMIIYJIbCOB M IEepeAayd MBIIIECUYHOTO COKpAIEHUs, BeAylIHe K HapyLIEHUIO (DYHKIIMOHHUPOBAHUS
kapauomuonuToB. Ha pannux sramax passutusa JKMII xapakrepusyercs BKIFOYEHHMEM KOMIIEHCA-
TOPHBIX peakuuil. [I[poncxoauT HeliporyMopanpHas akTUBalLlUsl PEHUH-aHIMOTEH3UH-aJIbJOCTEPOHO-
Boii cucteMbl (PAAC), 4TO IPUBOIUT K PA3BUTHIO TAXUKAPIMH U IMOBBIIICHUIO TOHYCA Tiepudepude-
ckux cocynoB. AktuBanus PAAC npuBouT K yBEIMUEHHUIO MOTPEOHOCTH MUOKAp/Aa B KUCIOPOJIE,
Pa3BUTHIO MIIEMUYECKUX SIBICHHUM, KapanogpuoOposza. KomneHcanuss maToIorH4eckux MpoLEcCoB
MPOUCXOJUT A0 KPUTHUECKOT'O CHUKEHUSI HACOCHOU QyHKIMM cepaua. [Ipu 3ToM yBenuunBaeTcs Ko-
HEYHOE TUACTOJIMYECKOE JaBJICHHE, TaK KaK KPOBb OCTAETCS B ITOJIOCTH JKEITyI0UKOB IIOCIIE CUCTOJIBI.
B utore nanHas 1ienoyka naToJIOrMYeCKUX M3MEHEHUN NPUBOANUT K Pa3BUTHUIO MUOTEHHOMN IujaTa-
1y nonocteit cepaua. [porpeccupyroias nuinaranys )Kejny104KoB IPUBOIUT K BEIPaKEHHOW HEJl0-
CTaTOYHOCTH TPEXCTBOPYATOrO U MUTPAJILHOI'O KJIAIIaHOB, YTO ellle 0OJIbIlIe CHIXKAET (PPaKIUIO BbI-
Opoca 1 yBeIMUMBaeT HaIlPsHKEHUE CTEHKH Kelly109KoB. Bo3pacTaer npej- u mocTHarpys3ka Ha MHO-
Kapjl, mepepacnpesessiercs KOpOHApHBIH KPOBOTOK, OOeIHseTCs KpOBOCHAOXKEHHE CyO3HAOKap-
IuanbHbIX oOnacteld. [loBTOpHBIE 3MHM30/1bl UIIEMHH CITIOCOOCTBYIOT OOJBbIIENH penyKuun Muoguo-
pHILT B MHOKapJeE.

Knunnueckast kaptuna y 6onpHbIX ¢ JIKMII He oTnMyaeTcst OT MallMeHTOB C XPOHUYECKON
CEpACYHON HEJOCTAaTOYHOCTHIO. IlepBble CHMIITOMBI MPOSBIAETCS MPEUMYIIECTBEHHO 110 MaJIOMY
KpYyTry KpoBoOOpaleHus (3acToil KpoBH): pa3BUBAeTCs OJIbIIIKA, CEpJIeYHas acTMa, OTeK Jierkux. Jla-
Jiee TIPUCOEAMHAETCS 3aCTON B OOJIBIIOM Kpyre KpoBOOOpaIlleHHs: TAllMEHTHI KAIYIOTCS Ha Hapac-
Talolue OTeKU KOHEYHOCTeH. MHOTrMX G0JIbHBIX O€CIOKOSAT 00JIM B 001aCTH cep/ilia UILIEMUYECKOTO
XapakTepa, cep/aiedueHue, ourymenue coos purma.

B nenom nporHo3 y naeHToB ¢ IUIaTallMOHHON KapJuoMHUoNaTHel HeOIaronpusTHeIA. Y
OOJIBIIIMHCTBA MALIMEHTOB B KOHEYHOM HTOTE Pa3BUBACTCS XPOHUYECKas cepeyHas HeJAO0CTaTouy-
HOCTb. MHOTHe CTaHOBSITCA KaHJUAaTaMu Ha niepecaaky cepaua. [IporpeccupoBanue cepieuHol He-
JOCTaTOYHOCTH 3aBHCUT OT (hpakiiu BeIOpoca 1 mpuyrHbI 3a0oaeBanud. [Toutu 50% O0nbHBIX yMH-
patoT B TeueHue 5 net. HeratuBHble mporHocTruyeckre (akTopbl BKIOYAIOT PACHIMPEHHYIO KIacCh-
¢dukamo NYHA, My>CcKoif 10J1, TSHDKETYI0 XPOHHUECKYIO CEepJCUHYI0 HEOCTaTOUHOCTh M IoYey-
HYI0 HEIOCTaTOYHOCTh. JIf0/11, KOTOphlE UMEIOT CUMIITOMBI B MTOKOE W/WJIK HE MOTYT 3aHUMAaThCs
(U3NYECKUMHU YIPAKXHEHUSIMH, 0OBIYHO UMEIOT XYy/IINN IPOTHO3.
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