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CrMcoK CoOKpaueHun

AAT — aHTHMapuUTMMuecKast Tepanusi

AB — aTpMOBEHTPUKYSIPHBIN

AKIDK — apuTmMoreHHas KapAMOMMOTIIaTHS IIPABOTO XKeTyJ0uKa
AJDK — aHeBpM3Ma JIEBOTO XXeTyL0uKa

BAC - BHe3anHas apuTMuueckasi CMepTh

BHCH - BHe3amHast HeOObSICHMMAs CMEPTh HOBOPOKIEHHOTO
BHCD - BHe3amHast HeOObSICHMMAsI CMEPTh IPY SIUJIETICUN
BIIC - BposkIeHHbIN TTOPOK cepaia

BOC - BHe3amHas OCTaHOBKa cepAlia

BCC - BHe3amHas cepaeyHasi CMepTh

BCO®U - BHYTpUCEpAEUHOE JEeKTPOPU3UOIOrMUECKOoe UCCIeq0BaHe
BTJDK — BbIXOOHOV TPAKT JIEBOTO KeTyI0uKa

BTIDK — BbIXOOHOT TPAKT MPABOrO KeyL0uKa

I'KMII - runieprpoduueckasi KapAMOMUOTIATHUS

OKMII — nunatauoOHHas KapauoMUOIaTUs

EOK-EBporeiickoe 001eCcTBO KapaoI0oroB

JKTA - xenynoukoBasi TaxMapuUTMUS

JKT - skenynoukoBasi TaxuKapaus

JK3 - kenyioukoBasi 3KCTpacmcTona

VIK]] — MMILJIaHTUPYEMbIii KapAoBePTeP-IeGUOPUIISITOD

uMmIuiaHtTupoBanHoe CPT-yCcTpOMCTBO -  MMIUIAHTMPOBAHHOE MeAMIIHCKOe
TIPOBEIEHNSI CePIIeYHOI PeCMHXPOHU3UPYIOLIEN Tepanuu

KIDKT - xaTexonaMuHepriueckas oanMmMopdHast KeJTyI0uKoBast TaXUKapaus
KT/ MCKT - mynbTHcIIMpaabHast KOMIIbIOTEpHast ToMorpadust

XPIDK — xupyrudeckasi peKOHCTPYKLMS JIEBOTO JKemynouKa

MPT — MarHUTHO-pe30HaHCHAas ToMorpadus

HVYKT — HeycToliunBas xeryL0uyKoBasi TaxUKapaus

OKC — oCTpbIli KOPOHAPHBINM CMHIPOM

O®IKT - ogHOMOTOHHASI SMUCCHOHHASI KOMITbIOTEPHAS TOMOTpadus
[ICBT - mapokcu3masbHas CylIpaBeHTPUKYISIPHAS TaXUKapINS

[ICX — mporpaMmMupyemMast CTUMYJISILIVS JKeTyL0uKOB

PKU - panmomMu3upoBaHHOE KOHTPOIUPYyEMOe UCC/Ief0BaHe

CBHC - cuHIpOM BHE3AITHOV HEOOBSICHMMO CMePTH

CBCH - cuHApOM BHE3aIlHOI CMepPTU HOBOPOKAEHHOTO

CPJI - cepneuHO-JIerOuHast peaHuMaIusi

uspenue s



CPT - cepneuHasi peCMHXPOHU3UPYIOIIAsl Teparnusi

CPT-yCTpOiiCTBO — MeAUIIMHCKOe Mu3Aenue IJis MPOBeIeHMs CepleuHoli peCcMHXPOHU3UPYIOIe
Tepanumn

CPT-]I, - cepmevHast peCMHXpOHU3UPYIOIIAs Tepanusi-aeGuopuuisTop
CPT-II - cepaeuHasi peCMHXPOHU3UPYIOILasl Tepanus-neicMerikep (KapauoCTUMYJISITOP)
CYU QT - cunapom yanauHeHHoro nHtepsaia QT

CKUQT - cunppom KopoTkoro uHTepsana QT

CV-3KT - curHan-ycpengHenHast OKI'

Y] — ypOBeHb OCTOBEPHOCTU 10KA3aTeIbCTB

VVYP — ypoBeHb yOeIUTeIbHOCTM PEKOMEH Al NI

VKT - ycToiiunBasi Xery0uKOBasi TaXUKapaus

@®BJDK - dpakiys BbIOpOCa JIEBOTO SKeITyI0uKa

DX — GUGPWILISLINS KETYTOUKOB

@K - pyHKIMOHATBHBIN KTacc

@I — GUbPUMIALINS TIpeAcepanit

XMDBKTI - XonTepoBCKOe MOHUTOPUPOBAHME 37eKTPOKAPAMOTPaAMMbI
XCH - xpoHnueckas cepgedyHasi HejOCTaTOYHOCTb

UKB — upecko>kHOe KOpOHAapHOEe BMeIIaTeIbCTBO

YCC - yacToTa cepaeyHbIX COKpallleHuii

KT - anexkrpokapauorpaMma

OM]], — anekTpoMexaHMUUecKas AMCCOMaIns

OKT - ajekTpokapauorpadus (pacmmndpoBka, onucaHyue " MHTepIpeTauus
aNIeKTpoKapAmorpadmuecKux JaHHbIX)

IXOKT - saxoxkapauorpadus

EOK - EBporeiickoe kapauonornueckoe o6iectBo (European Society of Cardiology)

LMNA - namuu A/C

LQTS1 — cungpom yayimHeHHOro uHTepBaia QT 1-ro MoneKy/nIsipHO-TeHeTMUEeCKOr0 BapuaHTa
LQTS2 — cungpom yayimHeHHOro uHTepBana QT 2-ro MONeKy/IsIpHO-TeHEeTMUECKOT0 BapuaHTa
LQTS3 — cungpom yayimHeHHOro uHTepBana QT 3-ro MONeKy/IsIpHO-TeHETMUECKOTO BapuaHTa
NYHA - Hblo-I7IOpKCKa;{ KapauoJoTudyecKast acCouanms

QTc - koppurnpoBaHHbIi nHTepBaa QT

WPW-cuugpom — Cungapom Bonbda-IlapkuHcona-Yaiita



TepMuHBI U onipenelIeHus

HHCcTpyMeHTa/IbHAas AMArHOCTMKA — AWArHOCTMKA C MCIIOb30BaHMEM [Jisi 06C/IeIOBaHNUS
TalKeHTa PasanyHbIX MPUOOPOB, alllapaToB U MHCTPYMEHTOB [1, 2].

Hcxon — 0607 BO3MOKHBIM pe3y/abTaT, BOSHMKAIOIINIA OT BO3MECTBUSI IPUUMHHOTO (aKTopa,
MPOPUIAKTUYECKOTO WIM TepareBTUYeCKOr0 BMEIIaTelbCTBA, BCE YCTAHOBJIEHHBbIE M3MEHEHMS
COCTOSIHMS 3[I0POBbS, BO3HMKAOIIMe KaK ClIe[CTBMe BMellaTeabCTBa [3].

KoHnuKT MHTEepecoB — cUTyalysi, IpM KOTOPOH Y MeAUIMHCKOro My (apmaleBTUUYeCcKOro
pabOTHMKA TIPU OCYLIECTBJIEHMM MMM TNPOQPECCHOHATbHON [1eITeTbHOCTY BO3HMKAET JIMYHAsI
3aM{HTEPeCOBAHHOCTb B MOTYYEHMM JIMYHO JIMO0 Yepe3 MpescTaBUTels KOMIIaHUY MaTepuanbHON
BBITOIBI MY MHOTO IPEMMYIIeCTBa, KOTOpOe BAMSIeT WIM MOXKeT MOBIMATb Ha Hajjexallee
VICTIOJIHEHVe MU NTPodeccOHaNIbHBIX 00513aHHOCTe} BCIeICTBME IIPOTUBOPEUNs: MeXIY TUYHOM
3aMHTePeCOBAHHOCTBbIO MeIUIMHCKOTO paboTHMKa WM (apmaleBTHUeCKOro paboTHMKA U
MHTepecamy IauyeHTa [2].

MemunyHCKOe BMENIATEIbCTBO — BBINIOJHSIEMble MEAVIMHCKMM pPAaOGOTHUKOM ¥ WHBIM
paboTHMKOM, MMEIOIIMM MTPABO Ha OCYLIECTBIEHNE MEOVIIMHCKOI e TebHOCTH, TI0 OTHOIIEHUIO
K TMal}eHTy, 3aTparuBawie dusmnyeckoe MaM ICUXUUYECKOe COCTOSIHME yeloBeka UM MMelollue
NpoQUIaKTUYECKYIO, TMarHOCTUUECKYIO, IeUeOHYI0, PeabMIUTAllMOHHYIO VJIU UCC/IeA0BATENbCKYIO
HaIpaBJIeHHOCTh BUABI MEIUIIMHCKUX OOCIHeNOBaHUI M (WIKM) MEOUIIMHCKUX MaHUITYISLNiA, a
TaKKe MCKYCCTBEeHHOe TpepbiBaHMe bepeMeHHOCTH [2].

MenuuuHCKUII paGoOTHUK — (u3Myeckoe JMIO, KOTOPOE MMeeT MEIUIIMHCKOe WIM MHOe
obpa3oBaHue, paboTaeT B MEOUIMHCKOM OpraHuM3alMM U B TPYAOBbIe (JIOJDKHOCTHBIE)
00s13aHHOCTM KOTOPOTO BXOIUT OCYIIECTBIEHME MeIULIVHCKON IesSTeNbHOCTH, MO0 Gusmdyeckoe
JINLO, KOTOpOe  SBJSeTCS  MHAMBUIOYAJAbHBIM  NpefIpPUMHMMATeNeM, HeINoCpeICTBeHHO
OCYILLIECTB/SIONMM MEAULIVMHCKYIO IeSITEIbHOCTD [2].

ITauyeHT - Gu3Myeckoe IUIO, KOTOPOMY OKAa3bIBaeTCs MeAMLMHCKas IIOMOIIb MM KOTOpOe
06paTMIoCch 3a OKa3aHyueM MeIUIMHCKOM IIOMOLIY He3aBUCYMO OT Ha/lu4us y Hero 3a6oneBaHus
7 OT ero COCTOsIHMS [2].

PaGouas rpymma 1o paspaboTKe/aKTyaau3auuy KIMHUYECKUX PEeKOMEeHIAIMii — 3TO
KOJJIEKTVB CITeLMA/IMCTOB, PaboTaloIMX COBMECTHO M COIVIACOBAHHO B ILENSIX paspaboTku/
aKTyaau3anumn KIMHUYECKMX PEKOMEHIAINiA, M HeCYIIMX OBIIYI0 OTBETCTBEHHOCTD 3@ PEe3Y/IbTaThl
IlaHHOI pPabOThI.

CocTosiHUE — M3MEHEHMsI OpraHu3Ma, BO3HMKAIOIUIMEe B CBSI3M C BO3[ENCTBMEM TMATOTeHHBIX U
(unu) dusuonornyeckux GakTopoB U TpedyIoIMe OKa3aHUs MeAUIIMHCKOI TOMOIIH [2].

CI/IHJIpOM - YCTOI‘7I‘-II/IBHH COBOKYITHOCTb psiZida CMMIITOMOB C €IMHbIM ITaTOT€HE30M [6]

Te3uc-peKoOMeHAanus — [10JI0KeHMe, OTPaskalollee MOPSIOK U MPaBUIbHOCTh BBIITOJHEHMUST TOTO
WIM WMHOTO MEIMIMHCKOIO BMEINATeNbCTBA, MMEIOIIero [JoKa3aHHYI0 3((eKTMBHOCTb U
6€30I1aCHOCTb.

VpoBeHb JocTOBepHOCTH JoKa3zaTeabcTB (V) — creneHb yBePeHHOCTU B TOM, UTO HaliIeHHbIN
3¢ deKT OT MpUMEHEeHUsT MEeAUIIHCKOTO BMEIIATeIbCTBA SIBJISIETCSI UCTUHHBIM [7].

VpoBeHb yOGemuTtenbHOCTH pekomeHpauuii (YYP) — creneHb YBePeHHOCT B JOCTOBEPHOCTU
a¢dexTa BMeIIaTeNbCTBA ¥ B TOM, YTO C/IefOBaHMe pEeKOMEeHZAUMSIM IIpyHeceT Goblile MONb3HI,
yeM Bpefia B KOHKPeTHOM cutyauuu [7].

Xupyprudeckoe jieueHne — MeTOf, jeueHus: 3a60eBaHmil yTEM pa3beqVUHEHUS U COeqUHEHNUS
TKaHell B XO[ie XUPYyPr1M4yecKoil onepanun.

EOK - EBpormeiickoe 00ILIeCTBO KapAyojIoroB. B TeKcTe HACTOSIINX KIMHUYECKUX PeKOMeHalmii
IOTIOJIHUTE/IbHO YyKa3aHbl IIOKa3aHMs K Te3ucaM B COOTBETCTBMM C peKOMeHAalUUsIMU
EBpomeiickoro kapmauosnornueckoro obmectBa (EOK). B cooTBeTCTBUM C MEKIYHAPOTHBIM
JIIOKYMEHTOM, BBIAEJISIIOTCST K/acChl peKOMeHalMii M YDOBHM JOKAa3aTelbHOCTMU.



NMnaHTUpyeMblit Kapamnoseprep-aeduopuisTop (MKO) - 97IeKTPOHHBIN
VIMIUIAHTVPYEMBbI mpubop, IpegHa3HavYeHHbIN JLIS 3IeKTpOTepanmmn
(371eKTPOKapAMOCTUMYISILVS M Paspsifbl BBICOKONM 3HEPIUM) YIPOKAOIIUX KU3HU apUTMUIA U
NpeloTBPAallleHNsI OCTAHOBKM CephLa.

Kapauopecnaxponusupyromas tepanust (CRT) - merton neyeHMs XPOHMYECKON CepHEYHONM
HeIOCTaTOYHOCTY I[PV Ha/IMUMM HapyLIeHWUJ BHYTPYKeTYLOUYKOBOIO IIpOBeleHMs (4Yalle IIpu
6710Kazme JIeBOM HOXKM TIIyuka [Mca), KOTOPBI OCYLIECTBISIETCS IyTeM pPeCcMHXPOHMU3AIUU
CepAeyHbIX COKPAIEHUI C TTOMOIIbI0 TPeXKaMepHOTro (6MBEHTPUKYISIPHOTO) UMILIAHTUPYEMOTO
3NEeKTPOKAPAVOCTUMYIIATOPa***.  Takue CUCTeMbl OOBIYHO BK/IIOYAIOT IPABOIPEICEePIHbIN
1eKTPOJI, IPABOXKENyNOUKOBBI/ IEKTPOL U JIeBOXKETYLOYKOBbBI 5€KTPOA,. OIeKTPOAbl MOTYT
MMIUIAHTUPOBATbCS TPAHCBEHO3HBIM WJIM XUPYPIMUECKMM CIIOCOO0M, a TaKXKe IO0CPeCTBOM
TOPaKOTOMUM.

XontepoBckoe moHuUTOopupoBanue IKI' - MeTon ucwienoBaHUs, KOTOpPbI I103BOJISIET
MIPOM3BOJIUTh HEMIPEPBIBHYIO perucTpainuio auHamuku cepaua Ha JKI' ¢ moOMOIbI0 MOPTAaTUBHOTO
YCTpOiicTBa (XOJITepa), OTCIEXKMBATh WM3MEHEeHUs B paboTe cephama ¥ KOHTPOIMPOBATH
apTepuanbHOe aBJieHe TalieHTa B TeUeHye QJIUTETbHOTO epuona (CyTKM 1 Oojee) B YCIOBUSIX
€ro aKTUBHOCTH.

PagyouacrorHas KarterepHas a6manusi (PUA) apuTtMum — MHTEPBEHIMOHHOE KaTeTepHOe
BMeILATe/NbCTBO, C MCIIOAb30BaHMEM CIIeMaJbHBIX KaTeTepOB, ITYHKUMOHHO BBE[EHHBIX B
IIOJIOCTh CepAla 4Yepe3 COCyLbl, ¥ paayO4acTOTHOM SHepruy, HallpaBjeHHOe Ha YCTpaHeHMe
HapylleHii CepaevyHoro puTma (apuTMun).



1. KpaTkasa nHdopmaius

1.1. OnpepeneHne 3a60/1€BaHMS VIV COCTOSTHUS (TPYIIIIBI 3a00/1€BaHUI
VIV COCTOSIHUIA)

JKemynoukoBsie HapymeHusi putma (OKHP) manm JKemymoukoBass taxumaputrMmusi (OKTA) -
060611IeHHOe Ha3BaHME PACCTPOICTB CEPAEUHOTO PUTMA, TP KOTOPBIX UCTOUHUK IKTOMUYECKON
aKTMBHOCTM WM KPyra pUMEeHTPY HaXOOUTCS HMKe Iyuyka ['uca, T. e. B ero BeTBsX, ceTu [lypkuHbe
VUIM B MMOKap/ie >KeyN0YKOB.

HeycroitunBasa xemygoukoBasi Taxukapausa (HYXKT) - 3 u 6Gomee xommuiekca QRS,
PO ODKUTENBHOCTBIO < 30 Cex.

VcroitunBas xemygoukoBas Taxukapaus — JKT, Ipogo/KuTenbHOCTbIO > 30 cexk.
Monomopdnas JKT - KT nmpu Hammaum oauHaKoBoil KoHpurypamuyu QRS-KOMITIEKCOB
IMonumopduas JKT — HecTabuIbHasH, MeHsIoOImasics KoHpurypanys QRS-KOMITIEKCOB
dnmeKkTpUUecKuii mTopM - 60ree 3 ann30m0B JKT/DK B TeueHMe 24 yacos

TpereTaHnme >KeIyIOYKOB — PUTMUYHbBIE, BbICOKOAMIUIUTYIHbIE, VIIMPEHHbIE 3JIeKTPUUECKIEe
OTKJIOHEHMSI KeJTyI0UKOB C YacTOTOi 6oee 250 B MIH., BOJHbI T He OIpemesisioTCs.

OUOPWLIALNS JKETYTOYKOB — XaoTHUecKasl JIeKTpUYecKasi akTMBHOCTb B BU[e MOMMMOP(HBIX
OCHWUTSILIVIA,  TIOCTOSTHHO  M3MEHSIOIMXCS 10  CBOeil  KOHGUrypauuu, aMmIUIMTYIe,
MIPOJIO/KUTETbHOCTY U YaCTOTe, I1ana3oH KoTopoii cocrapssieT oT 300 u Bbilie B 1 MUH.

BHe3amHasi cMepTh — HeMpeaBUIEHHOe CMepTeabHOe COObITME, He CBSI3aHHOe C TPaBMOW U
BO3HMKaAIOIIee B TeueHue 1 4 ¢ MoMeHTa MOSBJIEHUSI CUMIITOMOB Yy HNpaKTU4YeCKu 340POBOIro
yenoBeka. Ecim cmepTh mpoun3sonuia 6e3 CBUAETeNNe, 0 BHE3AITHO CMepPTU TOBOPSIT B TOM C/TyJae,
eIy TOTMOIINMIT HAXOAWIICS B YIOBIETBOPUTEIbHOM COCTOSTHUM 32 24 U 10 CMEPTH.

Bue3anmHass ceppeunHass cmeptb (BCC) — TepMMH MpPUMEHSIETCS, €C/IM BHe3aIlHasl CMepThb
BO3HMKJIA Yy CyObEeKTa C WM3BECTHBIM IIPM SKU3HM BPOKAEHHBIM WM TPUOOPETEHHBIM
MOTEHUIMATBbHO (aTalbHBIM 3a00eBaHMEM CepAlla, WIM IaTOJOTUSI CEePAEUHO-COCYOMUCTO
CUCTeMBI ObIJIa BBISIBJIEHA HA ayTOIICUM M MOIVIa OBbITh MPUUMHON CMEPTH, VI €C/IM OUeBUIHbIE
3KCTpaKkapAuaabHble MPUUYMHBI CMEPTU TI0 TAaHHBIM ayTOICMUM He BbISIBJI€HbI, M HapyllleHue pUTMa
CTYKUT Haubosiee BePOSITHOM IMIPUUMHOIM CMEPTH.

BuesanHasi ocraHoBKa cepana (BOC) - HempeaBuaeHHasi OCTAHOBKA KpPOBOOOpAIeHMS,
BO3HMKAIOIIAss B TeueHMe 1 4 C MOMEHTA TOSBJIEHUS OCTPBIX CUMIITOMOB, KOTOpas Obuia
yCTpaHeHa C  TIOMOINbI0  YCHEIIHbIX  PEeaHUMAIlMOHHBIX  MEPONpUSITUil  (Hampumep,
nebubpuIALN) — «IIpeJOTBpalleHHast OCTAHOBKA CEP/Lia».

VouonaTtudyeckas sKeIyIOYKOBasi TAaXMapUTMMUS — COOBITHE, KOT/Ia KIMHMYEeCcKoe 00c/iefoBaHme
ManyeHTa He TO03BOJWIO BBIIBUTh 3a00/eBaHMsI, IOTEHUMAJbHO acCOLUMMPOBAHHBIE C
JKeTyN0YKOBOM TaxyMapuTMumen.

IMepBuunas npodmirakTurka BCC - MepomnpusTusi, HarpaBaeHHble Ha CHIDKeHMe pucka BCC y
JIUII, UMEIOIMX TOBBIMEHHbIN puck BCC, HO 6e3 aHaAMHe3a YrpoKaIOIIMUX KU3HU apUTMUIA VN
NpeOTBPAIleHHOJ OCTaHOBKM CepALa.

Bropuunas npodmiraktuka BCC — meporpusaTusi, HalpaBJieHHble Ha CHIKeHMe pucka BCC y
JIUI, MMEIOMIMX aHaMHe3 YIpOXKaloMmuX >KM3HU apUTMUIA WIM TPeNOTBPallleHHOM OCTaHOBKU
ceprua.

Cunppom Bpyraga — HacinenCTBeHHBIV CHMHIADPOM M3 TPYIIBI KaHAJIoNaTtuii, ¢ TunmuHoi SKI-
KapTMHOI U BbICOKMM pyckom pasButust XK n BCC.

Kartexonamuuepruueckass nomumopdHas skeaymoukoBass taxukapaus (KIDKT) - penkas
HacaeACcTBeHHast KaHaJIoMmaTusl, XapaKTepu3youasics aJipeHepruueckm-mHAyIUpyemMoit
IBYHAIIpaB/Ie€HHO U onuMopdHoit XKT.



HepBHO-MBbINIEYHbIE 3a60meBaHUs - rpyrmmna HaC/IeICTBEHHbIX 3a601eBaHuii,
XapaKTePU3YIOUIMXCS MNPOrPecCUpYOIIMM  IePBUYHBIM IOPaKeHMeM HEepPBHBIX  BOJOKOH
(HelporaTum) MM CKeJeTHOM MYCKYJAaTypel (MUOTATMM U MMOAUCTpobwmu). BoieueHue
CepAeyHOl MBIl ¥ TMPOBOISILIVX IyTeil BapuabenbHO, M He KOPpeaupyeT C BbIPasKeHHOCTHIO
HeBPOJIOIMYECKOM ¥ MMUOIIaTUUeCKO CUMIITOMATUKN.

HekoMIIaKTHBINI MMOKapH, - OCOOBIN BUJ KapAMOMMOIIATUM, KOTODBIN XapaKTepusyercs
BBIP&KEHHO! TPabeKyISIPHOCTBI0 ¥ TIYOOKMMU MeXTpabeKyIsIpHbIMU YIITYOIeHUSIMU JIEBOTO 11/
WA IIPAaBOrO JKeMyAouKa, a TakKe 4acTO COYeTaeTCs] C TOHKMM KOMITAKTHBIM 3IMKapAMalbHbIM
c1oeM MMokapa. [InarHo3 cTaBUTCS Ha OCHOBaHUM dxorpadbmueckux n/mnm MPT-kpurtepues (ipu
COOOTHOUIEHMM TOJIIVMHBI HEKOMIIAKTHOIO (JIOSI K KOMIIAKTHOMY > 2). MHOrme mauueHThl C
HEKOMITaKTHBIM MMoKapaoM JIDK aGcomoTHO 6€CCHMITTOMHBI, HO BO3MOXKHbBI COYETAHUSI CO BCEMU
M3BECTHBIMM BUIIaMU KapaMOMMOIIATHi, ¢ porpeccueit 1o XCH, TpoM603Mb0MMM, apUTMUN WK
BCC B anamHese.

HuTtepBan QT - oTpaxkaeT JIeKTPUUECKYIO CUCTOTY JKeTyLOUKOB (BpeMsl B MWIIMCEKYHIaX OT
Havasia komruiekca QRS mo koHma 3y6ma T). Ero nmpomo/msKUTeIbHOCTh 3aBUCUT OT IoJ1a (Y SKeHIIMH
QT pnmHHee), Bo3pacTa (¢ Bo3pactoMm QT yanmHseTcs1) u 4acTOThI cephednbix cokpamenuit (YCC)
(06paTHO MPOMOPLMOHAIBHO). [IJIT 00beKTMBHON oneHKM uHTepBajga QT B HacTosInee BpeMs
TOJIb3YIOTCS KOppurnpoBaHHbIM (¢ nonpaskoii Ha YCC) nnrepsanom QT (QTc), onpenensieMbIM 10
dbopmynam BaserTta n ®penepuxa. B Hopme QTc cocrapnseT 340-450 mc muis skeHIyH u 340-430
MC JIJII My>KUMH. [IaTOJIOTMYeCcKUM CUMTaeTCs Ipy 3HaueHuu 6osee 500 Mc.

Cunpgpom yaamHeHHOro uHtepsaia QT (CYUQT) — camblit yacThlii HACI€ACTBEHHBIN CMHIPOM
“3 TPYINbl KaHajomatuii (wacrora 1:3000 — 1:2500 HaceneHus1), XapaKTepU3YIOUIMIACS
yonuHeHneM MHTepBaia QT ¥ KM3HEYTPOXKAOLUIMMY SKeTyJOUKOBBIMUY apUTMUSIMU, B OCHOBHOM
MPOBOIMPYEMbIMHU aZpeHepPTrUUeCcKoit aKTUBaIIMeN.

Cungpom koporkoro mHTepBasia QT (CKUQT) - penkas HaciaeqCTBEHHHAs] KaHaJIOMaTus,
XapaKTepusymowascss ykopoueHueM uHTepBada QT M MOBBILIEHHBIM DPUCKOM Pa3BUTHUS
SKM3HEYTPOKAIUX aPUTMMUIA.

1.2. 3Tuonorusa u naToreHes 3a60JIeBaHUS WIM COCTOSTHUS (TPYIIIIBI
3a00/1IeBaHUI MJIU COCTOSTHUIT)

OcHoBHbIMU MexaHu3Mamu JKTA sIBsSIoTCS

- MeXaHM3M ITOBTOPHOTO BXO/la BOJTHBI BO3OYKIeHMS (PUEHTPN);

- YCKOPEHHbBIT HOPMaJIbHbBI aBTOMATU3M;

- aHOMaJIbHbBI/ aBTOMATU3M,;

- TPUITE€pHAsT aKTUBHOCTb, MHIYIIMPOBAHHAS paHHEe! WK O3 He MOCTAeIoNsIpu3alyeii.

dopMuMpoBaHMe YCIOBUIL [IJIT BOSHMKHOBEHMST (heHOMeHa PUEHTPU B MMOKApPIeE SKeNyIOUYKOB, B
BUIe 30H 3aMeMJIEHHOTO IPOBeIeHMsT BO3OYKIEeHMsI, yUaCTKOB MBbIIIIIbI CEpAIla C Pa3HbIMU II0
BeuunHe pedpakTepHbIMM MTePMOmaMi, OOBIYHO CBSI3AHO C MATOJOTMUYECKMMY M3MEHEHUSIMU B
muokapze. ITosTomy rmapokcusmaiabHas JKT B MOHaB/sONeM GOJBIIMHCTBE CJIYYAeB OCIOXKHSIET
TeUueHMe TSDKeIbIX 3aboseBaHuii cepaila, Takux Kak WBC, 0coGeHHO TIpM HAJINYUU
MOCTUH(MAPKTHBIX PYOLIOB M XPOHUYECKO aHeBPM3MbI JIEBOTO >KeTYHOYKa, BOCIAIUTEeTbHbIE
3aboeBaHMsI MMOKApAA, KADAMOMUOTIATUM (OUIaTAIMOHHAS, TUIIepTPOdUUecKass, apuTMOreHHas
IUCIIa3UsT MMOKapaa IMPaBoro JKeIyJouka U 1p.), MHQUIbTPAaTUBHbIE 3a607€BaHMSI MMUOKapIa.
OcraHoBKa ceppla, Kak MexaHusm BCC, B abCOMIOTHOM OONbIIMHCTBe ciryuaeB (OGonee 80%)
Bo3HMKaeT B pe3dynbrare ®XK mnm XXT, cyjectBeHHO pexe (MmeHee 20%) — B pe3yJ/ibTaTe aCUCTOIUU
[205].

1.3. dnuaeMmuonorus 3a0o/1eBaHUSI WIU COCTOSIHUS (TPYIIIbI 3a00/1€BaHM
WJI COCTOSIHUI)

BHesamHast ceppevyHasi CMepTb KaK HeoOpaTMMbBI MCXOZ, M pe3yabTaT BHE3aITHOV OCTaHOBKMU
ceprua gocruraet 50% cpeny Opyrux MCXOHOB y ui, 35-50 yieT, IperMyIleCTBEHHO MYXKCKOTO
10J1a, OJHAKO B TOC/IeHee BpeMsi HAOGMIOaeTCsl TeHIEHIMS K YBEIMYEHWIO NOJY JIUI] SKeHCKOTO



1ona, a TakKe IOAPOCTKOBOTO M IOHOIIeCKOro Bo3pacta. Puck BCC Bbille y MYyKUMH U
YBeIMYMBAETCS C BO3PACTOM B CBSI3U C Oosblieit pacrnpocTpaHeHHOCTbi0o MBC cpemyt MOKMIIBIX
miozeit [8]. Yncmo cyuaeB BCC Bapwupyetcs ot 1,4 Ha 100 Thic. yenoBeko-net (95% U - 0,95-
1,98) y sxeHmuH 1 m0 6,68 Ha 100 ThIC. yenoBeko-yeT (95% AU — 6,24-7,14) y mykunH. Yncio
crydaeB BCC cpeny monogoro nokoneHust cocrasisier 0,46-3,7 Ha 100 Thic. yenoseko-yeT [9], 4To
tpaHchopmupyercss B 1100-9000 cmepreit B EBporie 1 800-6200 cmepreii B CIIA KaKmblii TOf
[10].

Hauubie o pacmpocrpaHeHHoct BCC B Poccuu orpaHmueHbl, B TOM 4YMC/Ie OCOOEHHOCTSIMMU
peructpauum BCC B pasnbix crpaHax. Jonst BCC Bo Bcex BO3pacTHbBIX IpyImax cocraBuia 49,1%
(15 420 u3 31 428 BckpbiTMi, wau 123,35 Ha 100 ThIC. HacermeHusi B rox). Ilpu sTomM
pacmpoctpaneHHOCTh BCC B Bo3pacTe ot 1 1o 45 net coctasmia 27,5% (2790 u3 10 132 BCKpBITHiL)
[11]. OnHako 6osee GIM3KMMM K PeATbHOCTY peACTaBIsIOTCS 3HaueHust 200—250 ThIC. YesoBeK B
rop [12].

[TouTy B MOJIOBMHE CTyyaeB OCTAHOBKA cepiua y ul crapiue 40 jieT mpoucxonut 6e3 M3BeCTHBIX
3a00J1eBaHMIi CepIla, OMHAKO OOIBIIMHCTBO M3 HUX ITPU TOM MMEIOT HeAMAarHoCcTupoBanHyio MBC
[13]. CHmwkenne 3aboneBaemocty UBC M OpyrMmu BUIAMM CepIevYHOl IaTONOTUM TPUBENIO K
yMeHblIeHN KomuyectBa ciayyaeB BCC moutm Ha 40% [14]. ComracHO HeKOTOPbIM
MCCIeOBaHMSIM, CYILIECTBYeT TeHeTHuecKas Ipefpaclioio)KeHHOCTb K BHE3alHOM CMepTH.
OmnucaHO MPOTHOCTUYECKOEe 3HAUeHMe CeMefHOro aHaMHe3a BHe3aIlHOi CMepTU — Py HalIUUUU
OAHOTO CJiy4yasl BHE3aIlHOM CMepTM B ceMbe OTHOCUTeNbHBbIN puck (OP) BHe3amHOI cMmepTu
coctasiisieT 1,89, a mpu IByX CJiydyasix BHe3arHol cmeptu B cembe OP Bo3pacraet go 9,44 (p=0,01)
[15, 16, 17]. B KOropTHOM TOABICC/IENOBAaHUM B pamMKax @OpaMUHIEeMCKOTO MCCIe0BaHMS
II0Ka3aHo, YTO IpU Haiuumyu cemeiiHOro aHaMHe3a BCC BepoOSITHOCTb BHE3aIllHOV CMepTu
Bo3pacraet Ha 50% (OP - 1,46; 95% OU - 1,23-1,72) [17, 18]. OmmcaHo, YTO ceMeliHbIii aHAMHEe3
BHE3aITHOM CMePTY 3HAUUTENIbHO Yallle BCTpeuyaeTcs y Jull, peaHMMUPOBaHHbIX rocie @K, yem B
KOHTponbHOM rpymme (OLI - 2,72; 95% U — 1,84-4,03) [19]. CXOACTBO pe3y/IbTaTOB 3TUX
MCCIef0BaHMii yKa3blBaeT Ha BO3MOXKHOCTb T€HETHUEeCKOJ MpepacloNoXeHHOCTM K BHE3aITHOI
CMepTHM, KOTOpasi MOXeT CyIIeCcTBOBaTb Jaxke IpM OTCYTCTBUMM [IMAarHOCTMPOBAHHOTO
HawIeICTBEHHOTO 3aboseBaHusl. B CBSI3U C 3TUM HEOOGXOAMMBI MCCIeJOBaHMS, HalleJleHHbIe Ha
obGHapykeHMe MOJIEKYISIPHO-TeHeTUUeCKUX MapKepoB, CIIOCOOHBIX MpeackasbiBaTh crydan BCC B
0011171 TTOTY/ISILIUMN.

BauTeIbHOCTD 110 OTHOIIEHUIO K 3jeKkTpokapauorpaduyeckum (OKI) u sxokapauorpadmueckum
MpM3HaKaM HaCIeNCTBEHHbIX apUTMOTEHHbIX 3ab0jeBaHMil  SBJISETCS BaXHOM  YaCThIO
KJIMHUYECKOl MPaKTUKM U TIO03BOJISIET CBOEBPEMEHHO BBISIBUTH JiMiia C¢ BbicOKMM puckom BCC.
OpHako OO CMX IOp HET eOMHOr0 MHEHMSI O TOM, [JOJ/DKEH JIM TaKOil TIIATeNbHbIN MOLXOZ,
pacIpoCTpaHsITbCSI HAa MAacCOBbIi CKPUMHMHI HacejeHus Ha Haiuuue pucka BCC. B Uranum u
SImonun BBemeHbl cucTeMbl JKI-CKpMHMHra B LeSX BBISIBJEHUS JINL, C HACAeICTBEHHBIMU
apUTMOTeHHBIMM 3a00JIeBaHMSIMM, HE MMEMIMX Kakoi-mmbo cummnromaruku [20, 21]. Kak B
EBpome u CIIIA, Tak M B Poccum 06s3aTeNbHbIM SIBJASETCS CKPUHMHT CIIOPTCMEHOB ITepe
COpPEeBHOBAHMSIMM, COTJIACHO TpeboBaHMSIM MeKIyHapOOHOTO OMMMIIMIACKOTO KomuTeTa [22, 23,
24], xoTs mociefHee JCCIefoBaHue B V3pawie 1OKasajJo OTCYTCTBMe M3MeHEHMJ B 4acToTe
crydaeB BCC y mpodeccroHabHBIX CIOPTCMEHOB TIOCJIe BBeIeHNsI CKpUHUHTA [25].

CKPUHUHT OMMKAIINX POACTBEHHMKOB KEPTB BHE3AITHOV CMEPTY TO3BOJISIET BBIIBUTD JIMIIA B
30He pUCKa, HA3HAYMUTb COOTBETCTBYIOIIEE JieueHe ¥ TeM CaMbIM MPeNOTBPAaTUTDb ApyTrue ciaydan
BHE3aIlHOl CMEePTHU B 3TOI CceMbe.

1.4. OcoGeHHOCTH KOAMPOBaHMS 3a00/I€BaHMSI UV COCTOSTHUSI (TPYIIIIBI
3a00/1IeBaHUI MJIU COCTOSIHUIT) 110 MeXXAyHaApOSHOI CTATUCTUUECKOI
KiIaccudmranum 6osie3Heii M mpoosieM, CBI3aHHBIX CO 3J0POBbEM
(MKB-10)

146. OcTraHoBKa ceppla
146.0. OcTaHOBKa cep/ilia C yCIeUIHbIM BOCCTAHOBIEHMEM CEPAEUYHOI NesTeIbHOCTU
146.1. BHe3anHasi cepaeyHasi CMePTh, TaK OMMCAHHAS

146.9. OcTaHOBKa cep/illa HeyTOUHEeHHasI



147. TlTapokcu3MabHas TaXUKapaus

147.0. Bo3BpaTHas »KeTyJ0uKOBasi apUTMMUSI

147.2. XXemynoukoBast TaxuKapaust

147.9. TTapokcu3aMasibHast TaXMKapaysl HeYyTOUHEeHHas

149. Ipyrue HapyllleHUs] CepAEUYHOro pUTMa

149.0. OU6PMIIALNS U TPeIleTaHye JKeTyI0YKOB

149.3. TIpeskneBpeMeHHas1 AeNOIIpU3aI s KeTyJ0YKOB
149.4. [ipyras 1 HEyTOYHEHHAs JeToIsIpu3alus

149.8. [ipyruie yTOUHEHHbIE HapYIIEHUS CepAEeYHOT0 PUTMa

149.9. HapyuieHue cepaeyHOro puTMa HeyTOUHEHHOe

1.5. Knaccudukanys 3a60/1eBaHMS VIV COCTOSTHUSA (TPYIIIIBI 3a00/1€e BaHUIt
WJIM COCTOSIHUIA)

KHaCCI/Id)I/IKaLU/IH JKeJTYOOYKOBbBIX HHDYLHEHI/Iﬁ puTMa cepana OCHOBaHA Ha HECKOJIbKMX K/ITIOUEBbIX
ITOJIO>KEHU X,

L[eﬂecoo6pa3Ho evldesieHlle czleay}owux 8U008 KJIUHUUECKU 3HAUUMBIX )f(e./lyaO’JKOBle apurnMua:

- JXenmymoukoBas skcTpacuctonus (KD — akryanbHa Kiaccuduranust mo B. Lown u M. Wolf, a Taxke
M. Ryan) [26, 27]

- HeycToviumBas xenynoukoBas Taxukapaus (HYKT)

- ycroitumBas xemygoukoBas taxukapaus (YoKT):

- MmoHoMopdHast XXT

- monmumopdHast KT

- IOCTOSIHHO peuyauBupyomas/Hekynmpyomascs XXT u anekrpuuecknii Topm

- pubpwIAIYMS / TpeneTaHue keaymnoukoB (OXK/TXK)

Io smuonozuu: OTCYTCTBME MU HATMYME OCHOBHOTO CTPYKTYPHOTO 3a00IeBaHMs cepiia.

e linuomaTuyeckue KeTyLOUYKOBble apUTMUKU TIPU OTCYTCTBUM CTPYKTYPHOTO 3abosieBaHUs
cepana («g06poKavuecTBEHHbBIEY).

¢ JXenymoykoBble apuUTMUM TIPU OTCYTCTBUM SIBHOTO CTPYKTYPHOTO 3ab0yieBaHMS Cephla Ipu
HaJIMYUU BPOKIEHHBIX CMHIPOMOB WJIM T. H. KAHAJIOMATUI — «3JIOKAUECTBEHHbBIE»: CUHAPOM
yonuHeHHoro wuHTepBasia QT, cuHIpoM Bpyraga, KaTexomaMuH3aBMCKUMasl TMOMMMOpdHAs
SKeJTYIOYKOBasl TaXMKapausi, CUHAPOM KOpOTKoro wuHTepBaia QT, CUMHOpPOM paHHeii
PeToNIpuU3aLym KeJTyI0UKOB.

e JKenymoukoBble apuUTMUM TIPU OTCYTCTBUM SIBHOTO CTPYKTYPHOTO 3a00JieBaHMs Cepalia Ipu
HaJIMYMM 06paTUMbIX META00NIMUECKUX MM JIEKAPCTBEHHBIX MPUUMH (HAIpUMEpP, BTOPUUHbIN
CHMHIPOM YIJIMHEHHOro uHTepBana QT).

¢ JKesnymoukoBbIe apUTMUM TIPU HAIMYUU CTPYKTYPHOTO 3a60eBaHMsI cepla.

Bosbilioe 3HaUeHMe /IS KIIMHUYECKOI TPAKTUKU UMEeT PUCK-cTpaTudukanys (tadm. 1).

Ta6nuia 1. Knaccudukariys skenymoukoBbix aputmuii J.T. Bigger (1984)

Kputepumn JobpokayecTBeHHble MoTeHumnanbHO 3nokayecTBeHHble XXTA
cTpatudmkaumm pucka XKTA 3/10Ka4yeCcTBeHHbIe

Puck BCC Huskuit CpeaHuii BblCOKUit

KnuHuka Cepauebuexuve Cepauebuerune Cepauebuermve un
CUHKOMasbHble
COCTOSAHUA

OpraHuyeckoe Het Ectb Ectb
ropaxeHue cepaua




XKenynoukosas
SKCTpacucrtonunsa

Peakas wnu cpeaHsas

CpepaHsiga unu vacras

CpeaHsas unn yactas

MapHas X2 nnamn XT

O6bI4HO HET

HeycToinuymsas XT

Ycroitumnsas XT

Lenb nevexuns

YMeHblueHne
CMMNTOMOB

YMeHblleHne CUMNTOMOB,
CHWXeHWe neTanbHOCTU

CHWXeHne netanbHOCTU, MNOAABJIIEHME apUTMUK,
YMeHblleHNne CUMNTOMOB

1.6. KnuHnyeckasi KapTHa 3a00/IeBaHUS VWJIM COCTOSTHUS (TPYIIIIBI
3a00/IeBaHUI MJIU COCTOSTHUIT)

Knuanueckue IMPOSIBJIEHUS >KeJTyAJOUYKOBBIX TB.XI/IapI/ITMI/Iﬁ MOIYT CYLII€eCTBEHHO pa3jamyaTbCd — OT

abCoMIOTHOI 6eCCMMIITOMHOCTH 10 cephiebueHus, quckoMmdopTa B TPyaM, 3arpyaAMHHON 60,

YAYyUIbS, TOJIOBOKPYKEHMSI, IIPECUMHKOITIAJIbHBIX M CUMHKOITIAJIbHBIX COCTOHHVIVI, MOJIHOVI OCTaHOBKMU

KpoBooGpalnieHus. YuallieHHOe cepaneduenne, mpeqodMopouHoe COCTOSIHME U 0OMOPOKU — TpU

Haubojee BasKHBIX

CMIITOMa,

KOTOpble TpPeOYIOT THIATENbHOrO cOOpa aHaMHesa
IOTIOJIHMUTEIbHOIO 00cIeoBaums 015 uckiaoueHns JKTA.




2. JInarHoCcTUKa

Kpurepum ycTaHOBKM AMarHosa:

Hnarsoctmuyeckoe O6CJ'[€,E[OB8HI/I€ IIpy IIOOO3PEHMM Ha KeJIyoOYKOBbl€ HapyHIeHUdad pUTMa
BK/IIOUaeT CJIeAyrouine 3Tallbl:

- THIaTeJIbHOE M3y4YeHMe )KEUI06, NCTOPpUN 3a60/1eBaHM ¥ CeMEITHOTO dHaMHe3a;
- OCMOTp 1 d)I/IBI/IKa)'[bHOG O6CJ'[€,[[OBaHI/Ie;

- .T[a60paT0pHO-I/IHCTPYMEHTEU'IIJHBIE MeTOIbl MCC/IeqOBaHMs: 6osee IIpOCThbi€ HA IMME€PBOM 3TaIlle 1
C/IO’KHbI€ — Ha BTOPOM 3Tarlie O6CJ'[e,D;OBaHI/I$[ (1'[0 HOKaSaHI/IHM);

- IIaTOJIOTOAHATOMMYECKOe M1ccjieJoBaHe 1 MOHeKYHHprIﬁ dHaJ/IN3 >KepTB BHe3aIHo Cep/:l,equﬁ
CMepTH;

- TeHeTn4YeCKOoe TeCTUPOBAHUE,;

- BUBYAJIM3UDPYIOLIE METOOAUKN U MOp(bOJ'[OI‘I/I‘IeCKI/IE uccjaegoBaHMA.

2.1. J)Kano6sl 1 aHaMHe3

e PexkoMeHIyeTCs MPU OMpoce nauyeHTa ¢ KO OLEeHUTD TSHKECTb KIMHUUECKUX MPposiBaeHni XK
[26, 27].

EOK IC (YVP C, VA, 5).

Kommenmapuii. Xapakmep KauHuueckoti cumnmomamuxu K3, a maxxce ee 3HaueHue 0Ji1 NPOzHO3a
300p08bsl U HU3HU NAYUEHMO8 3asUcsii om (opm NposisieHuUs camolli IKCMpacucmosuu, Ho 6 euje
6oJ1blueli cmeneHu — 0m 0CHO8HO020 3a00J1e8aHUsl, KAK NPUUUHb! ee 803HUKHOBeHUs. Pedkas oduHouHas
JK3 'y Jnuy, He umerwjux Npu3HAaKo8 O0peaHuueckoli namoJioeuu co CMOpPOHbL cepdud, Moxicem
npomexkams 0eCCUMNIMOMHO WU MAJOCUMNIMOMHO, NPOABAAACy JUUlb OwyuleHuem nepedoes co
cmopoHsl cepdya, nepuoduuecku Gecnokossuwux nayueHmos. dacmas akcmpacucmonus ¢ nepuodamu
OuzemMuHulU, 0COOEHHO y NAYUEHIMO08 CO CHUMCEHHbIMU NOKA3amMeNsMu COKpamumensHoll (QyHKyuu
cepoya (MBC, kapduomuonamuu, opyzue opmsl nopaxeHus muoxkapoa), nomumo nepeboes, mMoxicem
npueoodums K CHUMEHUI apmepuanbHozo 0asneHusl, N0sI8JIeHUI0 Uy8cmaa ciaéocmu, 2071080KPYHEHUTO,
NosIBNEHUI0 U HAPACMAHUK 00bIWKLL.

e Ilpu ompoce mauMeHTa CO CTPYKTYPHBIM 3abosieBaHMEM Cepplia, MMEIOIero BBICOKMI PUCK
SKeMyLOYKOBBIX apUTMMIL, PEeKOMEeH/YeTCs LielleHallPaBIeHHO BBISICHITb HaluMuMe >Kaslob,
KOTOpble IIOTEHLMAaIbHO MOIYT OBITh OOYC/IOBJIEHBI IAPOKCUM3MAaJbHBIMMU SKeTyLOYKOBBIMM
aputmusaMu [26, 27].

