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3a mpoleiee AeCATUIETHE HAILIM 3HAHMS, JIEXKAIIUE B OCHOBE HACIEACTBEHHOCTH CepJIey-
HBIX apUTMUI, 3HAYUTEIBHO NMPOABUHYIUCH Brieped. CHHIpOM yminHeHHoro uurepsaina QT, cun-
apom bpyrana, karexonaMuHepriuuecKkas moJmMopgHast XKelryJ0uKoBasi TaXUKapAHs, apUTMOTCHHAs
[IPaBOXKENTYA0YKOBAsk KapAMOMHMOIIATHS, IPOTPECCUPYIOILIEE HAPYILIEHUE CEPACYHON TPOBOIUMOCTH,
cuHApoM KopoTkoro uHrepBasnia QT, cuHapom TUMOTH COCTaBISIOT CHUHIPOMBI HACJIEICTBEHHBIX
aputmuii (CHA). [1aTonorndeckue n3MeHEeHHs BOZHUKAIOT M3-32 MYTAIlMil B OTPE/ICIICHHBIX JIOKyCaX
B T€HOME, 4YTO MPUBOIAT K Pa3BUTUIO aHOMAJIMM MOHHBIX KaHAJIOB U OEJIKOB, OTBETCTBEHHBIX 3a
TPAHCIIOPTUPOBKY KaJbIUs, KAl U HATPUsI, OOBIYHO IIPU OTCYTCTBHUHU SIBHBIX CTPYKTYPHBIX 3a00I1€-
BaHUU cepaua.

Cunapom ymmmaenHoro untepBasia QT (LQTS) - HacnencTBeHHOE 3a00JIeBaHUE, COTIPOBOXK-
natoreecs: yanmuaeHueM uaHTepBaiga QT Ha IKI' mokos, CHHKONaIbHBIMA COCTOSTHUSIMUA M BBICOKUM
PUCKOM BHE3AITHOW CMEPTHU BCIIEACTBUE PA3BUTHUS MOTUMOPGHOM KEITYT0UKOBOM TaXUKAPIUH.

Cungapom Bpyrana pexakas cepaedHast apuTMHUs, XapaKTePU3YIOIIAsCs AJIEKTpoKapanorpadu-
4yeckoii 6510Kaoi MpaBoit HOXKKH mmy4dka ['rca u croiikoii sneBanuei cermenta ST B mpaBbIX pekap-
JMaJIbHbIX OTBE/IEHUAX. 3a00JIeBaHUE C ayTOCOMHO-IOMUHAHTHBIM TUIIOM I€peayu.

Cungpom Tumotn — 3TO peakoe 3a0oiieBaHHE, KOTOPOE B MEPBYIO Ouepellb MOpakaeT
cepLe, HO MOKET OpaXkaTh M MHOTHE Jpyrue oonactu Texa. OQHUM U3 IPOSBICHUN SBIISETCS HAPY-
[IeHre MeTaboIr3Ma KalbIisl B KapIHOMHOIIUTAX, YTO H3MEHSET XapaKkTep CepALECOMeHUS U MOKET
BbI3BATh AHOMAJIbHBIE COKPAILLEHUS CEPJICYHON MBIIIIIBI U apUTMHUIO, TI0 TUITY YJUIMHEHHOTO UHTEp-
Baa QT, )KemyJ0uKOBON TaXUKapIUH WIK U3MEHSIOIIAsACS MOIIPHOCTh 3yona T.

Karexonamunepruueckas noaumopgHas xxenynoukonas Taxukapaus (KIDKT) npeacrasnser
co00 HaclleICTBEHHYIO apUTMHUIO, BBI3BAHHYIO PEUMYIIIECTBEHHO ayTOCOMHO-IOMUHAHTHON MyTa-
1[uel reHa, KOJAUPYIOIEro cepAeuHbli puanoaAnHoBEIHN peuentop (RYR2), ocHoBHOM BHYTpHKIETOU-
HBIH KaHaJ BBICBOOOXKJICHUS KaJIbLUS KapIMOMUOLUTAaMHU. MOJIEKYISPHBIM MEXaHU3M, C TIOMOIIbIO
KOTOpPOTO CTUMYJISILUS KaT€XOJIaMUHAaMU BBIABIISIET apUTMHUECKYIO MPUPOTY, HEU3BECTEH, XOTS
IIpearoaracTcsd MHIyLIMpOBaHHAs KaTexolaMMHaMu akTtuBanus Ca2+-KanbMOILyJIMH-3aBUCUMOMU
nporenHkrHasbl [I. DTo moTeHUManbHO JieTanbHas Key104KOBask TaXUKapIusl BO BpeMsl (usnde-
CKOM Harpy3KH MM 3MOLMOHAIBHOTO CTpeCca.

AputmoreHHas npaBokenynoukoBast kapaunomuonarus (AIDKK) — nacnencrsennoe 3abo-
JIeBaHUE CepIeYHON MBIILIIIBI, XapaKTEPHU3YIOLIeecs: MPOrpeccupyrommmM Guopo3HO-KUPOBBIM 3aMe-
IIeHHEeM MUoKap/ia npaBoro xenynouka (IDK), koTopoe MOXKeT Cay)uTh cyOCTpaToM sl JKeTy104-
KOBBIX apUTMMI U BHE3AITHOU CEPAECUYHON CMEPTH.

[Tporpeccupytoiiee HapyleHUE MPOBOJAMMOCTH CEpAlla SBISETCS HACIEICTBEHHBIM pac-
CTPOMCTBOM ITPOBOJUMOCTH, KOTOPOE MOYKET MPOTrPECCUPOBATh BIUIOTH /10 MOJIHOW aTpUOBEHTPUKY-
nsipHO# (AB) O10kazel. 3a00eBaHe MOKET TPOTEKATh OECCUMITTOMHO HJIH TIPOSIBIISITHCS OZBIIIKOH,
TOJIOBOKPYKEHUEM, ITPUCTYIIaMH TIOTEPU CO3HAHUS, OOJIBIO B )KUBOTE, PA3BUTUEM CEPJICUHON HEN0-
CTaTOYHOCTH WJIM BHE3AITHOW CMEPTHIO.

Cunapom ykopoueHHoro unreppaia QT — peakoe, criopaauyeckoe Uik ayTOCOMHO-IOMHU-
HaHTHOE 3a00JieBaHNe, XapaKTepu3ylolleecs 3aMETHO YCKOPEHHOM pernossipu3anueit cepana u npo-
ABIISIOIIEECS MPEACEPIHBIMU U KeyT0YKOBBIMU apuT™MusaMu u/unu BCC.
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