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'®rAQY BO «[epBbii MocKoBCKUIA rOCyAapCTBEHHBIN
MeauuUHCKuiA yHusepceuteT nmeHn N.M. CeveHosa»
MuH3anpaBa Poccun (CedeHoBckuin yHMBepcuTeT), Mockea,
Poccus;

20lAY «HaumnoHanbHbI MeauLUMHCKMIA uccrnenoBaTenbCKUi
LleHTp 3a0poBbsa aeten» Munagpasa Poccun, MockBa,
Poccus

Kriouesbie criosa: knuHuyeckul criydal; kapouomuonamusi;
OunamauyuoHHas Kkapduomuonamusi; cepOeyHasi
Hedocmamo4yHoCMb

Axmyanrvnocms. JIunatranuMoHHas KapIHOMHUONATHS
(AKMII) — nopakeHne MHOKapa, XapakTepu3yloleecs BbIpa-
JKEHHBIM PacHUIMPEHHEM KaMep Cepilia CO CHIKEHHEM CHCTOJIU-
geckoil (yHKIuH. ['eHe3 3a00eBaHus HEpPEIKO CMEIIaHHBI U B
20-50% ciy4asx oOycIOBIE€H MyTallMIMH B T€HAX, KOIXUPYIOLIUX
CapKOMEpHBIE OCJIKH.

Onucanue Kaunuueckozo cyyas. Y N€BOUYKH € OTATOIEHHOM
HACJIEICTBEHHOCTHIO (CHOC U3 IBOMHU — JIETAJIbHBII HCXO Ha 1-M
TOIy >KU3HH, 10 IaHHBIM ayToncuu — ¢pudpoannacTos) nedIoT 3a-
GoneBaHNs — C BBIPAXXEHHOW KIMHUKH CEPAECUYHON HEI0CTaTOU-
HOCTH B BO3pacTe 3 Mec (MBILeYHasl cI1a00CTbh, BSIIOCTh, OTKA3
OT e/1bl, ONIETHOCTH KOXKHBIX OKPOBOB € IMAHO30M HOCOTYOHO-
IO TPEYTOJIbHHKA), IO TSDKECTH COCTOSHUS OblIa TOCIHUTATIU3HU-
pOBaHa B peaHUMAIIMOHHOE OTACJICHUE [0 MECTY JKUTENbCTBA, 10
JaHHbIM oOcnenoBaHus quarnoctuposana JJKMII. B repanuu —
KpaTKOBpeMEeHHast KapJHOTOHUYECKast MOAJIepKKa, HHUIIUHPOBa-
Ha Tepamus XpOHU4IeCcKoi cepaednoit Henocrarounoctu (XCH). B
KapIHOJIOTHUECKOM OT/IeNIeHHH Ha0roaaeTcs ¢ 1 roga 2 mec, npu
HOCTYTUIEHHUH [P SXOKapAnorpaduu BhISBICHA BRIPKCHHAS U~
JaTanys JIEBBIX OTIEIOB cepaua (Z-score KOHEUHOTO AUAaCTONIH-
4eCKOro pa3Mepa JIeBOro xenygouka 10,5), noseleHHas Tpade-
KYJSIPHOCTh MHOKap/ia, HEI0CTaTOYHOCTh MUTPAJILHOTO KJlaraHa
2-3 crenenu, ¢ppaxmwms Beiopoca 40%. [Ipu amexTpokapaAnorpam-
Me — (EHOMEH TIPeIBO30YKACHHUS JKEIYJI0YKOB. YPOBEHb MO3-
roBoro Hatpuityperudeckoro nentuga (NTproBNP) 1302 mr/mi.
Brina ckoppexTuposana Tepanus XCH B COOTBETCTBUM € KIIMHU-
YEeCKUMH PEKOMEHJALlUsIMU, UTO II03BOJIMIIO 32 IIEPUO HabIIoie-
HUS B T€YEHHUE 6 JIET JOCTUIHYTh CTAOMIM3aLUM KINHUYECKOTO
COCTOSIHUSA C YITy4IIeHHEeM CaMOYyBCTBUS ((pU3MUecKoe pa3BUTHE
COOTBETCTBYET BO3PACTY, yIOBIETBOPUTEIbHAS TOJIEPAHTHOCTD K
Harpy3kam). [Ipu 3ToM, oIHaKo, COXpaHIETCsl HU3Kask COKpaTH-

TeJIbHasl CIOCOOHOCTh MUOKapa ((ppaxuus BeioOpoca 36%) 1 BbI-
paKeHHasl uiaTalus JeBbIX oTaenoB cepaua. Ilpu monexynsp-
HO-TeHEeTHYEeCKOM 00CIIeIOBaHNH BBISBICHA HYKJICOTHIHAS 3aMe-
Ha B rene MYH7 B reTepo3UroTHOM COCTOSIHUU.

3axniouenue. YcTaHoBleHUE TeHeTHYeCcKkol mpuunHbl JIKMIIT
H03BOJISIET ONPEAEIUTD IPOrHO3 3a00/1€BaHUSA U YTOUHUTD IIPEAUK-
TOPBI €r0 TAKEIOTO TEUEHMUS.