EOK IC (YVP C, VA], 5).

Kommenmapuii. Taxcecms KAUHUYECKUX NPOSiBAEHULl 3a8UcUm om uacmomsl cepoeuHsIX COKpaujeHuti
60 8pemMs NApoKcu3md, HAIUYus UIU OMCymcmeust CmpyKmypHozo 3abonesauus cepoya U
conymcmeyrwuweti namosozuu (Hanpumep, amepockiepo3 6paxuoyedansHoix apmeputi).

e JKenymoukoBble HapylleHUS] pUTMa PEeKOMEHAYeTCS pacCMaTpuBaTb B KauecTBe ONHOM U3
BEPOSITHBIX MPUUMH CMHKOTAIbHBIX COCTOSTHUI Y TMAIIMEHTOB CO CTPYKTYPHBIM 3a060JIeBaHNEM
cepAia, 0COGEHHO Yy MAlVeHTOB, MEePeHEeCIIMX OCTPbIi MHGPAPKT MMUOKApAa, CO CHVDKEHHOIA
dpaxumeit BBIGpOca JIeBOro kenymouka [26, 27].

EOK IC (YVP C, VI, 5).

e Tlpu ompoce manyeHta pekomenayercst paccmatpuBath CYMQT u KaTexomaMUHEPTUUECKYIO
nomumopdHyio JKT B KauecTBe BO3MOXKHBIX MTPUUMH KapAMOT€HHbBIX CMHKOMAIbHBIX COCTOSTHUIA,
BO3HMKAIOIIMX HA BbICOTE (BM3NUECKON MU IMOIMOHAIBHON HArpy3Ku, OCOGEHHO Y MOJIOJbIX
MalyeHTOB, He UMUK CTPYKTYPHOTO 3a60/eBaHms cepata. [26, 27, 453, 450].

EOK I B (YYP C, VII]I, 5).



Kommenmapuii. Ilpu cbope anamuesa nayuenmos ¢ CYHQT pexomeHdyemcs ydeisimv makice
BHUMAHUE NPUHUMAEMbIM NAYUEHMOM JIeKAPCMBEHHbIM NPenapamam, NocKoabKy YOAuHeHue
unmepsana QT Mmozym 8bl3bl86aMb MHO2Ue HeKapduosozuyeckue JeKapcmeeHHole cpedcmea
(nocmostHHo 06HO8/IsleMblll hepeueHb hpedcmasnieH Ha catime https://crediblemeds.org/; maxxce
akmyanvHas uHpopmayust o no6OUHbIX IPPexmax MeduKameHmMo3HbIX NPenapamos npedcmasueHd Ha
catime https://www.drugs.com/).

e V nalyeHTOB, Y KOTOPBIX Npepmonaraetcs win umeetcs: JKTA, pekoMeH0BaH c60p CeMeiHOro
aHaMHe3a, HalleJIeHHbI}i Ha BbISIBJIE€HME CIyyaeB BHE3aIlHbIX M HEOOBSCHMMBIX CMepTei
(HanpuMep, yTOIIeHMe) Cpeoy pOoICTBeHHUKOB I-II cTerneHeil poacTBa B MOJIOAOM BO3pacTe C
1[e/IbI0 OLIEHKM BEpOSTHOCTY FeHeTMUYeCcKy HeTepMMHMPOBAHHBIX JKeTyJOYKOBBIX HapyLIeHMit
putMma cepnua [26, 27].

EOK IC (YVP C, V], 5).

2.2. PusukajIbHOe 00cIesoBaune

e Bcem 06CJ'[€,ELyEMbIM MaoyeHTaM pEeKOMEeHOYeTCdad IIPOBOAMTDL diaeaywiine CTaHAdapTHbIe
U3MepeHus, B COOTBETCTBUM C ,HeflCTBy}OHlMMM PEKOMEeHOAIUAMMN

- AHTpOIIOMeTpHUYeCKMe ImoKasaTejin (pOCT, BeC, MHAEKC MacCChI TeJia, OKPY>KHOCTb TEUII/II/I);

- TEpMOMETPUA U OLI€HKa COCTOSHMSA KOKHBIX TIOKPOBOB;

- OI€HKa Ha/JIn4YMs OTEKOB U X PACIIPOCTPAaHEHHOCTN;

- ornpenejieHe YypoBHA CUCTOIMYECKOTO M ANACTOIMNYECKOTO All;

- aJIbIanuyu4 1myJjibCa Ha HepI/Id)epI/I‘IECKI/IX aprepusiax C OLIeHKOJ 4aCTOThI U PeryinapHoCT pUTMaA;

- OII€HKa Ha6yxaHI/m n myJabCaliun IIeiHbIX BE€H, YTO MOXeT CBUAETEeJIbCTBOBATb O HAIUUUU
BEHO3HOTO 3aCTOs;

- ayCKyjabTauua cepana, COHHbIX, IIOYE€YHbIX U 6eﬂpeHHbIX apTepMﬁ JJIs1  BbISABJIEHUS
IIaTOJIOTNMYECKUX IITYMOB;

- maIbITAYSI IVITOBUHOM JKele3bl: pa3Mepbl, 607Ie3HEHHOCTD, TOJIBUKHOCTD [26, 28].
EOK IC (YYP C, VI 5).

Kommenmapuii. B JononHeHue K OCHOBHbIM NOKA3amesnsimM peKOMEHOOBAHO  OUeHU8amso
cneyuguueckue U3MEHEeHUs C Ueslblo UCKIIoUeHUsT 00pamuMblX NpuyuH, KOmopsle NomeHyudanbHo
Mozym Oblmb acCOYUUPOBAHbL C H#eNY00UKO8bIMU HAPYWEHUSMU pummd. BaxcHviv sensemcst ckpuHuHe
KOXCHBIX  NPOSIGEHULl  peOKUX CUCMEMHbIX B0CNANUMeNsHblX  (CKiepodepmusl, CapKoudo3) u
uHexyuoHHbIx 3a6osesanuti (Gonesny Yazaca, 6oppenuo3s u dp.) [29, 30, 31, 32].

¢ BbisIBIIeHME TPU3HAKOB TeMOAMHAMMUYECKON HecTabWIbHOCTU (CHMKEHMSI apTepuaibHOTO
aBleHus)  PEeKOMEHJO0BaHO  mpu  (QU3MKAILHOM  OOCIeIOBAaHMM  [MALMEHTOB  C
MapOKCU3MaJIbHbIMM HapylIeHUsIMU PUTMa ceppua [33, 34].

EOK IC (YVP C, V], 5).

Kommenmapuii. ITpu nodasnsiowem 60JblUUHCIEBE H#eNYOOUKO8bIX HAPYWeEHUTl pumma cepoua npu
usukanvHoM 00c1e008aHUL NAYUEHIN08 8HE NAPOKCUBMA KAKUe-1uUb0 U3MeHEeHUs He 0mMeuarimcs.
BHeouepeodHvie cepdeunble COKpaujeHus (IKCmpacucmonst) mozym 0Ovsimbs ommeueHsl npu nodcuéme
nyJssca, usmepeHuu apmepuanbHozo 0dsieHus uwiu ayckyiemayuu cepoya nayueHma. B pedkux
cryuasx npu obcnedoganuu nayueHmos ¢ 8poxicdéntsim CYUQT unu AKIDK 803M0OXCHO 00HApyxHceHue
AHOMANUli 0p2aH08 Uy8cma (8PONHOEHHAS 2IyX0Ma) U KOCMHO-CYCMAasHOli CUCTNEMb.

2.3. JIabopaTOpHbIe AMArHOCTUYECKME VCCIeOBaHMS

B pamkax o6ciemoBaHus 1eiecoo6pasHo MpoBeeHye CTaHIaPTHOTO J1ab0paTOPHOr0 MUHMMYMA,
BKJTIOUAIOIIETO OOMIEKIMHUYECKNI M OMOXMMUYECKMIE aHaIM3 KPOBU MJISI OTpelesieHUs] YPOBHS
00Iero  CepmeyHoO-COCyOMCTOTO PUCKA, C KOHTPOJIEeM [JOTIONHUTENbHBIX I1apaMeTpoB,
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MO3BOJSIIOIMX TOATBEPOUTh WIM MCKIIOUUTh TIpeXOnsiiiye KOPPUTMpyeMble HapylleHusl,
MOTEeHIMAIbHO 3HAUMMBbIe [IJI1 BOSHMKHOBEHMSI XKeTy40UKOBbIX HAPYLIEeHMIT pUTMa CcepaLa.

¢ PekoMeHIyeTCsl TpoBefieHue 06Iero (KIMHUYECKOr0) M OMOXMMMUECKOTO aHajau3a KpPOBU B
pamMKax MepBUYHOTO O6CIeNOBaHMS M B IpOLeCCe OUHAMUYECKOTO HAGMIOOeHUs Yy BCeX
MAalMeHTOB C D KeJYIOYKOBBIMM TaxXMapUTMUSIMM [JIT  MCKIIOUEHMS  COMYTCTBYIOIINX
3aboneBanmii [594, 596].

EOK uet (VYP C, VA, 5).

e PekoMeHIyeTCsl MPOBeAeHMe MCCAem0BaHMe YPOBHS KpeaTMHMHA, HATPUS, Kajus, ITFOKO3bI,
obmero 6enmka, C-peakTMBHOTO 0OefKa, aKTMBHOCTM aclapTaTaMuMHOTpaHcdepasbl u
aJlaHMHaMUHOTpaHcdepasbl, 00IIero OMAMPYyOMHA, MOUYEBOI KUCJIOTHI B KPOBU Y BCEX
MalYEHTOB C JKETYIOYKOBBIMM TaXMapUTMMUSIMM B paMKax I[EePBUYHOTO 0OC/IeNOBaHUS U B
rpolecce JMHAMWUECKOTO HabGMIOfeHVs Iy UCKITIOUeHNsT COTTYTCTBYIOIMX 3abomeBanmii [597-
604].

EOK wner (YYP C, VII]I 5).

¢ Bo Bcex cnyuasx y maiyeHToB ¢ JKTA pekoMeHI0BaHO 06C/Ie0BaHMe HA MOATBEPKIEHME UK
UCKITIOUEeHNE MIPeXomsuimx (MomubuIMpyeMbix) (aKTOpOB, 3HAUMMBIX [JIsI BO3HMKHOBEHMS
SKEJTYIOUKOBBIX apUTMUil (IIpMeM CepIeYHbIX [JIMKO3MUIOOB, aHTUMaPUTMUUECKUX IIPErapaToB,
YpOBEHb Kajus M MarHus B ChIBOPOTKE KPOBM, IIPM3HAKM OCTPOro uHdapKkTa MMOKapaa,
runepTupeos u ap.) [26, 27, 605, 606, 607].

EOK IC (YYP C, VII ]I, 5).

e [lanueHTaMm O 3HaAUMMBbIM yajauHeHueM MHTepBana QT Ha SKI pekoMeHIOBaHO IMpoOBeHeHMe
KOMILJIEKCA aHa/JIM30B [JIs1 BBISIBJIEHUS MPEXONsIIuX IPUYMH (HampuMmep, TUIOTUPEO3a,
TUITIOKQJIEeMUM, TIpYeMa JIeKapCTBEHHBIX IIperapaToB, MeTaboaMuecKuX  HapylleHuit,
MpUMeHeHMs pa3HOOOPA3HBIX AMET U 1Ip.) [26, 27, 605, 606, 607].

EOK IC (YVP C, VAI]I 5).

e [laumentam, y kotopeix Ha OJKI' peructpupyercsi bBpyraga-nattepH, peKOMEeHI0BaHO
MpOBeJleHe KOMILJIeKCa aHaIM30B [Jis BbISIBJIEHUST MPEXOISIMX IPUUMH (HallpuMep, OCTPOTo
KOPOHAPHOTO CHMHPOMa, TPOMO03MOOIMY IETOUHOI apTepuy, IepuKapauTa u ap).[26, 27].

EOK IC (YVP C, VAI]I 5).

2.4. UHCcTpyMeHTa/IbHbIE IMarHOCTUYeCKye Uccieg0BaHUs

CKPVMHVHT NallMeHTOB C MpealiojaraeMbIMU Uian gokazaHHbiMu JKTA

CranpgaptHass OKI' B 12-TM OTBemeHMSX MOKET CIIOCOOCTBOBATH BBISIBJIEHMIO ITPU3HAKOB
HaC/lIeICTBeHHBIX 3abosneBaHmii, cBsizaHHbIX ¢ JKA m BCC, Takux Kak KaHAJIOMATUM (CMHIPOM
yanmvHeHHoro mHTepBana QT m curgpom koporkoro nHTepBana QT, cunapom bpyrapa, KIDKT) u
kapayomuonatuy (AKIDK u TKMII). Ha cTpyKTYpHYIO IIaTOJIOIMIO cepalia yKasbiBaloT Takyue JKI-
MpU3HaKM, Kak OyioKama ITyuyka [uca, aTpuMoOBeHTPUKy/sipHas (AB) 6rokama, rumeptpodus
KeymouKa 1 3y6err Q, xapaKTepHbIii 1T MIIeMUUYecKkoii 601e3HM cepaia min MHOMIbTPATUBHOM
KapAVOMMOIIATUU. DJEeKTPONUTHbIe HapymeHus u  3DQeKTsl pasauUHbIX JIEKapCTBEHHBIX
IpenapaToB MOTYT IIPMBECTY K HAPYLIEHUIO Pelosipu3aluy 1/Uiam yajiuHeHuio koMmruiekca QRS.

V3 MHCTPYMEHTa/JbHBIX METOHOB IMAarHOCTMKM dYallle BCEro MCIIONb3YIOT 3XOoKapauorpaduio,
KoTOopasi — T0 CpPaBHEHMIO C MarHMTHO-pe30HaHCHOV Tomorpadwueit (MPT) U KOMIIbIOTEPHOI
tomorpacdmeit (KT) cepaiia — sIBJsIETCSI MeHee TOPOTroCTosIei, 6oee MOCTYITHON U ITO3BOJISIET C
BBICOKOJI TOUHOCTHIO [OMATHOCTMPOBaTh 3abojeBaHMsl MMOKAapAa, KIallaHOB cephala WiIn
BPOKIIEHHbIE TIOPOKM ceppua, cBsisaHHbie ¢ JKA u BCC [40]. Kpome TOro, y GOJBIIMHCTBA
MaIMeHTOB OHA ITO3BOJISIET OLIEHUTH CUCTONMYeCcKyio GyHKIMIO JDK 1 pernoHansbHOe IBVKEHME
CepIevyHO CTeHKN.

e Brimonmuenne JKI' (pacmmdbpoBKa, OMyucaHue ¥ WHTEPIpeTanus 3IeKTpoKkapamnorpadmiaeckmx
IaHHbIX) B 12-TM OTBe#eHMSIX PEeKOMEHJOBAaHO BCeM TalMeHTaM IMpU MPOXOXKIEHUU
06cienoBaHMs Ha TIPEIMET BBISIBIEHMS SKETyIOUKOBBIX apuTmuii (JKA) [26].



EOKIA (YVP A, VA1 1).

e [Ipoba ¢ mO3MpPOBaHHOI (PU3MUECKOI HATPY3KOM PeKOMEeHIOBaHa IallMeHTaM, ecu U3BEeCTHO
VI TIPEATIONaraeTcs, YTO KeTyLOUKOBbIe apUTMMUM ITPOBOLIMPYIOTCS (hr3MUecKoii Harpy3Koii,
IJIsT YCTAaHOBKM JMarHo3a, OlpeleneHMs] MPOTHO3a OLIeHKM pe3yabTaTOB MeAUKaMeHTO3HOM
Tepanuy uin abmamnuu. [26, 27, 44].

EOK IA (YVP C, YO, 5).

e Dxokapauorpadust nnst omeHku GyHKuyy JDK u TDK u BbISIBIEHMSI CTPYKTYPHOI TMaTONOTUN
cepilla peKOMeHJOBaHa BCeM MallMieHTaM C IpeArojaraeMbIiMy Win gokadaHHbIMU JKTA nnn
MMeIOUIMM BBICOKUI PUCK pa3BuUTus Tsorenbix KA mnu BCC [27, 41, 43].

EOK IA (YVP C, YO, 5).

Kommenmapuii. dxoxkapouozpaguio credyem 8vInONHAMb 8CeM nayueHmam npu Haauuuu KA u
nodo3peHuUU HA CMPYKMYPHYI Namosozuio cepoya, d maxxie y nayueHmos ¢ 8bICOKUM PUCKOM
paseumuss KA unu BCC, Hanpumep, npu OunamayuoHHol, eunepmpouueckoti  uau
npasoxcenyooukosoli Kkapouomuonamuu, a makxie y NAyueHmos, nepexcusuiux ocmpsili uHgpapkm
Muoxapda, unu y poocmeeHHUK08 NayUueHmos ¢ HacaedcmeeHHbIMU 3a601e8aHUSMU C 8bICOKUM PUCKOM
BCC.

¢ Harpy3ouHblit CTpecc-TecT (anekrpokapauorpadusi/axokapauorpadusi/mepdy3uoHHas
OnHO(OTOHHASI SMMCCUOHHAs KOMIIblIoTepHAast Tomorpaduss ¢ GU3NUECKOil Harpys3Koii)
peKoMeH/IoBaH MauyeHTaM c JKA, MMeIMMM CpeIHIOI WIK BBICOKYI0 BeposiTHOCTh UBC,
MUCXOIsl U3 BO3pacTa MM CUMIITOMOB, C 1LIeJbI0 IIPOBOKAIIMY UIIEeMUYECKUX M3MeHEeHUIl U
SKeJTyIOYKOBBIX apUTMMUIA, & TaKKe IJI YTOUHEHUs [MarHo3a U MmporHosa npu Hammuum JKTA,
MHIYIVPOBAHHBIX (HM3MUECKOI HATPY3KOI, MU MMOA03PEHMM Ha AAHHYIO MATOJOTHUIO0, BKITIOUAs
KaTexolmaMuHeprudeckyo mommopduyio KT [41, 43, 44, 45].

EOK IB (YVP C, VAI]I 5).

Kommenmapuii. HekomopsiM nayueHmam nokazaHa 3xoxkapouozpaus ¢ JeKapcmeeHHoU uau
usuuecxoii Hazpy3koli («cmpec-2X0»), 8 mom uucne nayueHmam, y kKomopwix JKA moxcem 6Gbimb
CNpos8oyUposaHa uwiemMueil, a maxxe mem, Kmo He nepeHOCUmM QuauuecKue HAPY3KU UIU umeem
usmenerusi KT 6 nokoe, umo ozparuuugaem mourocms IKI 0na onpedeneHus utemMuu.

e Bommonnenne MPT wmm KT ceppgua y TAIMEHTOB € KETYAOYKOBBIMU  apUTMUSIMU
PEKOMEHIOBAHO B CTydasiX, KOrJa sXokapauorpadus He JaeT TOUHOM uHbopMauny o GyHKIUM
JDK 1 TDK n/nnm 0 CTpYKTYPHBIX M3MeHeHMsIX cepaua. [26, 27].

EOK IA (VVP C, V]I 5).

e [Ipy penkux cuMnToMax (K IpUMeEpPY, CMHKOIIQJIbHbIEe COCTOSIHMSI) UM HEBO3MOXKHOCTHU
perucrpauuy JKI' BO BpeMs 3MM30La XOJITEPOBCKMM MOHUTOPMPOBAHMEM DEKOMEHII0BAHO
MCIIONb30BaHMe HAapPY>KHOI'O WMJIM MMIUIAHTMPYEMOIO KapIMOMOHUTOpA IJIs1 AOArOBPeMeHHOM
perucrpaumuy JeKTPMUUIeCcKOoil aKTMBHOCTY IIPOBOASLIEN CUCTEeMbl CepAla C Lie/IbI0 BbISIBJIEHUS
BO3MOYKHBIX TPAH3UTOPHBIX aPUTMMUIA, CIOCOOHBIX BbI3bIBATH TAKME CUMITTOMBI [36, 37].

EOK IA (VYP B, V]I 3).

Kommenmapuii. KapouomoHumopst umniaHmupyemsie, KOMopsle NOCMOSAHHO MOHUMOPUPYOM
cepeuHplii pumm u pezucmpupyiom cobbimus 3a nepuod eépemeHu, usmepsembiii 200amu, Mo2ym
oCywecmeiimy 3anucb AeMOMamuuecKu 8 CO0Meemcmeauu ¢ 3apamee yCmMaHo8aeHHbIMU KpUMepusimu.
Taxue ycmpoticmea dawom yeHHyl uH@opmayuto ons OUAZHOCMUKU Cepbe3HblX maxuapummuii u
Opaduapummuti y nayueHmos ¢ yeporcaowumu cuMnmomamu (Hanpumep, CUHKONAIbHble COCINOSHUS).

e CurHan-ycpegHeHHasi JKI' pekomeHpmoBaHa [js1 yayuiieHus amarHoctuku AKMIT IDK vy
MalMeHTOB C AMarHOCTMPOBAHHBIMM >KeTyLOYKOBbIMM HapyIIEHMSIMM PUTMa WM MMEIOMIMUX
BBICOKMI PUCK Pa3BUTHS KU3HEYTPOXKAIOLIMX JKeTyJOYKOBbIX apuTMuii [38, 39].

EOK IB (YVP B, VIIJI 2).

Kommenmapuii. C nomowpto cueHan-ycpedverHoti OKI' (CY-IOKI) yoaemcs yayuuiums COOMHOUIEHUE
cuzHan-wiym 075 nogepxHocmuoti SKI' maxkum 06paszom, 4mo cmaHossamcs 8UOHs! HU3KOAMNIUMYOHbLE
cuzHansl (MUKposonbmaxc) 6 KoHue Komnuexkca QRS, Komopwsle makxxce HA3bi8arm «NO30HUMU
nomenyuanamu». Ilo30Hue nomeHyuansl ykaswl8arwm Ha o001aCMU U3MEHEHH020 MUOKApoa C



3amedsieHHbIM npogedeHuemM — B803MOXMCHbll cyocmpam 0na JKTA no MmexaHusmy pueHmpu.
Hcnonwvsosanue CY-IKI' nonesno ¢ uyenvio OugepeHyuansHoli OuazHOCMuku CmpyKimypHbix
namonozuii cepoya, makux kax AKIDK, y nauuenmos ¢ JKA.

e MPT ceppua mnu KT cimenmyer paccmaTpuBaTh B KauyeCTBe AMArHOCTMYECKOTO MeTOAA
nanyeHToB ¢ JKA, ecyin axokapauorpadus He MO3BOJSIET TOYHO OeHUTDb dyHKImio JIK u IDK u/
WIN CTPYKTYPHbIE M3MeHeHus [26, 27].

EOK IIA B (VVYP C, VI, 5).

Kommenmapuii. Tounoe onpedenerue ®BJDK 803MOXHO makxxe ¢ NOMOWbH 8eHMpUKyaozpagpuu
cepdya unu KomnelomepHo-momozpaguueckoli 8eHmMpukynozpaguu, 4mo 0C00eHHO UeHHO OJis
nayueHmos, y Komopslx 3mom nokazamess He yoaemcs onpedeums 60 8pems 3xokapouozpagpuul.

HHBasyuBHBbIE METOABI AMArHOCTUKU

e KopoHapHylo aHruorpaduio peKOMEeHIYeTCs pPacCMOTPeTb [MJisl TIOATBEPXKIEHUS  WIU
MCK/IIOUEHUS] HaIM4MUSl TeMOAVMHAMMUYECKM 3HAUMMbIX CTEHO30B KOpPOHApHBIX apTepuii y
MaLMeHTOoB C xxu3Heyrpoxarmmumy KA mnn nepexxusiinx BCC, KOTOpble MMEIOT CPeIHIO U
BBICOKYIO BepOSITHOCTh MBC, yUUTBIBAsT BO3PACT M CUMITTOMBI [26, 27, 43, 45, 46].

EOKIIA C (VVP C, YO, 5).

¢ PeHTreHOKOHTPACTHasl BEHTPUKyJIOrpadus WU/ywiy OMOICKHS MMUOKapaa IPaBOro SKeTymouyKa
pekomenayetcst ajist amarHoctuku AKIDK M MuoxkapguTta B ciaydae, ecly AMAar{Ho3 He MOXXeT
ObITb TIOCTABJAEH WIM MCKIIOUEH HA OCHOBAHMM pe3YIbTAaTOB [PYIMX HEMHBAa3UBHBIX
MCCIIeJOBAHMIA M COXPAHSIOTCS ofo3peHus Ha Hanmume AKIDK mnmn mmokapoura [27, 46].

EOKIIA C (YVYP C, YA, 5).

B_Hylpucep,ue‘moe E)JIEKTpgd)MSMOIIOI‘I/I‘-IECKOE nuccienoBaHmue

BuayTpucepmeunoe snmekTpodusmonornueckoe ucciegoBanne (3OU) c¢ IICK wucronb3yercs Ajis
oneHkM wmHAyKIuu KT, KapTUMpOBaHMUSI TMOTEHUMAJbHON 067acTv abmanuu, OLEHKM PUCKOB
noBTopHbIX 5mm3070B KT wim BCC, a Takke s BBISIBJIEHMSI TPUUMH TIOTE€PU CO3HAHMS,
BO3MOJKHO CBSI3aHHBIX C HapyLIeHMSIMM PUTMA, M AJIs1 OIIpefiesieHNs] ITI0Ka3aHMil K IIPUMeEHEeHUIO
MMIUIAaHTMPYeMOTro Kapayuoseprepa-gedubpuuisatopa (UK

e [lanMeHTaM, MMEIONMM XapaKTepHble KJIMHMYECKMe TPOsiBIeHMsl, HO He wumeronum OIKI,
3aperucTpUpPOBAaHHbIX BO BPeMsI IIPUCTYIIOB, a TAKKe B CIyYasix, KOTJa IMarHo3 He MOKeT ObITh
OJHO3HAYHO TIOCTaBieH Ha ocHoBaHuM JKI, 3aperncTpMpoBaHHON BO BpeMs MAPOKCU3Ma, IJIs
uaaykuuu KT u BepuduKanuy AMarHo3a PeKOMEHIYeTCsl MPOBefeHVe BHYTPUCEPIEUHOTO
DO [26, 27].

EOK 1B (YVP C, VO] 5).

e Buyrpucepmeunoe DOV peKoMeHAyeTCS MPU Kajgobax HA OOMOPOKM M IIPU IIOJO3PEHUM Ha
OpaaMapUTMHUIO WIM TaXMapUTMMIO, C YYETOM CUMIITOMATUKM (HampuMmep, ydallleHHOe
cepaiebueHne) Win pe3yabTaToB HEMHBA3UBHOTO 06C/IeIOBaHMSI, 0COOEHHO MJIS MAllVIEHTOB CO
CTPYKTYDPHOI1 maTosiorner cepaua. [47, 48].

EOK I B (YVP C, VO] 4).

Kommenmapuii. OO0Mopoxku 8a10mcs  HeONAONPUSAIMHbIM — NPU3HAKOM Y  NAYUEHMO08 €O
cmpykmypHoti namonozueti cepdua, 0cobeHHO npu 8vipaxceHHoli Jucyukyuu JDK. Hanuuue y
nayuenma Hecmotikoti KT no OaHHwM X0NMepo8CcKO20 MOHUMOPUPOBAHUS, 00MOPOKO8 U
cmpykmypHoli hamonozuu cepdya ¢ 06onwsuioli doneli 8eposMHOCMU yKa3sléaem HA npucymcmeue
uHdyyupyemoti JKT.

Ilpu couemaHuu CUHKONANbHBIX COCMOSIHUL, 3a00ne8aHus cepoua U CHUMCEHHOU (pakyuu e8wslépoca
ommeuaemcst 8bICOKASL UACMOMda NOBMOPHBIX INU30008 APUMMUU U CMEPMEJIbHBIX Cyyaes, daxce
koz0a DDPU daem ompuyamenvHoie pe3yivmamol. DU 1enecoobpasHo 8bINOJIHAMY Y NAYUEHIN08 C
JducyHkyueti JDK nocne nepeHeceHHoz20 uHgapkma muokapoa (ppaxuyus evibpoca <40%), Ho daHHoe
uccnedosamue He ABA€MCA  UYBCMBUMENbHLIM MemoOoM Ol NAYUEHMO08 ¢ HeulleMuueckoll
kapouomuonamueti. IIpu 3mom uHoykyus noaumopguoti KT unu @K, 0cobeHHO npu azpeccusHoli
cmumyasyuu, He seasemcs cheyupuursim mapkepom. Ilpu HBC yeHHocmb OuazHoCmuueckot
uHpopmayuu, nonyuernHoti npu SOU moxcem docmuzamov 50%.



e Buyrpucepmeunoe IdPU perkoMmeHmoBaHO [jsi crpatudmranmum pucka BCC y manmeHTOB C
cuagpomom Bpyrama, ¢ AKIDK, ogHako mMHTepIipeTanusi pe3yibTaToB MCCIeIOBaHNUSI TpedyeT
OCTOPOSKHOCTH [26, 47, 48].

EOK 1B (YVP B, VI 3).

Kommenmapuii. Omcymcmeue undykuuu XKXT unu @K 6 xode uccnedosaus ykaswleaem Ha
6azonpussmHslli NPozHO3, 00HAKO npozHocmuueckas 3Hauumocms uHOykyuu XKT unu @K 6
Hacmosiujee pemsi He onpedesieHa.

e Buyrpuceppeunoe DDV He pekoMeHAyeTcs Isl crpatuduranuu pucka BCC y manmeHTOB C
CYUNQT (cmHppomom ykopoueHHOro wuHTepBasia QT) M mipu KaTexomaMMUHEpPruyecKou
nommopdHoit XT [26, 47, 48].

EOK III (VVYP C, VA, 5).

Kommenmapuii. O6sem yeHHol OduazHocmuueckoli uHgopmayuu, noayueHHoli ¢ nomouwjpo IDU,
CyujecmeeHHo 8apbupyemcst 8 3asucCUMOCmMu 0Mm Mmuna u msxecmu 0CHO8H020 3a00ne8aHus cepoud,
Hanuuus uau omcymcmeus choHmanHoil KT, npuHumaemuvlx JeKapCmeeHHslX npenapamos,
npomokoaa cmumyaayuu u obnacmu cmumynayuu. Haubonswias uacmoma uHOyKyuu u
80CNpoU3B00UMOCMb  Memoda OmMmeueHd Yy NayueHmos, nepeHeculux uH@apkm muoxkapoa.
JuazHocmuueckass uHGOpMamueHoCMs OmMaUUAENCcs 6 pPAa3HbIX 2pynnax nayueHmos u o00bIUHO
0080JIbHO Mana npu omcymcmeuu cmpykmypHoti namonoeuu cepoya u usmeHeHuti Ha OKI' [48] u
uacmo daem JIO¥HoOmpuyamessHoie peynemamel [49]. Y nayuenmos ¢ HopmanwsHotl ¢pynkyueti JDK u
6e3 cmpykmypHoli namonozuu cepoya ODPU Mmomem Ccnposoyuposams Hecheyupuueckyr
maxuapummuro.

AxkmusHas opmocmamuueckas npooa. OueHka ayuHaMmyuky uHtepBana QT mpu peructpauyy IKI' B
XO0Jle OPTOCTATUYECKO MpoObl 006/aJaeT AMArHOCTMYECKOV 3HAUMMOCTBIO, TTO3BOJISIS B psije
oTydaeB  BBISBUTH Jini, OonbHbIX CYMQT. Ilocime repexoja B BepTUMKAJIbHOE IIOJMIOKEHME
OTMeYaeTcs] yMepeHHOe YBeqMueHMe 4YacTOThl CMHYCOBOTO PUTMA, IPU 3TOM Y 3I00POBBIX
MMalyeHToOB AJUTeNbHOCTh MHTepBana QT ymeHbInaetcs, a y 6ombHbIXx CYVIQT (oco6eHHO 2-TO
TUIIA) TPOLODKUTENbHOCTh MHTepBasia QT ymeHbIIaeTcs MeHee CyLeCTBEHHO, HE M3MEHSeTCS
WU YBENMUMBAETCS. YIMHeHe KoppurupoBanHoro nutepsaia QT (QTc) B oprocrase 6osee 499—
500 Mc SIB/ISIETCST OGHUM U3 TMarHOCTUUeCKUX Kputepues [572, 573].

IIpo6a ¢ 0do3uposauHOll Qu3uuecKoli Hazpy3koli Ha eenospzomempe uau mpedmune. Hambonee
nHOpMaTUBHA OlleHKA IIUTeNbHOCTY MHTepBaia QT B mepuos BOCCTaHOBIeHMS. [ITUTETbHOCTh
unrepBana QTc > 445 Mc B KOHIIe TIepuojia BOCCTAHOBJIEHUS (CITyCTSI 4 MUHYTBI TIOC/IE OKOHYAHUST
Harpysku) xapakrtepHa mjis 6ombHbIXx CYUQT 1-ro u 2-ro TumoB. [Ipy 3TOM IJIUTEIBHOCTh
unrepBana QTc < 460 mMc B Havajie Mepuofa BOCCTAHOBJIEHUS IMO3BOJISIET OTIUYUTb OOIbHbBIX
CYUQT 2-ro tuma ot 60abHbIx CYUQT 1-ro Tuna. Tarke BennunHa nHTepBaia QTc > 480 mc Ha 4-
/i MMHYTE BOCCTAHOBJEHMSI IIOC/Ie CTPeCcC-TecTa MOXXeT CUMTATbCsS ONHUM U3 KPUTEepUeB
guarHoctuku BpoxaeHHoro CYUQT (xputepwmii, IO 3HAUMMOCTM CONOCTaBMMBIV C HaIU4YMeM
anmpTepHanuy 3youa T) [574].

@apmakonozudeckue npoeoKayUoHHble NPOObL:

IIpoba c anuneppurom. Ilo3BossieT BBIIBUTH 60mbHBIX CYWQT1, MOCKOMBKY mpuU 3TOi dopme
3aboseBaHMs TPy MpoBeAeHMUM MHQY3UM snMHebPUHA OTMEUaeTCs apajoKCaabHOe YBeIMUeHue
nnurtenbHocTM MHTepBasa QT. IIpoba pacleHMBAaeTCsT KakK ITOJMIOKUTENbHAS TIPU YBEIUUEHUN
nnurtenbHocTU MHTepBaia QT > 30 Mc Ha doHe nHbY3UM snMHedhprHa B 103e 10 0,1 MKI/KT B MUH.
CnemyeT OTMETUTb, 4YTO IpaBWIbHOe u3MepeHue mautenbHoct QT Ha doHe uHDY3UM
snuHedPUHA YaCTO 3aTPYAHEHO M3MeHeHUsIMM Mopdonoruy 3youoB T, 0COOEHHO ecu Mpu 3TOM
PETUCTPUPYIOTCSI  BBICOKOAMIUIMTYAHbIe  BoMHbI  U.  CoOmyTCTByIOIIMIT  TpueM  Oera-
apeHOOI0KATOPOB CHIDKAET MMAarHOCTUUYECKYI0 3HAUMMOCTbh Mpo6bl. Cpenu HeXelaTelbHbIX
peakumii, BO3HUKAWOIIMX HAa (oHe wuHOY3UM snuHedpMHA , HEOOXOOMMO YIOMSIHYTh
apTepuanbHYIO TUTIePTEH3UI0 Y MHIYKIIMIO OTIACHBIX JIJIS SKM3HM HapYIIeHUi pUTMa.

Ipo6a ¢ #mpugocadenuqom. [iyis 6ombHbix CYVIQT xapaKTepHO yBeJIUUYEHUE MPOJOKUTETbHOCTU
unTepBasioB QT > 410 mc u QTc > 490 mc, perucTpupyeMoe BO BpeMsI MMHUMAaJIbHOM 4aCTOTBI
CepIevYHbIX COKpAIleHNI IPU MHAYIMPOBAHHON #TpudocageHnHOM 6GpaauKkapauu. B HacTosee
BpeMSI OMarHOCTMUYeCKasl 3HAYMMOCTh JaHHOW TMpoObI M3yueHa Ha OTPaHMUYEHHOM KOJIMYECTBE
MaleHTOB ¢ reHeTuyecky noaTBepkaeHHbIM CYMQT, mosToMy MHTepIpeTanus MOMYyYEeHHBIX B



XOfie MCCIeIOBaHMS pe3yabTaToB TpebyeT octoposkHocT. CYUQT cnenyet nuddepeHIIMPoBaTh OT
APYyIruX BO3MOXHBIX IIPUYMH CHUHKOIIQJIbBHBIX COCTOHHMIZ, YUNUTbIBAA OTHOCUTEJIbHO MOJ'IO,Z[OI‘/’[
BO3PaCT 6OBHBIX, IIPEXKIE BCETO, OT SMMJIETICUM U Ba30-BaraJbHbIX 0OMOPOKOB, a TAKKe OT IPYTUX
BPOXXIEHHBIX )KeJTyOUKOBbIX HapyLIeHNI pUTMa cepaa.

2.5. luple pyarHocTuyeckyue yccIeqoBaHus

e [IpoBefeHMe KOMILJIEKCHOTO TeHeTMYeCKOTO aHaiM3a Ha BbISIBJI€HME BO3MOXXHBIX MYyTallvii B
redax KCNQ1, KCNH2 u SCN5A (CYUQT 1, 2 u 3-ro TUIIOB — Haubosiee pacipoCcTpaHEHHbIe
dbopmbl 3a60eBaHMs) PEKOMEHIOBAHO BCEM MALVIEHTaM, UMEWUM KJIUHUYECKUEe NpPOsi8aeHUs
CYUQT, oTgaroméHHbI  ceMeliHbII  aHaMHe3 U yojJuHeHuMe  uHTepBasia  QTc,
3apeructpupoBanHoe Ha OJKI' B T1oOkoe wiM 0Opu TPOBEAEHUM MPOBOKALMOHHBIX
IMArHOCTUYECKMX MPOO, a Takke BCEM MallyeHTaM, He MMEIOUMM XapaKTepHbiX mjas CYHQT
KJIMHUYECKUX CMMIITOMOB, Tipyu peructpanuu Ha KT yoymHeHus uatepBanga QTc > 500 mc mpu
OTCYTCTBUM JIPYTMX BO3MOXKHBIX TPUYMH yaauHeHust uHTepsana QT [50, 51, 52].

EOKIA (YYPC, VYA] 5).

Kommenmapuii. Memoodsl MOneKyaspHO-2eHemuueckoli duazHocmuku umetom 060Jbuioe 3HAYeHue 8
duazrocmuke CYUQT u onpedeneHuu npozHo3a nayueHmos. IIpu nposedeHuu KOMNAEKCHbIX
2eHeMuYecKUx aHanu3o08 mymayuu yoaémcs oOHapy#cumes npubnusumenvHo y 75% nayueHmos,
noamomy ompuyamenvHolli pe3yibmam 2eHemuueckozo0 avanu3a He No0380Js.em MNoJAHOCMbIO
uckarouums duaznos CYMQT.

e [IpoBeneHMe KOMIUIEKCHOTO TeHETMUECKOrO aHajau3a Ha BbISIBIeHMEe BO3MOKHBIX MYTalMil B
reHax KCNQI1, KCNH2 u SCN5A peKkomMeHIOBAHO TMallMeHTaM, He UMEeWUM XapakmepHsixX
CYUQT-cumnTomoB, npu peructpauym Ha IKI' yonmHeHms:t uHtepBana QTc > 480 mc mpu
OTCYTCTBUM APYTUX BO3MOKHBIX IPUUMH yaiimHeHust mHTepBana QT [50, 51, 52].

EOKIA (YVYP C, VII], 5).

¢ B oryuae obGHapyxeHus y manyeHTta ¢ CYUQT reHeTM4ecKoil MyTaluu TPU MPOBEIEHUU
CKPUHMHTA, HAIIPaBJIEHHOTO HA BBISBJIEHME ITOV MyTal[MM, PEKOMEHJOBAHO BCEM OJIM3KUM
POICTBEHHUKAM, [aske TIpPU OTCYTCTBMM Yy HUX XapaKTepHBIX [JIT 3TOro 3aboyeBaHus
KIMHNYECKUX TPOosiBieHnit u nameHeHmit KT 1151 OLleHKM MHOMBYUAYAIbHOTO ITporHo3a [51].

EOK IIa B (VVP C, VI, 5).

Kommenmaputi. Memoodst MONeKynAapHO-2eHemuueckoti ouazHOCMuKU makie peKomeHA08aHsl Ons
duazrocmuxku cunopoma Bpyzada, 00Hako zeHemuueckue mymayuu y nayueHma yoaémcs 00Hapy#cumso
Juws npubnusumensHo 8 30% cryuaes (2eH OCHOBHOU cy6seduHUYbl Hampuessvlx KaHanos SCN5A),
no3moMy OMpuyamensHslil pe3ynbmam 2eHemuueckoz0 aHAIU3d He N0360Js1em NOJHOCMbIO
UcKnUUmMe duazHo3 cuHopoma bpyzada. B ciyuae o6HapyxeHus y nayueHma ¢ cuHopomom Bpyzada
2eHemuueckoli mymayuu nposeedeHue CKpUHUHed, HANPABJIEHHO20 HA BblA8NEHUEe 3Mmoli Mymauyuu,
DPEKOMeHO08aHO 8CeM ONU3KUM POOCMBEHHUKAM, Jdxce npu omcymcmeuu y HUx XapakmepHsix 0Jis
2mozo 3abonesanus usmereruti IKT.

e [IpoBefeHMEe MOJIEKYISIPHO-TEHETUUECKUX MCCIeNOBaHMii niaM, uMmermum IKI-u3MeHeHus
2-TO U 3-TO TUIIOB CMHApoMa bpyrama, Mpu OTCYTCTBUM Yy HUX KAMHUYECKUX TIPOSIBIEHUI U
otsromiénHoro o BCC cemeitHOro aHaMHe3a B HAcTosIIee BpeMsl He peKoMeHAoBaHoO [50, 51,
52].

EOK III C (VVP C, V]I, 5).

¢ [IpoBefeHME MOJIEKYISIPHO-TEHETUUECKOTO MUCCIENOBaHNS Ha OOHApyKeHMe MyTaluii B reHax
RyR2 u CASQ2 peKOMeH[IOBaHO BCEM MAI[MeHTaM C KaTeXoJaMUHEePTrMuecKoi monnumopdHoit
JKT u marnueHTam, KIMHUYECKMe TTPOSIBJIEHUS KOTOPBIX C OOIBIION BEPOSTHOCTHIO MOTYT OBIThH
00YC/IOBJIEHBI 3TUM 3a00jeBaHMeM, OCOOEHHO MPU OTATONEHHOM CeMEeHOM aHaMHe3e IS
crpatudmkaimu pucka [50, 51, 52].

EOKIC (YVPC, VIA 5).



e B (nyuae OGHApyXeHUS] y IIalMEHTA IaTOTHOMOHMYHON TeHeTUYeCKOil MyTauuu IIpu
MOJIEKYJISIDHO-T€HETVUECKOM MCCIeNOBAaHUY, HAllPaBIeHHOM Ha BBISBIEHME 3TOV MYTaLMM,
BCceM OnM3KMM DPOJCTBEHHMKaM IIal[MieHTa pPeKOMEeHJOBAaHO IIpoBeJeHMe MOJIEeKyISIpHO-
reHeTMYeCKOTO0 CKPMHMHIA, OaXke TIPU OTCYTCTBMM Y HUX KIMHUYECKMX MPOSIBIEHM
3abonesanus [50, 51, 52].

EOKIC (YVPC, VOnA 5).

e JlanmeHTamM C CUHOPOMOM KOpoTkoro wuHTepBaja QT peKoMeHIOBaHO IIPOBeIeHMe
KOMIIIEKCHOTO MOJIEKY/ISIPHO-T€HETUYECKOTO CKPUMHMHTA (BbISIBJIeHME Haubojee YacThIX
myTtauuii B reHax KCNH2, KCNQ1 1 KCNJ2) ni1s1 BeIsSIBI€HMS TTEPCOHABHBIX PUCKOB [50, 51, 52].

EOK I C (YVP C, VI 5).

Kommenmapuii. Cnedyem yuumosieams HU3KYI0O Uy8CMBUMEIbHOCMb Memodos 8 JduazHocmuke
3abose8aHusl.

¢ B cyuae o6HaApyskeHMs Y MallyieHTa MaTOrHOMOHWYHOM reHeTUYecKoi MmyTaruyu B reHax DSC2,
DSG2, DSP, JUP, PKP2 1 TMEM43 npoBefieHe CKPMHMHTA, HAIIPaBJI€HHOTO Ha BbISIBJIEHME 3TOI
MyTalnuy, PeKOMEHIOBAHO BCeM OJM3KMM POACTBEHHMKAM, Jaske TP OTCYTCTBUM Y HUX
KIMHUYECKNX MposiByieHnii 3a6oneBanus [50, 51, 52].

EOKIC (YVP C, VI 5).

¢ [IpoBefeHMe KOMIUIEKCHOTO MJIY I1€JIEBOTO TeHETMYECKOTO CKPMHMHTA Ha BhISIBJIEHNE Hanboee
yacteix MyTainuii B reHax DSC2;, DSG2, DSP, JUP, PKP2 u TMEM43 peKomMeHAOBaHO BCEM
nauyeHTam rpu nogospennu Ha AKIDK [50, 51, 52].

EOK Ila C (VYP C, VII]I, 5).

¢ [IpoBefeHMe KOMIUIEKCHOTO MJIM 11€JIEBOTO TeHETMUYECKOTO CKPMHMHTA Ha BbISIBIEHNE Hanboee
yacTteix MyTauuii B reHax DSC2, DSG2, DSP, JUP, PKP2 u TMEM43 He peKOMeHAOBaHO IpU
HM3KoM BeposiTHOCcT AKIDK (Hanmmuue TOJNIBKO OJHOTO MaJIOro IMArHOCTUYEeCKOTO KpUTepus)
[50, 51, 52].

EOK III C (VVP C, VI, 5).

ITaTonoroanaroMuyeckoe ycciaesoBaHye ¥ MOJEKY/IIPHO-reHeTUIeCKUI aHaIn3 y
JKepTB BHE3aIMMHOJi cepaevHoii CMepTHu

e AyTOmCMs peKOMEH[OBaHa [JIsl YCTAHOBJIEHUSI TPUUMH BHE3AIHOV CMEPTU U BBIICHEHUS
tdakroB, saBisercst nu BCC ciencTBMeM HapylleHMiT PUTMAa WM JPYTUX MEXaHM3MOB (K
MIpUMepYy, Pa3pbIB aHeBPM3MbI a0pThl) [51, 52, 53].

EOK IC (YVP C, V]I, 5).

e He3aBMCMMO OT CPOKOB TMPOBENEHMS] ayTONCUMM HApSAy C MATOJOT0aHATOMUYECKUM
UCCIEIOBAHVEM PEKOMEHIOBAHO BbITIOHEHNE TMATOI0r0-aHATOMUYECKOTO VCC/IeI0BaHMS
6MorcuitHOroO (OIepalMOHHOr0) MaTepyuaia CcepAla, BKIIYas MCCIeJ0BaHNe MeuyeHbIX 6JI0KOB
MOMepPeYHbIX ~ CPe30B  MMOKapna o60MX — JKeMyLO4yKOoB, OOJaJaloluX  HOCTATOYHOM
peripe3eHTaTUBHOCTHIO [51, 52, 53].

EOK IC (YYP C, VII]I, 5).

e TlocMepTHOe WMcCCIemOBaHMe OOPa3IOB KPOBM U APYTUX OMOTOTMUYECKUX SKUAKOCTEN IJIst
npoBeaeHums TOKCUKOJIOTMUYECKOM U MOHeKyHﬂpHO-FEHeTM‘{eCKOﬁ 9KCIIEPTM3bl PEKOMEHIO0BAaHO
BO BCex cyvasix Heobwsicaumoit BCC [51, 52, 53].

EOK IC (YVP C, VA]I, 5).

o TlocMepTHBIVi MOJIEKYISIPHO-TEHETUUECKUII aHaaM3 i1 BO3MOKHOIN MAEHTU(GUKAIUM TEeHOB,
MMOTEHLIMA/JIbHO aCCOLMMPOBAHHBIX C Pa3sBUTMEM BPOXIEHHOV MaTOIOTUM CepAua, clenyer
paccmarpuBaTh y Bcex XkepTB BCC, 1 KOTOPBIX BEpOSATHO Haauuye KaHaIOMaTUil Uau
Kapauomuonatuii [52, 53, 54].

EOK IIaC (YVYP C, VA1, 5).



3. Jleuenue

3.1. JleueHVe OCHOBHOTO 3a00JIEBaHMS CepALia ¥ MepBUYHAS
npoduaakTKa BHE3aIHON CMepTH

BakHeNImMM ycioBMeM YCIIeIIHOTO JieueHMUs KelyIouKOBbIX apuTMuii (JKA) 1 npegoTBpalieHus
BHe3amHoit cepmeuHoii cmeptu (BCC) sBasieTcst a3hdeKTUBHOE JieueHe OCHOBHOTO 3a60JIeBaHMs
cepilla ¥ CONYTCTBYIOIIMX 3aboneBanmit. MBC sBisieTcss OCHOBHONM I1aTOJMIOTMEN cephlia,
sBisomerics mpuuuHoit JXTA u BCC. JledeHrie OCHOBHOTO 3a00JIeBaHMS, SIBJISIIONIETOCS ITPUIMHOI
Bo3HMKHOBeHMs JKTA n BCC, Bo/IKHO OCYIIeCTBISATBCS B COOTBETCTBUMU C AelicTByromumy KP no
paccMaTpyuBaeMbIM 3a60/1eBaHNUSIM/COCTOSTHUSIM.

Jleuenue UGC

Yacrora JKA npu OKC Ha rocnuTajbHOM 3Talle B [OUIeHMe AeCITUWIeTUs CHU3UIIACh, [JIaBHbBIM
o6pa3oM 3a CueT paHHeil U aKTUBHOI pEeBaCKyIsIpu3alMyM Y CBOEBPEMEHHON aJeKBaTHON
dbapmakoreparmuu. Tem He MeHee, y 6% mnauueHToB ¢ OKC B mepBble 48 yacoB C MOMEHTa
TOSIBJIEHUST CUMIITOMOB Pa3BMBAIOTCSI SKeTymoukoBble Taxukapauyu (KT) win Guopwiismms
skemynoukoB (PXK), uame Bcero no uau Bo Bpemst perepdysun. YerpaHeHuio XKA B 3Toi cuTyanum
CMOCOOCTBYIOT ~ OBICTpast " TOTHAast peBacKyJsIpu3anus KOPOHAapHBIX aprepuii,
HedapMaKoIOTMYeCKe BMeIIaTeNbCTBA (KapauoBepcus, neduopwuianusi, CTUMY/ISIIUS WU
KaTeTepHas abmamnus) u dhapMakoTepanus (aHTUAPUTMUIECKME U APYTHe TIperaparsl) [55, 56, 57,
58].

Ecnu Ha OKT' 1o mau cpasy mocie peaHMMalIOHHBIX MEPONIPUSITUI OTMedaeTcs oA beM cerMeHTa
ST, HeobxonMMa 3KCTpeHHast aHruorpadust U peBacKyIsIpu3anus, Kak M BceM rnanyeHTam ¢ UM c
nogbeMoM cermenta ST [59]. OpHako fAaske NMpU OTCYTCTBMU Togbema cermMeHTta ST BITONMHE
BO3MOYKHO OOCTPYKTMBHOE WM/ Aake TPOMOOTHUYECKOe TMopakeHue MHGaPKT-acCoOUUPOBAHHOI
KOPOHApHOIi apTrepuu, 4To OTMeuaercss B 25-85% ciryuaeB [59, 60]. VuuTbhIBasi BBICOKYIO
pacrpoCTPaHeHHOCTb OKKJ/IK3Mii KOPOHAPHBIX apTepuii M BO3MOXKHbIE CJIOXKHOCTU MHTEepIIpeTalumu
OKT mocsie oCTaHOBKM CepAlia, CJiefyeT pPacCMOTPeTh BbIMIOMHEHNEe KOpPOHApHOI aHruorpadmn
BCEM IalMeHTaM, TIePEKMUBIIMM OCTAaHOBKY CepAIla BHE CTeH JIeueOHOTO YUpeskaeHs, cCpas3y mociie
MOCTYIUVIEHUsI B TIPUMEMHBI/i TIOKOM WM OTHe/leHMe MHTEeHCUBHON Tepanmu AJis1 UCKIIOUeHUS
HeCepAevyHbIX IPUUMH OCTAaHOBKM cepaua [61].

B aryuyae OKC 1 TOBTOPHOII CTOMKOI /Mty reMoagyHamudecky 3Haunmoit KT mau @K 6bicTpast u
yCITenIHasi peBacKyIsIpusaius MMeeT KIueBOoe 3HaueHue Jist MPOPWIaKTUKY TOCTeIYIOmNX
apUTMUIT ¥ JO/DKHA BITIOHSTHCS 6€3 mpomenieHus [55, 56, 57].

e Jljis Bcex TMalMEHTOB C OOMsIMM 3a TPYAMHON PEKOMEHIYeTCsl COKpaliaTh BpeMs MeXKIY
MOSIBJIEHMEM CHMMIITOMOB ¥ II€PBLIM KOHTAaKTOM C BpPauyoM, a TAKKe OT II€PBOTO0 KOHTAKTa C
BpayvoM [0 periepdysun [26, 27, 43, 45, 62, 63].

EOKTA (YVPA, VI 1).

Kommenmapuii. Pexomerdyemcs obOyueHue u Hadnexcaujee ocHaujeHue 6puzad cKopoli nomowju ons
duazrvocmuku OKC (npu Heobxodumocmu ¢ ucnonvzoearuem obopydosanus ons 3anucu KT u/unu
menemempuu), a makxe 011 npedomMepaujeHuss 0oCmMaHosKu cepoua ¢ NOMOWbID OCHOBHBIX
PeanuMayuoHHbIx meponpusmuti u deubpunnayuu [64].

e [lpy pa3sBUTUM KIMHUYECKON CMEPTM PEKOMEHZAYETCS  BBINOIHSTb OCHOBHbIE U
IOMOTHUTEIbHbIE peaHMMallMOHHble MepPOIPUITUSI B COOTBETCTBUMM C aJITOPUTMaMMU,
paspa6oranubiMu EBporneiickum (ERC) u HanmonanbHbiM coBeTOoM 10 peanumManuu (HCP) [26,
27,43,45, 62, 65].

EOK 1B (YVP B, VI 2).

e DKCTpeHHas1 KopoHaporpadus, MpM HEOOXOOMMOCTY C PeBacKy/Ispusallieii, peKoMeHI0BaHa
nanyeHTam C NMoBTOpHbIMU snu3omamu KT mwin @K, korma He yoaeTcs UCKIIOYUTh UIIEMUI0
Muokapaa [27, 62, 66].



EOK IC (YVYP C, VA, 5).

e [Ipu M c nogbeMoM cermeHTa ST peKOMeHIyeTCsI SKCTpeHHas periepdy3ust AJisi yMeHbIIeHNS
UIIEMMUYECKOTO ITOBPEXIEHMS U JIeKTPUIECKOi HeCTabuIbHOCTY Myokapza [68, 69, 70].

EOKIA (YYP A, VII]I, 2).

e Tlauyentam c¢ UM 6e3 mombema cermeHTa ST M3 TPYIIIbI BBICOKOTO PUCKA, B TOM UUCIE C
yrpoxkarimmumun ku3Hu KA, peKoMeHAyeTcs] KOpoHapHasi aHruorpadust u mpu HeoOXOOUMOCTHU
KOpOHapHasi aHTMOIUIaCTMKAa B TeueHMe 2 U [OwIe TOCTYyIUIeHUSI [JiS yMEeHbILIeHUS
UIIEMUYECKOTO ITOBPEXKIEHMS M SIEKTPUIECKOI HeCTabMIbHOCTY MyoKapza [55, 56].

EOKIC (YVPC, VO 5).

e Jlng yCTpaHeHMsI MUIEMMUM MMOKapAa, KOTOpas MOXeT IIPUCYTCTBOBATh y TALMEHTOB C
noBTopHbIMM 3mm3omaMu KT wminm @)K, pekoMeHAyeTCs SKCTPeHHas peBacKy/Ispusanus
KOPOHApHBIX apTepwii [55, 56, 59, 60].

EOKIC (YYPC, VYOI 4).

e [loctymieHne B OTHAe/leHMe WHTEHCMBHONM Tepamnuu pPeKOMeHAOBAaHO [Js1 TalMeHTOB,
BBDKMBIIMX IIOCJIE OCTAHOBKM CepIlla BHE CTeH JIeUeOHOTO YUPEKAEHUS M HaXOISIIMXCS B
KOMAaTO3HOM COCTOSIHMM, 6e3 sneKkTpokapauorpaduyeckux mpusHakoB MM ¢ mnogbeMom
cermenTa ST Ha OKI nmowre peannmanuu [27, 59, 60, 62].

EOK IIaB (YVYP C, VA1, 5).

e V MaluMeHTOB, BbDKMBIIMX IIOCIE OCTAHOBKM CepAlla BHE CTeH JIeueOHOTO YUPEKIEeHUS U
HaXOZSIIMXCS B KOMaTO3HOM COCTOSTHUM, IIPU OTCYTCTBUM JAHHBIX 3@ HEKOPOHAPHbIe TPUUYMHbI
PEKOMEHIOBAHO CPOYHOE BBITIONHEHME (< 2 4) KOPOHApHOI aHruorpaduu, OCOOEHHO Y
MAI[MEeHTOB C HeCTabMIbHON reMOMHAMMKOIi [59, 60, 71].

EOK IIaB (YVP B, VA 2).

Kommenmapuii. Ocmpas uwemus £8711emca NPUUUHOU 271eKmpuueckoli HecmabunbHoCcmu u
nposoyupyem 6o3HukHoseHue KA npu OKC [72]. Ina ymeHvweHus éeposmuocmu XXT/PXK npu OKC
pekomeHdyemcs HazHaueHue Gema-adpeHobl0Kamopos 8 paHHem nepuode [73, 74]. B Hekomopwix
clyuasx nomozaem KOMNEHCAyusl 2unomazHueMuu u 2unokaiuemuu. CmamuHsl yMeHbWAm
cmepmHocme cpedu nayueHmos ¢ UBC, enagHsiM 00pa3om 3a cuem npedomepauwjeHusi no8MmopHbLX
KOPOHAPHBIX COObIMULL, U S8H0MCA HACMbl0 CMAHOapmMHOo20 JleueHusl makux nayuemmos [56, 57].
Bo3HukHo8eHUe GuOpuIIayuUU Heayooukos 8 paHHem nepuode (m. e. 8 meuerue 48 uacos) npu OKC
CONpoB8oXdaemcs NIMUKPAMHbLIM NOBbIUUEHUEM PUCKA 20CNUMANbHOU cMepmHocmu [75].

Crpatudmkanusa pucka BHE3aITHOVM CEpIeYHOil CMepTu B OCTpbIii mepuon (repsbie 10
JIHeit) mHdapKTa MMOKapaa

BoNbIIMHCTBO MCC/IeA0BAaHMIA, B KOTOPBIX OLIEHMBAJIN 11€1eCO00PA3HOCTh HEMHBA3UBHBIX CITOCOO0OB
cTpaTUdUKAIIMY PUCKA, TTPOBOAMIMCH Ha MAIlMEHTax ¢ BhIpaKeHHBIM CHIDKeHMeM OBJDK (< 40%)
WM B CMEIIaHHBIX I'pynmax. Pesynbrarsl A naiyeHToB ¢ ®BJDK > 40% b0 He COOOIIATUCE,
60 TOATPYMIIBI TAaKMX MALMEHTOB ObUIM HACTOJBKO MAaibl, YTO HEe IO3BOJISUIM BBIIOJHUTD
JIOCTOBEPHBIVI aHa/IN3 M MHTePIIPeTVMPOBATh IOJIydeHHble NaHHble. B HAcTOSMIA MOMEHT HeET
JIOCTaTOYHO CIlelOUUHBIX ¥ UyBCTBUTEIbHBIX HEMHBA3UBHbBIX METONOB CTpaTUdMKAILMK pPUCKA Y
nauueHToB, nepeHecminx M u umeromux HopMmanbHyio OBJDK. EcTh orpaHuueHHble JaHHbIE,
TOJTyYeHHbIE B MOATPYIIAaxX GOMbIIMX MCCAENOBAHUIA, UTO MPOTpaMMUpyeMasi KeTyJouyKoBast
CTUMYJISILIMSI MOKET IMIPUMEHSITHCS IJ1sI cTpaTuduUKauum pucka rnocie IM y maiMeHToB €O CpefHeii
OBJDK mnu ®BJDK > 40% [76, 77, 78]. 3TOT MeTOp, ceiiuac OLleHUBAIOT B paMKax MPOA0/DKAIOILEerocst
uccnepoanus PRESERVE-EF mo cTpatudukanyuy prucka y mauueHToB ¢ coxpaHHoi OBJDK.

e HewHBasuBHbIe MeTOObI (HAmpuUMep, OIeHKA anbrepHanmuu 3yoma T, mucHyHKUMM
BEreTaTMBHOM CUCTeMbl WM curHaa-ycpegHeHHoy OKI) He pekOMeHIYIOTCS I
cTpatudUKaIMK pUcKa B paHHMIT epuog mocte UM [79, 80].

EOKIIIB (YVYP C, VI 4).

e Pannss (4o BeimMcky) oneHka ®BJDK pekomeHOoBaHa BCeM MalMeHTaM, IIepeHeCIIMM OCTPBIN
UM [27, 62, 66,81, 572]



EOKIB (YYP A, VA 2).

e TIpu CHWKeHHOV ¢pakuuM BbIOpOCA JIEBOTO Kedymouka (MeHee 35%) peKOMeHIyeTcst
TIOBTOpPHAsST OIleHKa yepe3 6-12 Hemenb mocie MM ¢ 1Lenbio OIpeaeneHus: HeoOXOIUMMOCTU
UMILIAHTAllMM KapauoBeprepa-nedubpumasatopa (MKIO***) mast mepBUYHON TPOPUIaKTURI
BCC [27, 62, 79, 80].

EOK IC (YVP C, VAI]I 5).

Kommenmapuii. B ocobbix cnyuasx, Hanpumep, npu HenoJHoli pesackyaspusayuu, npeouiecmayioujem
HapyweHuu @OB/DK u noseneHuu apummuu cnycms 48 uacos om pazeumus OKC, MmoxcHO
paccmompems pawHiwo (< 40 OHetlil) ycmanoeky HKI*** unu epemerHoe (< 40 OHell) npumeHeHue
Hocumozo Kapouosepmepa-depubpuinamopa. Ilpu smom cnedyem yuumsieame mun KA
(MoHoMopHas, nonumopdHas, nieomoppras XKT unu @XK), a makxe onuny yuxna KT (Hecmolikue
Kopomkue YuKasl U Hecmotikue OJIUHHble YUKIbL). ECU 861N0JIHAEMCA NPOpaAMMUPYeMAst CMUMYTAYUS,
0ONONIHUMENBHO OUeHUsarm uHOyKyuio u mun uHoyuupyemoli apummuu (moHomoppHas XKT,
nonumop@Has XKT, DXK) [58, 81, 82].

e PeBackynspusainusi KOpPOHApHBIX apTepuii peKoMeHAyeTcs s CHIbKeHuss pucka BCC y
nanyenToB ¢ @K u npeuiecTBYIOIMMY €l MpU3HakaMy UIleMuy Muokapaa [27, 62, 83, 84].

EOK IB (VYVP C, V]I 4).

AHeBpnsma JIEBOrOo JKeJIyao4vKa. Nmemuyeckast KapaoMmuoIiaTus. Xponmqecxaﬂ
cepaeyHasi HEJOCTAaTOYHOCTb

Yacrora pa3BuTus u TspkecTb JKA Bo3pacTaroT o Mepe yTspkeneHus CH, omHaKo MpOrHOCTHUYeCcKoe
3HaueHue KA i1 OIleHKM puUCKAa BHe3alHOM CMepTM TIIoKa HescHo. OnTumanabHas
MenuKaMeHTO3Hasl Teparusi uHrMObuTopamu AII® (wnim aHrmoreHsuHa Il aHTaroHUCTamMu IIPU
HeIepeHOCUMOCTY MHTUOUTOpoB AIlD), Oera-agpeHOOJOKATOpaMM WIM aAHTAaTOHUCTAMMU
ambpIOCTepOHa peKoMeHAoBaHa mamyeHtaM ¢ CH u  cucTonmdueckoit AguchyHKIMENH J1eBOTO
sxermypouka (OBJDK < 35-40%) nist cHuskeHMsT 061eit cmepTHOCTM U prcka BCC [85, 86, 87, 88].

e Xupypruueckasi peKOHCTPyKIus ieBoro xxenynouka (XPJDK) pekomennosana nauyenTtam ¢ XCH
III/IV dyakumonambHoro knacca mo NYHA, 6onbiroit aHeBpm3amoii JOK, 60abmmmM TpoM6oM,
3MMU30IaMM TPOMOOSIMOOIMY B aHAMHE3€e U TIPU YCIOBUM, UTO aHEBPU3MaA SIBJISIETCST TIPUUMHOI
aputmum [89, 90, 91].

EOKIIa (YYP A, VA 2).

Kommenmapuii. Ilene XP/DK - yoanenue pybyoeoli MmKaHu npu nomowju pesexyuu 3HOoKkapoa u
SHOO0BEHMPUKYNAPHOU NJaACmuKku ¢ Hopmanuzayueti gopmol u o0séma JDK 0ns  ynayuuieHus
duacmonuueckoli U KOHUeHMpUUecKol cucmonuueckoli (QyHKyuil, UCKIOUeHUe 30Hbl pueHmpu,
ycmpaHeHue uuiemuu mMuoxkapod, uchpasieHue ounamayuu Koasya MumpansHozo kaanasa [89, 90].

3.2. JleueHMeE KETYIOYKOBBIX apUTMMI ¥ MpodMIaKTHUKA BHE3aIMHOM
cepaevyHoi cMmepTu

MenukaMeHTO3HOe JieueHue

Ilpu ompeneneHuu Je4eOGHOTO TMOAXOAA Y TALMEHTOB C SKEJIYOOYKOBBIMU APUTMUSIMMU
OCHOBBIBAIOTCSI HA HAJIMYMM WIIM OTCYCTBUM CTPYKTYPHOI MATONOTUY cepua. [lepeueHb OCHOBHbIX
QHTMAapUTMMYECKUX I[IPernapaToB, IMOKa3aHWS K HA3HAUEHMIO, 03kl M T060UHbIe 3(hdeKThI
npuBeneHsl B IlpwiokeHnun A3. VX uCronb3oBaHME BapbuUpyeTCsl B 3aBUCUMOCTYM OT 3aJau —
kyrnupoBaHue npuctyna XXT i npodunakTuyeckoe Ha3HAYeHUe.

MenuKkaMeHTO3Hasi aHTHMAPUTMMYECKasi Tepanmsi  JKeJTyJOYKOBOM  IKTOIMYECKOI
aKTUBHOCTU Y MHAaIMEeHTOB 6e3 CTPYKTYpHOIi maTtojormm cepaia / muchyHKuum J1eBoro
JKeTyIouKa

e V mauueHTOB 0e3 CTPYKTYPHONM IaToNOrUy cepaia / aucyHKIUM JIeBoro skemymouka (JDK)
MeAVKAaMEeHTO3HOe JIeYeHMe >KeTyJOUYKOBOJM 3KTOMNMYECKOM aKTUBHOCTM He DEKOMEHIOBaHO,
TaK KaK y 9TUX IMalMeHTOB HM3KUIT pUCK BHe3amHoi cepaeuHoit cmeptu (BCC) u He TpebyeTcst
eé mpodunakTuka [103, 106, 576, 577].

EOK IIIA (YVP A, VI 1).



Kommenmapuii. B omcymcmeue cmpykmypHoli —namonoeuu cepdya mak Ha3vleaemas
«uduonamuueckas» xeayoouKosas IKMonuueckass akmugHoCcms mMoxem 6bimb npedcmasyieHa 8 gude
00UHOUHOTI, napHoti Heaydoukosoii sxcmpacucmonuu (PK3), npobexcex xeayooukosoii maxuxapouu
(CKT), a maxxe aHanozuuHslx nposieneHull xceayoouxosoli napacucmoauu. C nosuyuu pucka BCC
nayueHmet 6€3 CMpyKmypHoli namosnozuu cepdya umerom 61az0Npusimuoiii NPo2HO3 6He 3a8UCUMOCTU
om euda xcenyo0oukosoli IKmonuueckoli akmusHocmu, obujezo Koauuecmsa K23 6 cymku u 8enuuuHbl
unmepsana cyennerus K3 [92, 93, 94, 95].

e V nauueHTOB 6€3 CTPYKTYpPHOI matosnoruu cepaia / nuchyukuyy JDK jekapcTBEHHOE JIeueHue
JKD pekomMeHIOBAaHO B  CIydasix, KOTHA AapUTMMS COMPOBOXKAAETCS  KJIMHUYECKOI
CMMIITOMATUKOI JI60 MPUBOOUT K IMIATALMM TIOJOCTENM CepAlla M CHYKEHUIO COKPATUMOCTH
muokapaa JDK Ha (oHe 4yacToi sKelyJouKOBOIM SKTOIMUECKO aKTMBHOCTM, IPEBbINIAIONIE
15% oT 06I1Iero KoaMUecTBa CepAeuHbIX COKPAILIeHUi B CYTKM IO JAHHBIM MOHUTOPUPOBAHMS
anekTpokapauorpammsl (AKI) mo Xonrepy (XMIKT) [92, 93, 94, 95, 96, 97, 98].

EOK IC (YVYP A, VI 3).

e JIiig JieuyeHUsT SKeTyJOYKOBOI IKTOIMMYECKON AKTUBHOCTM Yy TMAlMEHTOB 0e3 CTPYKTYpPHOI
natosoruu cepaia / auchyukimu JDK pekoMeHI0BaHO Ha3HaueHue GeTa-aJpeH06I0KaTOPOB,
6/710KaTOPOB  «MEJJIEHHbIX» KaJbI[MEBbIX KaHAJOB C TIPSIMbIM BJUSIHMEM Ha CepAlle
(#Bepamamumia®*), a Takke aHTHMapUTMMUUeckue mperapatsl I u III ki1accoB Mo KiIaccupmKauym
E.M.Vaughan-Williams B mogudnkauym B.N.Singh u D.C.Harrison. (cm. ITIPUJIOXKEHME B.) [96,
97,578, 579]

EOK IIaB (YVYP C, VA1, 5).

Kommenmapuii.  Haubonee  spgexmusHoimu  cpedcmeamu  aeueHus KO saenswomcs
OUIMUNAMUHONPONUOHUNIMOKCU-
KapOOHUIAMUHO(EHOMUA3UH U JANNAKOHUMUHA 2UudpodpoMud™*, a maxxe aHmuapummudeckue
npenapamot III knacca (comanon™* u amuodapon™*). Ilepeuenv npenapamos, peKoMeHO08AHHBIX ON1s
JleueHus Heayooukoeslx aApummull, ¢ yKa3aHuem ux CMaHoapmuelX mepanesmuueckux 003,
npedcmasenex ¢ [IPUJIOJKEHHUU A3. [96, 98].

aHmuapummuveckue npenapamsi Ic Kaacca (nponageHoH™,

e V nainueHToB 6e3 CTPYKTYpHOIi maronoruu cepaua / nuchyHkuuu JDK HammMuyme mapoKCu3MOB
moHomopdHoit KT (uouomatuueckoit JKT) He yBenumumBaeT puck BCC u He Tpebyer eé
MenuKaMeHTO3HOoIi mpodumnakTuku [94, 99, 100, 101, 102].

EOK IA (YVP A, VI, 1).

Kommenmapuii. C nosuyuu pucka BCC 8 6onvluuHcmee ciyuaes nayueHmel ¢ uouonamuueckumu KT
umerom 0ON1a20NPUSMHBLT NPOZHO3 HU3HU, O00HAKO OAHHble APUMMUU MO2YMm CONPOBOHOAMbCs
8bIPAHCEHHBIMU HAPYWEHUSIMU CUCMEMHOLL 2eMOoJUHaMuKu (00MOpoK, 0méK nézkux), a npu On1umesnsHo
nepcucmupyloujem meyeHuu - npueodums K Npozpeccupyroujemy CHUMCEHUIO COKpamumocmu
Muokapda u paseumuro maxuxapouomuonamuu. Dmu COCMOSHUA Npu omcymcmeuu 3@ pexmusHozo
aHMUapuUmMMu4ecKkozo JieueHust Mozym npeocmasJisineg OnacHocms st #HU3HU NAYUEHIMO8.

e IIpu Hammuuy XXT y manmeHTOB 6e3 CTPYKTYPHO! MATOJIOTUM CepAla IJs MPOGUIaKTUKI
MMOBTOPHOTO BO3HMKHOBEHMSI YCTOMYMBBIX IIPUCTYIIOB DPEKOMEHIOBAaHO Ha3HaueHue Oera-
aZpeHobI0KaTOPOB, #BepanaMmiaa™®, a Takke aHTHMapuTMuueckux mperapartos [ u III kmacca
[100, 101, 102, 103, 104, 580].

EOK IIaB (YVYP C, VA1, 5).

Kommenmapuii. BoiGop npenapama Ons aHmuapummuieckoti mepanuu ¢ Uyeavio npopuiakmuxu
peyudusos KT dosxeH ocywecmsasimscst ¢ YUEMOM UHOUBUOYANbHBIX NPOBOUUPYIOWUX (aKmMopos u
xapakmepHolx 0n  pasHolx Gopm KT usmenenuii IKI. Bema-adpeHoOnoKamopwl S8a10mcs
npenapamamu s8st60pa npu KT, nposoyupyemsix ¢usuueckoti Hazpyskoti. IIpogunakmuueckuti npuém
#gepanamuna** uenecoobpaseH O JieueHus HenapoxcusmanvHoli XXT u npedynpexcoeHus
napoxcusmos  (acyukynapHoti  nesoxcesyooukoeoli maxuxapouu. Haubonee 3¢pekmusHbimu
cpedcmeamu  npedynpexcoeHuss peyuousos NapoKCusManbHoti  moHomopgHoii KT saensromcs
anmuapummuueckue npenapamst I u III xnacca. IlepeueHs npenapamos, pekoMeHAO8AHHBIX OJsi
JleueHus Henyo0ouKo8slX apummull, ¢ YyKasaHuem ux CmaHoapmuslX mepanesmuueckux 003,
npedcmasnex 6 [IPUJIOKEHWUU A3, mabauya A3.1[103, 104].

MepuKkaMeHTO3Has aHTHMapuUTMMUuyecKast Tepanusi  JKeITyJOYKOBOI 3KTOINMNYECKO
aKTMBHOCTM y MAIMEHTOB CO CTPYKTYPHOI IaTojioruei cepaua / aucdyHKuyeir 1eBoro



JKeTymouKa

e JlekapcTBeHHas aHTuaputMmuyeckasi Ttepanusi (AAT) JKD y DauueHTOB €O CTPYKTYPHOM
rmaTojorueir cepmua / mucyHkiumeit JDK pekomMeHIOBaHAa B CIyYasix, KOrma apuTMMUS
COMPOBOKAAETCS KIMHUYECKOV CUMITOMATUKON MO0 MPUBOAUT K IUIATAIMM IIOJIOCTEN
cepAiia M CHIDKEHUIO COKpatumocTu wmuokapaa JDK Ha ¢oHe dYacToit JKemymouKOBOI
SKTOIMMYECKOM aKTUBHOCTY, IMpeBbIIIaoIeii 15% oOT 0O0IIero KOJMYeCTBA CEPAEeYHBIX
COKpaleHuii B cyTku o ganabeiM XMOKT [96, 120, 121, 581].

EOKIC (YYP C, YA, 5).

e [lpy HanMuMy XKeTygOuKOBOIM OKTONMMYECKON AaKTUMBHOCTM Yy TALMEeHTOB CO CTPYKTYpPHOI
narosiorueii cepaua / auchyukiyeir JOK moseimen puck BCC u peKoMeHIyeTCsl IIPOBeIeHNe
aHTUAPUTMUYeCKOi Tepanuu s eé npodunakruky [103, 104, 105, 106, 107, 108, 110, 111, 112,
113, 115].

EOK IA (VYP A, VA, 1).

Kommenmapuii. Y nayuenmos co cmpykmypHoii namonozueli cepoya puck BCC 3asucum om
xapakmepa #enyo0ouKogoli IKmonuyeckoli akmueHocmu u esipaxceHHocmu ducynkyuu JDK. Hanuuue
y nayueHmos co0 CMpPYKMypHsiM nopaxceHuem cepoua uacmoti XKD (6onee 10 XKD 8 wuac),
MHOMCEeCMBEHHBIX (hOpM Hcesly0ouKo8oll IkKmonuueckoli akmusHocmu (napHoti JK3, npobexcexk XKT) u/
Uu CHUMeHHoOU cokpamumesnvHoli pyHkyuu JDK (3Hauerue ppaxkyuu esiopoca (OB) JUK menee 40% no
daHHbiM 3xokapduoepaguu (OXOKT)) conpsinceHo ¢ nosslwieHHsim puckom BCC [105, 106, 107, 108,
109].

e JInsl jleueHUs MALMEeHTOB CO CTPYKTYPHBIM TopaxkeHMeM Muokapma / muchyakumen JDK,
MMeIoLMX TOBbIIeHHbI puck BCC M HyXIAOMWMUXCS B €€ TepBUYHOI WAM BTOPUIHOM
npoduaakTMKe, peKOMEHZ0BAaHO Ha3HaueHue TIPerapaToB IPYIIbl  6GeTa-agpeHObI0KaTOPOB
[105, 106, 107, 108, 109].

EOKIA (YYP A, VAN 1).

Kommenmapuii. Bema-adpenob6nokamopul (npednoumumenvHo ceJleKmugHole 6ema-
adpeHo010Kamopsl) O0JHCHbI HA3HAUAMBCS € YUEMOM NPOMUBONOKA3AHULI K UX NPUMEHEHUI0 U
803MOMCHbIX NOOOYHBIX 3hexkmos [110, 111,112, 113,114,115, 116].

o [IpuMeHeHMe aHTMAPUTMMUUYECKOI Tepamuu (3a MCKIOUeHMeM OGeTa-agpeHOOI0KaTOPOB) He
peKoMeHI0BaHO 4151 cHukeHus pycka BCC y manMeHTOB €O CTPYKTYPHOII MaTosioruein cepaua /
nuchynkumeit JDK [117, 118, 119, 129, 130].

EOKIIIA (YYP A, VI 1 2).

Kommenmapuii. FHcnonv3oeavue avmuapummuueckux npenapamos Ic xnacca (61o0kamopol
Hampuesslx Kamanos) U OJ0KAMOPO8 «MeONEHHbIX» KAJNbYUesblX KAHAN08 Y NAYUeHMOo8 (O
cmpykmypHoti namosnozueti cepoya / ducgyrxuyueti JDK moxcem npueodums K yeenuueHur pucka
B03HUKHOBEHUSL  JHU3HEY2POMCAWux  eayooukosslx — maxuapummuii u BCC, a makxe
npozpeccuposaHuro sejeHuil cepoeuHoli HedocmamouHocmu; d NpuMeHeHue AaHMUAPUMMUUECKUX
npenapamos III knacca (6710KaAmopsl Kanueswvlx KAHAL08) Y MAKUX NAYUEHMO08 He Yayuuiaem ux
npozHo3 [117,118, 119].

e V MalMeHTOB C WMMIUIAHTMPOBAHHBIMM MEIULMHCKUMU U3LENUSIMU  JJIs1 TPOBELEHMUS
cepreuHoii pecuHxpoHmusupyiouieii Tepanuu (CPT), Hanipumep, 3/1eKTPOKAPAUOCTUMYISITOPOM
MMIUTQaHTUPYEMBIM PECMHXPOHU3UPYIOIIEH Tepamnuu, KapauoBepTepoM-AedubpmIIsiTOPOM
VMIUIQHTYPYEMBIM IS CePIeYHON PeCMHXPOHM3NPYIOLIEN Tepanuy (fajaee — MMILUIAaHTUPyeMoe
CPT-ycTpoiicTBO) NIpuMeHeHNe jekapcTBeHHOM AAT pekoMeHI0BaHO J1s1 MOJaBJIeHUs] 4YaCTOM
JK3 B cydasx, Korna oHa IPUBOAUT K CHMKEHMIO MTPOLIEHTa HaBSI3aHHOTO OMBEHTPUKY/ISIPDHOTO
pUTMa HVDKe PeKOMeHI0BaHHOI0 ypoBHs [117, 118, 119].

EOKIIa B (VYP B, VI 2).

Kommenmapuii. /[[ns OJocmusxeHnuss Haunyuwezo 3pgekma CPT Heobx00umMo cmpemumscs K
MAKCUMANBHO B8bICOKOMY NPOUEHMY HABA3AHHO20 OUBEHMPUKYISAPHO20 pummdad. ONMUMaibHbiM 05
nposedenus CPT cuumaemcsa Hanuuue He meHee 93% OGUBEHMPUKYJIAPHLIX HABA3AHHBIX KOMNIEKCO8
(no daHHBIM UHMeEPPO2UPOBaHUsl umnaaHmuposarHselx CPT-ycmpoticme unu XMOKI) [122, 123, 124].



e B KauecTBe CpeACTB aHTUAPUTMMUUECKOTO JieueHus KD y TMalMeHTOB CO CTPYKTYpPHOI
maronorueii  cepmua / puchyHruumein JDK  pekoMeHIOBaHO — Ha3HaueHue  Oera-
aZIpeHo6I0KATOPOB, COTAI0Ia™**, aMuomapoHa™™, 6o KoMOuHauM 6eTa-aapeHo6I0KATOPOB U
ammogapona**[115, 125, 126, 127, 130, 134, 135].

EOKIA (YYP A, VA 2).

Kommenmapuii. bema-adpeHob10kamopsl Heo6X00umo paccmampueams 8 Kasecmee 0cHo8vl AAT
xHcenyooukoswvlx apummuii. Comanon™* 6onee agpgpekmuser, uem Gema-aopeHods0Kamopsl, nodasnsem
KHCeNYOOUKO8YH IKMONUUECKYH AKMUBHOCIMb, 00HAKO €20 NpUMeHeHUe He PeKOMeHO08AHO NAYyUeHMam,
umerouwjum 3HaueHuss @B JDK mernee 20% no DXOKI, zunepmpoguro muoxkapoa JDK Gonee 14 mm no
danHbim DXOKI, a makxce npusHaku cepdeuHoii Hedocmamounocmu (CH). Amuodapon™* 8 kauecmae
MOHOmMepanuu u 6 KoMOuHayuu c OGema-adpeHobsiokamopamu npedcmasasiem coboli Haubosee
appexmusHbIli aHMuapummuueckuii npenapam 0715 JeueHust Heayo0ouKossix apummull y nayueHmos
co cmpykmypHoli namonoeueli cepdya. B mo xe 8pems, e20 npumeHeHUe CONpPsxEHO ¢ Haubosee
8bICOKUM PUCKOM pA3eumus Mmaxénsix hobouHslX 3gexmos. Bcnedcmeue 3mozo, amuodapoH™*
yenecoobpasHo HasHauames npu HedpHekmusHoCMuU UAU HEBO3MOMCHOCMU NPUMEHEHUs Opyeux
aHmuapummuueckux cpedcms. IlepeueHs npenapamos, peKoMeHA08AHHBIX 07151 JIeUeHUS. H#eTYIOUKOB8bIX
apummuti, ¢ yKa3aHuem UX cmaHoapmHslx mepanesmuueckux 003, npedcmasner 8 IIPHJIOKEHUU
A3, mabnuya A3.1[125, 126, 127, 128].

e He pekoMeH[IOBaHO IpMMEHEHMe aHTHMAPUTMMUECKUX IpemnapaTtoB I Kimacca ¥ 6JI0KATOPOB
«MeJIJIeHHbIX» KaJIbIIMeBbIX KaHAJIOB Jisg JjeueHus JKO y MalMeHTOB CO CTPYKTYPHBIM
nopaxkeHueMm cepaua / nuchynkumeit JDK [117, 118, 129, 130, 131, 132].

EOKIII A (YYP A, VI 2).

Kommenmapuii. Anmuapummuueckue npenapamsl I knacca He 0ON}CHbl NPUMEHAMbCS 015 JleUueHUs!
JK3 y nayuenmos ¢ uuiemuueckoii 6onesrsio cepoya (MBC), 6 mom uucie nepexcusuiux uH@papxm
Muokapda, a maxxe y NayueHmos ¢ opyeumu gopmamu cepdeuHoli namonozuu, NpueodSUUMU K
CHUMeHU cokpamumenvHoli pyHkyuu JDK (3HaueHuss @B JDK menee 40% no darHbim IXOKT) u/unu
nposeneHusam xpouuueckoti CH. Ha3zuaueHue anmuapummuueckux npenapamos I kiaacca makice
NpomMueonoKa3aHo nayueHmam, umewuwjum 2unepmpoguro muokapoa JDK (moawuxna muoxkapda
718020 xcesyoouka 6onee 14 mm no danHsim OXOKT). Bnokamopwl «MeoNeHHbIX» KAlbYUedblX KAHAN08
(#eepanamun** u dunmuazem**) manosappexmusHol 8 neueHUU H#eYOOUKOBbIX APUMMULL Y NAYUEHMO8
€O CMPYKMYPHBIM NOpax)eHuem cepoya u mMozym yxyouams npozHo3 nayueHmos ¢ oucyHkyueii JDK u
CH.

e OneHKy 3dderkTBHOCTM ¥ 06€30MACHOCTY TIOAABIEHMUS SKEITyJOUYKOBOM 9IKTOIMUECKOI
aKTMBHOCTM TIpY TIOMOIIM aHTMAPUTMMUYECKO Tepamuyu Yy TMAalMeHTOB CO CTPYKTypPHOM
marosioruei cepaua / auchyHruumein JDK pekoMeHZOBAaHO MPOBOOMUTH II0[ KOHTPOJIEM
rmoBTopHOro XMDOKI, BbITIOHEHHOTO Ha ¢oHe IpuéMa aHTHMAPUTMUUECKON Tepanuu B
TepaleBTMUYeCKOV 03¢ B TeueHMe BpeMeHM, JOCTAaTOUHOTO [  HaCTYILIeHUS
aHTHApPUTMMUUYECKOTo 3deKrTa Ha3HauaeMbIx JiekapcTs [106, 133, 134].

EOK IIaC (VYP A, VI 2).

Kommenmapuii. Tumposarue 6ema-aopeHo010Kamopos 1enecoobpasHo nposodums Ha 3—5 cymku ux
npuéma, comanona** — Ha 5-7 cymku nocie Ha3HaueHus npenapama, AmMuodapoHa™* — He pamee, uem
uepe3 5 Hedenb om Hauana ezo npuéma. Hasnauenue Kaxcoozo nociedyouwezo aHmuapummuieckozo
cpedcmea 00JIHO NPosodUMbCs He paHee, uem uepe3 5 nepuodoe nonyswigedeHus: npedvldyujezo, ons
amuooapoHa™* — He pawee, uem uepe3 1,5 mecsaua nocne ezo ommeHvl. [[ns oyeHku 3¢ pexmusHocmu
mecmupyemplx GHMUAPUMMUYECKUX NpPenapamos pekoMeHOyemcs Ucnonws3o8ams caedyroujue
Kpumepuu: npu npuéme aHMuapummuyeckux npenanamos 8 mepanesmuueckoli  0o3e
pezucmpupyemcs CHuxeHue obwezo xoauuecmea K3 Oonee, uem Ha 50% u/unu ymeHwuieHue
Konuuecmea 4acoe 8 Cymku, 8 meueHue KOmMopslx pezucmpuposanace K2 6Gonee, uem 6 2 paza om
makosozo, NPo8ooUBLIE20CS 8 YCI08USIX OMCYMCMBUs AHMUApUmMMu4eckozo aeueHus. IlapaniensHo ¢
2MUM Y NAYUEHmMo8 J0JIHHO pezucmpuposamsCcsl yMeHblUleHUe Koauuecmea napHoix K3 8 10 pas u
6oJ1ee, a make nonHoe ycmpaerue npobexcex JKT.

*%
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e HasHaueHMue amMmomapoHa™* wiM KOMOMHALMM aMUOApoHa** ¢ GeTa-aApeHOBIOKATOPaMMU
peKkoMeH10BaHO Tpyu Hanuuuy npuctynos JKT/OXK y nmaunueHToOB co CTPYKTYPHOI MMaTonoruei
cepaua win auchyukimein JDK, et oHM OTKasbIBalOTCs OT umIiuiantauuu VKI*** nmu6o ara
oriepaliyst He MOKET ObITh BbITIOJTHEHA M0 KaKUM-1160 Apyrum mpuunHam [140, 141].



EOK IA (YYP A, VA 2).

Kommenmapuii. Y nayueumos, Hy#cdarnwuxca 6 nepsuuHoli u emopuuHoti hpoguiakmuke BCC,
amuooapoH™* unu ezo KOMOUHUPOBAHHOE NpuMeHeHue ¢ Oema-adpeHoOI0Kamopamu seasmcs
eduHcmeeHHoll 1ekapcmeeHHoll anvmepHamugoti UK/[*** cnocob6Holl npedynpexcoams 803HUKHOBEHLIE
JKT/PXK u ysenuuusams NpooOJIHUMENbHOCMb HU3HU nayueHmos. IlepeueHs npenapamos,
DEKOMEHOOBAHHBIX ONsl  JleUeHUus Heayo0ouKo8vlX apummuil, ¢ YKA3aHueM UX CMAHOApmMHbIX
mepanesmuueckux 003, npedcmasnex 6 IIPUJIOJKEHUU A3, mabauya A3.1.

e AHTMapuTMMUueckuii nmpemapar Ib knacca (#beHUTOMH™*) peKOMEHIOBaH B KauecTBe CPeCTBa
«BTOPOV NMHMUM» MPU 4dacThiXx penmayubax JKT/@X y manmueHTOB €O CTPYKTYPHOVM MATOIOTMeit
cepAiia ¥ WMMIUTaHTMpoBaHHbIMM WKIO*** mipu HemocraTouHoii 3ddekTBHOCTM 6GeTa-
aZgpeHo06I0KaTOPOB, COTAI0NA™* 1 aMMuomapoHa™*, a Takke IPY HEBO3MOKHOCTM MX MpUEMA B
CBSI3M C aOCOMIOTHBIMM IIPOTMBOIIOKA3aHMSIMM WM TSDKEIBIMM IMOGOUHBIMM b deKkTaMm
neyeHus. #heHUTOMH™* peKOMeHIYyeTCs IJIsl AJIUTeNbHOTO MpuémMa BHYTpPb B fo3ax 200-400 mr/
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cytku (i B go3e 900-1200 mr, pa3feneHHOV Ha TpU BBeleHUs C TlepepbiBOM B 12 yacoB (10
MosgB/IeHMsT  Hucrarma)). llepeyeHp MpenapaTtoB, pPeKOMEHJIOBAaHHBIX JJIsI  JIeUeHUS
SKeTyI0YKOBBIX apUTMMIA, C YKa3aHMeM MX CTaHIAPTHBIX TepaleBTUYeCKMX 003, IIPeICTaBIeH B
MMPUMJIOXKEHUU A3 [153, 142, 143, 144, 145, 146].

EOK mer (VYP C, VII]I 4)

e Jleyenne mnaunyeHTOB ¢ Tmaporcusmamy JKT/OXK [o/mKHO NPOBOOUTBHCA TapaVIeNIbHO C
BBISIBIEHMEM M YCTpPaHEHMEM WHIMBUAYAJIbHBIX TATOTEHETHUECKNX (AaKTOPOB, JEXKaAMUX B
OCHOBE BO3HMKHOBEHMS apUTMMUecKux npuctynos [120, 124, 147, 148, 149].

EOK IC (YVP A, V]I 2).

Kommenmapuii. TlomeHyuansHslMu  namozeHemuuecKUMu  gakmopamu,  nposoyupyrowumu
603HUKHOoBeHue JKT, senawmcs apummozeHHoe delicmeue  J1€KAPCMBEHHbIX  Npenapamos,
27IEKMPONUMHble HAPYUWEHUs! (2UNOKATUeMUSL, 2UNOMAZHUEMUs) U 0CMpas uwemust Muokapod.

KYIIMpOBaHMe YCTOﬁ‘IMBBIX IMapoKCU3MOB )KEJIY,HO‘IKOBOﬁ TaxXuKapanum

Anroputm KynupoBaHus mnapokcusmoB KT nipencrasinen B Ilpunoxkenunm b (cxema 1). [To3bl
pernaparosB [ KynupoBaHnus napokcusmos JKT npencrasiens B [IPUJIOKEHVN B2.

e [Ipu ocraHoBke KpoBooOpamieHuss (KT ¢ orcyrcTBuMeMm myiabca win OXK) pekKoMeHAyeTCs
He3aMe[IUTeNbHOe  IpOBeleHMe  KOMILIeKca  CepAevyHO-JIETOUHbIX  peaHMMalMOHHbIX
mepornpustuii (CJIP) [150, 151, 152, 165].

EOK I C (YVP A, VA, 2).

¢ [Ipu ocraHoBKe KpoBoo6GpatieHus:t KT ¢ oTcyTcTBMeM mynbca uin OXK) KIroueBbIM 3JIEMEHTOM
peaHumanuu (T. €. OAHO3HAYHO PEKOMEHIIOBAHHbBIM) SIBJSETCSI SKCTpeHHasl 3JeKTpuueckas
nedubpwisuys cepaua [150, 151, 152].

EOK I C (VVP A, VI 2).

e [Ipu ®X/KT c oTCyTCTBMEM ITy/IbCa TOCTIE TpeX Hed(POhEKTUBHBIX PaspsmoB aAebuOopwIIsSTOpa
PEKOMEH/IOBAaHO BHYTPMBEHHOe OONIOCHOE BBemeHMe ammomapoHa™* 300 Mr Ha ¢oHe
nponomkenuss CJIP ¢ 1enbio MoOBbIIeHMS 3GQ(MEKTUBHOCTY TPOBOAMMBIX peaHMMalMOHHbIX
MepOTIPUSITUiL U penynpexaeHns: HemenjieHHbIX periuanso XXT/DXK. [150, 153, 154, 155, 175]

EOKIA (VYP A, VI 2).

%k

Kommenmapuii. Bsedenue dononHumenvHslx 150 me amuodapoHa
HeapexmusHbIX paspaoos deubpunismopad.

peKkomeH008aHo nocae 5
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e BHYTpPUBEHHOE BBe[EHMe JIMJOKauHa
He3(hdEeKTUBHOCTY AeUOPWIISIIUMA WIM HENPEPhIBHOTO PEIVAMBUPOBAHUS ApPUTMUU IS

Ha ¢one npomomkerus: CJIP peKOMeHIyeTcsl B Cryyae

TIOBBIIIEHNS MIAHCOB KynupoBaHusa OXK u npenynpexneHns HeMenaeHHbIX penuansoB XXT/OXK
B CTyJae, eCiM aMMOIapoH “* HegocTytieH. [154, 155, 156, 157].

EOK IIaB (VVYP A, VO] 2).

e BHyTpuBeHHOe BBeleHMe dnuHedprHa™* 1 Mr Kaxkaple 3—5 MUH. I0C/Ie BBeIeHNsI [1epBOii TO3bI
peKkoMeHI0BaHO B xofe okaszaHus CJIP, mo BoccraHoBeHUST 3¢ (dEKTMBHOIO KPOBOOOpaleHus,



HEe3aBYCHMO OT PUTMAa, COITPOBOXKIAIOIIET0 OCTAHOBKY KPOBOOOPAIIEHMSI, C 1[I0 TIOBBIIIEHNUS
3¢ GeKTUBHOCTM TPOBOAMMBIX PeaHMMAIMOHHBIX MeporpusTuii [150, 157, 158, 159, 160]

EOK IIb A (YVP C, VI 5).

Kommenmapuii. 1o daHHbIM KAUHUUECKUX UCCTIE008aHULL, npuMeHeHUe 6oJiee 8bICOKUX 003 hpenapama
He 061adaem npeumyuiecmeom no CpasHeHuo co cmarHoapmmoti 0o3oti 1 me.

Bpems 8gedeHust nepeoii 003bl InuHeppuHa™* 3asucum om cepoeuH0z0 pumma, conposoxdaoulezo
0CMAaHo8KY Kp0800opaujeHus:

- npu pummax, noodiexawjux oeQubpuiiayuu wiu Kapouosepcuu, nepeas 003a dnuHeppuHa**
8600uUMCcs nocie mpex Hea(pGekmueHsIX pasps0os depubpunismopa;

- Npu pummax, He NOONEHAUUX JIeUeHUID pa3pssdom Odepubpuiisimopa (1eKmpomexaHuueckas

duccoyuayus u acucmosnus) nepeas 003a NuHePpuHa** 8eooumcst HemedJleHHO NOCae YCMAaHo8Ku
8HYymMpugeHH020 docmynd.

Beedenue nexkapcme He 0omucHO npepwvisames CJ/IP u 3adepicusames makue 8Mewamenbcmed, Kax
deubpunnayus unu kapouosepcusi.

e OKCTpeHHasl d/MeKTpuueckas Kapauosepcusi pekomeHzoBaHa npu KT, compoBoxparmoolerncs
OCTPBIMM  HapylIeHMSIMM TeMOOMHaMMKM (CMMIITOMHAsl apTrepuanabHas TIMUIIOTEH3MUS,
CUHKOIIaJbHOE/TIPECMHKONATIbHOE COCTOSIHME, MPU3HAaKM OCTPOi MIIeMUM MMOKapha, OTEK
nérkux / ocrpast CH) [150, 151].

EOK IA (VVP B, V]I 3).

e [Ipy oxkasaHMM HEOTJIOKHO} MeAMIIMHCKOJ MOMOLIM MapOKCU3Mbl TaXMKapOuM C UIMPOKUMMU
komruiekcamu QRS pexomeHnyeTcs paciieHuBaTh Kak JKT 3a McKiIodeHMeM CUTyaluii, KOrha
IynarLos HamkenynoukoBoy taxmukapaum (HXXT) He BbI3biBaeT comHeHus [169, 170, 171, 172,
583].

EOK IC (YVP C, VAI]I 4).

Kommenmapuii. Humepnpemayus maxukapouu ¢ wupokumu kKomnaekcamu QRS  kak
HaO0x#esy0ouKo8oll MoJibK0 Ha OCHOBAHUU OMCYMCMBUsL 0CMPbIX HapyuleHUll 2eMOOUHAMUKU 516]11emcsl
pPAcnpoCMpaHéHHOl  KAUHUYECKOU OowubKol. AHmuapummuueckue cpeocmed, Uchosib3yemole OJs
kynuposarus XXT, apgexmusHol u npu HXXT, 8 mo epemsi Kak npenapamol, npumeHsemvie Ons
kynuposarus H)XKT (#eepanamuni™*) mozym 8vl3vi86amp CHUXCEHUE apmepuanviozo dasneHus (A) u
npugoodums K 0CMpsLM HAPYUWeHUIM 2eMOoOuUHamuku y nayuermos ¢ KT.

e BHyTpuBeHHOe BBemeHue IIpokamHamMupa™* pekKoMeHAYeTCs /ISl KyMMPOBAaHMS MAapOKCU3MOB
JKT, mpoTrekaromux 6e3 OCTPbIX HApyIIeHMit reMoguuamuky [171, 172, 173].

EOK Ila A (VVYP B, VIITI 2).

e BHyTpuUBeHHOe BBelleHre AMMomapoHa™ peKoMeHIyeTcsT sl KymMpoBaHus mapokcu3moB KT,
MPOTEKAIIINX 6€3 OCTPhIX HApYyIIeHN T remoauHamMuku [173, 174, 175, 176].

EOK IIbB (YVP B, VI 2).

e BuyTpuBeHHOe BBeleHMe OeTa-aapeHo610KkaTopoB (MeTompoaon™™, IcMOoII0a) peKOMeHIYeTCst
Ui KyNMPOBaHMS M MpefoTBpalleHus HenpepelBHOTO peuynpmBupoBanus JKT/DXK|
MIPOBOLIVIPYeMO¥t uiemueit mmuoxrapaa [179, 180, 584].

EOKIIAB (YYP A, VO 1).

e BHyTpuUBeHHOe BBe[leHMe #Bepanammia™* pekoMeHmyeTcs Ajist KynupoBaHus XKT, HO TOIBKO B
clydae, eIy AMarHos #BepanaMuia-uyyBcTBuUTenbHONM JKT He BbI3biBaeT comHeHuii [179, 180,
181, 182, 183, 184].

EOK IB (YVP C, VAIJI 4).

Kommenmapuii. Oco6oii, He uacmo ecmpeuatroujetics popmoti napoxcusmanvbHoli moHomopgHoti KT
ae5emcst pacyukynapHas 1esoxcesry0ouKkosds maxukapous, 8 0CHO8e KOMOpOU JeXUm MexaHu3m
no8mMopHoz0 8X00a 80JIHbl 8030yHcdeHUs (Teentry) ¢ yuacmuem 6 yenu YUpKyasayuu 807HbL 8030YHOeHUS
3a0He-HUXCHez20 pazeemsieHuUs Jieeoli HoXKuU nyuka luca (uHzo0a nepedHe-eepxHez0 pa3eemeieHusl).



Komnnexcot QRS 80 8pems napoxcusma umeiom KOHpuzypayuio, XxapakmepHyr ons 0610kadsl npasoti
HoxKu nyuka I'uca ¢ omknoHeHueM 327eKmpuueckoli ocu cepoya 671e80. Yuacmue NpoKCUMANbHBIX
cmpykmyp cucmemol Tuca-ITypkuHse 8 opMuposaHuu MexaHusmMa maxuxkapouu s18asemcst NpudUHoti
dpyeux ee ocobeHHocmeli: 1) npodonxumensHocmes Komnaekcos QRS pedko npesviuiaem 120 mc; 2)
napoxcusmsl  Mo2ym UHUYUUPOBAMbCA He MONbKO  HeaydouKossiMu, HO U hpedcepoHbiMU
aKkcmpacucmonamu [npedcepOHsiMu dKcmpacmumynamu 6o epems IDU]J; 3) #gepanamun 6vicOKO
apexmuser 8 Kynupogaxuu 3moti maxukapouu [no 3mum npuuuHam ee 00603HAUAOM MAakxice Kax
«#eepanamun-uyscmeumenvhyo JKT», a 6HYmpuseHHoe NpuMeHeHue #8epanamunda CIy#um He
MOoJIbKO CNOCOO0M YCMPaHeHUs NAapoKCcU3MO8, HO U C80e00PA3HbIM OUAZHOCIMUUECKUM JIEKAPCIMB8EHHbIM
mecmom, HAO0eXHO NnoomeepxoarnujuM UMEeHHO makol mexaHusm maxuxapouu]; 4) omuemusstii
aHamomuueckuii cyocmpam KT - 3a0He-HUMHSAS 8em8b J1€80L HOMKU nyuka Iuca, Kak yuacmHux yenu
pueHmpu, - 30HA B8bICOKOIPGekmueHoli kamemepHoli abrayuu npu 3moii Gopme maxuxapouu.
DacyukyIIpHAas 1e8oxeny0ouKos8as maxuxapous 6visesemcs, Kak npasuo, y MOJ00blX Jul, He
UMenWUX NPU3HAKO8 0p2aHuueckozo 3abosesauus cepdyd, Ymo NPUHYUNUAJILHO omaudaem ux om
nodasnsioujezo 60bWUHCMBA Opy2ux nayueHmos ¢ napoxcusmamu KT, u no msaxiecmu KAUHUUECKUX
nposieieHutl npucmynos, u no npo2Ho3y H#cusHu ¢ nosuyuu pucka BCC.

#Bepanamun™* moxem 8bl3618amb CHUMeHUe Al u npusodums K OCMPsIM HAPYWEHUIM
2eMOOUHAMUKU, NO3MOMY NPOMUBONOKA3AH nayueHmam copyeumu gopmamu XKT.

e BHyTpuBeHHOe BBeJeHMe #TpudocageHnHa pekoMeHayeTcs A/t KynuposaHus JKT, HO TONBKO B
ciyvae, eciiv IMarHo3 afjeHo3uH-uyBcTBUTenbHOI JKT He BbI3biBaeT coMHeHMit [185, 186, 187].

EOK I C (VYP C, VO], 5).

Kommenmapuii. YyscmeumenvHoli K #mpugocadeHuHy seasemcs maxukapous, ucxodsujas u3
8bIHOCAU[E20 MpaKkma npasozo xenyoouka. [Ins makoii maxukapouu mMunuyHel XapaxmepHas
Mopgonozus komnaekcod QRS Ha OKI, uacmoma pumma 80 8pems maxuxapouu 8 npedenax om 100 do
150 6 munymy, HenpepbvigHoe peyudusuposaHue. I'opaszdo pexe aHanouyHas gopma maxukapouu
Moxcem 603HUKAmMy 8 evlHocsiwem mpakme JDK. ITomumo #mpugocaderuna, daHHwsle Gopmbl
maxukapouu makce s18J1s110MCs Uy8CMEUMeEbHbIMU U K #6epanamuty ™™

#mpugocadeHun Moxem 6vi3blames CHuXeHue AJl u npueodums K OCMPbIM HAPYUWIEHUM
2eMOOUHAMUKU, d MAK¥Ee NOMEHYUposams «peHomeH 00Kpadvi8aHus» u Ycyeyonsame UUWeMUI0
Muokapda, no3momy npomueonokasaH nayuenmam ¢ opyeumu popmamu XKT.

JleueH1e KeTYAOUYKOBBIX apUTMMI IIPY OCTPOM KOPOHApPHOM CMHApOMe

K3 u nHeycroitumpast KT yacto ormeuaroTrcs y nmauyeHToB ¢ OKC, oco6eHHO BO BpeMsI TepBUYHOTO
KOpOHapHOro BMmelmaTenbcTBa npu WM ¢ nogbemom cermeHta ST (Tak Ha3blBaeMble
penepdy3mnoHHbIe apuTMun). OHM PeIKO TMPUBOAST K HAPYIIEHUIO TeMOIMHAMUKYU U He TPeOyIoT
crienbMUIecKoil Tepanuu. JIUTeNTbHO COXPAHSIOMASCS M YacTasl JKeTyIOUYKOBasl SKTOIMMSI MOKET
CBUJIETEILCTBOBATh O HEOOXOOMMOCTM JajabHEIIell peBacKyIsapusanyum (Harpumep, MOBTOPHOI
aHrnorpadmn/IpeckokHOTO KOPOHAPHOTO BMemiaTenbcTBa) [56, 57]. Ecmm HeycroitumBas KT
COTIPOBOKIAETCS HapyllleHeM reMOIMHAMMKM, CJieflyeT pacCMOTpeTh Ha3HAaueHue amMuojapoHa™™
(300 Mr BHYTPMBEHHO CTpYyiiHO) [26]. TToBTOpHast croiikasi KT, 0oco6eHHO MOIMMOPHHOTO
xapakTepa, i moBropHas ®XK MOryT ObITb MPU3HAKOM HEIMOTHOI perepdys3uu WiM BO3BpaTa
OCTpOil mmemMmuu. B TakmMx caydyasix caegyeT pPacCMOTPETb BBINIOJIHEHME 3KCTPEHHOI
KopoHaporpaduu. I[MoBropHas mnonumopdHas JXT c¢ mepexogom B @K MoxkeT oTBeuaTh Ha
Tepanuio OeTa-aapeHO6J0KaTOpaMiM. YMeHbIIeHMI0 uuciaa 3mm3omoB KT wmmm @K Takke
Crocob6CeTByeT ImyboKasi cemanus. [Iyast 6BICTPOro MOAABIEHNSI TeMOOMHAMUYECKM 3HAUMMBIX KA
MOYXHO MCIIOTTb30BaTh ammogapoH™* (150-300 Mr BHYTPUBEHHO CTPYITHO).

e JIpuMeHeHMe ApPyrMx aHTUapuUTMmM4eckux mnpenapatoB npu OKC (Hanmpumep, nmpokamHamMup,
nponiadyeHOH) He PEKOMEHIOBaHO [26, 74].

EOKIII A (YVP C, Y1, 5).

¢ C mesnbio mpodmmakTyky XKA y maiMeHTOB CO CTPYKTYPHOI MAaTOMIOTHEN Cepila peKOMEeHIyeT s
Ha3HauaTh OeTa-aIpPeHoOI0KATOPHI [26, 73, 74, 88, 135, 191, 393].

EOK I A (YVPA, VI 2).

¢ HasHaueHue 6eTa-aApeHOOIOKATOPOB BHYTPH AJist mpodmnaktuku JKA n BCC pekoMeHI0BaHO
s Bcex nanyeHToB ¢ OKC BO BpeMsl rocnmTanmsalyuyu M IMOCAe BBINMCKU, IIPU OTCYTCTBUU
npotuBonokasanmii [188, 189, 190].



EOKIIaB (VYYP A, VI 1).

¢ JleueHue GeTa-agpeHOGIOKATOPAMIM PEKOMEHIOBAHO IIPY MOBTOPHBIX SIMM30aX NOIMMOPHHOIA
KT [27, 62, 73].

EOK I B (YYP C, VII]I 5).

Kommenmapuii. Medukamernmo3Hass mepanus ycmoiiuueoli KT donicHa Obimb HanpasieHa Ha
MAakcumansHyr cumnamuueckyw 6aokady [190, 191, 192]. B uccrnedosaruu MADIT-1I y nayueHmos ¢
HUKIT***% nonyuaswiux maxkcumanbtole 003bl Gema-adpeHob10kamopos, HAG00anu CyujecmeeHHoe

YMeHbllieHUe Yucaa nosmopHsix anu3zodos KT unu @K, mpebosasuwiux emewiamenscmea UKI*** no
CpasHeHUI0 ¢ nayueHmamu, Komopele He noyuanu 6ema-adpeHobnokamopot [190, 191, 192].

Zo6asneHue amuooapoHa™™* He ysenuuusaio 8slHu8aemMocms 8 zpynne KOMOUHUPOBAHHOLU mepanuu no
cpasHeHuio ¢ epynnoti, 20e nayueHms! NOJy4anu mojvko cmandapmuyro mepanuw CH [190, 191, 192].
Jleuenue  amuodapoHom™* @  couemaHuu ¢ Oema-adpeHobIOKAMOPAMU  CONPOBONOANOCH
CyluecmeeHHbIM YMeHblleHUem pucka cpabameiearuti UK *** no cpasHenuio ¢ moHomepanueti 6ema-
adpeHobnokamopamu u ¢ moHomepanueli comasnonom. OOHAKo 6 e2pynhe comajnond u 8 zpynne
KOMOUHUPOBAHHOL mepanuu amuo0apoHom™* u 6Gema-adpeHobI0Kamopom 0Oblia 8bille uacmoma
ommeHbvl npenapamos. Tak, uacmoma ommeHsl ucciedyeMozo npenapama uepe3 1 200 om Hauala
neueHuss cocmasuna 18,2% ona amuodapona™*, 23,5% adna comanona u 5,3% ona 6ema-
adperobnokamopa. B uccnedosaruu SCD-HeFT nauuexmest ¢ ducyukyueti JDK u CH @K II unu IIT no
NYHA nonyuanu cmaxdapmuyio mepanuro CH, cmandapmuywo mepanuto CH 6 couemauuu c
amuodapoHom ** unu cmandapmuyro mepanuio CH 6 couemanuu ¢ o0OHokamepHsim UK*** [127, 118].

o [IpumeHeHNMe aMMOZAPOHA™** PeKOMEHJOBAHO /ISl yCTpaHeHus] cMMITOMOB JKA y maiMeHTOoB

nocie VIM, ogHAaKOo Takasi Teparnysi He BIMsIET Ha ITOKa3aTeIn CMepTHOCTH [27, 62, 125, 126].

EOK - Het (YYP A, VI 2).

e BHYTpUBEHHOE BBeIeHMe aMMUOZApOHa™* pPeKOMEeHJOBAHO [Jis JiedeHus moammopdHoit KT,
aCCOIMMPOBAHHOII C OCTPBIM KOPOHAPHBIM cHApOMOM [121, 125, 125, 137, 140].

EOKIC (YYPC, VO] 3).

o Koppexiusi HapyIIeHni 37eKTPOTUTHOTO 6ajlaHca peKOMeHI0BaHa MalyieHTaM ¢ TOBTOPHBIMU
smm3omamu KT wim OXK mist KynupoBaHus ¥ TPOOWIAKTUKM MPUCTYIIOB aputMum [147, 191,
193].

EOKIC (YYPC, VO 2).

e BHyTpuBeHHOe BBeIeHMeE JIMIOKaMHA** PEeKOMEHIOBAHO I JIeUeHMSI TTOBTOPHBIX SIM30/0B
croiikoit KT wnmm @)K, He oTBevalolieii Ha Tepamuio 6eTa-aapeHO6GIOKATOpaMM WU

aMMOIapOHOM™** a TaKkKe MPY HaIUMYMM MTPOTUMBOIIOKA3aHMIA K JIEYeHUI0 aMMuoapoHOM™**[155,
195, 578].

EOKIIb C (YYP A, VO[T 2).

HemMmenukamMmeHTO3HbIe MeTOAbl JeueHus KT

dnexTpudeckas 1eGuOPMIIISINS. DIeKTPUIecKasi CTUMYJISILIVAST

e DKCTpeHHas eKTpuUecKasi KapauoBepcus miy nedubpuisuys peKOMeHI0BaHa NaleHTaM C
yeroitunBoit JKT wim @K nist KynmupoBaHus mpuctyna aputmum [27, 62, 150, 151, 152, 195].

EOK I C (VYP A, VII]I 2).

Kommenmapuii. Ecnu ocmaHoska cepoua npousouiia 8 JieuebHoMm yupexcoeHuu, Heo6Xo0umo cpasy
8bINONIHUMb 0eUOPUNIAYUIO, NOCKOTILKY 8 IIMOM Clyude @blule 8epOSIMHOCMb M020, UMo NPUUUHOL
ocmaHosKku cepoya 6Govlia cmolikas xceayooukosas maxuapummus. Ilpu amom Oe@ubpuiiayuio
HAuUHawom ¢ MAaxkcumansHoli MoujHocmu. [Ins seuebHblx yupexioeHull cambiM YOOOHbIM 8apUaHmoMm
q8810MCcs  nonyasmomamuueckue 0eubpuinamopsl. BHympuseHHoe 88edeHue amuodapoHa™**
nossliwaem 3gpexmusHocms depubpunisuuu u/unu npedomepauiaem nosmopHsie 3nu300st KT unu
@)K 8 ocmpolx cyuasx.

e DJjleKTpMUecKasl KapAuoBepcus peKOMEeHIOBaHa IMaiMeHTaM ¢ MoHoMopdHoii KT wu
HeCTabMIbHOM TeMOOMHAMMKON [JIsl KYIMPOBAHMS IIPUCTYIIA apUTMUU M BOCCTAHOBJIEHMS
addekTUBHOI cepreuHoit nesitenbHoctr [150, 151, 152, 193, 194, 195].



EOK IC (VVP A, VI, 2).

DneKkTpuUyeckass KapAuoBepcusi peKoMeHayeTcs [MJis KynupoBaHusi rmapokcusma KT, He
COMPOBOXKIAIOIIErOCST  OCTPHIMM  HApYIIeHMSIMM —TeMOAWHAMMKM, TIpu HeddDdheKTuBHOCTU
AHTMAPUTMMYECKON Tepamnuy, IPOTUBOIIOKA3aHUM K UX IPMMEHEHMIO, a TaKke B Caydyae, eciau
JIevaluii Bpad U MauyeHT OTAAIOT MPeIIIOUTeHe STOMY CITOCO6y BOCCTAaHOBIEHNSI pUTMa [26, 27,
57,65, 196].

EOKIIb C (YVYP C, VA1, 5).

e Vyamaromasi CTUMYJ/ISIINS JKeTyJOUYKOB PEKOMEHI0BaHa IJIsl KypoBaHust MoHomMopdHoit XKT
U TpeIeTaHus KeJYOOYKOB M BOCCTAHOBJEHMS 3D(MEKTUBHON CepheuHoii mesTenbHOCT [197,
198, 199, 200].

EOKIIa C (YYP C, VO] 4)

Kommenmapuii. KpamkospemeHHAst «3a1no8as» CMUMYAAYUs Henyo0oukos «naukamu» u3 8-10
uMnynscos ¢ uacmomoti, npessiuiaroweti yacmomy JKT (burstpacing) ons Kynuposaxust MOHOMOPQHOT
JKT moxem Obimb npogedeHa C UCNONb308AHUEM CUCMEMbl 8peMEeHHOLI MPAaHC8EHO3HOL CMUMYIyuU
cepdya (npu Hanuuuu YyeHmpanbHozo 8eHO3H020 docmyna), aub0 ¢ NOMOUWbI0 UMNJIAHMUPOBAHHBIX
ycmpoticme (anekmpoxapouocmumynsimopos *** Kapouosepmepos-0epubpunisamopos ***
umnaaumupyemolx CPT-ycmpoiicms). danuwiii memod Hed(p@ekmusen dns kynuposavus XK u

nonumop@Hoti JKT muna torsade de pointes.

¢ TpaHCBEeHO3HAs KaTeTePHAasl yyallaloniasi CTUMYJISIIVS TI0 TUITY «OBEPApaiiB» peKOMeH/I0BaHa B
TOM CjIyyae, e BO3HMKAIOT 4YacTble MOBTOpPHbIe 3mu3ozibl JKT, HeCMOTpsT Ha JieueHue
AHTUAPUTMUYECKVMU TIperapaTtaMu, a KaTeTepHas abiaius y JaHHOTO MalliieHTa HeBO3MOKHA
[197, 198, 199, 200].

EOKIC (YYPC, VO 4).

e BpemeHHass TpaHCBEHO3Has CTUMYISLMS pEeKOMEeHJOBaHa IMalMeHTaM C CUMIITOMaMu
CMHYCOBOJi OpamgyKapany Ijst TpoduUIakTUKM BO3HMKHOBeHMS JKT/®XK, HeCcMOTpst Ha JieueHue
TperapaTamMy C IOJI0KUTEIbHBIM XPOHOTPOITHBIM 3ddekToM [27, 57, 62].

EOKIC (YVPC, VIA 5).

L4 BpemeHHaﬁ TpaHCBeHOBHaH CTI/[My.T[SILU/IH pEKOMeH,E[OBaHa rnangMeHTam ¢ CMMIITOMaMU TH)Ke]'[Oﬁ
AB-6510KafipI 6€3 CTaOMUIBHOTO 3aMeIlaloIero puTMa sl Mpo@IaKTUKY BO3HUKHOBeHMs XKT/
O [27, 57, 62].

EOKIC (YVPC, VO 5).

Xupyprugeckoe neuyenue JXT

Xupypruueckyuie MeTOIbl B IIEPBYI0 Oouepedb IOKa3aHbl MalyieHTaM, MAYIIMM Ha OIlepaluio Ha
OTKPBITOM CEpZIle, a TAKKe IMalyeHTaM, Y KOTOPBIX APYyTie CII0CO0bI IeUeHusT He Jalay JOKHOTO
pesyibTata. K XUpypruyeckuM MeTOmaM JIeUeHMS SKeJTyIOUKOBbIX HAPYIIEHUI PUTMa OTHOCSITCS
abmanys 1 pe3ekius SHA0Kapaa. Xupypruueckast abiamys MOXKeT BIIOTHSITHCS 9HIOKAPAMAIbLHO
U 3MUKAPOMATbHO TOKOM BBICOKOJ YaCcTOThI (PaiX0YacTOTHAS abialys) Uan C TIOMOIIbI0 HU3KUX
TeMIepaTyp (Tak HasbiBaemasl Kpuoabsamust). Jlokanmusamus 30H JKA mo/mkHA ObITh BBISIBJIEHA C
romMoribio DPU o orepauuy ¥ yTOYHEHA ITPY MPOBEIEHNY KapTUPOBAaHMS BO BPeMs OIepalnn
Ha OTKPBITOM CEpAIIE.

e Xupypruueckass abiaiys, BBIOJHsSIEMas B CIEIMaJM3MPOBAHHBIX LIEHTPAX C 00s13aTeTbHBIM
9/IeKTPODU3NONOTUYECKMM KapTMpPOBaHMEM [JO U IIOCjae OIepauuy, peKOMeHIOBaHa
manyeHtam ¢ pedpakreprnoit KT, He OTBevalolleii Ha Tepamuio aHTUAPUTMUYECKUMMU
mpernapatamMy, IIpM HEYCIIeNIHON IIOMbITKE KaTeTepHOi abmanuu O KyIupoBaHUS U
npodumnakTuky BosHuKHOBeHUs JKT/DXK [203, 204, 205, 206, 207].

EOK I B (YVP C, VO] 4).

Kommenmaputi. OcHo8Hble MexXHUKU Xupypauueckoli abnayuu Jieeiiu 8 0CHO8Y MemooduK KamemepHoli
abnayuu, 8KI0UASL OMHOCUMENbHO HOBYH MeXHUKY modugukayuu cyocmpama [206, 207, 208].

e DHJOKAapASKTOMMSI BO BpeMsI XMPYPrMUeckoli PeKOHCTPYKUMM JieBOro >xemypouka (XPJDK)
peKoMeH/IOBaHa Tal[MeHTaM C MOCTMHGAPKTHON aHeBPU3MOIl jeBoro kemymouka (AJDK), y



KOTOPBIX JMArHOCTMPOBAHA JKeTYAOUYKOBAs TaXMKapAMS IJIST KYMMPOBAHUS U MPODWIAKTUKA
Bo3HukHoBeHus1 XKT/DXK [201, 202, 206, 207].

EOK IIa A (YVP B, VI 3).

Kommenmapuii. Pe3exkyus s3Hdokapda nokasaHa nayueHmam, HanpasieHHsim Ha onepayuio XP/DK, y
Komopuwix duazHocmuposara JKT ¢ nomowwbio eHympucepoeunozo SDPH Ha doonepayuoHHoOM Imane, a
maxkxe ocmaivHelM nayueHmam ¢ AJDK, komopwvim He nposodunocs IPU, esudy mozo, umo puck
passumus JKT y nayuenmos ¢ nocmuHgpapkmuoti AJDK cocmasnsem 50%.

e [lamuenTtam mocie onepanyuyu XPJDK ¢ mamynupyemoit KT pekomeHoBaHa ycTaHOBKa MK ***
B paHHeM nepuoge A1 KyrmmpoBauus anm3on0B JKT/OXK nocaite onepauyn [91, 202, 203].

EOKIIa B (VVYP A, VO 2).

Kommenmapuii. B pside ciyuaee nocie cyomomasivHoli dHOOKapOdIKmomuu u/uinu abaauuu npu
eHympu-cepoeuHom IPU dokymenmupyemcs peyudus KTy 2,5-20% nayuermos, uacmo 8 nepgsie 90
OHeti [202, 203].

AHTHapuTMMUJeckye yCTpoyicTBa. UMIJIaHTHUPYyeMbIVi KapauoBepTep-
nebuopuanaTop

VIMIutaHTUpyeMblit KapauosepTep-gedubpmwiisitop (MKI***) — ycTpoiicTBO, mpemgHasHavYeHHOe
JIJISI TIPEPbIBAHMSI XKM3HEYTPOXKAIOMIVX apUTMMUIA C LieJIbI0 ITPeIoTBPallleHs] BHE3aITHO CepAevuHoit
cmeptu (BCC) [204]. IIpumenenme UKI*** B mpodunaktuke BCC OCHOBaHO Ha apUTMMUYECKOM
mexaHusMe pa3sutus BCC. BoccTaHOB/IeHME CMHYCOBOTO (MJTM TIOJJIEXaIller0) pUTMa MPOUCXOAUT
C TOMOIIIbI0 HAHECEHMS JIEKTPUUYECKOTO Paspsiia B HECKOIbKO IECSITKOB KOYIIE, 160 Mmauek
JIEKTPUYECKUX CTUMYJIOB, KOTOpbIe SIBJITIOTCS 0e3060/e3HEeHHbIMM IS TalieHTa WU
sHepreTuuecky MeHee 3aTpaTHbiMu. VKII*** ciemyeT paccMaTpuBaTh KaK OCHOBHOE CpeICTBO
MepBUYHONM M BTOPUYHON NPOoOUIAKTUKM BHe3alHOi cepmeuHoit cmeptu [205, 209].

VIMIutaHTanys 06bIYHO TTPOBOIMUTCS IOl MECTHOI aHecTe3ueii.
[TokasaHus ¥ IpoTUBONOKa3aHus K umriantauumu UK

VK[ ¢ 1enpi0 BTOPUUYHON MPOPWIAKTUKY BHE3AIMHON CepHevyHOoit CcMepTu (BTOpUYHAs
npodnIaKTUKa BHE3AITHOM CepAeuHOi CMepPTH)

o MmmnanTtanusg UKI*** pekomeHmoBaHa MamyeHTaM ¢ HoKymMeHTMpoBaHHOI DK wmmu KT c
BBIPa’)KEHHBIMU U3MEHEHUSIMU TeMOAVHAMUKU, IIPU YCIIOBUN OTCYTCTBUS TIPEXOASIINUX TPUIUNH
UX pasBUTUS U TTOCIe 48 4 OT MOMeHTa pa3BuUTHS MHpapKTa MMUoKapaa. ITamyeHThl TOKHbI
I10JIy4aTh ONTMMA/IbHYIO MeIKaMeHTO3HYIO Tepanuio [27, 213, 214].

EOKIA (YVP A, VA1 1).

e Mmmmantanusg UWKI***  win BpeMeHHOe IIpMMEHeHMe HapyKHOTO KapauoBepTepa-
nedbubpuIsITOpa peKOMEHI0BaHbI B TeueHMe 40 gHeit mocie VIM y OTAeNbHBIX AalYeHTOB (MIPU
HEIIOJTHOV PeBaCKy/ISIPU3aIlA, TIPEeIIIeCTBYION el AMCHYHKIMY ¥ CHUKeHUY Gpaknuy BpIOpoca
neBoro xenynouka (®BJDK), nosiBnenum aputmmii nocie 48 4 ot Bo3HMKHOBeHMsI OKC,
nommopdHoi XT nm @XK) [210, 211, 212].

EOKIIb C (YYP B, VA [ 3).

e Vmrantaumst UKI*** pekomeHmoBaHa TMamyeHTaM C ycToitunBoii JKT, mpu ymepeHHO
BBIP@KEHHOI OUCOYHKIMMU JIeBOTO Kenymouka (PBJDK meHee 45%), BHe 3aBUCUMMOCTU OT
BO3MOYKHOCTM BBITIOJTHEHUSI KaTeTePHO! abianuu ¥ pesylnbTaToB Mpouenyps [124, 129, 138,
139, 579].

EOK - Het (YYP A, VI 1).

Kommenmapuii. Hmnnanmayus HKI*** nayuenmam ¢ ycmotiuueoti KT conposoxcdaemcs
yeesuueHueM 8blHUBaAeMocmu N0 CPABHEHUI0 ¢ aHmuapummuueckoli mepanueti. Ha cezo0HswHull 0eHob
Hem ucciedoeaHutl, 8 Komopwix 0bl cpasHueanu pesyavmamost UKI***-mepanuu u kamemepHoli
abnayuu 6e3 UKI*** y nayuenmos c¢ ycmotiuugoii XT. Yuumoieas He6onsuioli 00seM OaHHbIX U
8bLCOKYI0 uacmomy peyudugos ycmotiuugoti JXT nocie kamemepHoli abnayuu, ycmaxoseka HK]/]

yenecoobpasua ecem nayuenmam c oucynkyueti JDK (ppaxyus svibpoca < 45%) u ycmotiuugoti XKT.

e Nmmnantanusg WKI*** pekomeHmoBaHa TamyeHTaM ¢ HeycroitunBoii JKT, BoiencTBue
repeHeceHHOro nHpapKTa M1UoKapza, ¢ auchyHkimei jeporo kenymouka (PBJDK menee 40%) u



nHgynupyemoit ycroitumBoit KT win ®©X npu mnpoBeneHuM 371eKTPOGU3UOTOTUIECKOTO
uccnemoBanus [215, 216, 217].

EOK - Het (YYP A, VI 2).
[TepBuuHast mpodiakTHKa BHE3aITHO CepeYHO CMePTH U KeTyL0IKOBOM TaXUKapaUu

B paHIOMU3MPOBAHHBIX UCCIENOBAHNSIX ¥ MeTaaHaIM3ax OGbUIO MTPOAEMOHCTPUPOBAHO, YTO PUCK
BHE3aITHO CepevyHoil cMepTu CBsi3aH ¢ HapyieHueM ¢yHkiuu JDK, a ucnons3oanme UKI*** B
KauecTBe CpeacTBa MepBUUHON mpoduaakTukyu BCC 3HaUMMO BIMSET Ha YPOBEHb CMEpPTHOCTU
IIAHHOJ KaTeropuy MalMeHTOB KaK C UIIeMMUUeCKOi, TaK U C HeUIIeMUIECKOii ee TIpUpomoii [58,
82,216,217, 218, 219, 220, 221, 222, 223, 224, 225].

I1st Bcex TIoKa3aHmii K mpuMeHeHno UK *** peneHue B 10b3y MOCIEHMX IPUHUMAETCS TOTBKO
B Cyyae, KOTJa IPOTHO3MpPyeMasl IPOIO/DKUTENbHOCTb JKM3HM TMAlMeHTa IpeBbimiaer 1 rop.
Heob6xomMMocTh B afeKBAaTHOI peBacKylIsIpu3alMyM MUOKapAa, HapsSAy CO CTpeMyeHueM
PaIVIKaJIbHOTO YCTPAHEHUS aDUTMUH, SIBJISTIOTCS] IPUOPUTETHBIMY TI0 OTHOIIEHUIO K PUMEHEHUIO
UKI***-tepanuu.

Kk

o Vimriantauust UKIO*** ninsa nmepBuuHoit mpodunaktuky BCC He pekoMeHIoBaHa B TeueHue 40
nHeit mocie VIM [27, 58, 62, 82].

EOKIA (VYP B, VII]I 2).

Kk

e Mmmnantauus WK pexoMeHOBaHa [ YyMmeHblieHus pucka BCC mamueHTaM C
nuchyHkimei meBoro xemynouka (PBJDK — 35% u MeHee) 1 cepeuHoii HemocTaTouHoCTbio (11
umu 1[I ®K o NYHA), BcnencTBue nepeHeceHHOTO He MeHee ueM 40 mHeit mocie MHbapKTa
muokapza [124, 129, 138, 139, 579].

EOK IA (VYP A, VO] 1).

sieslesk

e Vmnnantauus K]
redesa, mauchyHkiueir jeBoro xkemymouka (OB/DK - 35% u MeHee) U ceprevHOI
HeJoCTaTOUHOCTHIO, [T num 111 @K mo NYHA [215, 218, 219, 220, 234].

peKoOMeHOOBaHa Yy MalMeHTOB C Kap,U,MOMMOl'[aTVIef;I HenmeMn4yeckoro

EOK IB (VYVP B, V]I, 1).

o Mmmnanrtanus VKI*** pexomenmoBaHa mjs rpodwmiaktuky BCC y manmueHTOB, OKMIAOMINX
TPaHCIUIAHTALMIO Cep/lia BHe JieueOHOro yupexnenus [227, 228, 229].

EOK IIAC (YVP A, VO] 2).
COCTOHHI/IH, IIPpU KOTOPBIX I/IK,H-TepaHI/IH He ITOKa3aHa MM IIPOTUBOIIOKa3aHa:

® MIPOTHO3MPYEMbII CpPOK JKM3HM TIallMeHTOB C YAOBJIETBOPUTENbHBIM (GYHKIMOHATbHBIM
CTaTyCcOM He TIpeBbIlaeT 1 rof, ake eCJii OHM UMEIOT TTIOKa3aHMsl, COOTBeTCTByomme 1-5 VI /I;

® MauMeHTaM, CTPaJalol/M HelpepPbIBHO-PeLUAMBUPYIOLUIMMU JKeTyL0UYKOBbIMU TaXUKaPAUSIMU
v GUOPUILISILIVIEN JKETyIOUKOB;

® [MalMeHTaM C BBIPAKEHHBIMM TIICUXUYECKMMM 3a00/1€BaHUSIMYM, KOTOPbIe MOTYT OBITh
yCyTy6IeHbI MMIUIAHTAIMel TPMO0pa WM TIPEISITCTBOBATh CYUCTEMATUYECKOMY HAOTIOEHNIO;

e MalMeHTaM C XPOHMYECKOJ cepaeuHoii HemocTaTouHocThio IV @K (NYHA), pedpakTepHOii K
JIeKapCTBEHHOI Tepanuiu, KOra OHM He SIBJISI0TCS KaHAMuAaTaMy Ha TPaHCIVIAaHTaLMIo CepALa;

* [alyeHTaM C 0OMOPOKaMM HESCHOTO TeHes3a 6e3 MHAYIMPYEMbIX JKeTYIOUKOBBIX TaXUapUTMMiA
1 6e3 CTPYKTYPHOI IIaTOJIOTUY CEePLIaA;

e B CIyyasX, KOTOa >KeIyIOYKOBAasl TaxuKapaust win GUOPWIISILINS KeTyIOUYKOB SIBJISIOTCS
YCTPAaHMMBIMM PaAMKaIbHO, XMPYPIUUECKN MIIM C ITOMOIIbI0 KATeTePHON abialun: apuTMUn,
cBsa3aHHble ¢ cuHApoMom BIIB (WPW), Taxukapauyu u3 BbIBOLHOIO TPAaKTa JKEIYyLOUKOB,
dacuykynspabie u uayonatudeckue KT, MpU OTCYTCTBUYM CTPYKTYPHOI NATOIOTUM CEPATIA;

® MalMeHTaM, Y KOTOPBIX MMU30], KeJTyJOUKOBOI TaXxMapUTMUM BO3HUK BCJIE[CTBUE MPEXOASILINX
MM  0OpaTMMBIX PACCTPOVICTB (HAIpuMep, OCTPhIii MHGAPKT MMUOKapaa, HapyleHue
9JIEKTPOINTHOTO OasiaHca, MobouyHble 3(D@EKTbhl MeAMKaMEeHTOB, TpaBMa), KOTHA KOPPEKIMS
paccTpoiicTBa BO3MOXKHA M MOXET 3HAaUMTEIbHO CHU3UTh PUCK MOBTOPHOTO BO3HMKHOBEHMS
apUTMUN.

pucka BCC. Kom6unupoBanHubie CPT-/I ycTpoiicTBa




dddexruBHocTr CPT mpomeMOHCTpUpOBaHa B MHOrounucieHHbix KW m MeraaHanmsax Mpu
KapAMOMMOTIATUM KaK UIIEeMMYEeCKOTO, TaK M HeuIIeMMUUeckoro rexesa [219, 267, 268, 269, 270,
271, 272, 273]. laHHbIe €BPOIEIICKOTO 0O30PHOTO PErVCTpa CBUAETENBCTBYIOT O Oojiee HU3KOI
CMEepPTHOCTY Y TIAlIMEHTOB C KOMOMHMPOBAaHHBIMM ycTpoiicTBamMy CPT-I1*** [274]. Bonee moporue u
CJIOKHBIE KOMOVHMPOBaHHbIE CHCTEMbI B OO/IbIIell Mepe cCiefyeT IPeANoYecTb Yy MallMeHTOB,
HYXXIAIOIIMXCST BO BTOPUYHOI TPOMMIAKTUKE, IV TIEPBUYHOM MTPO(UIaKTHKe BHE3ATHO CMepTH
MPU OTCYTCTBUM BbIPAYKEHHO! KOMOPOUIHOCTY M B OTHOCUTEIBHO MOJIOZOM Bo3pacre [232].

VimrianTtanyst CPT 06bIMHO MPOBOIMUTCS IO, MECTHOI aHecTe3ueii.

e Vmmnantauusi CPT-ycTpoiicTB pekoMeHAoOBaHa [Js CUMIITOMHBIX MauyeHToB ¢ XCH,
CMHYCOBBIM pUTMOM U Mopdosorueit QRS c¢ BJIHIII, gautenbHocTbio QRS > 150 mc, ®BJDK <
35%, Ha (GoHe ONTUMAAbHON MeOMKAMEHTO3HOI Tepamuu, C Ledbl0 yMeHbIIeHUs
CUMIITOMATUKM, CHUKeHUSI MOPOUAHOCTM U pucka cmeptu [219, 267, 268, 275, 276, 2717, 278,
279, 280].

EOKIA (YYP B, VI 2).

e lmmnantauus CPT-ycTpolicTB  peKOMeH[OBaHa [jisi CUMIITOMHBIX TMaiueHToB ¢ XCH,
CMHYCOBBIM puTMOM U QRS-Mopdonorueit BJIHIIT, gautenbHocTbio QRS 130-149 Mmc, ®BJDK <
35%, Ha (GOHe ONTUMAIBHON MeOMKAMEHTO3HOIM Tepamuu, C [eJMbl0 yMeHbIIeHUs
CUMITTOMATVKM, CHYDKEHMSI MOPOMIHOCTYU U pucKa cmepTu [279, 280].

EOKIB (YYP B, VI 2).

e Wmrutantauusi CPT-ycTpoiicTB  pekOMeHAOBaHa MJjsi CUMIOTOMHBIX TanueHToB ¢ XCH,
CUHYCOBBIM pUTMOM 1 QRS-Mopdonorueii, He coorBeTcTByIOMEei BJIHIIT, naurenpbHOCTBI0 QRS
> 150 mc, ®BJDK < 35%, Ha (oHe ONTMMAaJIbHON MeIMKaMEHTO3HOI Tepamnuiu, C IeIbi0
YMeHbIIeHUS CMMITTOMATVKM, CHYDKeHMST MOPOMIHOCTY 1 pucka cmeptu [279, 280].

EOKIIA B (VVP B, Y11 2).

e Vmmnantauus CPT-ycTpolicTB  pekOMeHAOBaHa IS CMMITOMHBIX mauueHToB ¢ XCH,
CUHYCOBBIM pUTMOM 1 QRS-Mopdonorueii, He coorBeTcTBYyMOMIEel BJIHIIT, maurtenpbHOCTbI0 QRS
130-149 mc, ®BJDK < 35%, Ha ¢oHe ONTMMAaabHOIN MeIVKaMEHTO3HOI Tepamuu, C IeIbio
YMeHbIIEeHUS CUMITTOMATVKH, CHYKeHUST MOpOuIHOCTY 1 prcka cmeptu [280, 281].

EOKIIB B (YVYP C, VI [ 3).

e Vmmantauus CPT-ycTpoiicTB He pekoMeHJoOBaHa Jjs nauyueHToB ¢ XCH U gauTenbHOCTbIO
QRS menee 130 mc [281, 282, 283].

EOKIII A (YYP A, VI 1).

e Vmmnantauus CPT-yctpoiicTB pekomeHzoBaHa Ajis nauyeHToB ¢ XCH, III-IV ®K no NYHA,
mnuTenbHocThio QRS > 130 mc, ®BJDK < 35%, ¢ dubpwiasaumeii mnpemcepauii Ha ¢oHe
ONITUMAJbHOM MeAMKaMeHTO3HOM Teparnnuu, C 1e/Ibl0 YMEeHbIIeHUSI CUMIITOMATUKY, CHUSKEeHUST
MOpPOMIHOCTM M pHUCKA CMepTH. IlalyueHTaM [OO/DKHA ObITh oObecrevyeHa TIOCTOSTHHAs
OMBEHTPUKY/ISIPHAST CTUMYJISALMS ¢ 3QQPEKTUBHBIM 3aXBAaTOM JKelymouykoB [284, 285, 286, 287,
288].

EOK IIA B (VVP A, VI, 1).

e TMaumenram c CPT-yctpoiicTB U ubpuuiaLMeil mpencepanii, B ciaydae HedhDdeKTUBHOI
OMBEHTPUKY/ISIPHOI CTUMYJISILIMM, PEKOMEHJOBAHO CO3[aHKe OJ0Ka[bl CepAlia C MOMOIIbIO
KaTeTepHOII abialuy aTpMOBEHTPUKYIISIPHOTO y37a [289, 290, 291, 292, 293, 294].

EOKIIA B (VVYP B, VI 3).

e Ummnanraiyus CPT-ycTpoiicTB peKOMeH/I0BaHa Jjisl MalMeHTOB ¢ GUbpWUIsIeit mpencepauii,
HEKOHTPOJIMPYEMOIi UYaCTOTON SKEeTyIOUKOBOTO PUTMA, KAHIMIATOB HA CO3/JaHMe OGIOKabl
cepzIia c MOMOIIBIO KaTeTepHoit abnaiuu AB-y3ma [295, 296, 297, 298, 299].

EOK IIA B (VYP B, V]I 3).

e lmmantauus CPT-ycTpoiicTB pekoMeH0BaHa JJjisl CUMIITOMHBIX nanyeHToB ¢ XCH, ®BJDK <
40%, KOTOpbIe MMEIOT MOKa3aHMUs K TMOCTOSTHHOW >KeTyoouKOBOW CTUMYJISILIUU, BC/IEICTBUE



6paguMKapaum, C 1eTbI0 YMEHbIIeHUS CMMITTOMATUKY U CHYDKeHMST MopouaHocTu [284, 290, 300,
301].

EOKIA (YYP A, VI, 1).

* Un
VKIO*** nis manueHToB ¢ ®BJDK < 40%, KOTOpbIe HYKIAIOTCS B MOCTOSIHHONM SKeJTyI0YKOBOI

e Mmmnantanus CPT-ycTpolicTB pekOMeHIOBaHa B KauecTBe 3aMeHbl umemwouerocs: JKC*

CTUMYJISILIMN, C TIPOTPECCUBHBIM YXyAIIEHNEeM COCTOSIHMS, BCaencTBye nporpeccupoBanms XCH,
HeCMOTPS Ha ONTMMAaJIbHYIO MeIMKaMeHTO3HY0 Tepanuio [302, 303, 304, 305, 306, 307, 308, 309,
310, 311].

EOKTA (YYP A, VO] 2).

Kommenmapuii. Pewenue sonpoca o 8vi6ope muna ycmpoticmea CPT-3KC*** unu CPT-*** 0oxcHO
0CHOB8bIBAMDBCS. HA Cyujecmsyouwjux noxkasadusx 0as nposedeHuss UK/***-mepanuu u demansHom
o6cy#cdeHUU OaHHO20 B80NPOCA C NAYUEHMOM U €20 POOCIME8EHHUKAMU, C Y4eloM NnoJib3bl Om
umnaaumayuu CPT-UKT*** u 803MOMHbIX 0CNOMHCHEHULL, NOC/Ie0CmaUtl, C8A3AHHbIX C HE0OX0OUMOCINBIO
U3MEHEHUSl HU3HEHHO020 yKaada, cumyayuti, mpebyrowux deakmusayuu CPT***-UKI*** a makxce
803MOXCHOCIU HAOI00EHUs 3 NAYUEHMOM 8 meyeHue 0IUMeIbH020 Nepuoda 8pemMeHLl.

[MTOIKOXKHBIN MMILIAHTUPYEMbIi KapAnoBepTep-aeduopusuisaTop

C/IOXXHOCTM TIpMMEHEHMUSI SHIOKapAMalIbHbIX 3JI€KTPOLOB Y HEKOTOPBIX MalleHTOB MpUBEIU K
MTOSIBJIEHUIO TIOJKOKHOTO OehMOpW/UISITOpa C OOHMM WIM [OBYMS SJI€KTPOJAMM, KOTOpPbIe
VIMIUVIAHTUPYIOTCSI TTIOAKOXKHO, BHE TPYAHOM MOJIOCTU. DIEKTPUUECKUIt pas3psisi HAHOCUTCS MeXay
KOPITYyCOM YCTPOWCTBAa M [OJAMHHOM CHOUPAIbI0 HA OUCTAJBHOM YacTU 3JEKTPoAa B IIPaBOM
kenmypouke [312]. Pe3ynbTaThl HEMHOTOUMCAEHHBIX MCCAEL0BAaHUIA MOKA3bIBAIOT, UTO MOAKOKHbIE
IebubpMUISTOPEI MOTYT MPENOTBPAIlaTh BHE3AMMHYI0 cMepTh [313, 314, 315]. ITogkoskHbie UK,
MOSKHO MCIIOJIb30BaTh Jis MepBUUYHOI mpoduaakTukyu BCC, ogHaKo Ha CETOMHSIIIHUI JeHb HeT
JIOJITOCPOYHBIX MCCIeIOBaHUI C OONBIION BBHIOOPKOIM TaKUX IMAIMEHTOB ¥ COOTBETCTBYIOIIVE
addekTsl puMeHeHus MogKoKHbIXx UK]leme He ommcanel [314, 316]. K HacTosmieMy BpemMeHU
MIPOJO/DKAIOTCS MPOCHEKTUBHBbIE PAaHIOMM3MPOBAHHBIE MCC/IENOBaHMS, B KOTOPBIX MPOBOIAUTCS
cpaBHeHMe 3b(EKTUBHOCTM M OCTIOSKHEHM Y TIAlIMEeHTOB € MOJKOKHBIMY U cTaHmapTHbIMM VK.

e VIMILTaHTALMUSI TTOAKOKHOTO IehuOpUUIITOpa pPEeKOMEHAOBaHA B KauyecTBe aJbTepPHATUBHI
IedUOPU/UISTOPY C SHIOKApAMATbHBIMU 3JIEKTPOIAMI Y TAlMEHTOB ¢ MokasaHusMu K VK] B
TexX CIyJyasx, KOrma He TpeOyloTcsl aHTMOpaauKapaudeckass CTUMYISINS, CephevHast
PeCMHXPOHU3UPYIOIIAS Teparusl U aHTUTaXuKapauueckasi crumyssiius [313, 314, 315. 316, 317,
318].

EOK IIA C (VVP B, VII]I, 3).

e VIMILTAaHTALMSI ITOAKOKHOTO IepuOpU/UIITOpa peKOMeHAOBaHAa B KauyeCTBe ajJbTepPHATUBbI
IeGUOPU/UISTOPY C SHIOKAPAMAIbHBIMM 3JIEKTPOJAMU IIPU OCIOKHEHHOM BEHO3HOM IOCTYIIE,
npu MHMEKIMOHHBIX OCTOXKHEHUSIX, CBSI3aHHBIX C ITPEIbIAYIINM YCTPOICTBOM, BO BCEX CJTyUasX,
KOIJa TpMMeHeHMe SHIOKApAMAIbHBIX 3JIEKTPOIOB HEBO3MOKHO, HeIleaecooopasHo WMIu
MOTEHI[MAIbHO omacHo [313, 314, 315. 316, 317, 318].

EOKIIB C (YVP C, VI, 5).

e OOCYyXIeHMe BO3MOKHOTO M3MEHEHMS YKIaAa >KM3HM B CBSI3M C MMILIaHTaumein MKIT***
PEKOMEeH/I0BAHO JIJIS BCEX MAI[MEeHTOB, KOMY rmokaszaHa MK ***-tepamms [326, 327, 328].

EOK IC (YVP C, VII]I 4).

o O]_[eHKa TICUXNYECKOTI'O COCTOSIHUS U JieueHMe TICUXNUIeCKUX paCCTpOVICTB PEeKOMEeHI0BaHO BCeEM
(63, 326, 327].

TMaIeHTaM C YacThiMy cpabaTsiBanusiMu K]

EOK IC (YVP A, V]I 2).

¢ Bo3MoxxHOCTb seakTuBaiuy UK *** Bo BpeMst KpUTUUIECKUX TTePUOIOB TeUeHMs O0/Ie3HU U TIPU
TepPMMUHATBHOM COCTOSIHUYM PEKOMEHIYETCS PaCCMOTPEThH ellle A0 MMIutaHTaumu UK *** [328,

329].

EOK - et (YVP C, VAIJI, 4).



¢ HeobxomumocTb B meaktuBaryy WKI*** pekomeHAyeTCs KO/UIEKTMBHO PacCMOTPETh Mpu
3HAYUTEIHHOM YXYAIIEHUN COCTOSTHUS MalYieHTa ¥ B TEPMMUHAIBHOI cTaauy 3abomeBanms [328,
329].

EOK - et (YVP C, VAIJI, 4).

e IIporpammupoBanue VKI*** pekoMeHIyeTCsI OCYIIEeCTBISITh TAKMM 00Pa30M, UTOOBI CBECTU K

MUHMMYMY BEPOSITHOCTh HEOOOCHOBAHHBIX cpabaTsiBanmit MK ** [330, 331, 333, 334].
EOK - Het (YYP A, VII]I 2).

e TIporpammupoBanmue UKI*** peKOMeHAYeTCS OCYIIeCTBJISITb TaKuUM 00Opa3oM, 4YTOOBI II0
BO3MOXKHOCTY 3aMEeHUTb BbICOKOBOJIbTHBIE Pa3psiibl Ha aHTUTAXUKAPAMUECKYIO CTUMYJISIINIO
NP KYTIMPOBaHUY apUTMMIi 6e3 yiiep6a 1jist 6e30macHOCTH maryenTa [330, 331, 332, 334].

EOK - Her (VYVP A, VI 2).

¢ [lepenporpaMMMpoOBaHue paHee ycraHOBJeHHOro VKI*** peKOMeHIOBaHO B CIydae YaCThIX
HeaJleKBaTHBIX CpabaThIBaHMIl ycTpoiicTBa [27, 62, 332].

EOK - met (YYP C, VO] 5).
KatetepHas abiainus y nmaiyeHToB 63 CTPYKTYPHOI aTOMOr Uy CepAiia

O6macTh BBIXOJHOTO TpaKTa IIPAaBOrO M JIEBOTO JKETYZOUYKOB YAaCTO SBJSETCS MCTOYHMKOM
unmonatnueckux XKT u JK3 [335, 336, 337, 338]. B 70% cirygaeB 310 BbIBOLHOI TpakT IDK (BTIDK, B
OCTaJIbHBIX CJTyUastX — CMHYChI BasbcaabBbl, BoIBOgHOM TpakT JDK (BTJDK), 6onbiast BeHa cepala,
SMMKapAMaIbHbIe 30HbI, A0PTO-MUTpPAIbHOE COeIMHEHME, PesKe TTPOKCUMATbHbBIN OT/IEN JIETOYHO
apTepuM HeTOCPeICTBEHHO HaJ, MyJIbMOHAIbHBIM KiIamaHoM [339, 340, 341, 342, 343, 344, 345,
346, 347, 348]. inyonaTuyeckast 04aroBasl XeJyJJ04KOBasi TaxMKapAus 13 BbIBOGHOrO Tpakra (JKT-
BT) 06BIYHO BO3HMKAET y MALMEHTOB 6€3 CTPYKTYPHOI MMAaTOMOTUM CepIlia, OTHAKO Y HEKOTOPbIX
MaleHTOB ObLIM BbISIBAEHbI He3HAUMTeIbHbIe M3MeHeHUs 1o JaHHbIM MPT. MauomnaTtuyeckast
JKT-BT 06BIYHO MMeeT AOOpPOKAUYECTBEHHBI XapaKkTep, HO B HEKOTOPBIX CJIy4asiX BO3MOXKHA
3nmokavectBeHHas JKT [349, 350, 351, 352, 353, 354]. OueHb peAKo HAGIIOAAIOT COYETAHMEe
HECKOJIbKMX pasanuHbix Mopdomormit XXT, 4To MOKeT yKasblBaTh Ha HaJIudyue pyobIIOBOTO
cyb6cerpara XKT, kak, Harpumep, mpu AKIDK.

Ilpy PYA mpuMeHsileTCS aKTMBAIMOHHOE KapTUPOBaHME W/WIM KapTUpoBaHue Ha (QoHe
CTUMY/ISIUMY B PasIMYHBIX TOYKaxXx BO Bpemsi DOV, HaumHas c¢ BTIDK (Bkiaouas o6;acTh Ha
KJIaTlaHOM JIeTOYHOJt apTepun), 3aTeM B KODOHAPHOM CHHYCe, B CMHyCaX aopTaJibHOTO KjaraHa U
3aKaHYMBAsI SHAOKApAManbHOl yacTbio BTJDK. Ecau abmauyst B TOUKE paHHEN >KeTymOouKOBOIi
aKTMBALMM He MO3BOJSIET YCTPAHUTD KIMHUYECKYIO0 aDUTMUIO, C/IelyeT PaCCMOTPETDb BBITIOTHEHME
SMUKAPAMAIbHOTO KapTupoBaHus. PUA OOBIYHO BBIMONTHSIETCS IO MECTHOM aHecTe3uelt,
TepUKapaMaIbHbIi JIOCTYIT OCYIIECTBISIETCS IO, MHTYOAIIMOHHBIM HAPKO30M.

H(EEJ'IYJIO‘-IKOBE,{H TaXMKapansa M3 BbIXOAHOTO OTAe/Ia cepaia

¢ BrimonHeHne katetepHoit abnauyy JKT/2KD u3 obmactu BOIDK pekoMeHIOBaHO IPY HATMUUA
CUMIITOMOB M/MIM B ciyyae He3DPEeKTUMBHOCTM aHTUAPUTMUUYECKON MeauKaMeHTO3HOI
Tepanuu (K TpumMepy, GeTa-aApeHOBJIOKATOPOB), a TaKkKe Y TMAalMEHTOB C HapyIlIeHUeM
cuctronnueckoit byHkium JDK Ha doune uacroit )KT/KD [94, 98, 355, 580].

EOK IB (VVP A, VI 2).

Kommenmapuii. ITayuenmam ¢ JXT-BTIDK/XKD pekomeHdosaHa KamemepHas abiayus 8 Kauecmee
Memoda nepsozo svibopa, mozoa kak npu KXT-BT/DK/JK3 ee evinonHeHue cnedyem paccmampusams
monbKo npu omcymemeuu 3¢ppexma anmuapummuueckoii mepanuu.

e JleueHue aHTUAPUTMUYECKUMU TMpernapatamu Ic kimacca (6JI0KaTOpbl HATPUEBBIX KaHAJIOB)
PEeKOMEHIOBAHO MPY HaIMuuy cuMitToMoB namyenTaMm ¢ JKT u3 BOJDK, o6mactu aopTaabHOTO
KJIaraHa uiam sanukapavanbHoit KT/K3 [120, 343, 346, 383, 427, 581].

EOK IC (YYP C, VII]I 5).

e BbINoHEeHME OIBITHBIMM CIEIMAIMCTaMM KaTeTepHoii abmarum gjst jgeuenus JXT/KD us
BOJDK, obmactu aopTajibHOTO KiaamaHa wiu snukapauanbHoit JKT/ KD pexkomeHIOBaHO Y
CUMITTOMHBIX TAIIMEHTOB MpY He3hPEKTUBHOCTHM IpyueMa > 1 aHTUapUTMUYECKUM ITperapaTom



Ic wimacca, a Takke TIpM HeXeJaHMM TIAllMEeHTOB HAXOOUTbCS Ha IOJTOCPOUYHON
AHTHAPUTMUUYECKON MeIVIKaMeHTO3Hoi Tepanuu [120, 343, 346, 383,427, 581].

EOK IIaB (YVP C, VA 4).

e KarerepHasi abnmauus s sedenus: XT/XKD u3 cuHycoB BanbcaabBbl PEKOMEHJOBaHA TOIbKO
npu HedbdEeKTUBHOCTU MeIMKaMEHTO3HOI Tepanuu aHTMapUTMMUUEeCKMMM Iperapatamu Ic
Kacca [120, 343, 346, 383,427, 581, 582].

EOK IC (YVP C, VAI]I 4).

o INMKapaMaNbHbINM TToaxox ajis adaauym XXKT/JKD pekoMeHI0BaH TOMIBKO Ioce HeahPeKTUBHOM
SHAoKapauanbHoii abnauu BT-3KT/2KD [340, 341, 359, 416, 445, 447].

EOK IC (YVP C, VAI]I 4).

Kommenmapuii. Bonvwuuncmeo ouazoswix snukapouanvvlx JKT 803HUKAOM 8 HenocpedcmeeHHOl
6auzocmu om 06ONLWIUX CepOeUuHblX 8eH UNU KOPOHAPHBIX apmepuil, U 2/1a8HbIM PUCKOM MAKol
npoyedypul s16715emcst nospexdeHue KopoHapHoti apmepuu [358, 359, 360]. Ycnewras abnayus KT u3
obiacmu J1e2ouHoll apmepuu ONUCAHA TOJILKO 8 eOUHUYHBIX CyddsX Ulu 8 HeGOoNbUUX Cepusix
HabnodeHuli [354, 357, 361].

WNnuonatuueckas JIEBOXKE/TYAOUYKOBAS TaXUKAPANA

Yame Bcero BcTpeuaeTcst dacuukynasipHas KT ¢ jokamusamueli [enM PUEHTPU B 006IacTu
pa3BeTBJEeHMI1 3aJHeil BETBU JIeBOM HOXKM myuka [mca (> 90%), uspengka — mnepenHeli BETBY,
KOTOpasi pa3BMBAETCS [JIABHBIM 00pa3soM Y MOJIOBIX JI0fieli 6€3 CTPYKTYPHOI IaTONIOTUM Ccepaia
[362]. Meromom mepBOro BbIOOpA i JIeYEHUS TaKMX MAIMEHTOB B CIIELMATN3VPOBAHHBIX
LIEHTpax SIBJIIETCS KaTeTepHas abyallys, TOCKOAbKY 3a60/eBaHye BCTPEUaeTcss B OCHOBHOM Y JIUII
MOJIO[IOTO BO3pacTa, U JJUTeIbHOEe MeIVKaMeHTO3HOe JieueHre B 3TOM ciyyae HedheKTUBHO
[363, 364, 365, 366, 367]. YacToTa pelMaMBOB TaXMKAPOUHM TIOC/Ie YCIIeIHOM abmaunum KomebaeTcst
ot 0 mo 20% [181, 368, 369, 370, 371, 372]. )XT c umnpkynsiyei BO30Y>KIeHNSI TI0 HOXXKAM ITyJKa
I'Mca o06bBIYHO HaAOMIOmAeTcsl y TALMEHTOB C paHee CYIIECTBOBAaBIIMMM HAPYIIEHUSIMMU
BHYTPVIKETYOUKOBOTO TIPOBENEHMS, BKIOUAsl YAJMHeHMe MHTepBasa H-V u 610Kamy HOKKU
myuka Iwmca [373, 374, 375]. Takas TaxuKapAus XOPOIIO IIOANAETCS JIEYEHUIO C ITOMOIIbIO
KaTeTepHO! abmiaiuu, MO KpaiiHeil Mepe B CHEIMaIM3MPOBAHHBIX IIeHTpax. Yalle BCero
BBITTOJIHSIIOT a6Ialyio MpaBoii HOXKKM, PEXXe JIeBO HOXKM II. ['Mca, pe3yIbTaTOM 4Yero SIBJISIeTCs
otcyrcrBue uuayupyemoii KT u, o cyTu, momHoe usneuenue ot XXT [375, 376].

X(EHY,E[O‘-IKOB&H TaXUKapans 13 NanmISIpHbIX MBIIILL

o Ecnu neuenue JKT/KD u3 061acTy ManmuISPHBIX MbIIIL aHTHAPUTMUUYECKUM MpernapaTom Ic
KJacca 1/mnm 6eta-aipeHo6I0KaTOpaMy 0Ka3aJloCh HEYCITEeNTHbIM, pEKOMEHIOBaHa KaTeTepHas
abmarysi, KoTopast 06bIYHO aeT HykHbIN addexT [378, 379, 380, 383].

EOK IC (YVP B, V]I 3).

Kommenmapuii. Y HeGonbui020 uucia nhayuenmos uduonamuueckasn KT unu JKD mMozym 803HUKAMb 8
obnacmu nanunnspHulx moiwy IDK unu JDK [377, 378, 379]. [ina XK T, ucmouHuxom Komopoti s8s.emcs
3a0Haa nanunnapHas meiwya JDK, xapakmepHa mopgonozus no muny 610kadst npasoti Hoxcku n. T'uca,
cmeujeHue ocu QRS eeepx enpaso unu enego u oaumensHocms QRS >150 mc. Oduaxko npu
KapmuposaHuu u 8biNoJHeHUU abaayuu 8 30He NANUIAPHBIX Mbll 00CMAMOUHO CIOXCHO 00CMUUDb
CcmabunbHO20 NOJIOMEHUs Kamemepd, 8 C853U C UeM pPeKOMeHOYemcss mpaHccenmasivHulli docmyn 6
psade ciyuaes u KOHMPOJb C NOMOWbBIO 8HYmMpucepdeuHoli dxokapouozpaguu. YcnewHas abaayust
MOXCem OCJIOHCHAMbCS MUMPAbHOLL pecypeumayueti, komopas, 00Haxo, cmpeuaenmcst pedxo.

>KOHYJZ[0'—IKOB8.H TaXUKaApans U3 obacTu KOJIbIIa MUTPAJIbHOTO MJIM TPEXCTBOPUYATOTO KIallaHa

e Ilpu orcyrctBum 3dderra ot neuenus XT/KD m3 o061acTy KOMbIA MUTPATBHOTO WU
TPEXCTBOPYATOTO KJIaraHa aHTMAPUTMUUYECKMMM TIpemapatamMu Ic Kmacca wu/minu  Gera-
azpeHOOI0KaTOpaMy peKOMEeHI0BaHa KaTeTepHas abimanys (B CrielMan3MpOBaHHBIX IEHTPAX)
[378, 379, 343, 380, 383].

EOKIC (YYP C, YO/ 4).

Kommenmapuii. Oxono 5% ecex uduonamuueckux XXT u KO o3Huxarmom 6 o6aacmu Koavya
mumpanvHozo knanaua [380, 381, 382]. /lna Hux xapakmepHa mopgosiozust 610Kadsl npasoti HOMKU N.



Tuca, nepcucmupyroujas gonua S 6 omeedeHuu V6 u pacnhoioxceHue nepexooHoli 30Hst 8 omeedenuu V1,
a 8 HeKOMOpPbIX Cyuasx u mexcoy omeederusmu V1 u V2. ITopsoka 8% ecex uduonamuueckux XT u JK9
803HUKAOM 8 061acmu KOJIbYd mpexcmeopuamozo Kianaid. B amom ciyuae ommeuaom mopgoiozuro
6710Ka0bl 1e60li HOHCKU U omKJIoHeHue ocu QRS 81ego.

VpvonaTtudeckast buOPWILISIINS KeTyI0IKOB

o VmmnanTtanusg UKI*** pekoMeHmOBaHa IMalli€HTaM, MEPEXKMUBIIMM STM30[, UAVOIATUIECKO
bubpmIIAIIY KemymouKkoB aiis seueHus JKT/OXK n nmpodunakturu BCC [13, 62, 384, 385, 439,
497, 540, 546, 550].

EOKIB (YVYP B, VI 3).

e [lpy Hamuuuu penuavBupytoniein >KI-MHOYIMPOBAHHON GUOPMIANUY  SKETyOOYKOB U
nokasauuit Kk UKI***-tepanuu pekomeHmoBaHo 1 jgedeHus XXT/®XK u npodunaktuku BCC
BBITIOJIHEHVE KaTeTepHOIi abialiuy OMbITHBIMMU crielanucTamu [387, 388].

EOKIB (YYP A, VI 2).

o [Tpy Hammumm KO, ABISIONIEIICS TPUIMHON JTeKTPUUECKOro MTopMa, s jedeHust KT/DXK u
npodmnaktukyu BCC peKOMEeHIOBAaHO BBITIOHEHME KaTeTEPHOI abialyuy  OMBITHBIMMU
crienyanucramu [29, 180, 200, 390].

EOK IIaB (YVP C, VI 4).

KaTerepHas abmanyst y MayeHTOB CO CTPYKTYPHON TMATONMOTHMEl cepaia / AuchYHKIMEN JTeBOTO
SKeJTyIouKa

V manuyeHToB ¢ auchynkumeit JOK u croiikoii KT maTodus3monornyeckuii MexaHusM apuTMUM BO
MHOTUX CJTy4yasix 3aKk/aouaeTcss B GOpMUPOBaHMUM Kpyra pUeHTpy Ha (oHe pyOI[OBBIX M3MEHEHMIA,
U LeIbI0 abnauuy SIBASIeTCS KPUTHUECKMii Teperieek B o6mactu 3toro kpyra. XXT y Takux
MalyeHToOB Yallle BCero umeeT MOHOMOPQHBI XapakTep. B Hacrosiiee BpeMsi HET €IMHOTO
MHEHMS 0 BbIOOpe KpuTepreB 3QpGeKTUBHOCTU MPOIeyphl. Bosee MpeAnouTUTeNbHON KOHEUHOM
TOUYKOI MOSKET ObITh OTCYTCTBME JIIOObIX MHAYIMpPYeMbIX JKT. B ciiyyae pasBUTHS 3€KTPUUECKOTO
IITOPMa BBITIOJIHEHNE KaTeTepHO! abialuy MOXKeT CIIOCOOCTBOBATD €r0 MpeKpalleHuIo, a TaKkKe
CHU3UTD YaCTOTY ITIOBTOPHBIX 3NM3040B 10 CPaBHEHMIO C MeMKaMeHTO3HO Tepanuerii [389].

B 1menom, ycrmex mpoueaypbl B KaXIOM KOHKPETHOM Cjly4yae 3aBUCUAT OT pa3MepoB
MOCTUHGAPKTHOTO pyOIIa, KOTOPBII MOXHO OIEHMUTHh IO OOJACTSIM HU3KOTO BOJbTAXa IPU
3JIeKTPOaHaTOMMYEeCKOM KapTupoBauuu [390]. Heo6X0mMMbIM yCIOBMEM SIBJISIETCSI BBITIOTHEHME
abmanyy 6puUraioi ONBITHOTO CIIenyalM3MPOBAHHOTO IeHTpa [391].

¢ BhInosHeHMe HEOTIOKHOI KaTeTepHOoli abjaluy B CIeIMaaM3MPOBaHHbIX M OTIBITHBIX LIEHTPax
PeKOMeHI0BaHO TaleHTaM ¢ HerpepbiBHO JKT Min 971eKTpUYeCcKUM IITOPMOM, TPUBOISIIM
K TOBTOPHOMY HaHeceHuIo 1okoB UKI*** [389, 390, 391].

EOKIB (YVPC, VI 4).

e Hasmauenme amuopmapoHa** wum KareTepHas abnanyusi pPEKOMEHIOBAHbI IalleHTaM C
nmoBTOpHbIMY IoKaMu UKI*** penencrBue yeroitumoit JKT [143, 154, 180, 392, 393, 394, 395].

EOK I B (YVP A, VI, 2).

o)
£

e PekoMeHIOBAHO HasHaueHMe aMMONAPOHA™* MM BBINOJHEHMS KaTeTepHOi abjaluu Iocie
perucTpauuu rmepBoro snu3ona ycroitumsoit KT y manmentos ¢ UK *** [127, 135, 138, 393, 394,
395, 396].

EOKIIAB (VVP C, VI 4).

e V mamnueHtoB ¢ muchyHkumeir JDK, HampaBleHHbIM Ha KaTeTepHyio abmarmio KA,
TpenpolieAypHasl Wiy BHYTPUIIPOIleAypHAsl BU3yaau3alys peKOMeHIYeTCs AJisl UCKTIoUeHUsT
Tpom603a mosocreii cepaua [397, 398, 399, 400, 401, 402].

EOKIB (VVP A, VI 2).

¢ V MauMeHTOB C HEMIIEMUYECKON WM UIIeMUIeCKOi KapaMOMUOTIATUSIMU, HATIPaBJIeHHBIX HA
karetepHylo abnaiuio JKT, pekomennoBaHa MPT-Busyanusauuss MUOKapAa JJisl TOBBIIIEHNST



3¢ eKTUBHOCTM BMEIIATeNbCTBA U CHIKeHUST BeposiTHOCTU penuauBoB JXKT [402, 403, 406, 407,
408,409, 410, 411].

EOKIIA B (VVYP B, VI 2).

e V mauueHTtoB c py6ei-acconmupoBannoit JKT pekomeHmoBaHa abGmauusi cy6erpaTta Ijist
TOBBIIEeHNST 9P GEKTUBHOCTY BMEIIATEeNbCTBA U CHISKeHUST BeposiTHOCTH pelnanBoB JKT [416,
417].

EOKIB (YYP B, VI 2).

e PekOMeHAOBAHO MYJIbTUIJIEKTPOIHOE KapTUPOBAHME BBICOKOI IJIOTHOCTM AJISI Gojiee IOJTHOM
XapaKTepUCTUKM apUTMOTEHHOM TKaHM BO BpeMsI KaTeTepHOoi abmauum  pybderr-
accouyupoBaHHoii XXT mas moBbiieHus: 3G@PEKTMBHOCTY BMeEIIaTeNIbCTBA M CHUSKEHUS
BepositHOCTU penuuBoB KT [418, 419, 420].

EOKIIA B (YYP B, VI 1 2).

JKenmymoukoBast SKCTPACUCTONMS Y TIALIMEHTOB CO CTPYKTYPHOI TTATONIOTHeEl cepana / muchyHKIMen
JIEBOTO XXelly[0ukKa

¢ V ManMeHTOB CO CTPYKTYPHOJ MaTONIOTHeN cepatia / IuCchYHKIME IeBOTO JKeTyJouKa C YacToii
CUMIITOMHOM  JKeMyJOYKOBOJM  5KCTPACUCTONMEN  WMJIM  HEYCTOMUMBOM  YKeITyIO0YKOBOM
TaxuKapayei peKOMeHZ0BaHO BBITTOJTHEHNE KaTeTepHO abnaryn [421, 426, 427, 428].

EOKIIA B (VVP B, Y11 2).

e Ilpu Hammumy puchyHkuyu JDK, acconmmMmMpoBaHHON C JKEITYyOOUKOBON SKCTPACUCTONMEN,
PEKOMEH/IOBAaHO MPOBeleHMe KaTeTepHOoi abnanuu [426, 427, 428].

EOK IIA B (YVP C, Y1, 4).
Heiipomonynsanus

Mopynanusi  aKTMBHOCTM  BEreTaTMBHOM  HEPBHOM  CUCTEMBI  (HEVMPOMOAYISALMS) IS
NpoGWIAKTUKY apUTMMUIL SIBJSIETCSI HOBBIM TePAIieBTUYECKMM ITOXOOM. XOTsS aBTOHOMHAS
MOZY/ISIIMST VIMEeT JOKa3aHHYI 3((eKTBHOCTh AJIS OINpe[eleHHbIX COCTOSIHMII (TaKMX Kak
CUHAPOM yIauMHeHHoro mHTepBana QT, KarexomaMuHepruyeckas MOIMMOPGHAs JKeTyqouKoBast
TaxMKapausl), CyIeCTBYIOT OTPaHMYEeHMS] JOKa3aTe/lbCTBa IIPMMeHeHs TaKUX MEeTOLOB JIeYeHUS Y
6oJiee MMPOKOI IPYIIITI AI[MEHTOB C JKETyJOYKOBBIMM aPUTMUSIMMU.

B Hacrosilee BpeMs CyLIeCTBYIOT OrpaHMUYEHHbIE JAaHHBIE O POJIM CTUMYISLMU OIyKZarooliero
HepBa ¥ CTUMYJISLIMY CIIMHHOTO MO3Ta JJ1s1 MPOPWIAKTUKY KeTyJOUYKOBbIX apUTMUIL 1 BHE3aITHOM
CepIevyHoll CMepTM Yy JIIoLei, U, TaKuM 06pa3oMm, IoKa3aHMs K MPUMEHEeHUIO HePOMOLYISINN
OrpaHMueHsI [62].

e V maiueHToB ¢ 3ekTpuueckum mropmMoM ¢ XKT/DXK, y KOTOpbIX 6GeTa-agpeHO6I0KaTOPbI,
IpyrMe  aHTHMApUTMMUECKMe TIpermapaThl M  KaTeTepHas ab6manus  He3(h(PeKTUBHDI,
HEIepeHOCMMbl I  HEBO3MOXKHBI K TPMMEHEHMI0, PEKOMEHAYEeTCS  BBITIOTHEHME
CUMITATUYECKOI JAeHepBaluyy Cepaua AJsS KyIMpOoBaHUS apUTMUM U CHISKEHUS BEPOSITHOCTU
peunauBoB JKT.

EOKIIb C (YYPC, VO] 4).

Kommenmapuii. /Ins asnekmpuueckozo wmopma ecieocmaue XKT/DXK, peppakmepHozo K JieueHuo
Memodom KkamemepHoll abaayuu, nokasama 3 pexmusHocms cumnamutdeckoli deHepsauyuu cepoya 8
HECKOJIbKUX ~HeOONbUUX HAONO0AMEeNbHbIX  UCCIe008AHUSIX U 68 O00HOM — PAHOOMU3UPOBAHHOM
KoHmpoaupyemom uccnedoganuu [429] 8 eude ymeHvweHus Hazpy3ku apummuell [430, 432].
IIpednonazaemcs, umo GunamepanvHas cumnamuueckas deHepsayus cepoya moxcem Obimb 0Oosee
appexmusHoli. [leHepsayus houeuHslx apmeputi 0Ovlia npeonoieHa Kak Mmemod JeueHus
HeNYOOUKOBbIX APUMMULL Y NAUUEHMO8 C HeaYyOOouKo8sIMU MAaxukapousmu, peppakmepHsimu K
aHmuapummuueckoli ~mepanuu u KamemepHol —abiayuu, a makie 'y NAYUEHMO8 ¢
npomueonoKa3aHusMu K kamemepusayuu cepoya.

IIpodnaakTiKa BHE3ATHO CMEPTH IT0C/Ie TPaHCILIAaHTaLUM cepaiia

PasBuTue MaToNOTMUECKUX TMIPOIIECCOB B TIepecaskeHHOM Cepjlle MOXKeT IIPUBeCTM K
roBbIieHHOMY prcKy BCC y HEKOTOPBIX MALMEHTOB; MIPU 3TOM PUCK cocTaiisieT oT 10% mo 35% B



HabmoJaTeNbHBIX MCCIeNoBaHMsIX [432, 433]. Kak peaxiyusi OTTOp>KeHMS, Tak U cHDKeHme OBJDK
sapysitorcs npegukropamy BCC. Mexauusmbl, nexamue B ocHoBe BCC y manyeHTOB ¢ nepecagKkoit
cepAra, BKIIOYAIOT B Ce0sl TOBPeskieHMe TPOBOLSINeli CUCTEMBI CePAIA, KeTyJOUKOBble apUTMUK
BCJIeICTBME BAaCKYJIONaTVV KOPOHAPHBIX apTepyii MM BO BpeMs SNIM30/,0B OCTPOTO OTTOP>KEHMS.

¢ V ManyueHTOB C TPAHCILUIAHTMPOBAHHBIM CEPAIIEM M TSDKEION BacKysomaTuei amiorpadra co
camkeneM OBJDK mns npodwmnaktukyu BCC perkomenpayeTcss mMmruiantanyst WKI*** ecin
oXXypaeMast IMpOIOJKUTEIbHOCTD SKMU3HM > 1 roza.

EOK IIa C (YYP B, VI 3).

Kommenmapuii. B HeckoneKux HeGonswiux Haba00amensHolXx UCCIE008AHUSX, 8 KOMOPbIX
OUeHUBAnacy uacmoma adekeamuozo cpabamoiearusn MKI*** 6bi10 nokazaro, umo Haauuue MK ***
Moxcem Oblmb Uenecoo0pasHo y HeKomopslx Kamezopuil nayueHmos. B uacmuocmu, y nayuenmos c
8bIpadeHHOLl  8ackynonamuell — anioepagma,  HeoOBACHUMBIMU — 0OMOPOKAMU,  8blPAXHEHHOU
JducyHkyueti JDK [434, 435, 436]. IlokasaHus Kk emopuuHoli npogurakmuxe BCC nymem
umnaanmayuu UKT*** makue xee, kax 0as opyeux nayueHmos [62].

3.3. JleueHMe KeTyJOYKOBBIX TAXUAPUTMUI U MPOPMIAKTUKA BHE3AITHOM
CMepPTHU B OTAEIbHBIX IPynIax

O6uuMii aaropuTM JIeYeHUs] KeTyJOYKOBOV apuUTMMUM TIPU MIIEMUYECKOli OGoye3Hu cepiua u
HEUIIeMUYECKOl KapAMOMMOTIaTUK TIpeficTaBieH B [Ipwiokenun b (cxema 2).

ApMTMOI‘eHHaﬂ KapamoMmuoIriaTvs ripaBoro >Xejyaouka

e TTaumentam ¢ AKIDK gna npodwunaktyku BCC pekoMeHAYIOT BO3ZepKaTbCsl OT ydyacTus B
COpeBHOBAaTeNbHBIX BUax criopra [432].

EOKIC (YYP C, VO] 3).

Kommenmapuii. I1o0 copesHogamespHsIMU UdaMu cnopma noopazymesaim JioOUMmMensckyn uiu
npogeccuoHansHylo  cnopmueHylo  0esimesibHOCMb HA  pezyJspHOll  OCHO8e C  yuacmuem 8
0P2aHU308AHHBIX COPEBHOBAHUSIX.

¢ Bera-agpeHOGIOKATOPbI B MaKCUMMAalIbHO TMEPEHOCHMON [03€ PEeKOMEHJOBaHbl B KaueCTBe
Tepanuy nepBoii auHuu nauyeHtam ¢ AKIDK gyisi ycTpaHeHUMsI CMMIITOMOB Y IallMeHTOB C
YacTOl >KelMy[OYKOBOJ 3KCTPACUCTONMEN M HEYCTOMNUMBON >KeTyLOUYKOBOW Taxukapauei [27,
349].

EOK I C (VYP C, VI, 5).

e Vmmnantauust MKO*** nng Bropuunoit mpodwmiaktuku BCC pekomMeHJ0OBaHa MalyeHTaM C
AKIDK c BHe3amHOJ OCTaHOBKOJ cepAlia B aHaMHe3e U JXeTyOO4YKOBOW Taxurapauen C
HapyLIeHUIMY TeMoguHamMuKkuy [438, 439, 440].

EOKIC (YYPC, VO] 4).

e Jlnisg ycTpaHeHMs: cuMOTOMOB Yy nauyeHToB AKIDK ¢ yacTtoi KD 1 HeyCTOuMBOI SKemyL0uKOBO
TaxuKapAyeii, KOTOpble He TTePeHOCT 6eTa-aApeH0OI0KATOPbI UM MMEIOT IIPOTUBOITOKA3aHMS
K HM, PEKOMEHJOBAaHO Ha3HaUeHMe aMmuomapoHa™™ [439, 440, 441].

EOKIIa C (YVYP C, VO] 4).

e BrImomHeHNe KaTeTepHOIl abianuy pPeKOMEHZOBAaHO B CIIENVAIM3UMPOBAHHOM IIEHTpe Y
nauueHnToB AKIDK ¢ wacroii cumnromuor JK3/KT, He oTBevarolieli Ha MeOVKaMeHTO3HYIO
Teparnuio, B IeJIIX YCTpaHeHUs CUMIITOMOB U MpegoTBpalleHus: cpabarbiBanmit UK *** [441,
442,443,444, 445, 446].

EOKIB (YVP C, VI 3).

e PeromenpoBaHa wumrimiantauyust WKIO*** y manmentoB ¢ AKIDK wm ycroitumBoit JKT 6e3
BBIPD@KEHHBIX HAapyIIeHMIi TeMOOMHAMMKM, C YYEeTOM pUCKOB UKI*** (BKIouass puCK
OT/IAJIEHHBIX OCJIOKHEHUIT) U MTOJTb3bI TAKOH Teparnuy AJis nanueHTa [233, 234, 235].

EOKIIa B (VYP B, VI 1).



e Vmrantauust VKI*** pekomeHOoBaHa Y B3pocabix maiueHToB ¢ AKIDK ¢ ogHuM mmu 6omnee
(hakTOPOB PUCKA KETYOOUYKOBOI aPUTMUM TIPU OKUAAEMO TTPOIODKUTETbHOCTM SKU3HY CBBIIIIE
OITHOTO TOfia, TIOC/Ie TIIATEIbHOTO 0OCIeIOBaHMS, C YIETOM PUCKA OTHAIEHHBIX OCIIOKHEHUH, a
take BavsiHus VKII*** Ha 06pa3 sKM3HM, COLMATBHO-IKOHOMMUYECKUH CTATYC U TICUXIYECKOe
3[,0pOBbe nauyeHra [27].

EOKIIb C (YVYP C, VA1, 5).

Kommenmapuii. K ¢axmopam pucka omHocam Heo0ssicHUMble 00MOPOKU, uacmele 3nu300bl
Heycmotiuueoti enydoukogoli maxuxkapouu, cemeliHblli aHAMHe3 B8He3anHoli cmepmu 8 MON000M
8o03pacme, msienoe Nopaj;eHue npagozo xceayoouxd, evipaxceHHoe pacwiuperue QRS, Hanuuue
Nn030Hez0 2adoNuUHUeB020 YCUNeHUs Npu MAzHUMHO-Pe30HAHCHOL momozpaduu (8 mom uucie ¢
gosJleueHUeM J1e8020 xHenydouka), OUCHYHKYUIO J1eB020 MHceay0ouKa, UHOYKYUI Heayo0ouKkosol
maxuxapouu 60 epems 31eKmpo@pu3u0102u4ecKo2o Uccniedo8aHusl.

e Jlna crparudukanum pucka BCC peKOMeHIOBAaHO BBINIOJHEHME 3SHIOKAPAMAIBLHOTO
MEKTPOPU3UOIOTUUECKOTO MUCCAEOBAHUSI C TTPOrPAMMMPOBAHHON CTUMYIISIIIVEN SKeJTymouKa
[30, 48, 76, 134, 448, 450, 508].

EOK IIb C (VYP A, VI 2).
HaCIIe,JlCTBEHHbIe IepBUYHbIE APUTMUN

CuHApOM yaauMHeHHOoro uHrepBasa QT

CpenHuii Bo3pacT MaHudecTam KIMHUIECKMX MPosiBieHnit — 14 neT. TogoBoit mokasaTenb BCCy
nauyeHToB ¢ HeseyeHHbIM CYUQT cocrasaser ot 0,3 mo 0,9%, Torma Kak CMHKOIE BO3HUKAIOT Y
5% B ron [457]. Bbuu BbISIB/IEHBI MyTaluy B 13 reHax, accouuupoBaHHbie ¢ CYUQT, 601bIIMHCTBO
13 KOTOPBIX KOAMPYIOT CYyObeIMHNUIIBI SJIEKTPUUECKM aKTUBMPYEMbIX MOHHBIX KaHAIOB: Ka/IMEBBIX,
HaTpMEeBBIX WJIM KalblIMeBBbIX. [eHEeTUUEeCKUii CKPUHUHT BBISIB/ISIET IAaTOJOTMYecKue MyTaluu B
75% cinyuaeB CYUQT B Tpex ocHOBHBIX reHax (KCNQ1, KCNH2 u SCN5A — tumnet CYUQT 1,21 3
COOTBETCTBEHHO), UTO cocTapasieT 90% TMONOXKUTENbHO TI'€HOTUIIMPOBAHHBIX  CIy4aes.
Crpatuduranyuss WMHAMBUOYATBHOTO PUCKA OCYIIECTBIASIETCS C  YUYETOM  KIMHUYECKUX,
aNIeKTpoKapAMorpadmMuecKnx ¥ TeHeTMdeckux mnapaMmeTpoB [243]. K mpoduraktiueckomy
npuMeHennto UKI*** creqyeT mogXoauTh MHOAUBUAYAIBHO Y BCEX IMAIIMEHTOB TPYIIITBI BBICOKOTO
pUCKa, B YaCTHOCTY Y KeHIMH ¢ TeHoTuriom LQT2 n QTc > 500 mc, y manyenToB ¢ QTc > 500 mc u
MpU3HaKaMM 3JIEKTPUUECKOI HeCTAOMIBHOCTH, a TAKKe Y MallieHTOB C TeHeTUYEeCKUM MpoduieM
BBICOKOTO pHMCKa (HOCUTENbCTBO [OBYX MyTallMii, B TOM umcie cuHApoma J[kepseia-JlaHre-
Hunbcena u cungpoma Tumorn).

Ha ceromHsmHMIT OeHb HET NAHHBIX, CBMUIETEIbCTBYIOIIMX O IMPOTHOCTUYECKOV 3HAYMMOCTU
mnHBa3MBHOro dPU ¢ mporpaMMMUpPOBAaHHOM CTUMYIISIIME JKeTyI0UKOB Y MallieHTOB C CMHIPOMOM
yaaMHeHHOro nHTepBana QT [449].

Crnenyroliye MepOINpUSITUS MO KOPPeKIuu obpasa XKM3HU PEeKOMEH[IOBAaHbI BCEM MAI[ME€HTaM C
JIMarHoCTUPOBAHHBIM CUHAPOMOM YAJIMHEHHOTo nHTepBana QT:

a. M36eraTh mpremMa MeIVKaMeHTOB, CIIOCOOCTBYIOIMX yHeHI0 uHTepBaia QT (mepevyeHb Ha
carite www.crediblemeds.org).

b. KoppekTupoBaTh HapyluleHUS] 3JeKTPOJIUTHOTO OajaHca (TUIIOKAJIMEMUIO, TUIIOMArHUEeMMUIO,
TUTIOKATbI[MEMUIO), KOTOPble MOTYT pa3BMBAThHCS Ha (OHe aAuapey, pBOThI UM MeTaboIMUecKux
HapyLIeHWIA.

c. M36eratp crienduueckux TPUITEPOB apuUTMUM (AaKTUBHOE IJIaBaHKe, 0COGEeHHO TIpK 1-M Tume
cuHppoma yanuHeHHoro uHTepBana QT, m BO3gelicTBMe TPOMKMX 3BYKOB IIPU 2-M THIIE
3abomeBanus) [450, 452].

e BrisgBiieHMe U yCTpaHeHMe MpUUMH yIyimHeHus nHTepBana QT (pexme BCcero, OTMeHa JII0OBIX
JIEKAPCTBEHHBIX CPEACTB, CIIOCOOHBIX YIJIMHATh MHTepBaa QT, ewin TakOBbIe MPUMEHSIOTCS,
KOPpeKUMsI JMeKTPONUTHBIX HApYIIeHMii, yCTpaHeHMe OpanmMKapiuyu) peKOMeHJOBaHO
nanuenTtam c nmomumopdHoi XT tuna torsade de pointes [243, 450, 454, 455, 512, 575].

EOK IIa (YVYP C, VI 4).

Kommenmapuii. Boiseume U ycmpadHume npuvuHel yonuHeHus uxmepsana QT ydaemcs, Kax
noxassleaem npakmuka, 6 nodasuaswoujeM 00JIbUUHCMEe CTyYaes, HO NOUMU HUK020d 3mo He daem



Obicmpo2z0 pe3yivmama, umo mpeGyem npogedeHusi jeueOHbIX Meponpusmuli, HanpaeieHHviX HA
ykopouerue unmepeana QT u npogunakmuky peyudusos torsade de pointes.

IManeHTaM C CMHAPOMOM YajIMHeHHOTO uHTepBana QT s mpodunaktukyu BCC peKomMeHI0BaH
npuem GeTa-ampeHobmokaTopos [20, 116,450,451, 452].

EOK IB (YVP C, VAI]I 4).

e HasHaueHue 6eTa-aapeH06;0KaTOpPoB 1y1sl mpodunakTuky BCC pekoMeHI0BaHO Y HOCUTEIeii
reHetnueckoi mytaumuu LQTS ¢ HopmanbHbiM QT-uHTepBanom [20, 116, 467].

EOKIIa B (VYP C, VI 4).

e BpemeHHast IEKTPOKAPAMOCTUMYISIINS ¢ yacToToit 100 u 6osbilie B MUHYTY PEKOMEHIYeTCs
nnst ykopouenmst mHtepBasnia QT u mpemympesxaeHus peunauBoB monumopdroit KT Tuma
torsade de pointes mpu oTcyTcTBUM 3derTa oT BBemeHnsT MarHus cyiabdara ** [197, 199].

EOK I C (VYP C, V]I 4)

Kommenmapuii. BpemeHHas cmumyasyusi moxcem O6vimb npogedeHa C UCNO0JIb308AHUEM CUCMeMbl
MPAaHceeHo3HOll dnekmpuueckoli cmumynayuu cepoua. Haesswiganue 60siee 8bICOKOL uacmomol
cokpaweHuti cepdya npusodoum K ykopoueruto unmepeana QT u cnocobcmeyem npedomepaujeHuio
peyudusos  noaumopguoti KT  muna  torsade de  pointes.  IIpodosxcumensHOCMb
271eEKMPOKAPOUOCMUMYNAYUU onpedensiemcss epemeHeM, HeoOX00UMbIM 0711 YCMpPAaHeHUs. NPUYuUHbl
yonuHerus unmepsana QT, Hanpumep, 8pemMeHeM IKCKpeyuu mozo Uil UHo2o npenapamd, si8UBe20cst
npuuuHoti yonurneHus unmepsaia QT.

Ecnu npuuuroti yonurenus unmepeana QT ¢ pazsumuem noaumop@roii JKT muna torsade de pointes
sensiemcs  Opadukapouus — (Hanpumep, Nhpu  NOJHOU  ampuoseHmMpuxynspHoli — 6roxade),
271eKMPOKAPOUOCIUMYIAYUS QONHCHA OblMb NEP8biM U OCHOBHBIM IMANOM JieueHus, d Npu Haauuuu
coomeemcmeyowux 803MOxCHOCMell cpasy e pexkomeHdyemcs NnoCMosIHHAs
271eKMPOKAPOUOCMUMYIAYUS C UMNAAHMAayueti UCKycCmeeHH020 8600umens pumma cepoyd.

B cnyuae 6o3HukHoseHuss nonumopgHoti KT muna torsade de pointes y nayueHmos c
UMNAAHMUPOBAHHBIMU Kapouocmumyasmopamu, UKIT*** unu ycmpoticmeamu ons obecneuerus CPT
603MOMCHO  B8peMEeHHOe U3MeHeHUue 0a3080li uacmomsl CMUMYAAYUU  UMNIAHMUPOBAHHO20
ycmpoticmaa.

e C uempi0o KymmpoBaHusi momumopduHoit KT Ttuma torsade de pointes mnpumeHeHMe
AHTUAPUTMUUYECKMX TIperapaToB (OCOOEHHO AaHTMAPUTMMUECKMX IIperapaToB la Kmacca u
aHTMapUTMMYecKux rpemnapartos III kiacca) He pekoMeH0BaHO [453].

EOKIII C (YYPC, VI 4).

OvOR
sk

e BHYTpMBEHHOe BBeIEHMe MarHus Cyabdara
peunnuBoB nmommopdHoii XXT tuma torsade de pointes [453, 454, 455].

PEeKOMEHAO0BAaHO MOJid IIpenyrpexaeHmsa

EOK IC (YVP C, V]I 4).

Kommenmapuii. Beedetue maznus cyivgama™* Hepedko oKa3vleaemcs 3(pGpekmueHovim, 8 Mmom uucie
U y NayueHmos ¢ uUcX00H0 HOPMANbHbIM YPOBHEM #MAZHUSL 8 KDOBU.

Sesteste

o VMmmnanTtanusg WKI*** B couetaHum c IpuemMoM 6eTa-aApeHO6JI0KATOPOB pPeKOMEHI0BaHa
ManyeHTam C CMHAPOMOM yajiuHeHHOro uHTepBaia QT, mepexxuBIIMM OCTaHOBKY cepana [116,
242,456, 459].

EOKIB (YVYP C, VI 4).

e Vmrantauyio WKI*** B codyeTaHMm ¢ TpueMoM OeTa-agpeHOOIOKATOPOB  CIemyeT
peKOMeH/I0BaTh MalMeHTaM C CMHAPOMOM yaauMHeHHOro uHTepBana QT M CMHKONaJbHBIMU
cocrostHmsivu m/vim KT Ha dhoHe mpuema ajleKBaTHOI 103bI 6eTa-aipeH0610KaTOpoB [242].

EOKIIa C (VYP C, VO] 4).

¢ BrinonHeHe I‘py,[[HOV[ HEBOCTODOHHeﬁ CUMITaTUYeCKO AeHepBalun cepAala peKOMEHIOBAHO Yy
CYMMIITOMHBIX MAIIMEHTOB C CMHAPOMOM YAJIMHEHHOTO MHTEpBaJid QT B (JieAyIoIux crydaax:



a. Ilpmem Gera-ampeHOOI0KATOPOB Hed(D(PEeKTMBEeH, IUIOXO IIePeHOCUTCS, JM60 MMEIOTCS
MIPOTMBOIIOKA3aHNSI.

b. UK ***-Tepamnms MpOTMBOIIOKAa3aHa VIV MMEeTCsI OTKa3 IMalyieHTa.

c. IMaumeHTsl ¢ wuMIUIAaHTMpOBaHHbBIM UKI*** Ha ¢oHe mpuema Oera-agpeHO6I0KATOPOB
MPOIOJIKAIOT MCIIBITHIBATH MHOXKECTBEHHbBIE paspsabl gedubpmmisiaropa [431, 432, 457, 458, 472,
473].

EOKIIa C (YVP C, VO] 4).

o JleueHue #paHOJA3MHOM (45 Mr / 4 B TeueHue 3 4acoB, 3aTeM 90 Mr / 4 B TeuyeHMe 5 4acoB)
PEeKOMEeH/J0OBAaHO B KayeCTBe [IOMOJHUTENbHONM Tepanuy C Lelbl0 YMEHbIIeHUS AJIUTEeTbHOCTU
nHTepBasia QT y mauueHTOB C CUHOPOMOM YIJAMHEHHOro wuHTrepBasa QT 3-ro Tuma u
yBenmuenuem QTc > 500 mc [460].

EOKIIb C (YVP C, VO 4).

e Vmrantauyst UK *** pekoMeH/I0BaHa B OTIOJTHEHME K Teparuy 6eTa-agpeHo6IoKaTopaMu y
aCMMIITOMHBIX HOCHUTENIE)l Tarosornueckoit myrauyyu B reHax KCNH2 wmmm SCNS5SA mpwu
yBemmuenvy QTc > 500 mc [243, 246, 462].

EOKIIb C (YYP C, VO 4).

Cunnapom kopoTkoro uHrepsazna QT (CKUOQT)

CHMHApPOM XapaKTepusyeTcsl YMeHbIeHHOI IPOJO/KUTEIbHOCTBIO peroasipu3anmumy  cepala,
KOTOPpAast SIBJISIETCSI CYOCTPATOM [JIST PA3BUTHUS KU3HEYTPOKAIOIMINX apUTMUiL. VImeHTUGUIMpOoBaHbI
MSITh TreHoB, cBsi3aHHbIX ¢ CKMQT: KCNH2, KCNQI1, KCNJ2, CACNAIC m CACNB2b. Ho
TIOJIOXKUTENbHBIM pe3ylbTaT TeHEeTMUEeCKOTO CKPUHMHIA OCTAaeTCS HEeBBICOKMM (Bcero 20%).
3aboseBaHMe SIBSIETCS JIETAJbHBIM BO BCEX BO3PACTHBIX TPYINNAX, BKIOYAsl JIeTeil B IMepBbie
MeCsIbl XU3HU, M BEPOSITHOCTb IIePBOJ OCTAaHOBKM cepAlia K Bo3pacty 40 net cocrasisieT 40%.
Becbma BeposiTHO, uto CKUQT sBjsileTcsT HEOOOMArHOCTMPOBAHHBIM COCTOSIHMEM B OOIIeii
TIOTTYJISIIIAM.

kK

IMokaszanus K mpuMeHeHnuto MK *** B kaskgom ciryyae pacCMaTpUBaOT MHAUBUAYATbHO, YUUTHIBAS
ceMeifHblii aHaMHe3 ¥ Hajaunuue ykopoueHHoro QTc, omHaKo AJisg OOIIMX PeKOMEeHIaluii Ha
JLaHHBIVI MOMEHT HeJJOCTaTOYHO JAaHHbIX [460].

Ha ceropgHsuHmit feHb HET JaHHBIX O TOM, YTO IIPOTPAaMMMPOBAHHAS CTUMYJISIIUS SKeTyJOUKOB
M03BOJISIET MPOTHO3MPOBATh APUTMUYECKME COOBITUSI Y TALMEHTOB C CUHIPOMOM KOPOTKOTO
unTepBaia QT.

e Mmrmutantauusi VK],
KopoTkoro nHrtepsasna QT, KoTopsle:

niasa npobunakTuku BCC pekoMeHIOBaHA MalMeHTaM C CUMHIPOMOM

a. ITepexxnnyt OCTaHOBKY CcephLia Vi/Uin
b. IMeI0T JOKYMEHTHPOBaHHYIO CIIOHTAHHYIO ycToiumByo XXT [245, 246, 462, 463].
EOKIC (YYP C, VO 4).

e HasnaueHue coTajionia peKOMEHIOBaHO s Tmpodunaktuku BCC y mMauueHToOB C
IMarHoCTMPOBAHHBIM CMHAPOMOM KOPOTKOro MHrepBana QT, nmerommx nokazanms K MKIT***-

Tepaliuu, B cjiyuyae, Koraa naHHas rmpoueaypa IIpoTMBOIIOKa3aHa UM MMeeTCd OTKa3 ITallMeHTOB
[461].

EOK IIb C (YYP C, VI 5).

¢ HasnaueHue cortanona** pekoMmeHmoBaHo 111 mpodmiakTuky BCC y aCMMIITOMHBIX TAl[MeHTOB
C IMAarHOCTMPOBAHHBIM CMHIPOMOM KOPOTKOro mHTepBasia QT, uMewIlux cemMeiiHblii aHaMHe3
BHE3aITHOI ceplleuHoi cMepTy [461, 462].

EOKIIb C (YYP C, VA 4).

Cunnpom Bpyrana

CMHJIpOM prra,ua — KaHajonatmsa C OOMMHAHTHBIM Hacd/legOoBaHUEM U pa3m/1qH0171
IIeHEeTPAaHTHOCTLbIO, 3aBUCUMOJ OT BO3pacCTa u IIOJIa: KIMHUYECKME IIPOSBICHUS 3a60/1eBaHUs



BCTPEUaloTCs yYallle y B3pOWIbIX M B 8 pa3 uallle y My>KuMH, yeM y xeHIMH. @)K BcTpeuaercs B
cpemHeM Bo3pacTte 41 +15 jieT, HO MOKeT BO3SHMKATh B JIIOOOM BO3pacTe, OOBIYHO BO BPeMsI OTAbIXa
U cHa. JInxopajaka, upe3sMepHOe YIIoTpebieHre aIkoroisi M OOMIbHOe IUTAHMEe — 3TO TPUTTEPHI,
KOTOpble TMO3BOAAIOT BbISBUTH JKI' 1-ro Tuma m npeppacnonaralor kK ®B. Cungpom Bpyranma
IMarHOCTUPYETCST y TallMeHToB ¢ mogbeMoM cermeHTa ST ¢ mopdonorueit 1-ro Tuma > 2 MM B
OAHOM MJIM HECKOJbKMX MPAaBbIX MPEKOPAMATbHbBIX OTBeAeHusIX V1 n/unu V2, pacrnoaoXeHHbIX BO
BTOPOM, TPEThEM WM UYETBEPTOM MeXpebepbe, BOSHMKAIOMIMX JMOO CIOHTAHHO, JMOO IOCie
MIPOBOKAILIMOHHOTO JIEKAPDCTBEHHOTO TecTa C BHYTPMBEHHBIM BBeAeHUEM aHTUaPUTMUYECKOTO
npenapara Ic wiacca (Takoro Kak MNpokKaMHamun), wiu npu peructpauum IKI' B BepxXHMX
MPEKOPAUAIBHBIX OTBEJEHUSIX (MeXpeOepHbIX MPOMEXyTKaxX Ha 1-2 peOpa BbIlle TOJIOKEHUN
371eKTpOonoB B V1 n V2.

EnuHcTBeHHasi BO3MOXHOCTb CHU3UTh puck BCC mnpu cuHapome Bpyraga sakiwuaeTcss B
ucnonab3oBaHuy UKI*** KOTOpBI/I peKOMEHAO0BAH BCEM MalleHTaM C MOATBepskaeHHo KT min
®X u mpu croHTaHHOM TosiBieHMM DKI' 1-ro Tuma, a Takke MHPU HaIMIuMu OOMOPOKOB B
a"HaMHe3e. HemaBHO MOSIBWIMCH CBeeHMsI, UTO SMMKapAMaIbHas KaTeTepHas abjauus mepemHeit
CTEeHKM BBIBOZHOTO TpakTa DK mo3BosieT nNpesoTBpaTUTh JEKTPUUECKUI IUTOPM y TIAIIMEHTOB C
MTOBTOPHBIMM STM304aMM, OSHAKO STM [OaHHbIe TPEOYIOT HOMOJHUTENBHOTO TMOATBEPKIEHNMS,
MIpeKIe YeM MX MOKHO GYIEeT UCIT0/Ib30BATh B KIIMHUYECKO TPAKTUKE.

d CJ'[E/:[YIOH.[I/IE MEepOIIPpUATHUS IO KOPPEKINUN 06]3833 JKM3HU peKOMEeHJOBaHbl BCEM ITallM€HTaM C
AVArHOCTUPOBAHHLIM CMHAPOMOM prraaa:

a. M36erath mpremMa MeaMKaMeHTOB, KOTOPbIE MOTYT ITPOBOIMPOBATH 3/eBalnio cermenTta ST B
MPpaBbIX TPYAHBIX OTBeAeHUIX (Www.brugadadrugs.org).

b. M36eraTh M36bITOYHOTO YITOTPEOIEHNS aJIKOTOMIS U TTepeenaHus.

c. HememieHHO MpPUHSATb Mepbl /IS CHYOKEHMS TeMIlepaTypbl Tejla I[Py BO3HMKHOBEHWUM
JIMXOPaAKY TI060T0 reHe3a. [247, 464, 465, 466, 468]

EOK IC (YVP C, VA], 5).

e VMmmnanTtainusg HWKI*** pexoMeHmoBaHa Ial[ieHTaM C AMarHOCTMPOBAHHBIM CHHIPOMOM
Bpyrana, koTopble:

a. [lepexxmin 0CTaHOBKY cephLia U/Win
b. VIMeloT JOKyMeHTHPOBAaHHYIO CIIOHTaHHYIO ycToiunByio JKT [247, 464, 465, 466, 468].

EOKIC (YYP C, YO/ 4).

o Vmrmantauyst UK *** pekoMeHI0OBaHa y MAI[MeHTOB €O CIOHTaHHbIMYU JKI-TiposiBiieHMsIMu 1-
rO TUIA CMHIpOMa Bpyrama M CMHKOMAJIbHBIMM COCTOSTHUSIMM B aHamHe3e [247, 464, 465, 466,
468].

EOKIIa C (VYP C, VI 4).

e Ummanrtanumsa WKI*** pekoMeHIOBaHA y TMAIVEHTOB C JMAarHOCTMPOBAHHBIM CHHJIIPOMOM
Bpyrazga, y KOTOpbIX pa3BuBaeTcs GuOpUUISINS KeayIOUKOB BO BpeMsl ITPOrpaMMMUPOBAHHOIA
SKeTyI,0YKOBOM CTUMY/SILIMY B IBYX TOUKAaX C 2-MSI MM 3-Ms 9KCTpacTuMynamu [247, 464, 465,
466, 468].

EOK IIb C (VYP C, VAI]I 4).

e BehIrosnHeHMe KaTeTepHO! abnauuy peKOMEeHZOBAHO Yy TMAlMeHTOB C HAJIMYMEeM B aHaMHe3e
9JIEKTPUYECKOTO INTOPMa WIM TOBTOPHBIX MOTMBMPOBAHHBIX cpabarbiBanuii UKI*** ¢
HaHeceH}eM LIOKOB [466, 467].

EOK IIb C (YYP C, VAI]I, 4).

KaTeXOJIaMMHepI‘M‘IeCKa}I l'[OJ'II/IMOp_(l)Ha}I JKEeyAOYKOBasa TaxXmurapanusa

2TO penkoe HacaeACTBEHHOe apuUTMOTeHHOe 3aboneBaHue, XapakTepu3yloleecs
apeHepruuecKu-MHIYIMPYEeMOil ABYHANpaBieHHo u momumopdHoii JKT. 3aboneBaeMOCTb
MMeeT IpearonaraeMyio pacrnpocrpaHeHHocTb 1 Ha 10 000. BeuiM uaeHTUGMLIMPOBAHBI IBa
reHetudyeckux tumna KIDKT: qoMuHaHTHBI BapuaHT M3-3a MyTalluii B reHe, KOOUPYIOIIEM TI'eH
penentopa kapauanabHOro puaHoauHa (RyR2), u penkuii peliecCMBHBIV BapuaHT, BbI3BAHHBI



MyTalyeil B reHe kapauaabHOro kambcekBecTpuHa (CASQ2). Knuuuveckne mposiBaenmsi KIDKT
00BIYHO BO3HMKAIOT B MIEPBOM AECITWIETUM KU3HYM U BbI3BaHbI (PM3UUYECKOI aKTUBHOCTBHIO VIIU
SMOLIMOHAIbHBIM CTPeCcCOM. JIMarHOCTMKa SIBJISIETCSI CJIOXKHOM 3a/iaueit, MOCKONbKY MalMeHThI C
KIDKT wumeror HopMmanbHyto OKI' m 3xokapgmMorpamMmy; nOjisl YCTAHOBJIEHMS JAMarHosa
PEKOMEH/IYeTCsI XOJITEPOBCKOE MOHUTOPUPOBAHME U/WJIM TECT ¢ (p13MUeCcKoii Harpy3Koii, BO BpeMs
KOTOPOTO TIOSIBJISIIOTCSI TIpeficepAHble U SKeIyIOYKOBble apUTMUM (ABYHaIpaBjieHHas WU
nonmopduast XKT).

Hes3aBucMMBIMM MTPOTHOCTUYECKUMM (DaKTOpaMy [T apUTMUUECKMUX coObITUi B ciryuae KIDKT
SIBJISIIOTCSL  BBISIBJIEHME 3a0oyieBaHMsi B JIETCKOM BO3pacTe, OTCYTCTBME Tepanuyu Oerta-
agpeHo6I0KaTOpaMU U TIEPCUCTUPYIOIIME CIOXKHbIE apuTMuu. CUMTAeTCs, YTO TepBast JTUHUS
tepanuu  KIDKT BKIOUaeT HeCeleKTUBHbIe 6eTa-afpeHo610KaTopbl (6e3  BHYTpPEHHeI
CUMITATOMUMETUYECKOM aKTUBHOCTY) ¥ MoaudUKamuio o6pasa >XM3HM C OrpaHUYEHUEM
(usMUecKux Harpy3ox.

JIeBOCTOPOHHSISI CHMMITaTHYeCcKasl IeHepBallMsl cepilia OKasbiBaeT OmpelereHHbI 3¢deKT mnpu
KIDKT y maumueHTOB, KOTOpble He TIepeHOCAT OeTa-aJApeHO0OJ0KATOPhl, OJHAKO HEOOXOIMMBI
JIOTIONIHUTENbHbIE JaHHbIe U Oosee IyIUTeNnbHOE HAOMIONeHMe 1JIsT KOMMYeCTBeHHON OI[eHKM 3TOTO
abdekra. I[laumeHTam, TEePeXMBIIMM OCTAaHOBKY CepAlld, pPeKOMeHJOBaHbl MpueM OeTa-
angpeHob6mokatopoB u MKI***-Tepanusi; ecnyu Takoe jeyeHue IO pe3ylIbTaTaM CTPecc-TecTa He
M03BOJISIET JTOCTUYb TIOJTHOTO KOHTPOJSI apUTMMM, CJIeAyeT PacCMOTPeTb KOMOWHMPOBAHHYIO
AHTMAaPUTMMUUECKYIO TepaInIo.

Vimrnantauyst UK *** BosmoykHa y maimeHToB ¢ KIDKT, KoTopble He OTBEYAIOT Ha jieueHne 6erta-
ampeHo6iokaTopamu. IIpu mporpammupoBanuy WKIO*** yBennuMBaIOT IPOHODKMATETbHOCTD
nmerekuyy JXT, MOCKONbKY HaHeceHUe Pa3psiioB MOXKeT ObIThb GOJIe3HEHHBIM M CIIOCOGCTBOBATH
MOBBILIEHUIO CUMIIATMYECKOTO0 TOHYCA M MPOBOLMPOBATh MOBTOPHbIE 3MMU304bl apUTMUM, YTO B
KOHEYHOM MTOTe BeJeT K BO3HMKHOBEHMIO MIOPOYHOTO Kpyra C penyauBupyoommumu JKA, BIIOTb
10 CMepPTeNbHOTO MUCXOZa.

e Bcem mamueHTaM C  JOMarHOCTMPOBAHHON  KaTeXOJIaMMHEPTrMUYeckoil  monummopdHOit
SKeJTYOOYKOBOM TaxuKapAueili peKOMeHIyeTcs M30eraTb COpPeBHOBATENbHBIX BUIOB CIIOPTA,
CUJIOBBIX TDEHMPOBOK U CTPECCOBBIX CUTyaLuii [248, 249, 469, 470, 471].

EOKIC (YYPC, VI 4).

o TIpuem GeTa-agpeHOOTIOKATOPOB PEKOMEH/IOBAH IJIs JiIeueHUs apuTMum 1 nmpoduiaktuky BCC
BCEM TMAaIMeHTaM C [OMATHOCTMPOBAHHON  KaTeXOoJaMUHEePTMUecKoil  MommMMopdHOIi
JKeTyNOYKOBOM TaxuKapAuel, yYMUTbIBas Halndue AOKYMEHTMPOBAHHOJ CIIOHTAHHOWM WIN
cTpecc-MHIAYLUMPOBaHHOM JKA [247, 468, 469, 470, 471].

EOK IC (YVP C, VII]I 4).

e Vmrmmantauyst UK *** momoMHUTENbHO K MpremMy 6eTa-agpeHOOJI0OKaTOPOB B COYETAHUN VN
6e3 aHTMapuUTMMueckumyu mperapatamu [ wau III Kjmacca peKOMeHJOBaHA [Jis JIEUEeHUS
aputvuy 1 npobmaaktuky BCC mamyeHTaM C IMarHOCTMPOBAHHON KaTeXoJaMMUHEPTUUYECKOi
MONMMMOP(MHOII KeTYIOYKOBOI TaxuKapAueii, MePEXKMUBIIMM OCTAHOBKY CepAlla, MMEIOIUM B
aHaMHe3e TIOBTOpHbIe  CHHKOMAJbHbIe  COCTOSHMSI ~ WAM  3MOU30IbI  MonauMopdHoi/
nByHanpasyieHHO JKT, HecMOTpsI Ha ONITUMAaJIbHYI0 MeJMKaMeHTO3HYI0 Tepanuio [247, 248].

EOK IC (YVP C, V]I 4).

e Tepanus 6era-afpeHOOIOKATOPAMM PEKOMEHIOBAHA POACTBEHHMKAM ManyeHTa s
npodunaktukyu BCC mpu BbISIBAEHMM TeHETMUeCKUX MyTallMii, Jaxke IpU OTPULIATEBHOM
pesy/bTaTe HarPy304YHOTr'o TeCTUPOBaHMs [248, 469].

EOK Ila C (VYP C, VII]I 4).

e BrinonHeHMe TPYIHOI IEBOCTOPOHHE CUMITaTUUeCKOii JeHepBalu ceplia peKOMeH0BaHO Y
MalyeHTOB C OMarHOCTMPOBAHHOM KaTexoJlaMUHepruueckoit MmonnumMop@HOl >KemyIouKoBOii
TaxukapAueir U TOBTOPHBIMM  CHUHKOTAQJbHBIMU  COCTOSIHUSMHU,  TMOMMUMOPGHOI/
nByHanpasiaeHHoi KT, HeCKOJbKMMM MOTMBUPOBAaHHbIMM cpabaThiBanusimu VIKI*** ¢
HaHeCeHVeM paspsaoB Ha (GoHe M3O0JIMPOBAHHOTO IIpMemMa OeTa-agpeHOOIOKATOPOB WM B
coueTaHMM C aHTMapuTMmyeckumy npenaparamu I mam I knacca, a Takke nNpy HaaUuuum
HeIepeHOCHMOCTY WIN IIPOTUBOIIOKA3aHMII K uX nipuemy (471, 472].



EOK IIb C (YYP C, VI 4).
Jleuenne JKT/BCC y meTeii M MalMeHTOB C BPOXXIeHHBIMM IIOPOKaMM CepAIia
JleueHue KeTyo0YKOBBIX APUTMMUIA Y leTelt 6e3 opraHmnyeckoro 3a6oeBaHus cepaia

e JleTsm ¢ penkoit, 6eccummnToMHoi JKT, y KOTOPBIX MpeAronaraeTcs: KpaitHe Hu3kuii puck BCC u
IOOPOKAUeCTBEHHBINI XapakTep TeueHUs 3aboseBaHusi, B OOJBLIMHCTBE CJy4aeB He
peKOMeH/I0BaHO Ha3HaueHVe aHTUaPUTMMUUeCKO Tepanun. [27, 474].

EOK IB (Y], 5, YVP C).

Kommenmapuii. Takue demu Hyxoaiomcs 8 amOynamopHoM HabawdeHuu ¢ Ueavlo paHHezo
8bl1871€HUSL PA3BUMUST CUMNIMOMO8 U NPOPUAAKMUKU 803MOMCHbBIX 0CN0xHeHull. JleueHue KT moxiem
6bMmb MEOUKAMEHMO3HBIM (AHMUAPUMMUYECKAS. Mepants) U Xupypeuueckum (UHmepeeHyuoHHsiM). B
8010 ouepeds, MEOUKAMEHMO3HOe JieueHUe cOCmoum u3 08yx HanpasaeHuli: mepanuu, HanPasaeHHoL
Ha 3KkcmpeHHoe Kynuposauue npucmyna KT, u npomekmopHolU mepanuu 0as npedynpexcoeHus
803HUKHOBEHUs npucmynos. Cxema meduxameHmo3Hozo JjeueHus KT 3asucum om 6vlpareHHOCMuU
KJUHUYECKUX NPOsieNeHUll (uacmoma, OnumesibHOCmes U msxcecms napokcuzmos JKT), Haniuuus unu
omcymcmaus cmpykmypHoli hamosozuu cepoya, ¢akmopos pucka BCC, eo3pacma, Jokanusayuu
cybcmpama apummuul, 3(pGpeKmusHoCMU UCNONb3YeMblX paHee hpenapamoe.

e MeauKkaMeHTO3HasI Tepanusl Wi KaTeTepHas abiaiysi peKOMeHI0BaHbI JeTsIM ¢ yacThiMy YK
mu KT, KoTopble MOTYT BbI3BaTh AUCHYHKIIMIO KeTYNOUKOB [27, 474, 475,476,477, 478, 479].

EOK IC (VI 4, VVP C).

e JleTsiM ¢ MOCTOSIHHO-BO3BpaTHOI JKT B OTCYTCTBME HapyIIeHUs IIeHTPabHOM reMOoJMHAMUKMY,
HO C HajJuMuMeM HavyaJbHBIX TIPOSIBJIEHMII apUTMOTeHHOV AUChHYHKIMM MMoKapaa
PeKOMeHI0BaHO MIPOBeIeHMe Tepaluy aHTuapuTMuueckumMu npemnapatamu I u 111 knacca, 6eTa-
aZipeHo6IoKaTopaMu 1 GIOKATOpaMM «MeAJIEHHBIX» KabIIMEBbIX KaHAOB [474, 475, 476, 477,
478,479, 480, 486, 590, 591, 592]..

EOK mer (V] 4, VYP C).

¢ PeKOMEH[IOBAHO TMpPUMEHEHMEe aHTUAPUTMUUECKMX TIpermapatoB Ic kimacca B KavyecTBe
aJbTepHATUBBI OeTa-aApeHobiokaTopaM uin #BepanaMmuay** y nereit ¢ JKT BbIBOZHOIO TpaKTa
[27, 475].

EOK IIa C (VAN 5, VVP C).
o Jleuenue JKT/KD #BepanammioM™* He peKOMEHI0BAHO AeTsIM B Bo3pacTe 1o 1 roxma [27, 481].
EOK III C (VA A, 5, VVP C).

o BrIlTOJIHEHMe KaTeTepHOi abjalumu y OeTeii ¢ CUMMIITOMHOM wuauornatudeckoit JKT/KD us
obnactu BTIDK wiu JieBOKeTyIOUKOBOW (DAaCHMKYISIPHON TaxuKapaueii, YyBCTBUTEIbHOM K
#BeparaMuiay, peKOMeHIO0BaHO B cJyyae, ecaM MeAMKaMeHTO3Hasl Tepamnusi oKasaaach
HeahbeKTUBHO WM HeXenaTeNnbHo [27, 475,476,477, 478].

EOK IIaB (YA 4, YVP C).

e BpIlo/IHeHMe KaTeTepPHO! abjaluuy B CIeNMaJM3MPOBAHHOM LIEHTPe Y JeTeil ¢ CMMIITOMHOI
uauonatuueckoii XXT-BTJDK, obmacTy aopTaabHOrO KiaraHa WiIM SnuKapauanbHoi JKT/OKO
PEKOMEeH/IOBAHO B C/Iydae, eC/ii MeIMKaMeHTO3Has Tepanusi oKasanach HeahdeKTUBHOI, I B
KauyecTBe aJIbTePHATVBBI TOKM3HEHHOI MeIMKaMeHTO3HOI Teparvu [27, 474, 475].

EOK IlaB (VA1 5, YVP C).

o KarerepHas ab6nauust XXT/JKD He pekoMeHIOBaHa OETSIM MJaflle 5 jieT, 3a MCKIIOUYEeHVEeM
cryyaeB HedhEKTUBHOCTM MeaVKaMeHTO3HOi Teparmuyu ¥ KT C TSKeNbIMM HapyIIeHUSIMU
remMoaviHamuku [27, 481].

EOK IIIB (YO, 5, YVP C).

[lpMMeHeHMe MMIUIAHTMPYEMOrO KapauoBepTepa-aeGubpuwiisTopa y OeTeil U TMalMeHTOB C
BPOSK/IEHHBIMU TTOPOKAMU CepALia



e Vmmantauust KII pekomeHoBaHa 1jisi BTOpUYHOI mpodwiaktuku BCC y meTeil, BBDKUBIINX
MOoCje OCTAHOBKM KpPOBOOOpAIleHMsI, B TOM CjIy4ae, €CIM TIIATENbHO BBIITOJIHEHHOE
0b6CileoBaHMe MUCKIIOUYaeT BO3MOKHOCTDh YCTPaHEHUSI ee TIPUYMH, KaK Cpedyu TMalMeHTOB 0e3
CTPYKTYpHOJM maTtonoruu ceppua, Ttak u npu Hammumm BIIC, KMII wmnm BpoXmeHHOM
KaHasonatuu [27, 260, 261, 262, 263].

EOKIB (YO 4, YYP C).

e Vmmnantauusa K] pekomeHpoBaHa mnauyeHTtam ¢ BIIC ¢ yCTOMUYMBBIMM CUMIITOMHBIMU
napoxkcnsmamu XT [27, 260, 261, 262, 263].

EOK IB (VI 5, VYP C).

Kommenmapuii. ITayuenmam 0onxHo 6biMb 8bINOJHEHO UHBA3UBHOE UCCIE008aHUE 2eMOOUHAMUKU U
UHBasueHoe 3JieKmpogu3suonozuieckoe ucciedosarue. Heobxoo0umo paccmompems 803MOMCHOCMb
NpUMeHeHUs. albMepHAMUBHbIX Memodos JieueHus, Makux Kak KamemepHas abaayus uiu
Xupypauueckoe emeliamenscmeo ons ycmpaverus XKT. B ciyuasx Hego3moxcHocmu ycmpaueHust KT
O0aHHbIMU Memodamu nokasana umnaanmavus UK*** [27, 259, 260, 261, 262, 263].

sesteste

e Ilpumenenue UKI*** pekomeHpoBaHOo y manueHToB ¢ BIIC u o6MOpokamu HEM3BECTHOTO
MIPOUCXOXKIEHMSI B COUETaHUM C TSDKeNoM AUChYHKIMe KelTyqouyKOB WM/MAM MHIyIUPYyeMOit
ycroiiunsoii JKT/®XK npu npoBegennm sun02dU 27, 260, 262, 263].

EOK IIaB (V]I 4, YYP C).

Sk

e mmnantauusi UK]]
cucreMHoro xenymouka (@B <35%), cumnTomHoit XCH Ha ¢oHe ONTMMAa/IbHOI
MmenukameHTo3HO Teparuu ¢ I maum 11T @K mo NYHA [27, 265, 266].

peKoMeHoBaHa B3powibiM manyveHTam ¢ BIIC u muchyHKuMei

EOK IC (VI 5, VVP C).

sesksk

e Vmmnantauusi MK]I
HecKonbkuMy dakropamu pucka BCC, Bratouas nuchyskimio JOK, Heycroitunyo XT, QRS >
180 mc minm nupyuupyemyto ycroiumyto JKT npu [1CXK [27, 260, , 266, 267, 484].

PeKOMeHOOBaHa Y HEKOTOPbLIX IMallMEeHTOB C TETpa,HOVI daio u

EOK IIaB (VI 5, VYP C).

e Vmmnantauust UK *** pekomeH0BaHa y MalleHTOB C TsKeloi nucyHKnel efMHCTBEHHOTO
SKeJyooYKa WIM CHCTeMHOTO IIPABOTO SKeNyJouKa IPY Haauuuu OpyTux (GakTOpoB DPUCKa,
Britouasi Heycroumsyio KT, XCH II win III @K mo NYHA 1 BbipaskeHHYIO perypruranuio Ha
cucreMHOM AB-knamase [27, 261, 485].

EOK IIbB (YO 4, YYP C).
KaretepHas abmamys JKT y meTeii 1 MayeHTOB C BpOXKIEHHBIMY ITOPOKAMM CepAlia

e TIpoBemenne PYA ouara JXXT pekoMeHI0BaHO y feTei ¢ remoguHaMmuiyecky 3Haunmorii JKT win
HaJIM4YMeM apuTMOTeHHO auchyHKIM Mmuokapaa [27, 475, 476,477,478, 479, 486, 487].

EOK - ner (YII], 5, VVP C).

Kommenmapuii. PYA moxem 6bimb npumeHeHa Kax 1-s aunus mepanuu, 1ubo Moxcem npogooumscs
npu Heagppekmusrnocmu AAT.

e PexoMeHAoBaHO TMpoBeneHre PYA y neteit npu Hamumuuy (QaciuKyIsIipHONM, #Beparamui-
yyBcTBUTeNbHOM XKT [27,475, 476,477,479, 486, 487].

EOK IIaB (VI 5, VVP C).

Kommenmapuii. PYA moxem 6bimb npumeHeHa Kax 1-s auHus mepanuu, 1ubo Moxcem npogooumscs
npu Heagppekmusrnocmu AAT.

e JIpoBenenue PUA pekoMeHIOBaHO y geteli ¢ cuMITOMHOM JKT 13 BBIXOLHOTO TPaKTa IIPaBOro
skenymouka [27,475,476,477,479, 485, 486].

EOK IIaB (V] 5, VVP C).

Kommenmapuii. PYA moxem npogodumscsi 'y demeli ¢ hoaumopHolii xcerydoukosoli apummueil, 8
cryuae OOMUHUPOBAHUsL 00HOTU U3 MopgoJioeuti unu Kozda useecmeH mpuezep, Ha Komopwlii 6ydem



HanpasneHo PY-go3deiicmeue. Paduouacmommuas abaayus xeayooukoeoli maxukapouu He
pekomendyemcs y demeli ¢ 6eccumnmomoti KT, Kozda He npozHO3Upyemcs passumue apummozeHHoL
ducyukyuu muoxapoa. Paduouacmomuas abnauus xeayo0oukogoli maxuxkapouu He pekomeHoyemcs 8
mex cayuasx, koeda KT o06ycnosneHa npexo0sujumu NpUMUHAMuU, Makumu Kak ocmpolii mMuokapoum,
moKkcuueckoe 8nusHue MeduKkameHmos u m. d. [486].

e KarerepHasi ab6nainusi peKOMEHAOBaHA KaK BCIIOMOTATENbHBII METOZ, JIEYeHWS] WIK
anprepHatuBa MKI*** y manmeHTtoB ¢ BIIC M peuuamMBUpPYIOMIMMM 3MU30LAMU YCTONUYMBO
MoHoMopdHOoM XT mau amekBaTHbIMM cpabaTbiBaHussMy VKI*** KoTOpble He MOTYT OBITh
KOPPEeKTMPOBaHbI MporpaMmupoBanmem VUK *** yunu menykaMeHTO3HOI Tepamnueii [27, 264].

EOK IC(YZL] 5, VVP C).

e BhiMmosHeHMe  KaTeTepHO!  abmanmuMu  pPeKOMEeHJOBAaHO B  KayecTBe  aJlbTepPHATUBBI
MeIVKaMeHTO3HOI Teparnuy Ipyu CUMIITOMHOJ YCTOiunBOi MoHOMOpdHOIi JKT y maimeHToB ¢
BIIC u UK[I*** [27, 264].

EOK IIaB (V] 5, YYP C).

e BbIMosHeHMe  XMPYPTMYecKoil abmauuy B COUETAHMM C  3MeKTPODU3UOIOrMYeCcKUM
KapTMpPOBaHMEM DEKOMEHIIOBaHO Yy MauueHToB ¢ BIIC, KOTOpbIM MpeACTOUT olepauusi Ha
cepiue, IpM HaAMuMM KIMHMYeCKON ycroiuuBoit JXT u mHAyUMPYEeMOV YCTOINUMBO
moHoMopdHo# JKT ¢ ycTaHOBIEHHBIM KPUTUUYECKUM Teperieiikom [27].

EOK IIbC (YA, 5, VYP C).

e KarerepHas abmauust 1 mpopuIakTHUECKOe IIPUMEHEeHe aHTUapUTMUUYECKMX MpernapaToB He
PeKOMeHI0BaHbl B Cyuyae 6ecCHMMIITOMHBIX, penkux JKD y maumeHToB ¢ BIIC 1 cTa6MIbHOIM
byHKIMe KemyIouKkoB [27].

EOK IIIC (VA 5, YVP C).

BocnanurenbHble, peBMaTHMUYeCKMe IMOpPa’keHMsI CepAlla M ero K/alaHHOro amnmapara,
60J/Ie3HM HAKOILJICHWS

e TlallMeHTOB C YIPOKAKIIMMM SKM3HU YCTONUMBBIMMU IKETYHOUYKOBBIMU TAXUAPUTMUSIMU U
KIVMHMYECKMM IIOA03peHMeM Ha MMOKAPAUT/TIEPUKAPOUT PEKOMEHIyeTCsl HaIpaBisTh B
CIIeVaaM3UPOBAHHbIE IIEHTPbI, TIe BO3MOKHBI MOHUTOPMHT IeMOAVHAMUKA, KaTeTepusalnus
cepana M SHAOMMOKApAMabHAs GMOIICKS, a TakKke MPUMEHEHMe YCTPOJCTB MeXaHUJYeCKOoii
TIOAAEPKKIM CepHeUHO-JIeTOUHOM AesITebHOCTY U CIendUIYeckux MeTOMOB JeYeHus] apuTMuit
[487, 488, 489].

EOK IC (YYPC, V], 5).

¢ BpemeHHbBIl KapAMOCTUMYIISITOP PEKOMEH/IOBAH MallMeHTaM C 6paauKapayeit 1/umy 610Kamoii
cepaIa, KOTopble MpoBonupyoT KA BO BpeMst OCTpoit ¢a3bl MMOKapauTa/aHKapauTa [487,
488, 489].

EOK IC (YVP C, VA, 5).

e PexoMeHZOBAHO Ha3HAaueHMe aAHTUMAPUTMMUUECKON Tepamnuy TMauueHTaM C CUMIITOMHO
HeyCcToiuMBo viu ycroitunsoii XKT Bo Bpems ocTpoit (asbl Muokapauta [487, 488, 489].

EOK IIaC (YVYP C, YA, 5).

¢ PeKOMEHIOBAHO TMpM BOCHAJIUTENbHBIX 3a00TeBaHMSIX CepAlla pPacCMOTPETh BOIPOC 00
umMrmianTaym UKI*** uny xkapamroctuMysiTopa mocie paspelnneHnsi octpoit ¢dassl [490, 491,
493].

EOKIIa C (VYP B, VI 3).

Kommenmapuii. IIpumenenue HKI*** y nayuenmos ¢ ycmoiiuugoii XXT u HapyweHusmu
2eMOOUHAMUKU Ues1eco00pa3Ho nocie paspeuwleHus ocmpoll assl 8 ciyude passumusi 8MopudHol
Kapouomuonamuu, eciu oxudaemas npoooJIHUMENbHOCMb HU3HU cocmasnsem Gosnee 00H020 2004 C
XOpOWUM PYHKYUOHANbHBIM cmamycom [491].

¢ PekOMeH[IOBaHO MpuUMeHeHre neduopuIIAToOpa HOCMMOM CUCTEMBI IJIUTEIbHON PerncTpannun
CepIeyHoro puTMa (HOCUMOTO neubpwuIisTOpa) AJI TOAIEPKKM B TE€PUOA, BbI3IOPOBIIEHNUS



win no ycraHoBku UK ManyeHTaM C BOCIAJMUTEIbHbIMM 3a60/€BaHMSIMM Cepmia u
OCTaTOYHOI TsDKeoi nuchynkumeit JDK m/mmm a7eKTpudeckoil HeCTabMIbHOCTBIO SKeTyoouKa

[492, 493].

EOK IIa C (YYP B, VI 1 3).

e PekOMeHI0BAaHO pacCMOTpPeTb BOMNPOC O paHHeM IpumMeHeHuu WK]] y ManueHToB C
TUTAaHTOKJIETOYHBIM MMOKAPAMTOM WM CAapKOMOO30M, MMeWIux ycroiumByio KA ¢
HapyleHneM reMOAVNHAMUKIA MV TTePEKUBIINX OCTAHOBKY CepJLia, YUUThIBAs IIOXOI TPOrHO3
IpY JAHHBIX 3200/€BAHMSIX, €C/IM OKMUAAeMast MIPOJO/IKUTENIBHOCTD KU3HM COCTAB/ISeT Ooee
OJHOTO TOZA C XOPOIIMM (YHKUIMOHATBHBIM cTaTycoM [30, 254, 495, 584].

EOKIIb C (YYP A, VO[T 2).

Kommenmapuii. Hanuuue nepcucmupyroujeii 6ochanumensHoli uH@uismpayuu muokapoa (no
OAHHBIM UMMYHOZUCMOXUMUYECK020 AHANU3A) U/UNU AHOMAIbHBIX CKONeHUL (pubpo3Holi mKkaHu (no
daHHbiM MPT) nocie ocmpozo MUoKapouma MoxcHO paccmampueams Kak 0ONONHUMENbHbLI MapKep
8vlcokozo pucka BCC npu eocnanumenvHoix 3aGonesanusx cepouya [494]. Tlpu ocmpom u
MOJIHUEHOCHOM Muokapdume 8 00noiHeHue K MeOUKAMeHMO3Holl mepanuu pekomMeHdyemcs
azpeccusHas noooepicKa 2emMOOUHAMUKU C NOMOWbBI0 UPECKOMCHOLU cucmemosl cepdeuHo-1e20uHOtl
noddepycku UAU BHYMPUAOPMATbHOU GANIOHHOLU KOHMpNyabcayuu, umobbl COXPAHUMb HU3HD
nayueHma e mseyr, Ho npeodonumyr ocmpyio ¢asy 3abonesarus. Ilepexood K UpeckoXCHOU cucmeme
cepoeuHo-1e20uHoll noddepicku Heobxodum 6 mom cayuae, ecau peppakmepras XT unu @K He
omeeuaem Ha HECKOILKO NONbimox depubpunnayuu (om mpex do namu) [496].

Vmrantanyio MKI*** pekoMeHIyeTCs OTIOKUTDH IO paspelieHus OCTpoit ¢asbl MMOKapAWUTA.
ITOCKOBKY B 3TO BpeMSI MMOKAPIUT YK€ MOXKET MOTHOCTBIO pa3pelnnThCes, Tokasauus K UK *** u
BpeMEHHbIE PaMKM OCTAIOTCSI CIIOPHBIMM, [daXke II0Cjae OCTpoil ¢aspl  3abojeBaHMms.
IMepcnekTuBHBIN MeTon JseueHus KT u ®XK Ha ¢doHe MMOKAPANUTA, KOTOPBI I103BOJISET
MpeofoyieTb KPUTUUYECKUI TIepuof, U AOKAATbCS TIOJMHOTO BbI3JOPOBIEHMS, 3aK/I0YaeTcsl B
MpyMeHeHnn AebubpWIISITOpa HOCKMOI CUCTEMBI IJIUTETbHOM PerucTpaluy CepaeuHoro puTMa
(Hocumoro kapauoBeprepa-neubpwuisTopa) [493, 494, 497].

[pu 310kavecTBeHHOI XKA mwin 610Kaje cepaiia Mpy rMraHTOKIETOUHOM MUOKapAauTe, 60e3HU
Jlaiima (kiemieBoii  Goppennos), nudTepuitHOM MMOKapAUTe JMOO CapKOUIO3e CepAla
pekoMeHmoBaHa uMIviaHTanusa WKI*** B paHHeM Iepuope, YUYUTHIBAs BBICOKMII PUCK
apUTMUYECKOI CMepPTH U IMTOTPeOHOCTH B TPaHCIIAHTauuu cepauna [497].

Y nanueHTOB C TOATBepXKAeHHOV ycTonuuBoy JKT HeSICHOM 3TMOMOrMM, COTIPOBOXKAAMOIIENCS
KIVMHUYECKON CUMIITOMATUKOM, TakKe (JIeAyeT UCKIIOUNTh AuarHo3 muokapaurta. MPT y Takmx
MaIeHTOB MOXET IMOKa3aTh aHOMaJIbHbIe YUacTKM (GMOPO3HON TKAHM B TOMIE MMOKAPZA, JYallle
BCErO B CyO3MMKapAManbHON ¥ MHTPaMypaiabHOV 30Hax [494]. OmmcaH yCHEIMIHbI OIBIT
PaaMOYaCTOTHOM KaTeTepHOi abjaaluuy  SMUKAPAMAIbHBIX apUTMOTEHHBIX OuaroB IIpu
muokapaute [498].

DHOOKApOUT

IMosiBnenne JKA y manmeHTOB C WHGEKIMOHHBIM 3HIOKapAMTOM CBUIETEIbCTBYET 00 OUYE€Hb
I7I0XOM TTporHo3e [499]. OgHaKo KaKMUX-I1O0 CITenalbHbIX PEKOMEHIAIINI 110 JTeUeHUI0 apUTMMUIA
B 9TOJ1 TpyIIIie MaiyeHToB HeT. DopmMupoBaHue abciecca B 061acT GuOPO3HOTO KOIbIla KaaraHa
(uale aopTaJabHOTO, PEXKE MUTPAIbLHOI0) MOXKET MPUBECTM K 6Grokanme ceprma I mau II cremenn.
IIpu nepBoM snu3ofe GI0Kambl CcepAila y MalyeHTa ¢ SHIOKAPAUTOM CJIeAyeT cpasy MCKIIOUUTD
abcriecc cepaiia.

o Xupypruueckoe jedeHue PeKOMEHIOBAHO MPY OCTPOM HapyUIeHUM TeMOAVHAMUKU B CBSI3U C
OCTPO BO3HMKIIEN aopTajbHOI peryprutaiueit Ha (oHe 3HAOKApAMUTA, KOTOPOE MOKET
npuBectHu K ycroitunsoii JKT [501, 505].

EOK IIb C (YYP C, VI 4).
Bonesnp Yaraca

o Vmrantauus UKI*** pekoMeHaoBaHa y MalyeHTOB ¢ 6ome3Hbio Yaraca u ®BJDK < 40%, mipu
OKMIaeMo¥i PO ODKUTETbHOCTM JX13HY 6osee 1 rofa ¢ Xopomum GYHKIIMOHATBHBIM CTATyCOM
[31, 255,256, 257, 425].



EOK IIa C (VVP C, VA 4).
ITopaskeHue KianmaHOB cepalia

IMopaxkeHMe KjallaHOB Cepplia, MO BCeli BEPOSTHOCTM, SIBJISIETCS IJIABHOW TNPUYMHOI OKOMO 7%
obparmrenunit gjist ycranoBku UK *** B 1jensix BTopuuHoii mpodunaktuku. Ilo nanusiM F. Yang u
coaBrT. [501], mauMeHThI C TOpaskeHMEM KJIallaHOB Ceprlia M ocTaToyHoi aucdynkumeit JDK mocie
omepanuy Ha KaalaHe, KOTOPbIM ObL1 ycraHOBieH MKI

“ IJIST TIEPBUYHONM TPODMIAKTUKY, C
YUYeTOM WHAMBUAYAIbHBIX OCOOEHHOCTeH, WMMenu Takyld ke OOLIyl0 BBDKMBAEMOCTb U
BBDKMBAeMOCTb OT apMTMMIA, KaK ¥ MAlMeHThI C UIIeMIUYecKoi Kapauomuornarueii. HemaBHo 6110
10Ka3aHo, YTO [Jjs1 TMAlMeHTOB C TOopa)keHueM KjalaHOB cepAlia, KOTOPbIM YCTaHABIMBAIOT
VIK[I*** B 1eJIsIxX MePBUYHONM MM BTOPUUHOI podunakTyky BCC, xapakTepHbI Takas ke 4acToTa
000CHOBAHHBbIX cpabaTbiBaHMit VIKI***
nanuyeHToB ¢ UBC nmm IKMIT [502].

U TaKue JKe IIoKa3aTeJam CMEPTHOCTH, UYTO U [JId

o VKI*** pekoMeHIOBaH IalllieHTaM C 3abojeBaHMSIMM KJIAllaHOB Cepilia, KOTOpbIe IIOC/Ie
XUPYPTUYECKOI PEKOHCTPYKIMM KjaaraHa MMeIT IMOKa3aHUs K MepBUUYHONM MM BTOPUYHOI
npodunaktuke BCC [502, 503].

EOKIC (YVP C, VI 4).

Kommenmapuu. Xupypzuueckast KOppeKkyus ocmpoti aopmasivHotli pezypeumayuu, 603HUKuiel Ha (poHe
aHdokapouma u conposoxcdaroujetica ycmoiiuueoti KT, pexomeHdosaHa npu omcymcmeuu
npomugonoxasaruii Kk makomy memody neuerus [503, 504, 505].

e BrimosnHenne DPU ¢ kaTeTepHON abialneii peKOMEHIOBAHO Y IALMEeHTOB, Y KOTOPBIX IOC/Ie
onepauuy Ha KiaamaHe ceppaua nosiBwiaack KT, B mensx BeisiBaeHusi M ycrpaHenus XXT c
IMPKYJISIIVeit BO30YKneHus 1o HoxkkaM Iyuka ['mca [505, 506, 507].

EOK IIa C (YVP B, VA1 3).

HepBHO-MBbINIeYHbIE 32601€BaAHS

DTO TpyIIla HACIeICTBEHHBIX 3a00/IeBaHMIf, MOPAXKAIOIINX CKEJETHbIE VM CEPIeYHbIe MBIIIIIbI.
BoBjieueHue cephiia MPOMCXOOUT B BUIAE dereHepaTMBHOIrO Iipoiiecca ¢ (Gubpo3MpoBaHMEM U
SKMPOBOJ  3aMeHOit  Muokappma. Hambosee uacTble  IIPOSIBJIEHMSI —  OujlaTal[iOHHAs
KapaMoMMomaTus ¥ HapylleHus TMPOBOAMMOCTM, KOTOpble MOTYT coueTaTbcsl. I[Ipu  Bcex
MBIIIEYHBIX AUCTPOPUSIX ITOpPa’KeHMe IbIXaTeIbHbIX MbIIII, MOXKET BJMSITh Ha KauyecTBO U
MTPOIO/DKUTENbHOCTD XMU3HM, U JO/DKHO YUMTBIBATHCS, KOT[a pacCMaTpPUBAETCS MMIUIAHTALMS
MpOoGUIAKTUUECKOTO YCTPOJiCcTBA. BoBieueHme cepaia Hamboiee 4YacTO BCTPeUaeTcs IIpu
muctpodusix [JioneHHa u Bekkepa, MMOTOHMYECKO avcTpobun tumna 1 (6onesus llreitHepTa),
nuctpodun Imepu—peiidyca u nuctpoduu KoHeuHocTel 1B umna.

e JlanyeHTaM C HefPOMBIIIEUYHBIMM 3a007€BaHMSIMM M COMYTCTBYIOMMMM JKA peKoMeHAyeTcs
TaKoe ke JieueHue, Kak 1 nanueHTtam c JKA 6e3 HelipombllieyHbIx 3a60meBanmit [507, 508].

EOK I C (YVP C, VI 4).

o Vmrmantauyst UKII*** pekoMeHI0BaHa y MalYIeHTOB C MMOTOHWYECKOII AucTpodueii 1-ro Tuma
(6one3usp lllTeitHepTa), MbIlieyHOl AucTpodueit dmepu-peiidyca ¥ KOHEUHOCTHO-TIOSICHOI
muctpodueii 1B Tuma mpu HaMMUMM TOKa3aHMl K CTUMYIISIIUM U TIPU3HAKOB JKETYIOUKOBBIX
aputmwmii [508, 509, 510].

EOK IIb B (YVP B, VAI]I 4).

Jleuenue JXT Bo BpeMs GepeMeHHOCTU

e JleueHue O6eTa-aPeHOOTOKATOPAMM DPEKOMEHIYeTCS BO BpeMs OepeMeHHOCTM U B
MOCIEPOAOBOM IepUoAe MalyeHTKaM € CMHApoMOoM yajHeHHOro uHtepBana QT wim KIDKT
[27, 62,511, 512].

EOKIC (YVPC, VOnA 5).

e HasHaueHue meTomposona**, #mpornpaHonona™* i #BepanaMmia™* Bo BpeMsi 6epeMeHHOCTU
BHYTPb PEKOMEH/IYETCS JI/IsI JVTUTeNbHON Tepanuy uamonaTuieckoii yecroiramnsoit JKT [512].

EOK I C (YVP C, VI 5).



e DKCTpeHHasl 3IeKTpuuYeckasi KapAuoBepcusi BO BpeMsi O6epeMeHHOCTM PEeKOMEHIyeTCs IJist
KyIIMPOBaHUS apuUTMuu 1ipu ycroiiumBoii XKT, oco6eHHO ¢ HapylleHreM reMOoAMHaMuKu [513,
514,515,517, 523].

EOKIC (YYPC, VYOI 2).

e [lpy HaIMUMKM COOTBETCTBYIOIIMX TIOKA3aHMII BBIMOJIHEHMe MMIUIaHTaumy  MKI***
peKoMeHAyeTCsI BO BpeMst 6epemeHHOCTH [512, 513, 514, 515,517, 523].

EOKIC (YYPC, VYOI 3).

e BHYTpUBEHHOE BBeIeHMe COoTajoNa™* wiu TMpoKaMHaMUAA** BO BpeMs 6GepeMeHHOCTU
PEKOMEH/IOBAHO /ISl SKCTPEHHOI KOHBepcur MOoHOMOpdHOIT ycroitunBoit JKT 6e3 HapyuieHui
remogmHamuky [512, 515,517, 523].

EOK IIa C (YYP C, VI 3).

e BHYTpUBEHHOE BBeIEHME aMMOAapoHa** BO BpemMs 6epeMEeHHOCTM PeKOMEHOBAHO [JIst
9KCTPEHHOJ KOHBepcuMM MOHOMOpPGHOI ycroitumBoit XXT ¢ HapylmeHueM TeMOOMHaMUKM,
pedpakTepHOii K MEKTPUUECKOI KapAMOBEPCUM WM He OTBeYAlolleil Ha MeIuKaMeHTO3HYIO
Tepanutio [153, 512,515,517, 523].].

EOKIIa C (YYP C, VO] 3).

e BrImosmHeHMe KaTeTepHOi abiaiuy BO BpeMsl 6epeMeHHOCTY PEeKOMEHIOBAHO ISl JIEUEHMUsI
pedpakTepHbIX K MeJMKaMeHTO3HOI Teparnuy ¥ TUI0X0 MePeHOCHMBIX Taxukapauit [512, 513,
514,515,516, 523].

EOK IIb C (YYP C, VA1, 5).

Kommenmapuii. bepeMeHHOCMb aACCOYUUPOBAHA CO 3HAUUMEIbHBIM PUCKOM HebONazonpusimHbix
cobblmull 'y JHeHWuH co cmpykmypHoli namonoeueli cepdoya [511, 513, 514, 515]. V xeHwuH c
8POMCOEHHBIM CUHOPOMOM YONUHEeHH020 uHmepsana QT ommeuarom cyujecmeeHHoe NosvllleHUe PUCKA
cepdeunbix cobvimuli 8 nocnepodosom nepuode (6 meuerue 40 Hedesb nociie podos), 8 C8s3U C UeM UM
Heobxo00uMo npumeHeHue Gema-aopeHoONIOKAMOpPos8 60 epems OepeMeHHOCMU U 8 NOCiepod08oM
nepuode. Y xeHwuH ¢ cuHopomom Bpyzada bepemerHHOCMb, podbl U NOC/IEPOA0BbIL hepuod 00bIUHO
npoxodsm 6e3 donosHuUmMenbHsIX puckos [516, 517]. Puck nosmopHoti JKT esiwie y nayuenmoxk ¢ XXT &
aHamHese u cmpykmypHoii hamonoezueti cepdya [512, 518, 519].

Aputmun, cB3aHHbBIE C II0CI€POA0BOI KapayuoMuonaTmen

[TocnepomoBas (TepumnapTajbHasi) KapAMOMUOIIATUSI XapaKTePU3yeTCsl pa3BUTUEM CUCTOIUYECKON
muchyakuum JDK M cepaeyHoli HEZOCTATOYHOCTM Ha TO3MHUX CPOKaxX OepeMeHHOCTU WM B
TeueHMe HEeCKOJIbKMX MecsmeB mocte pomoB [511, 520, 521]. CrnencTBuMeM MOCIEPOAOBOI
KapaMOMMOIIaTUY MOTYT ObITh CJIOKHBIE YKA 11 BHe3aIHast OCTaHOBKA ceppia. Y BceX MalyeHTOK C
BriepBble BosHuKIIel KT B mocienHue 6 Hemenb 6€peMeHHOCTM MM B paHHEM I10CIePOI0BOM
riepuoze cJiefyeT VCKIIUNTD ITOCTePOI0BYI0 KapAMOMMUOMATHIO [522].

[Ipu pasBUTHM YTPOKAIOUINX SKU3HU KETYIOUKOBBIX TaXMaAPUTMMit TIPUGEraloT K IeKTPUUECKOi
KapauoBepcun. [pumenenne UK *** y mauyeHTOK ¢ JKA miu HM3KOI dpakiyeit BbIGpoca ciemyer
CTaHIApPTHBIM peKOMeHJauusM. IIpyM 9TOM CJIefyeT YUMThIBATh BBICOKYIO 4acToTy (50%)
CTIOHTaHHOTO Pa3pelieHus JUIaTaIMOHHOI KapAMOMMUOIIATHY [TOCIe POfioB [523, 524].

06CTpVKTI/IBHO€ HOYHOE€ aItHO3

¢ PexoMeHIyeTCsl pacCMaTpuBaTh B KauecTBe MPUMUMHbBI pu OuddepeHnaabHOi JMarHOCTHUKe
6paayapuUTMuI CMHAPOM HOYHOTO amHo? [525, 526, 527, 528, 529, 530, 531, 532, 533].

EOK IIa B (YYP B, VI 3).

e PexOoMeHIyeTCs pacCMaTpMBaTh HOYHOE afHO3 M CHIDKeHMe caTypaluy KUCIOpoda Kak
cakrops! pucka BCC y manmeHTOB ¢ HapynieHMeM JbIXxaHysl BO BpeMs cHa [525, 530, 531, 532,
533].

EOK IIb C (YYP B, VA1, 3).

Kommenmapuii. Pesynvsmamost nocnedHux uccnedo8anuti ykassleéarom Ha ces3b 00CMPYyKMUGHO20
HOUHO020 ANHO3 C NOBbIUIEHHOU cMepmHocmbylo [526, 527]. Bedymcst cnopsl 0 HAIUMUU CBSI3U MeHOY



amum 3abonesaruem u BCC. I[ToxazaHo, umo o6cmpyKmugHoe HOUHoe anHod ¢ yMeHbUleHUeM CpedHell
HOUHOUI camypayuu Kucaopodoa < 93% u MuHuManvbHas HouHas camypauusi kuciaopoda < 78%
aena0mes  HezasucumsimMu  pakmopamu pucka BCC [525]. ITo amotli npuuyuHe OuazHoCmMuxa
06CMpYKMUBHO20 HOUHO20 ANHOI QOJIXHCHA 8X00UMb 8 aneopumm 00cnedosarus 01 cmpamuguxayuu
pucka BCC. Haubonee uacmsiMu HApyweHUSIMU pumma npu cuHOpome HOUHO20 ANHOI-2UNONHOI
A8710MCc cuHycosas Opaduxapdus, cuHycossle nayssl, AB-61o0kadsl 1-ii cmeneHu u 2-ii cmeneHu
muna Mobumy I, a make uacmoie XK3 [525, 528, 529, 530, 531, 532, 533]. Ha cez00HsiwHUll OeHb Hem
O0aHHbIX, KOmMopble YKasvleanu 6bl Ha He00X00uUMocms omadesibHbix pekoMeHOauyuti no neueruro KA npu
CUHOpOME HOUH020 anHO3-2uNonHo3. Kpome mozo, 0o cux nop HesCHO, Kakoe 3HAueHue umeem
nokasamenb NOCMOSHHO20 NONOHUMENIbHO20 0aseHUss 8 JbixameabHblx Nymsx Ons NpopuiIakmuku
JKA u BCC [525, 534, 535, 536, 537]. B Hacmosiwee epems uccnedyom Hogvle memodsl JieueHus
UeHMpansHoll GopMbl HOUHO20 ANHOI-2UNONHOI, MAKUe KaK Cmumyaayus ouappazmansiozo Hepea u
8epXHUX OblXameJibHbIX nymeti npu 06cmpykmueHom mune [538].

Ilpu rumneptpoduueckoit kapauommoriatuu (FKMII) oTMeuaeTcsi 3HauMTeNbHOE YTOMIIEHME
crerku JDK, KOTOpoe He MOXKeT ObITh OGBSICHEHO UCK/IIOUUTETbHO YCIOBMSIMU TMOBBIINIEHHOM
Harpysku Ha JDK. JlaHHOe ompepeneHue OTHOCUTCS K JEeTSIM M B3PDOCIAbIM M He IIpeArionaraer
HMKAKUX CTenUGUIecKUX STUONOTUUECKUX TIPUYUNH, HO JIJIS Lieiell HaCTOSIIINX PeKOMEeHIALNiA 10
npobunaktuke BCC mpenmonaraercsi, YTO B JAHHYK TPYITy He BXOOAT TMAlMEHTHI C
MeTabonmMueckuMu, WHOWIBTPATUBHBIMM 3a00/IeBaHMSIMM, IJIST KOTOPBIX MMEIOTCS YeTKue
K/IMHMYEeCKYe NIPU3HAKY Y [IPOTOKOJIBI JIEYeHMSI.

O611ast rofoBasi CMEPTHOCTb OT CEPIEYHO-COCYIUCTHIX 3a601eBaHMit ¥ CMEePTHOCTh MJIM YacToTa
cpabarbiBanuit UKIO*** mo mosomy JKT/®XK y B3pocibix mauyeHToB ¢ ['KMII cocraBiser 1-2 u
0,81% coorBeTcTBeHHO [539, 540]. IpyrMMM OCHOBHBIMM MPUYMHAMU CEPHEUHO-COCYOUCTON
cvepty nipu TKMIT sBastiotest XCH, Tpom6oam6onuu u AB-6;10kama. Kanpkynstop prucka BCC B
TeueHue 5 neT (Risk-ICD) pacmnoyioxkeH B VHTEepHeTe 1o azapecy:
http://doc2do.com/hcm/webHCM.html [230, 541].

e Jlaumentam c¢ TKMII BBugy Bbicokoro pucka BCC He pekomeHAyeTcsl YyuyacTue B
COpeBHOBATeNbHBIX BUIAX criopTa [226, 231, 544, 547, 548].

EOKIC (YYP B, VI 3).

e Pexomenpgyetrcs umruianTauust UKI*** y mammenToB ¢ ['KMII, rmepeHecnX OCTaHOBKY cepilia
nio npuumHe KT win ©X, unm y nauyeHToB €O CIIOHTAaHHOM ycroumsoii JKT, npuBogsieil K
[oTepe CO3HAHMS WIM HApYLIeHUIO TeMOAMHaMMKM, IIPU OXMUIAEMONM NPOLO/IKUTENIbHOCTU
sku3HM > 1 roga [230, 542, 543, 544, 545, 546, 547].

EOK I B (VYP B, V]I 3).

e Crparudukanus pucka y nanyeHToB ¢ TKMII peKoMeHIyeTCs ¢ UCII0Ib30BaHMeM KaabKy/sITOpa
Risk-ICD 111 OLleHKM pUCKa CMEPTH B TeUeHue 5 JIeT y al[MeHToB cTapiie 16 et 6e3 aHaMHe3a
yecrorumBoi KT (mpmBopsieli K HapylIeHNI0 reMOAVHAMUKM WK ToTepe co3Haums) i @K
[231, 232, 541, 545, 546].

EOKIB (YYP B, VI 4).

o [lgaTMNeTHUIT PUCK BHE3AITHON CMEPTU DPEKOMEHIYeTCS OI€HMBATh IPU IepPBOHAYATHHOM
obciemoBaHMM TMAIMEHTa, a TaKkKe Kakaple 1-2 roga WM TPy M3MEHEHUM KIMHUYECKOTO
craryca [231, 238, 240, 540, 541, 543, 544].

EOK I B (VYP C, VI, 4).

e Vmrmmantaumst UK *** pekomeHAyeTcsl MalyeHTaM C IPeNIoaraeMbIM 5-IETHUM PUCKOM
BHe3amHolM cMepTu > 6% U OXHUgaeMoil NPOAODKUTENbHOCTBIO KM3HM > 1 roma Iocrie
MO POOHOTO KJIMHUYECKOTO OOCIeIOBaHUSI C OLIEHKOM PUCKa IOCTEeIYIONIMX OCIOKHEHUN U
BausHus UKI*** Ha 06pas >KMU3HMU, COIMaTbHO-IKOHOMMWYECKUI CTATyC U ICUXOIIOTUUECKOE
3mopoBbe [230, 543].

EOK IIa B (VYP B, VI 3).

e VmmnanTtauust K],
BCC ot > 4 o < 6% 1 oxkumaeMoi IpOmO/KUTENbHOCTBIO KM3HM > 1 rofia 1mocjie moapo6HOro

peKOMeHOOBaHa B OTAE/JIbHBIX I'PDYIIIIaX IMallMMeHTOB C 5-meTHUM pPUCKOM

st sk sk

KJIMHUYECKOTO 00CIeI0BaHMsI C OII€HKOI PUCKA MOCIeIYIONIMX OCTOXKHEHMIT U BavsiHus MKIT***



Ha 00pa3 >XU3HMU, COIMUATBHO-IKOHOMUYECKUIH CTATyC U TICUXOJIOTMYECKoe 30poBbe [230, 540,
543].

EOKIIb B (YYP B, VO], 3).

o MmmnanTtanys UK *** pekoMeHI0BaHa Y OTOEIbHBIX MMAIllMEeHTOB ¢ 5-meTHuM prckom BCC < 4%

NNpM HaIMYUUN KIMHUYECKUX XaPaKTePUCTUK C JOKa3aHHBIM ITPOrHOCTUYECKMM 3HaYeHMeM, U
KOTZa B pe3y/ibTaTe OLIEHKM PUCKa MOCIeIYIOIMX OCIOKHEeHUI U BausHus MKI*

“ Ha obpa3s
SKU3HM, COIMATbHO-9KOHOMUYECKMIT CTATyC M IICUXOJIOTMUYECKOe 3J0POBbE IIPeIIosaraeTcs
o611ee TIONOKUTENbHOE BivsiHMe umIutantauyy UKI*** [230, 540, 543].

EOK IIb B (YVYP B, VA [, 3).



4. PeaOunuranus

JKenymoykoBble HapylleHUsI PUTMa CcepAalla, 3a peakuM MCKIoYeHueM (MauoraTtudyeckast
SKeTyI0YKOBasi 3KCTPACUCTONMSI), OTHOCSITCS K YTPOXKAIOUIMM SKU3HUM apUTMUSIM. VX Hanuuue
MOSKeT ObITh KaK OOHMM M3 IEePBBIX MPOSIBIEHUI KIMHUYECKM 3HAUMMBIX CepHAeYHO-COCYIMUCTHIX
3a00j1eBaHMii, TPeOYIONMX IPOBEIEeHMS KOMIUIEKCA OMATHOCTUYECKUX MCCAedOBaHuil, Tak U
OCJIO)KHEHMEM [TaHHOJ IaToJoruyu. B HacTosilee BpeMs IIPOrpaMMbl peadvIMTalyuu it
MalMeHTOB C JXeMyJOUKOBbIMM HApyIIeHUSIMM PUTMa Cepflia, Kak TaKOBOI, He CyIeCTBYeT.
PeabuimnTaIiMOHHbIe MEPOIIPUSITUSI TOJKHBI OCYIIECTBIISITECSI B COOTBETCTBUM C OCHOBHBIM
3abo0eBaHMeM, SIBJSTIOIIMMCS TIPUUMHON apuUTMMUU, eCIu TakoBoe umeeTcs [548]. OrpaHudveHne
(busuveckux HArpysoK peKOMEHJOBAHO Mal[MeHTaM B COOTBETCTBUM C MMEIOIIVIMCS
3ab0eBaHMEM CEepIEeYHO-COCYAVCTON cucTembl [548]. B ToM umciie, B COOTBETCTBMM CO CTanuei,
TSDKECTBIO U CTEIeHbI0 KOMIIEHCAIIMY OCHOBHOTO 3a00/ieBaHMs.

e [lamueHTaM, MEpPEHEeCIIMM YCIIENIHYI0 KaTeTepHYI0 abialyio, peKOMEHJOBAHO OrpaHMUYeHUe
dbusnyeckoit akTUBHOCTH B TeueHMe 1 Mmecsia [27, 336, 338, 364, 392, 424].

EOK - Hert (VYP C, VII]I 5).

Kommenmapuii. Tlayuenmam, nepeHecwium YCNewHylo KamemepHylo —abiayuio no noeody
HCeNMYOOUKOBBIX HAPYWEHULI pumma, NOKA3aHo ozpaHuueHue (puaudeckolli akmueHocmu 8 meueHue 1
Mecaya nocjie onepamusHoz0 JieUeHus, eci 3M0 He NPomueopeuuim 02paHuueHusm no noeoody
OCHOBHOII  cepdeuHo-cocyducmoti namonozuu. IIpu 0mMCymcmeuu OCJIOHNCHEHUL 8Mewamenscmea
npogedeHuUs CNeYUAIbHbIX PeaduIUmMayuOHHbIX MEPONPUSIMULL He mpebyemcs.

e TlanyeHTaM C BO3HMKIIMMM OCAOKHEHUSMM TIIOCTAe KaTeTepHOii abmanuyu peKoMeHAOBaHa
CKOpeiIas TOCIIUTaaM3alus B CrenaTn3UPoOBaHHbIN cTanyoHap [359, 360, 361, 396, 442].

EOK - et (YYP C, V]I 4).

Kommenmapuii. B ciyuasx 803HUKHOBeHUS H00bIX 0CI0MCHEHULI nocle KamemepHoli adnayuu, 8 mom
yucie — OMCPOUEHHBbIX, NOKA3AHA  CKopeliwas  zocnumanu3ayuss 8  CheyuanuduposaHHbslii
Kapouosnozudeckuti/kapouoxupypeuueckuii cmayuoxap 018 npogedeHuss HeoO6X00uMblx JieuebHO-
duazHoCMuuecKux Meponpusmuii.



5. ITpodumnakTura

e 3anuch ¥ aHanu3 IKI' pekoMeH10BaHbI BCEM JIMIIAM C BbICOKMM prckom BCC.
EOK - et (YYP C, V41 3).

Kommenmapuii. BoumenvHocms no OmMHOUWEHU K 3Jlekmpokapouozpaguueckum (IKT) u
axokapouozpagpuueckum npusHaKam HacnedCmeeHHbIX apUmMo2eHHsIX 3a00/1e8aHuli  s1815emcs
B8AXCHOU UACMbI0 KAUHUYECKOU Npakmuku U Nno360Js1em C680e8PEMEHHO Bbl168UMb JUYA C 8bICOKUM
puckom BCC. OdHako do cux nop Hem eO0uH020 MHEHUs1 0 MOM, Q0xEeH JiU MAKol mujamensvHuolli
nooxo0 pacnpocmpaHsamuCs Ha MAaccosulli CKpUHUHe HaceneHust Ha Hanuuue pucka BCC. B Umanuu u
SAnonuu eeedenvt cucmemst IKI-CKpuHuHea 68 UeNAX BbisIBeHUs JUlY C HACIe0Cme8eHHbIMU
apummozeHHsIMU 3a0071e8aAHUSIMU, He UMeloWux Kakoli-1ubo cumnmomamuxu [20, 21, 549]. B Eepone
u CIIA o06s3amenvHsIM 56J151€MCSL  CKPUHUHZ CNOPMCMEH08 neped COpeBHOBAHUAMU, CO2/IACHO
mpeb6osarusim MexcoyHapooH020 0IUMNULICKO20 KoMumemad, Xomsi nocieoHee ucciedosarue 8 Mspauie
nokasano omcymcmeue usmeHeHull ¢ uacmome ciayuaes BCC y npogeccuoHanvHulx CnopmcmeHos
nocine 8gedeHust CkpuHuHea [22, 23, 24, 25].

e B HacTosiee BpeMs He peKOMEH/I0BaHO ITPOBeieHye 06uienomyasiimoHHoro JKI-ckpyHUHTa B
CBSI3U C HEJOCTATKOM MHGPOPMAaLMKM O €ro 3KOHOMMUYECKO 3(pPeKTUBHOCTM U HEU3BECTHOM
KOJIMYECTBE JIO)KHOTIONIOKUTEIbHBIX 1 JIOKHOOTPUIATENIbHBIX pe3yabTaToB [550, 551].

EOK - Hert (VYP C, VII]I 5).

Kommenmapuii. B coomeemcmeuu ¢ cospemenHbiMu pekomeHdayusmu EOK 2015 200a no neuerutro
HeNnYOouKo8blx apummuil u npedomepaujeHur0 8He3anHoll cepoeyHoll cmepmu, 8 Hacmosiujee epems
aKcnepmHulii kKomumem Esponelickoeo obujecmaa kapouonozos 6o3depicusaemcs om GopmuposaHust
pexkomeHdayuti no nposedeHuro obuwenonyasyuoHHozo SKI-ckpuHuHza 6 césa3u C Hedocmamkom
uHgopmayuu o e2o0  IKOHOMuuecKol — 3d(pgekmusHocmu U HEU36ECMHOM  KOluuecmee
JIOHCHONOJIOHCUMENbHBIX U JIOHCHOOMPUYAMENbHBIX Pe3ynbmamos.

e Perucrpauusi OKI' B 12-Tu OTBemeHMSIX PEKOMEHIYeTCSl NP IUIAaHOBBIX AMCIIaHCepU3aLMIX
B3pocioro HaceneHus [25, 550, 552, 553].

EOK - et (VYP C, VI 5).

Kommenmapuii. B coomeemcmsuu ¢ npukazom MuHucmepcmea 30pasooxpaHenus Poccutickoti
Q@edepauuu, peeucmpayus IDKI 6 12-mu omeedeHusix npedycmMompeHa npu  NJAAHOBbIX
ducnaxcepu3ayusix 83pocnoz0 HAceneHus:

- 0na MyxuuH cmapwe 36 Jem u xeHwuH cmapwe 45 nem npu Kaioom NpoxoxoeHuu
ducnancepusayuu (mo ecms 1 pas 6 3 zoda);

- 071 MyxcuuH 8 8o3pacme 00 36 Jiem u xeHwuH 8 o3pacme 0o 45 jem npu nepeuHHOM NPoXoxicoeHuUU
ducnawcepusayuu [552].

e V HeCcOBepIIEHHOJETHUX TpemycMaTpuBaercs perucrpaius OKI mpu mpodmiaKTUIecKux
MeIUIIMHCKUX OCMOTpax B 1 ropm, 6, 15, 17 yieT, a Takke Npu MpeaBapUTeIbHbIX MeIUIIMHCKIX
OCMOTpax mepe[ MpreMOM B CpeIHMe U BhICIINE 00pa30oBaTeIbHbIe YUPEKIEHMS, BBITIOTHEHME
IXOKC B 6 ner [550, 551, 552, 554].

EOK - nert (VYP C, VI, 3).

Kommenmapuii. IIpunsmelli 8 Hacmosiujee 8pems nopsi0oK NpPoxoxioeHus MeoUuyuHCKUX 0CMOmpos
HecosepuieHHoiemHuMuU. OCOOEHHO 8aeH 2eHeasozuyeckull memod awanuza y Jauy Mmono00zo0
gospacmd, cmpadarnwux peyuousUPYOWUMU NPUCMYNAMU NOMepu CO3HAHUS UNU  UMeujux
avomanuu Ha SKT [554, 555].

e Moaudukaiusi ob6pasa >KM3HM pEKOMEHJOBaHA BCEM MAIlMEHTAM C SKeayJOYKOBBIMM
APUTMUSIMU JIJISI TIPEAYNPEXKIEHUS UX PeUIUBOB [554, 555].

EOK - Hert (VYP C, VI]I 5).

Kommenmapuii. Modugukayus obpasa xcu3Hu exawouaem 8 cebs HOpMAIU3Ayulo 8ecd, omkaz om
KypeHusi, ynompe0neHus aJK0z20/s, NPoOyKimos, cooepicawux KogeuH, u cumyayuti, 8b13bl8aOUUX



cmpecc, 6ecn01<oacm30, HapyuleHue pexuma HoOUHO020 CHdA.

e BmoKaifinmMM poACTBEHHMKAM KepTB BHE3aIHOi CMepTH CjiefyeT COOOIIUTh O CYIIeCTBYIOIEeM
IIJISI HUX PYICKe BHE3AITHOM CMEePTH ¥ HeoOXOOMMOCTH 06cenoBaHMsI y Kapayuosiora B crydae BC,
MpM KOTOPOM MaTOJIOTOAHATOMMUYECKOe MCCIeAOBaHMe ¥ aHaqu3 He BBISIBISIIOT OY€BUIHBIX
aHoMa/nii. KOHTAaKT ¢ TakKMMM OaleHTaMM U UX POJACTBEHHUKAMMU OOJDKEH MPOUCXOOAUTDH C
YU4eTOM MX TICUMXOCOIMAJTbHBIX IOTPEOHOCTEN M C MCIOIb30BAaHMEM MEKIUCIUILIMHAPHOTO
nogxona [460, 557, 558, 559, 560, 561, 562].

EOK - mer (YYP C, VI 3).

Kommenmapuii. IIpumepHo 8 nosnosuHe ciyuaes y podcmeeHHUKo8 xepme BAC ycmauasiusaiom
JuazHo3 HacnedcmeeHHbIX aApuMMOzeHHbIX 3aboJiesaHuli, npexde 8cezo, KaHanronamuili (Hanpumep,
cuHdpoma yonuHenHozo uMmepeana QT, cuHdpoma bpyeada unu KIDKT), pexce — HauanbHsix
nposenenuli kapduomuonamuii [npexcde ecezo 'KMII u apummoeeHHOll Kapouomuonamuu npasozo
acenydouka (AKIDK)], a maxxuce cemeiinoti eunepxonecmepuvemuu. Ecniu npu CBHC unu BHCH, a
maxxce npu BAC unu CBCH namonozoaHamomuuieckoe uccnedosaque no2udliezo Heeo3MOMCHO UU
K020a NamoJi020AHAIMOMUYECKOe UCCIed08aHUe He 6blsensem CMpPYKMypHoulX avomanut, a
pe3ynbmamsl MOKCUKOJI02UHeCK020 aHaau3a 8 Hopme, Oauxcatiuum podcmeeHHUKam cnedyem
coobwums 0 cyujecmayrwouiem 0Jisl HUX pucke eHe3anHoli cmepmu u Heo6xodumocmu 006c1ed08auus y
kapouonoza. Cemelinblii anamHe3 noemopHwix ciyuaed CBHC 8 monodom eo3pacme (0o 40 nem) unu
npu HAIUYUU HACNedCmeeHHbIX 3a00ne8aHuli cepoya s6Jisiemcst HeonPoBePHUMbIM 008000M 8 NOJb3Y
006cn1e008aHUs 8CeX UNEHO8 CeMbl.

e CKpPMHMHT pOJCTBEHHMKOB J>KepTB BHE3aIllHOM CMepTM pPEeKOMEHIYeTCsl BeCTM II0
MPEeICTaBI€HHOMY  IIPOTOKOJY, VYMUThIBAs  3SKOHOMMYECKYID ¥  MH(DOPMAIMOHHYIO
11e1ec006pa3HOCTb KaXIoro MeToaa [54, 560, 564].

EOK - Het (VYP C, VI 4).

Kommenmapuii. IIpedioxeHo HeCKONbKO PA3HbIX NPOMOK0JI08 0711 CKPUHUH2d POOCTNE8EHHUKO8 Hepme
6He3anHoll cmMepmu. B ocHoge 8cex 3mux npomokos08 Jiexum nouazossili nooxod, Kozda 8 nepsyio
ouepedv UChONIBL3YIOM HaumeHee 0opozocmosiyue memodsl 00c1e008aHus, darujue MakCUMAnbHblll
00%eM UeHHOLl uH(opmauuu, nocie uezo Ha OCHOBAHUU NOJIYUEHHbIX PE3YIbINAMO8 U C y4ermom OaHHbIX
cemeliH020 aHamHe3a nepexodsm K 00nonHumenvHomy oociedosaruro. Ecnu 8 xode o06ciedosaHus
8bIABIAIOMCA  CIMPYKMYPHble UNU  d7eKmpuyeckue U3MEeHeHUs, ceudemenibcmayujue 6 noab3y
KOHKpemHozo 0uazHo3a, Heobxoo0umo c1edosams CmaHdapmuomy npomoxosay o0cnedosanusi no
coomeemcmayowemy ouazHo3sy. IlepgsiM wazom 8 nocmaHo8Kke NOCMepmHo20 0udazHo3d, 00 Hauand
00cn1edo8anust podcmeeHHUK08 nozubuiezo, A87s1emcs muiamensHoili c60p aHamHesd. Y MoaoosIX Jiuy 8
nepsy ouepeds ciedyem UCKIIOUUMb Kapouomuonamuu u Kavanonamuu. PekomeHdyemcsi oyeHKa
npeodulecmeosasuiux cepoeuHvlx CUMNIMOMO8 (8 oM uucie 00MOPOKO8 UNU CYOOPOIHHBIX NPpUNadkos) u
muwamenvHoe u3yueHue 00CIMOSMeNbCME CMepmu, a makxie c60p U AHANU3 NPUIKUSHEHHDIX
Kapouonozuueckux 3akaioueHutl. Y auy cmapuie 40 siem 8 nepeyw ouepedb UCKOUAKM (Pakmopol
pucka UBC (Hanpumep, akmueHoe Wlu NAccueHoe KypeHue, OUCIUNONPOMeEUHeMUIO, aAPMepUaIbHYIo
2unepmeH3ur0 Unu caxapHelli duadem). Heob6xo0umo cocmasums poooCi08HYH Nho2ubluezo 8 mpex
NOKOJIEHUSIX, 8 KOMOPOU Q0/HCHBL OblMb 0MPaAdeHsl 8ce Clyuau 8He3anHoll cmepmu u pooCmeeHHUKU C
cepdeutsimu 3abonesarusmu. Cnedyem no 603MOXCHOCMU NOAYUUMb APXUBHbIE MEOUYUHCKUE Kapmbl
u/unu pesyibmamsl NAmMon020aHAMOMUUECK020 ucciedosaHusl. B nepeyw ouepeds 006Cn1ed08aHU0
noonexcam poocmeeHHUKU ¢ NpuaHakamu 3abonesauuti cepoya, Makumu Kax o6MOpoKuU, ydauleHHoe
cepdyebueHue uau 6onu 3a zpyouHoti. Ecnu 8 cemve omcymcmeyem O0uazHo3 cepoeuHvlx 3a0601e8aHuli,
cedyem npoeecimu CKPUHUH2 MaieHvKux demeti xoms 6vt ¢ nomowpto KT u 3xokapouozpaguu.

o Dxokapauorpadus (OXOKT) siBsieTcss peKOMEHIOBaHHBIM METOIOM [IJISl CKPYMHIMHTA MaI[ieHTOB
MpY HAIUMYUM TIOATBEPKIEHHOTO OMarHosa Wiy IMOA03peHMsT Ha >KeTyAouKOoBble HapylleHUs
puUTMa.

EOK - ner (VYP C, VI 3).

Kommenmapuii. dxokapnuorpadusi — Haubolee 4YacTO JMCIIONb3yeMblii METOH, BU3yanyu3alun
ceplla, KOTOPBI, II0 CpaBHEHMIO C MAaTHUTHO-Pe30HaHCHOII Tomorpadueit (MPT) wu
koMmmbioTepHoit ToMmorpadueit (KT) cepaia, ssBisieTcs: MeHee TOPOTOCTOSIIMM, BCera JOCTYITHbIM
Y TO3BOJISIET C BHICOKOI TOUHOCTbBIO AMATHOCTUPOBATh 3a60JIeBaHMsI MUOKAP/a, K/IAlaHOB cepaia
WX BPOXIEHHbIE NOPOKM CepAla, CBs3aHHble ¢ BO3HMKHOBeHMeM JKA u BCC. Kpome Toro, y
GOJIBIIMHCTBA IMAallMEHTOB OHA TO3BOJSIET OLIEHUTb CUCTOMMYECKY0 ByHKIMI0 JDK 1 oKaIbHYIO
COKPaTMMOCTb CTEHOK CepaLa.



ITo oTOii mpuuMHe 3XoKapauorpadms IoOKa3aHa BceM mnanueHTam ¢ JKA, y KOTOpBIX
MpeNIoaraeTcsl UM MMeeTcsl CTPYKTYpHasi aTOJIOrUsI CepAlia, a Takke B IPyMIax MNalMeHTOB C
BbICOKMM pucKoM pa3sutus KA mim BCC — Hanpumep, y nuuenTtos ¢ JKMII, TKMIT n AKIDK, a
TaKkKe Y TAIMEeHTOB, TMEPEXMBIIMX OCTPhI WMHGApKT Muokapga (MM), M y pPOACTBEHHMKOB
TalMeHTOB C HACIeCTBeHHbIMM 3a601eBaHMsIMM ¢ BbIcOKMM prickom BCC [40].

Opranusanus oKkasaHusI MeIUIMHCKONM ITOMOIIM

Bup nmomomy u nopsaok ee okazaHus 3aBucutT OT 3tmonoruu JKT u conmyTCTByOIIEel MaTONOTUMN.
CrpykTypHas uiau (QyHKIMOHAIbHAS MATOJIOTMS CEPAIa, OCOGEHHO TIPU ee MPOrpeccUpOBaHUM,
MOJKeT SIBJISITbCSI OCHOBHBIM ITOKa3aHMeM [JIsI FOCIIMTaAN3aLN.

BosmoxkHOCTU aM6y.HaT0pHOf;I mmomMomyu MmagMeHTaM C  SKeTyJOUYKOBBIMM  TaXUAPUTMUSAMU
OTrpaHMYMBAIOTCA CIEAYIOIINMU CTydasiMN:

e [MarMeHThl C XPOHWYECKMMM CTAOWIbHBIMM apUTMUIMM 6e3 HapylleHui TeMOAVMHAMUKIA:
SKeTyIOYKOBOM 9KCTPACUCTOJMEN, HEYCTOMUMBON >KeNyJOYKOBOM TaxuKapauen, pegKuMu
npuctynamm MmeajeHHbIx JKT.

e OO6wremoBaHMe y IMAIMEHTOB 0e3 CTPYKTYPHOM IATOMOTUM CepIlla IJIsl BBISIBJIEHMS CKPBITOI
[aToJIOTUM cepala, kpurepues pucka BCC.

¢ [loAroToBKa K rOCIIATANM3ALNM IPY CTAOUIBHOM COCTOSIHUM Mal[ieHTa.

e HabGmiomeHue II0CIe XUPYPTUYECKUX M MHTEPBEHIIMOHHBIX BMeENIATEIbCTB, MMIUIAHTAIUK
3JIEKTPOHHBIX yCTpoiicTB (QKC*** MKI*** CPT-I).

IToka3zaHus oJ1s TJIAaHOBOM rOCIIMTaIMU3al U

e BrepBble BO3HUMKINAS CUMIITOMHAs >KeJyIOYKOBasi SKCTPACUCTONMS, COMPOBOXKAAMOIASICS
Pa3sBUTHEM UJIM 3HAUMUTETbHBIM YCYyTyOIeHMEM CepaeuHOi HeqOCTaTOUHOCTH.

¢ BriepBble BO3HUKILINE WK PELUAVBUPYIOLIME SMIU30bI KeTyJ0UKOBOI TaXUKapAUNA.

e [IporpeccupoBaHye OCHOBHOTO 3a00/eBaHMS B CIydasX, KOIJAa apUTMUSI He SBIISIETCS
reMoJMHaM1YeCKy 3HAaUMMOIA.

o TIpu He3bHEKTUBHOCTM JOTOCIUTATHHOIO JIeUeHMs] CMMIITOMHBIX XPOHMUUECKUX CTaGMUIbHBIX
KO, v)KT, menneHHbIX JKT.

[Tokasauus aJis SKCTpeHHOﬁ TOCIIUTAIM3alI NN

O6s13aTenbHOI TOCTIUTANM3AIMYN TOJJIeKaT MAIMeHTbl, Y KOTOPbIX Ha (OHe 3KeTyIouKOBOIA
TaXMapuUTMUM MMEIOTCS TIPU3HaKU apTepuanbHON TUIMOTOHUM, OCTPOI JIeBOXKETYIZOUYKOBOM
HEIOCTATOYHOCTM, AHTMHO3HOTO CUHAPOMA, YXYOIIEHUS MO3TOBOTO KpoBOOOpalneHus. IIpu
MO03peHMM Ha MH(APKT MMOKApAa HEeOOXOOMMO SKCTPEHHO [IOCTaBUTh B MEAUIIMHCKOE
yupeskIeHue.

e Bemenue MauyeHTa I10C/Ie peaHMMAalMyi PEKOMEHIYeTCS B CIelMaay3MPOBAHHBIX LEHTpaX C
MYJIbTUIUCIATIMHAPHBIM ITOIX0I0M K MHTEHCUBHOI Tepammnu ¥ BO3MOXKHOCTbIO BbIITOJTHEHNS
MePBUYHBIX  KOPOHAPHBIX  BMEIIATEJIbCTB,  3AEKTPOGM3MOIOTMIECKOTO  MCCAeLOBaHMS,
MMIUIAHTALMM BCIIOMOIaTeIbHbIX SKENYLOYKOBBIX CMCTEMAa IJIsi MEeXaHMYeCKOM IOIIePsKKA
KPOBOOGpAIeHNMsI, XMPYPrUUECKMX BMEIIATEIbCTB Ha CepAle M COCydax M TepareBTUUeCcKOii
runorepmuu [65, 153, 165, 194, 196, 324, 546].

EOK I B (VVP C, VI, 5).

e Koponapnast aurmuorpadusi ¢ BO3MOKHOI ITOC/IeAYIONIeil aHTMOTJIACTUKON B TeUeHNe MePBbIX 2
YacoB roCIuTaIM3aly peKOMeHA0BaHa NaleHTaM BbICOKOTO pucka ¢ UM cIIST, B Tom uuce ¢
SKMU3HEYTPOSKAIOMIVIMM JKeTyIOUKOBBIMY apUTMUSIMU [55, 56].

EOKIC (YVPC, VO 5).

[Ipn ocTaHOBKe KpPOBOOGpAIEeHMs TOCHUTAIM3AIMs TpeOyeTcsl cpasy ke Ioc/ie KyMMpoBaHMS
TIPUCTYIIa ¥ BOCCTAHOBJIEHMSI HOPMAaJbHOM CEPOEYHON AesiTeTbHOCTU. ECIM peaHMMAaNVIOHHbBIE
MepOIPUITHUST He TIpUHeC Heobxomumoro 3¢ dexTa, manyeHTa TPAHCIOPTUPYIOT B CTAlMIOHAD
6e3 cosHaHMs. IIpM 3TOM IO JOpOTe HEIPEPHIBHO BBIMOMHSIOT MCKYCCTBEHHYIO BEHTUJISILIVIO
JIETKUX Y HEIIPSIMOJi Maccask cepaiia.

[TanmeHTOB C IIPpUCTyIIaMUn HapOKCM3MaJIbHOﬁ >Keny/10q1<0130171 TaXUKapanm caienyer
TOCIIUTA/IM3SUPOBATL B CjIydyae€ OTCYTCTBUA 3(1)(1)6KT& OT HEOTIOXKHOI Tepaluu, a TaKXe IIpun



HaJIMYUM TPU3HAKOB OCTPOIi JIeBOXKENTYIOUYKOBOM HEeJOCTaTOUHOCTH, YXYAIIeHUsS MO3TOBOTO
KPOBOOOpaIIeHNsI, apTepuaIbHOM TUIIOTOHUM, aHTMHO3HOTO CUHAPOMA.

TocrmTanusauyum MoAJIeskaT JUIa, [TepeHeciIe IPUCTYI KeayL0UYKOBOM TaxMKapOyuu, YCIIeUIHO
KyIMPOBAHHBI Ha AOTOCIUTAIBHOM 3Tare MpY HaIUUMK CTPYKTYPHO! MATOJIOTMM CepAla WIn
MPY OTCYTCTBUM PE3YIbTaTOB KapAMOIOTMUECKOr0 06CIeOBaHMS, TIPY HAJMUNM COMTYTCTBYIOIMX
3a60j1eBaHMi1, BHICOKOM PYCKE Pa3BUTHS OCIOXKHEHMUIA.

[TokasaHMs K BBINIMCKe TMMAallieHTa U3 CTanMoHapa

Llesreco06pa3HOCTh JajabHelIero mpebpiBaHMsI B CTallMOHape U BO3MOXKHOCTb aMOylIaTOPHOTO
JIEUEeHMSI OTIPEIEISIOTCS [10 UTOraM 00CIeIOBaHMsI.

e PanH44 (Tepen BbIMMUCKONM M3 cTauyoHapa) oneHka @B JDK pekomeHzoBaHa BCeM MalMieHTaM
nocte HbapKTa Muokapaa [42, 56, 218, 493, 572].

EOKIC (YVP B, V47 3).
Tayuenmot Mozym 6blmb 8bINUCAHDL U3 CMAYUOHAPA 8 CJIe0YIOWUX CTYUASX:

¢ BbIMonHeHMEe PaguUKaIbHOTO WM MMaJMaTUBHOTO XUPYPrUUYECKOTO M WHTEPBEHIIOHHOTO
JIeUeHus.

e lMruiaHTanus Kapauoeprepa-nedubpmuisiTopa, ecin He TpebyeTcsl TPOAOIKEeHIe Tepanui B
YCJIOBUSIX CTALIMOHAPA [0 OCHOBHOMY 3260J1€BaHUIO.

¢ OddexrTUBHBIN MOAO60P AHTMAPUTMIUYECKON TEPAMNY U Tepany OCHOBHOTO 3a001eBaHMsI.

e VYcTaHOBJIEHME AMATHO3a U IMPOTHOCTUYECKOTO 3HAYEHUS JKeNTyLOYKOBON TaXMapUTMUU, He
Tpebylollee CPOYHON KOPPEKIMM aHTUAPUTMUUYECKON Tepamnuu, XUPYPrUYeckoro W

ek

VHTEPBEHLIMOHHOTO BMeIlaTeabCTBa, UMIUIaHTatuu UKJT***,
VHble opraHu3aliOHHbIE TEXHOJIOTUN
ABTOMaTHUECKMe HapyKHbIe HebuopmuIATOPbI B MeCTaX CKOILIEHMS JII0eit

e ABTOMATHUECKME  HapyKHble Ae(GUOPWILISTOPbl  PEKOMEHIYEeTCs  YCTAaHaBAMBAaTh B
OGIIECTBEHHBIX MeCTaX, TIIe CYIIeCTByeT 3HAYMTENbHAs KOHIEHTpAlusl JIIOAei, YTo
CYLIEeCTBEHHO IIOBBILIAET BEPOSITHOCTb BO3HMKHOBEHMSI CUTyalMyM C BHE3AITHOM OCTAaHOBKOM
ceprua (Hampumep, B LIKOJIAX, a3POIOPTax, Ha BOK3a/lax M CTaAMOHAX), UM B MeCTax, I1e HeT
MHOM BO3MOXHOCTM AebMOPWIUISIIMM (HAarpuUMep, B Toe3fax, Ha KPYyM3HBIX JajiHepax, B
camosieTax U T. .) [322, 323].

EOKIB (YYP B, VI 2).

Kommenmaputi. B 6onvluHcmee ciyuaes ocmaHoska cepdya npoucxodum eHe cmeH JieuebHO020
yupexcdenus [324]. IIpu 3kcmpeHHOU Oeubpuniayuu wWamcsl Ha 80CCMAHOBIEHUE HOPMANIbHO20
pumma u cmabunsHozo cepdeuHozo 8bi6P0OCca HAMHO20 Bbllle, YeM NPU 0MCPOUEeHHOL deubpuiiayuu
[322, 323, 325].

¢ PexoMeH[I0BaHO OOyueHMe OCHOBHBIM IPMHIIMITAM DeaHMMAaIMM POLCTBEHHVKOB MAIMeHTOB C
BbICOKMM puckom BCC [323, 325].

EOKIIB C (YYP C, VI 4).
MoryT 6GBITb UCIIOTB30BAHBI:

e TemeMegUIIMHCKOE KOHCYJIBTUPOBaHME ITAallI€HTOB.
e VhmajeHHbIN MOHUTOPUHT aM6YJ'[aTOpHI)IX MagMeHTOB C MUMIIJIAHTUPYEMbBIMU YCTpOﬁCTBaMM.

B oxkaszanum momomy mamnuentam ¢ JKT u BCC 1memecoobpasHo BbIgeeHMe YPOBHEN OKa3aHUS
TMMOMOIIM C PAa3JIMYHBIMM BO3MOXKHOCTSIMM OKa3aHMSI ITIOMOIIM. YUUTHIBASI >KM3HEOITACHBIN
xapakTep JKT Ipu 35KCTPEHHO! TOCIUTaIM3aluy liejiecoobpasHo HallpaB/ieHMe TMaleHTOB B
LIEHTPbI 60J1e€ BBICOKOTO YPOBHSI.

Aman keanupuyupoeaxHHoli NOMouu:
- peaHMMalMOHHAS MTOMOIIb

- KapauoBepcust/mebub puIIS s



- aHTMapUTMUUecKas Tepanms
- KopoHaporpadus/peBacKyIsIpMU3aLus

dman cneyuanu3uposarHHoll NOMouju:

- KopoHaporpadus/peBacKyIsIpMu3aLus

- 9HAOKapAuaibHoe DDU

- KaTeTepHas abnaiys XKT

- UMIUTaHTAIMs KapauoBepTepa-nebndopuisTopa
- UMIUIAaHTaLVs KapAMopeCcMHXPOHM3aTopa
DKcnepmHbvle YeHmpol:

- KopoHaporpadus/peBacKyIsIpU3aIs

- SHOOMMOKapAaIbHast 6MOTICHUs

- reHeTNYeCKoe TeCTMpPOBaHNe

- SHOOKapAuanbHoe DOU

- KaTetepHas abmaiys KT

- UMIUIAaHTALMS KapauoBepTepa-aeduopuuisTopa
- UMIUIAaHTaLs KapAMopeCcMHXpOHM3aTopa

- BCIIOMOTaTeJIbHOE KPOBOOOpalieHue

- TpaHCIUIaHTalMS CepAlia

B oTmenbHbIX cy6bekTax PO mMoryT 66iTh chOpPMUPOBAHBI OTJEIbHbIE TOPOKHBIE KAPThI OKa3aHMSI
IIOMOILM MalMeHTaM C JKeJyJOYKOBBIMM TaxMapUTMMUSIMM U CO3LaHbl DPETMOHAIbHbIE LI€HTPbI/
PerucTpsbl XXM3HEONaCHbIX TAXMapPUTMMI ¥ BHE3aITHON CMepTH.

e PekOMeHJ0BaHO pacCMOTPETh BO3MOXHOCTb CO3[IaHMSI PETMOHAJIbHBIX CeTeli MO 3KCTPEeHHOM
nmoMomm 1Ipmy OCTaHOBKe cepalia, ‘—IT06bI YIAYUYIIUTDb IOKa3aTe/IM BbDKMBAEMOCTU M Pe3YyJIbTaThbl
JIedeHMs Cpeay CriaCeHHbIX NIl [27, 62, 66].

EOK IIaB (YVP C, V11 4).

[Ipu ompenenHuy MOKa3aHU K MHTEPBEHI[MOHHOMY MJIM XUPYPrUUECKOMY JIEUeHUIO HaPYIIeHNUs
pUTMa WIM TIPOBOAMMOCTM CEpAlla, a TaKKe B CJIOKHBIX Caydasx (mpy Hed)heKTUBHOCTU
MeIVKaMeHTO3HOV Teparnuy WiIK pelyauBe TaXMapuTMUK TTOCIe KaTeTePHOM abmauuu, Ui mpu
HaJaM4MM Y TanyeHTa MMIUIAHTMPOBAHHOTO 3JIEKTPOHHOTO YCTPOMCTBA KOHTPOJIST WM JIEUeHMSI
pPUTMa, a TAKKe B JPYTUX CIy4Yasik) He06X0OMMO 06CYKIeHMe TaKTUKY BeIeHUsI CO CIIeIValINCTOM,
VMMEUIVIM JTOCTATOYHbBI OIBIT JIeYeHUs] HapylUleHuit puTMa. TakKuMM CIIeMaaIuCcTOM MOXKET ObITh
Bpayv-KapaMoJIor, CepAEeYHO-COCYAVICThIN XUPYPT, Bpau PEHTTeHIHI0BACKYISIPHON OUATHOCTUKY U
JIeUeHUs.



6. [lononmHuTenbHass MHpopmanus, BAUSIIONIass HA
TeueHHMe M MCX0/Jl, 3a00/1eBaHus

CoBMeCTHOe IIPUHSATHUE pelleHu

B TeueHue Gonblieil 4acTy CBOE JKU3HU JIIOAY TPEIIOYUTAIOT IeaTh BCE, UTO BO3MOXKHO, /IS
npeporepaitenuss BCC m npogyenus xus3Hu. Tem He MeHee, MHOTMeE JIIOOM MOLYT IOCTUTHYTb
OIpefe/IeHHOM TOYKM B CBOeN XMU3HM, B KOTOpoii BCC He $BseTCS] HaUXYAIIUM MCXOILOM.
[MTamyeHTbl MHOTHA COOOINAIOT O MPEIIIOUYTeHUM yYMEepeTb BO CHe, MPU CPaBHEHUM C APYTUMU
BEPOSITHBIMM CII€HAapUsSIMM TaHaToreHesa [564]. PemieHus, cBsi3aHHbIe ¢ npodumnaktukoii BCC,
MOTYT ObITh JOBOJLHO 3MOLIMOHAILHBIMM; B COOTBETCTBUM C TIOKETAHUSIMU TIAI[MeHTa COBMECTHOE
peleHre OTHOCUTETbHO TePANMy B KOHIIE KM3HY MOKeT ObITh IIPMHSATO B COCTaBe Bpaua, WIeHOB
ceMby W/Wnu npyseii [62].

Kommenmapuu K pekomeHoayusam:

1. BaxHo yuumsigamos npednoumeHust nayueHma Ons OUazHOCMUKU xceaydouKko8slx apummuii u
npuHsmus peuleHus: o gedeHuu. IIpednoumenus nayueHmos UH8A3UBHOL mepanuu u npUHSIMue pucka
BCC sapwupyromcsi u mMo2ym usMeHsimsCsl Ha npomsiyieHuu eceli 6one3Hu. I1o0xod K coemecmHoMy
NpuHsmMulo  pewleHull Mmoxem Obimb uacmolo o0well cmpameeuu 6edeHUsT NAYUEHMO8 C
HcenydoukossiMu apummusimu u puckom BCC. ObwenpuHsmoe onpedesieHue CO8MeCIMH020 NPUHSIMUSL
peuweHuli 8xouaem 6 cedst 4 KomnoHeHma [565]: 1) muHumym 2 yuacmuuka: epau u nayueHm; 2) ooe
CcmopoHsl denamcs uHgpopmauueti; 3) obe CMopoHsl hpeOnpuHuUMaom wazu o1 QopmMuposaHus
obujeco nodxoda K npeonoumumenvHoMy JeueHuio; 4) coznauleHue 0 peanusayuu JeyeHus.
ITodenumocs pewieHuem — He 3Hauum npeodocmasums nayueHmy CHUCOK PUCKO8 U npeumyujecme
JleueHuss U npedyiodums NpuHaAmMb peweHue (makxoli nodxod Hekomopwsle A8mopvl HA368ANU
«ocmasnenuem» [566]. PekomeHOayus, OCHOBAHHAS KAK HA HAYUHbIX 00KA3AmMeJbCmedx, mak u Ha
NOHUMAHUU Uenu JeueHus, npednoumeHuti u yeHHocmell nayueHma, 8axcHa 07 UCMUHHOZ0
C08MeCmH020 hpuHsmus pewleHuti. Taxxie, 803MOXCHOCMb Odeakmusayuu umerowjezocs HK***
cnedyem 06cyoums ¢ hayueHmamu 8 mepMmuHanbHoli cmaouu 3a601e6aHusl.

2. UKIT*** npodnesarom #U3Hb, KAk no0uepKusaemcs 60 MHo2ux pazoenax Hacmosujux pekomeHoayuit.
Tem He meHee, nayueHm ¢ XCH unu msyiensim HeKapoudibHoiM 3a001e8aHUeM MOXCem 0mKasamocs
om 3amenst HKI*** npu cmoJKHO8eHUU C Nepcnekmugoli nocmosiHHoz20 yxyouleHusi 300poevsi U
yHKkyuoHansHo20 cmamyca. K coxcanenuro, pe3yibmamsl UCCAE008AHULI NOKA3bI8ANOM, UINO
nayueHmsl nNa0Xo UHGOPMUPOBAHBL, K0204 CMAIKUBAOMCS C NOHUMAHUEM pUCKd, Nnob3sl U
nocnedywoujezo OpemeHu umniaHmupogavHozo HKI*** YV nayuenmoe ¢ HKI*** ommeuaemcs
meHOeHYusl K nepeoyeHKe ez20 Noib3bl U HeJOOUEHKA aCCOUUUPOBAMHBIX PUCKO8 [567, 568, 569].
AHanozuuHviM 06paszoM, nayueHmsl, Komopsle omxasvigaiomcs om HKI*** maxxe uacmo
HedooyeHusarom JauuHolli puck BCC [570, 571]. Hccnedosanus npuHsimus KAUHUUECKUX peuleHuUll

nokaswsleéarom, 4mo epavu 4acmo nepeoueHusarm npeumyuiecmed u 8 mo je epems npeymeHsuaom

nomeHyuanvHolii 8ped [569]. B momenm, k020a onpedensitomcs hokasauus K 3amere UK/*** nayuenm

u 8pau 00N}CHbL 8BMecme 00cyoums, no-npexcHeMy Jiu coomsaemcmeyem 3amera UKT*** yenu neverus.
Ymo umeno cmoicn 6 70 Jsiem, moxcem He umems cmoicnia 6 80 sem. IlayueHmst Mozym umems
npoezpeccupyioujee 3aboiegaxue wiu HU3Koe Kauecmeo #cusHu. Bce amu ¢akmopsl mozym usmeHnums
coomHouleHue puck/nonvza om UKI*** u nosnusms Ha npednoumeHue nayueHmos.

PekoMeHIAIMI 10 IIPUHSITUIO OOIIEr0 pPelieHust

e V IAlMEHTOB C JKeIYIOUKOBBIMM apUTMMUSIMM VIIM TOBBIIIEHHBIM puckoM BCC KIMHMIMCTaM
PEKOMEeHIyeTCs IIPUHSTh IMOAX0/, K COBMECTHOMY IPUHSITUIO PeIIeHMsI, IIPY KOTOPOM pellleHue
0 JIeUeHNU! OCHOBAHO HE TOJbKO HA HAMIYUIIMX JOCTYIIHBIX HAYUYHBIX JAHHBIX, HO U Ha LN
MalyeHTa B OTHOIIEHUY COOCTBEHHOTO 30POBBSI, IPEATIOUTEHMSIX M €r0 IEeHHOCTSX [565, 566,
567].

EOK I B (VVP C, VI, 4).

e B oryuae paccMOTpeHMs] MMILIaHTauy HoBoro UKI*** mnau 3amensl umeroinerocst UKI*** B
CBA3M C paspsmoM OarapeM Yy TalMeHTa, PeKOMEeHIyeTcs WMH(POPMMPOBAaTh ero/ee 006
nHauBKUAyanbHoM pucke BCC m pucke HeBHe3amHo cmeptu or XCH wmim HecepheuyHbIX

3360HeBaHI/II71, a Takke 00 SQ)d)EKTI/IBHOCTV[, 6e30TaCHOCTU U IIOTEHIMa/IbHBIX OC/IOXXHEHMIX



VIKI*** B cBeTe IleJM CAMOIO ITallMeHTa B OTHOIIEHUM €ro 3J0pPOBbsl, IMPEINOUTEeHUI U
meHHocredt [565, 567, 568].

EOK I B (YYP B, VII]I 3).



Kpurepunu oneHKM KauyecTBa MeIUIIHCKOM

IIOMOIIIN

Kputepwmii kauecTBa

EOK
Knacc
YPOBEHb

YYyP

yaA

OueHka
BbIMO/HEHUS

[MaumeHTy € OCTaHOBKOW KpoBOoOb6palleHUs / CUMHKOManbHbIM 3MM3040M
BbiNnonHeHO 3KI M npuv  AMarHoCTMpoBaHuM napokcusma XT/OXK
BbIMOJSTHEHbI peaHMMaLMOHHble MeponpuaTus 4 3KCTpeHHast
kapavosepcus/aedubpunnaumns.

IB

Aa/Her

MauneHTy C YCTOMUYMBOW IKENnyAOYKOBOW TaxukapAueWh BbIMOMHEHO
KynupoBaHue aputMnn (MeankameHTosHoe, SUT).

IB

Aa/uHer

BbinonHeHo 3KI-uccnegoBaHve Mokoss B 12-TW  OTBEAEHMAX W/vnu
XONTEpPOBCKOe MOHWTOpMpoBaHue OSKI (XM-3KI) nauveHTam npu
NPOXOXAEHWN 06CneoBaHNA Ha MpeAMeT BbISBNEHUS KeNyA04KOBbIX
aputMmui (OKA).

IA

Oa/Her

BbinosiHeHo  3xokapauorpaduyeckoe WCCNeAoBaHWe w/unn  apyrue
BU3yanusupylowmMe WCCNeAoBaHWUs ANs  OueHku dyHkumn JDK
BbISIBIEHUSI CTPYKTYPHOM NaTosioruv cepaua y nauueHta c KA.

IA

Aa/Hert

HauaTa/npogomkeHa Tepanus 6eTa-afpeH06/10KkaTopaMy B IeUEHUN BCEX
KaTeropuii MauueHTOB CO CTPYKTYPHbIM MOpaxeHueMm Muokappa/
anchyHkumen JK, nmMeowmx noBbliWeHHbIM puck BCC 1 Hyxaatowmxcs B
eé nepBUYHOI UM BTOPUYHOI NpodunakTuke.

IA

Aa/Her

MpoBeaeHa onTuManbHas MeAMKaMeHTO3Hast Tepanus WHrnbutopamu
AN® (nnn aHrmoteHsmHa II aHTaroHUCTaMu MNpU HEMepeHoCMMOCTU
nHrnbutopos AlM®), 6eta-agpeHobnokaTopaMn W aHTaroHUCTamun
anbpocTepoHa naumeHtam ¢ XCH u cuctonuyeckon auvcdyHkumen JIHK
((I(‘):Eéﬂ)K < 35-40%) c uenblo CHWXeHus oblueii CMepPTHOCTU U pucka
BCC.

IA

Aa/Her

Mpwn NMOBTOPHbIX cpabaTblBaHUSIX/WOKax NKO*** BC/eACTBYE
yctonymeor  XT npoBeaeHa  aHTMaputMuyeckas Tepanus, npu
He3PPEKTUBHOCTU UM HEBO3MOXHOCTM KOTOPOW NaLWEHT HanpasneH Ha
KOHCyNbTaLMIO K Bpauyy, CrneuvanusmMpylolieMycs Ha AMarHoctuke u
NEYEHUM  HapyWeHuit  puTMa  cepaua—(Kapavonory,  cepaedHo-
COCYANCTOMY XWPYPry, Bpauyy PeHTreH3HA0BaCKYIsiPHON ANArHoCTUKK 1
nleyeHunst) AN peleHus Bomnpoca O Heo6XOAMMOCTW  BbIMOMHEHUS
KaTeTepHol abnauuu.

IB

Aa/Her

MauuneHT ¢ coxpaHsioleica auchyHKUMeln nesoro xenyaodka (®BIK -
35% wu MeHee) M cepaevHon HepoctaTouyHocTbio (II mnam III ®K no
NYHA), uepe3s 40 aHei nocne wHdapkTa MuoKapha, HanpasieH Ha
KOHCY/NbTaLMIO K Bpady, CrMeuuanu3upyolemMycss Ha AWarHoCTuke u
nedyeHUM  HapylleHuwii  putMma  cepaua—(Kapauonory,  cepaeyHo-
COCYANCTOMY XWPYPry, Bpauyy PeHTreH3HAO0BaCKY/IsiPHON ANArHOCTUKM 1
NeyeHnsa) wauM B Cneumanm3MpoBaHHbIN KapAMONOrMYeCKUn LeHTp Ans
peLleHnst Bornpoca 0 HeO6X0AMMOCTU UMNNAHTaunumn NKO***,

IA

Aa/Her

Mpn HenpepbiBHOW Hekynupytowenics XT uanM 31eKTpUYeckoM LWTopMe,
NpMBOASALLMM K MHOFOKPAaTHOMY MOBTOPHOMY HaHeceHuto Wwokos UKO***,
C BpayoM, CreuvasusMpylolWMMcs Ha AMarHoCTMKE W JleYeHun
HapylleHnin putMma  cepaua—(KapAMonorom, — CepAeqHo-CcoCyANCTOM
XUPYProM, BPayoM PeHTreH3HA0BaCKYNSPHON ANArHOCTUKN W NeYeHus)
obcyxaeHa Heo6Xx0AMMOCTb KaTeTepHol abnauun B
crneLmanm3npoBaHHbIX U OMbITHBIX LieHTpax.

IB

Aa/uert

10.

Mpu  6e3ycnewHocTM  MeAMKaMEHTO3HOW  Tepamnuu,  COXpaHeHuu
npuctynos XXT, Hanuuum auchdyHkumm JDK, accoummpoBaHHOW C
XKeNyA04KOBOW SKCTPACUCTONNEN, NAaLMEHT HanpaBneH Ha KOHCybTaLumio
K Bpayy, CreuvanuM3vpylolleMycs Ha [MarHoCTUKe U JleYeHun
HapylleHWin puTMa  cepAua—(KapAavosory,  CepAeyHO-COCyAUCTOMY
XVWPYpry, Bpayy PEeHTreH3HA0BaCKyNspPHOW [MArHOCTUKN U JleYeHus)
WU B CMeuMannM3nMpoBaHHbIl KapAMONOrMYeCcKUil LEeHTP AN pelueHus
Bornpoca O Heo6XxoAMMOCTW KaTeTepHoW abnauuu Ans npodunakTUkn
peunanBoB apuTMUK 1 NOBTOPHbIX cpabaTtbiBaHuit UK/,

IB

Aa/uHer
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IIpunoxxeune Al. CoctaB padoueri rpyIibl

IIpe3uauym paGoueii rPyHIbI:

Jle6enmeB OImutpuit CepreeBud (CaukT-IleTep6ypr)
MuxaitnoB EBrennit Hukonaesuu (CaHkT-IleTepOypr)
Hemunyunit Hukonait Muxaiinosuu (MockBa)
lonyxoBa Enena 3enukoBHa (MockBa)

YreHbI paboueii rpyIbI:

[]%[e] Fopopn

BabokuH Baanum Eroposuy YneH rpynnbl Mocksa
BepesHuukas Bepa BacunbesHa YneH rpynnbl Mocksa
Bacuukuna Enena CepreesHa YneH rpynnbl CaHkT-MeTepbypr
apbkuHa CeeTnaHa ButanbesHa YneH rpynnbl CaHkT-MeTepbypr
FonuubiH Cepreii MaBnosuy YneH rpynnbi Mocksa

[aBTaH Kapanet Bosaesuy YneH rpynnbl Mocksa
AynnsikoB AMuTpuii BukToposuy YneH rpynnbi Camapa
3aknasbMuHcKkasi EneHa BanepbeBHa YneH rpynnbi Mocksa

3eHuH Cepreli AHaTONbEBUY YneH rpynnbl HoBocmnbupck
MBaHuuUkunii dayapa Anekceesuy YneH rpynnbl KpacHospck
Mnbpaposa Pykuxat A6ayn-FadyposHa YneH rpynnbl Mocksa
Komonstosa Bepa HukonaesHa YneH rpynnbl Mocksa
KoctapeBa AHHa AnekcaHAapoBHa YneH rpynnbl CaHkT-MeTepbypr
KyunHckasa EneHa AHapeeBHa YneH rpynnbl Mocksa

NaitoBuy (HecTepeHko) Jlana OpbeBHa YneH rpynnbl Mocksa
JNebeneBa BukTopus KnumosHa YneH rpynnbl CaHkT-MeTepbypr
Nobumuesa Tamapa AnekceeBHa YneH rpynnbl CaHkT-MeTepbypr
Makapos JleoHna Muxanosuy YneH rpynnbl Mocksa

Mamuyp Cepreit EBreHbeBuy YneH rpynnbl Kemeposo
Measenes Muxann Mapkosuy YneH rpynnbl CaHkT-MeTepbypr
MupoHoB Hukonai tOpbesuy YneH rpynnbl MockBa
MuTtpodaHoBa Jltob6oBb BopncosHa YneH rpynnbl CaHkT-MeTepbypr
Monos Ceprelt BaneHTUHOBUY YneH rpynnbl TomMck
Pesunwsunu Amupat Lotaesny YneH rpynnbl Mocksa

P3aes ®apxaa lNyceinHosuY YneH rpynnbl Mocksa

PomaHoB AnexkcaHap Bopucosuny YneH rpynnbl Hosocmnbupck
TaTapckuii PomaH Bopucosuy YneH rpynnbi CaHkT-MeTepbypr
Tepmocecos Cepreit ApTypoBuy YneH rpynnbi Mocksa
YuymyeBa MaaunHa [>xaBaToBHa YneH rpynnbi Mocksa

Xapnan Mapusa CepreeBHa YneH rpynnbi Mocksa
Llaperopoaues AMUTpuii AnekcaHapoBuy YneH rpynnbl Mocksa
LikonbHMKoBa Mapua AnekcaHapoBHa YneH rpynnbl Mocksa

LLineBkoB Hukonai Bopucosuy YneH rpynnbl Mocksa

LLinaxTo EBrenuii Bnagummposuy YneH rpynnbl CaHkT-MeTepbypr
Ly6uk KOpwuit BuKkTOpoBUY YneH rpynnbl CaHkT-MeTepbypr
AwnH Cepreit Muxalinosuy YneH rpynnbl CaHkT-MeTepbypr

YeHs! Paboueii rpyIiisl TOATBEPAIN OTCYTCTBYE (PMHAHCOBOII MO Ie PIKKI/KOHMIMKTA



MHTEePecoB. B wryuae coobmIeHNUsT 0 HAMMUMKM KOHGMIMKTA MHTEPEeCOB, WieH(bI) paboueil rpyIIIb
6bL1(1) MCKITIOUeH(bI) U3 00CYKIEHNS PA3/IeTI0B, CBI3aHHBIX C 00JIACTHI0 KOHQIMKTA MHTEPECOB.



IIpunokenne A2. Metomonorus pa3padoTku
KIMHNYEeCKUX PeKOMeHaalnumn

IIpencraBieHHble PekoMeHmaluy pas3paboTaHbl Ha OCHOBE KIMHMYECKMUX PEKOMEHIAluii II0
MPOBENEHMIO0 3TeKTPOGMU3MONIOTUUECKIUX MCCIeNOBaHMIA, KaTeTepHO! abmauum ¥ IMpUMeHeHUIO
UMIUIAHTUPYEMbBIX aHTMApPUTMMUYECKMUX YCTPOICTB Bcepoccuiickoro HayyHOro oOIIecTBa
CIIEeIMAICTOB MO KIMHUYECKON 3IeKTPODU3NOIOTUY, aPUTMOJIOTUM Y KapAMOCTUMYISLIN
(BHOA) 2017 roma, peKoMeHAalMii OOIIECTBA CIELMAJIMCTOB II0 HEOTIOXKHOI KapauOJIOTUu
«KemymoukoBble apuTMuM y B3pocibix» 2015 roma, Pekomenpmauuit EBpomeiickoro o6imecTBa
KapaMoJIOTOB I10 JIeUeHNI0 GOJIbHBIX C KeMYIOYKOBBIMM HApyIIEHUSIMM PUTMa ¥ MPOPUIaKTUKE
BHe3anHoi cmepTtu 2015 roma, BcepoccuiickKux KAMHUYECKUX PEKOMEHIAIMi 110 KOHTPOJIIO Hap
pPUCKOM BHE3aIHOJ OCTAHOBKM cCepAlla M BHEe3almHO cepaeyHoi CMepTH, MpoduiakTuke u
okazaHuw rnepsBoii momomu 2018 roma, co3maHHBIX, B CBOK Ouepedb, Ha OCHOBE aHaaM3a
umMerolierocst 6ojee yem 20-7€THEro OIBITA Pa3IUYHBIX I10 IEJISIM, IMPOTOKOJIAM U 06beMam
KPYITHBIX MCC/IeIOBaHU, MPOBEAEHHBbIX IO pas3jMYHbIM acrheKkTam JOUarHOCTUKU U JieueHUS
SKeTyIOYKOBBIX TaXMapUTMUIA.

B PexoMeHOaUMsIX WM3JIOKEHbI OCHOBHBbIE TIPUHIIUIIBI IMATHOCTUKM, CTpaTU(UKALIMM pPUCKA
BHE3aITHOl CMepTM U JiedeHUs TalMeHTOB, B TOM UMCIe U B psAe KIMHUYECKUX CUTYaLuii,
KOTOpble OBUIM TIONIyYe€Hbl B  DPAHAOMM3MPOBAHHBIX KOHTPOIMPYEMBIX MCCAELOBAHUSX.
Vcronb3yeTcst KOMIUIEKCHBIN ITOAXOM, C YYETOM 3THOIATOTeHe3a, MHAMBUAYATbHBIX 0COOEHHOCTEI
MEeXaHM3MOB pasBUTUSI ¥ TeueHus] 3a00jeBaHMs, MCIIONb30BAHUS MeIMKAMEHTO3HBbIX,
MHTEPBEHIMOHHBIX U XUPYPIrUYeCKUX MEeTOJ OB JIeueHUsI.

IleneBast ayguTOpUS JAaHHBIX KIMHUYECKUX PEKOMEHIaLuii:
1. Bpau-kapayomnor

2. Bpau-cepaeyHo-CoCyIUCThI XUPYypr

3. Bpau-TeparnesBT

4. Bpau o611eii mpakTUKu

EOK - B TeKCTe HaCTOSIIIUX KAMHUYECKUX PEKOMEHIAlMiA AOMOJTHUTENbHO YKa3aHbl IOKa3aHMUS K
TesucaM B COOTBETCTBMM C pPeKOMeHAAUMSIMM EBpOIEeCKOro KapayoJoTMUeckoro oO6IecTBa
(EOK).

BcnencTrBre TOro, UTO WieHbl POCCHIICKOTO KapaMOJIOTMUYECKOTO OOIecTBa BXOASAT B COCTaB
EBpomeiickoro o61ecTBa KapauOJIOTOB M TaKKe SIBJISIIOTCS €ro wieHaMM, BCe pPeKOMeHAAIMU
EBpomeiickoro obmiectBa kKapanonoros (EOK) dopmupyroTcst ¢ yuacTueM poCcCUiiCKMX SKCIIEPTOB,
KOTOPbIE SIBJITIOTCSI COAaBTOPaMM €BPOTENCKMX peKoMeHaauii. TakuM o6pa3oMm, CyIecTBYIOIINe
pekomenpaiuyu EOK oTpaxkaioT o6liee MHEHME BeOyIIUX POCCUIACKMX U  €BPOIeiiCKuX
Kapauosaoros. B cBsisu ¢ aTuMm (opmupoBaHue HalMoHaJIbHBIX PeKOMeHIalii MMPOBOAMIOCH Ha
ocHoBe pekoMmeHnpainii EOK, ¢ yueToM HalMoHaIbHOI crienyduky, 0cCo6eHHOCTel 06c/IenoBaHs,
JieueHUs, YUYUTHIBAWOIIUX [TOCTYITHOCTb MEIUIMHCKON TMomoliu. [lo 3TOil mpuumHe B TeKCTe
HaCTOSIIIMX KIMHUUYECKMX peKOMeHaliuii OJHOBPeMEHHO MCII0b30BaHbl [Be IIKaJbl OLeHKU
IIOCTOBEPHOCTH [TOKa3aTeIbCTB Te3MCOB PeKOMEeHAAlMii: YPOBHM TOCTOBEPHOCTM [TOKA3aTeIbCTB
EOK ¢ VYP u VIJ. [ob6aBieHbl Kiacchl pekomeHpaiuii EOK, mo3Bonsioye OIeHUTD
Heo6XOAMMOCTD BBIITOJIHEHMS Te3yca pekoMeHaaui (Tabmuie 1, 2, 3, 4, 5).

Ta6muma 1. Kiaccel ITOKa3aHMii COMIAacHO peKoMeHpanusM EBpomeiickoro O61mecTBa
Kapanonoros (EOK)

Knacc . OonpepeneHune NMpennaraemas

pekomeHaauun EOK cdhopmynupoBka

I [lokasaHo  unuM  oblenpusHaHo, 4YTO  AuarHoctuyeckas  npoueaypa, PekomeHaoBaHo/
BMeLLaTeNIbCTBO/ NleveHne sBAstoTcs 3PPeKTUBHBIMU U MONE3HbIMU nokasaHo

II MpoTvBOpeuMBble  AaHHble  W/UNM  MHeHMs 06  3ddeKTUBHOCTU/MOoNb3e
ZANarHoCcTUYecKoii npoLeaypbl, BMeLLaTeNbCTBa, JIeHeHust

BonblMHCTBO AAHHbIX/MHEHWI B nonb3y 3 heKTUBHOCTU/NOMb3bI LlenecoobpasHo
AVarHOCTUYECKO Npoueaypbl, BMellaTeNbCTBa, NeyeHns NpUMEHsITb
Ila S¢ddekTMBHOCTL/MONb3a  AMArHOCTUYECKOW  Mpoueaypbl,  BMeLlaTesbCTBa,
JleYeHnsi yCTaHOB/IeHbl MeHee y6eauTenbHO
IIb MoxHo
NpUMEHSTb
II1 [aHHble nnu egnHoe MHeHue, yTo AnarHoctmyeckas npoueaypa, He

BMellaTeNbCTBO, NlevyeHne becrnonesHbl / He 3deKTUBHbI, a B psae cly4vaes pekoMeHayeTcs



| MOryT NPUHOCUTL Bpea. | NpUMEHSTb

Ta6nauua 2. YpoBHM JOCTOBEPHOCTM I0KAa3aTelbCTB COIMIACHO PeKoMeHJauusm EBporieiickoro
O6mectBa Kapamonoros (EOK)

YpOBHU AOCTOBEPHOCTU AoKa3aTenbcTB EOK

A JlaHHble MHOrOYNCNEHHbIX PaHAOMM3NPOBAHHbIX KIIMHUYECKNX VccneaoBaHuin N MeTaaHanusoB

B [aHHble nony4vyeHbl NO pe3ynbTataM OAHOMo pPaHAOMU3MPOBAHHONO K/IMHWUYECKOro wuccnepoBaHusa WM KpPynHbIX
HepaHAOMU3UPOBAHHbLIX UCCef0BaHUN

(o} CornacoBaHHOe MHEHWe 3KCNepToB W/WNu pesynbTaTbl HEBONbLIMX MCCNeAO0BaHUIN, PETPOCNEKTUBHBLIX MCCNeAOoBaHWUN,
perucrpos

Ta6muma 3. IlIkajma OIEHKM YpOBHEH [OOCTOBepHOCTM mAokaszaTtenbcTB (VII) IO MeTomoB
IVArHOCTUKY (IMarHOCTUYECKUX BMEIIaTeIbCTB)

yaa PacwudposBka

1 Cucrematuyeckme  0630pbl  WCCNEAOBAHWA  C KOHTPONEM  pPEe(EPEHCHbIM  METOAOM WM  cUCTeMaTtuyeckuin  o63op
PaHAOMU3NPOBAHHbIX KIMHUYECKUX UCCEA0BaHMI C MPUMEHEHNeM MeTaaHanmnsa

2 OTaenbHble UCCNeAOBaHUS C KOHTPoneM pedepeHCHbIM METOAOM WM  OTAesIbHble PAaHAOMW3MPOBAHHbIE K/IMHWUYeCKue
nccnenoBaHmsa UM CUCTeEMaTU4ecKkue 0630pb| vuccneaoBaHuii noboro An3anHa, 3a WCKNIYEHUWEM PaHAOMU3NPOBAHHbIX
KIVHUYEeCKnx I/ICC}'IE,C[OBaHVIle, C NMPUMEHEHMEM METaaHanm3a

3 WccnepoBaHusa 6e3 nocnefoBaTeslbHOro KOHTpONnAa pedJepeHCHblM MEeToAO0M UM nccnegoBaHusa cC perepeHCHblM MeToAO0M, He
ABNAWNMCA He3aBUCUMMbIM OT WMCCNeayeMoro Metoga WA HepaHAOMWU3MPOBAHHblE CpaBHUTE/IbHblE UCCNe[OoBaHUsA, B TOM
Yyncne KoropTHble nccnenoBaHms

4 HecpaBHUTeNbHbIE UCCNEN0BaHUS, ONMUCAHNE KIMHUYECKOro cny4yas

5 NmeeTcs nuwb o60cHOBaHME MexaHu3Ma ,CLeVICTBVIﬂ W MHEHWne 3KCnepToB

Ta6auua 4. IlIkana OIEHKM YpOBHEH TOCTOBepHOCTM mAokaszaTenbcTB (VII) IO MeTomoB
MpOGUIAKTUKY, JIeUeHNST ¥ peadbmmnTaimu (mpoduaiakKTUIeCcKuX, JIedeOHbIX, peabuINTallIOHHbBIX
BMelIlaTe/IbCTB)

yaa Pacwudposka

1 CuctemaTtuyeckuii 063op PKN ¢ npumeHeHnem meTaaHanmsa

2 OTgenbHble PKU 1 cucTemaTuueckure 0630pbl MCCenoBaHWit Noboro AusaiiHa, 3a uckiodeHneM PKW, ¢ npuMeHeHueMm
MeTaaHanusa

3 HepaH0MW3MpOBaHHblE CpaBHUTESIbHbIE UCCNe0BaHUs, B T. Y. KOFOPTHbIE UCCIEA0BaHNS

4 HecpaBHWTeNbHbIE NCCNEN0BaHUS, ONMUCaHNE KIMHUYECKOro Cllyyast Uan cepun crlydyaes, UCCIeA0BaHNs «Clydaii-KOHTPOSb»

5 MMeeTcst nnwb 060CHOBaHME MexaHu3Ma AeiCTBUS BMellaTeNnbCcTBa (AOK/IMHUYECKUe NCCNej0BaHUs) AV MHEHME 3KCMNepToB

Ta6nuua 5. IlIkana OIeHKM YpOBHel ybeauTenbHOCTU pekomeHpanuii (YYP) 1jsi MeTomoB
poGUIaKTUKY, TUATHOCTUKY, JIEUeHUsI U peabunnTanuu (MpopmIakKTUIeCKUX, IMarHOCTUUECKUX,
JiIeueBGHbIX, peadIUTALMOHHBIX BMEIIaTe/IbCTB)

YypP Pacwudposka

A CunbHasi pekoMeHpauusi (Bce paccMaTpuBaeMmble KpUTepun 3hdEKTUBHOCTM (MUCXOAbl) SIBASIOTCS BaXHbIMU, BCe
VCCNEeoBaHNS  UMEIOT BbICOKOE WU  Y[OBNETBOPUTENbHOE  METOAO/OMMUYECKOE KAauyecTBo, WX BbIBOAbI MO
VNHTEPECYIOLWMM UCXOAAM SBASIOTCS COMacoBaHHbIMU)

B YcnoBHas pekomeHaaumsa (He Bce paccmaTpuaeMble Kputepun 3hheKTUBHOCTU (MCXOAbl) ABASIOTCA BaXKHbIMU, He BCe
VCCNe0BaHNS UMEKOT BbICOKOE WM YAOBNETBOPUTENbHOE METOAONOMMYECKOe KauyecTBo W/UAM UX BbIBOALI MO
WHTEPECYOLWMNM UCXo4aM He ABAKTCA COF}'IaCOBaHHbIMM)

c Cnabas pekoMeHAauus (OTCYTCTBME AOKa3aTeNbCTB HAANEXallero KayectBa (BCe paccMaTpuBaEMble KpUTEPUM
SCDCbeKTI/IBHOCTM (MCXO,CI,bI) ABNAKTCA HEBAXHbIMU, BCE UCCNeAO0BaHUA UMEKT HU3KOe MeToA40Nn0ornyeckoe Kavyectso “
WX BbIBOAbI MO MHTEPECYHOLWMM UCXOA4aM He ABAKTCA COI'J'IaCOBaHHbIMVI)

ITopsaaoK OGHOBIEHMS KIVMHNYECKUX PEKOMEH ANt

MexaHu3M OGHOBJIEHUSI KIMHUYECKMX DPEKOMEHAAIMii MpeaycMaTpUBAET UMX CUCTEMATUUECKYIO
aKTyaJM3aliuio — He pexke ueM OAMH pa3 B TPU rofia UM IIpy IOSIBJIeHMM HOBOW MHOOpMAIUMU O
TaKTMKe BeJleH)s TalleHTOB C JaHHbIM 3a00/ieBaHMeM. PellleHrie 06 0OHOB/IeHUY puHMUMaeT M3
PO Ha oOcCHOBe mpe[okKeHWUil, TIPENCTABI€HHBIX MEOUIMHCKUMM HEKOMMepUeCKUMMU
npodeccroHanbHbIMK Oopranusanusamiu. ChopmMuUpoBaHHbBIE TIPeAJIOKEHMS ITOKHBI YUUTHIBATH
pes3yabTaThl KOMIIJIEKCHOI OLIeHKM JIeKapCTBEHHBIX ITpernapaToB, MeIUIIMHCKUX U3LENNI, a TakKe
pe3y/bTaThl KIMHNYECKOI arpobaym.



IIpunoxenue A3. CBs13aHHbIE TOKYMEHTBI

CBsi3aHHBIE JOKYMEHTBI
1. IIpukas MuHuMcTepcTBa 3apaBooxpaHeHust Poccuiickoit ®emepanyu ot 15 Hos6ps 2012 1. No
918u «06 yrBepxknmenunu Ilopsitka OKasaHMSI MEAMIIMHCKON TIOMOLIM OOMBHBIM C CepAeYHO-
COCYIMCTBIMM 3200JIEBAHUSIMI».

2. Ilpuka3 MuHucTepcTBa 3apaBooxpanenns Poccuiickoit ®engepanyy oT 9 Host6pst 2012 1. N2 710H
"O6 yTBep)KIEeHUM CTaHIapTa CIeMaau3MPOBAHHON MEAUIIMHCKOI TTOMOIIN TP JKeTyJOUKOBOI
Taxukapaun'

3. Ilpuka3z MuHMCTEpCTBa 31paBooxpaHeHust Poccuiickoit @emeparuu ot 15 utonsg 2016 r. N2520H
«06 yTBEPKAEHMM KPUTEPUEB OI[€HKM KauecTBa MeAUIIMHCKOI TTOMOII».

4. TIpuka3 MuHKCTepCcTBa 3apaBooxpanenus Poccuiickoit @emepauym ot 28.02.2019 N2 1031 «O6
YTBEPXKIOEHNUM TIOPSITKA UM CPOKOB Pa3pabOTKM KAMHUUYECKMX PEKOMeHAAIMii, MX IepecMoTpa,
TUIIOBO¥ (HOPMBI KIMHNYECKUX PeKOMeHJalnii 1 TpebOoBaHMIt K VX CTPYKType, COCTaBy U HAYIHOM
060CHOBAaHHOCTY BKJIIOUAaeMOli B KIIMHNUECKMEe peKOMeHAAIY nHbopManm» (3aperucTprupoBaH
08.05.2019 N2 54588).

AHTHapUTMMUYECcKye npenaparsl 4151 IPOMMIaAKTUKY JKeTYTOUYKOBBIX apUTMMIit
B HacTosimee BpeMsl TpPMHSTA KIaCCUPUKALMS TMPOTUBOAPUTMUYECKUX IIPErapaToB IO
E.M.Vaughan Williams B mogudwuxanyumu B.N. Singh u D.C. Harrison.

dTa KJ'[aCC]/ICl)I/[KaLU/IH IMMO3BOJIA€T pa3aejnTb  BCe n3BEeCTHbIE B HacTosd1iee BpeMd
IIPOTUBOAPUTMIMYUECKME ITPpeI1apaThl Ha 4 Kyiacca, B 3aBUCMMOCTU OT UX CITIOCOGHOCTM

1. yrHeTaTs menonspusanyio (Gasy O moTeHIMana 1eiiCTBIUSI) B TKAHIX C <OBICTPBIM» OTBETOM;
2. 67IOKMPOBATh CUMITATUYECKVE BIVSIHUS Ha CEPAIIE;

3. YBEJIMYNBATDb IIPOOO/DKUTEIbHOCTD IIOTeHLMaJia neiicTBuS, 3amMenJisast IIpo1eCcChl
penoiapusannin;

4. 3aMeJISITh JEeroIsIpu3annio B TKAHIX C «MeOJIEeHHBIM» OTBETOM.

Kaskmpiit M3  M3BECTHBIX TMPOTMBOAPUTMMUYECKMX IIperapaTroB obiajaeT ONHMM U3
TIpe/ICTaBIeHHbIX BbIlle 3()()eKTOB B KayecTBe JOMWHUPYIOIIEro, YTO TO3BOJSIET OTHECTY €ro K
TOMY M MIHOMY KJIaccy.

1. AHTHMapuTMuMyeckue rpemnaparsl [ Kiaacca (Iperaparsl, 6I0KUPYIOI/ie HATPYeBble KaHAbI).
2. Bera-agpeHO6IOKATOPDI: aHTHAPUTMMUUECKHe Tpanapatsl 11 kiracca.

3. AuTnaputMmnueckue rpernapatsl 111 kiacca: mpernaparsl, 610KMpYIOIIVe KaaeBble KaHabl.
4. BriokaTopsl «MeJJIeHHbIX» KaJIbI[MeBbIX KAHAIOB: AaHTHAPUTMMUUECKHMe mpernapaTsl IV kiacca.

Ta6muia A3.1 AuTMapuTMMUUYECKMe IIpemnaparsbl A AJIUTEIbHON Tepamuyu C IeIbio
npodmaakTukM peunuanusos JKT.

AHTMapuTMuYeckuii npenapat (knaccl) Oosa ansa MokasaHusa Yacrbie MpoTuBonokasaHusa
ANUTENbHOIro no6ouyHbie 3 PekTbl
nepopasbHOro
npUMeHeHus
AmunopapoH** (III) 200 mr - 3 pasa B K3, KT, OX, KapavanbHble: QT > 480 wmc po
cyTku - 1 Hepens, B TOM uucne y runoTteHsus, Havana Tepanuu
3aTem nauneHToB c | 6paavkapaus,
200 mr 2 pasa B , AB-6nokagbl, CepaeyvHas
CyTKMN - 1-2 naTosIorMyeckomn KT TMNa TdP, HegocTaTtoyHocTb  III-
Hepenu, 3aTeM (> g cM) 3ameanenuve putma XT IV ©®K NYHA
noaaepxusatoLas K, MUKC HUXe nopora
nosa netekuum NKO***, CuHycoBas
200 Mr B cyTKmM Bo3pacTaHve nopora 6paaunkapavs, CA-
nedunbpunnaumn 6nokapga II-II1 cT.
AB-6nokapa II-III cT.
HekapauanbHbie: npu OTCYTCTBUU

KepaTonaTusi, rumno- u MMMI1aHTUPOBaHHOIO
rmnepTMpeos, pBoTa, DKCH**

3anop,
cdoToceHcMbunmsaums,
aTakcus,
rosIOBOKPYXeHue,
nepudepuyeckas
Heliponatusi, Tpemop,
NeKapCcTBEHHbIN
renaTwr, unppos
neveHu, unbpos
NIerkux, MHeBMOHUT




BeTta-aapeHo6nokaTtopsl (II)

PazHble f03bI

X3, XT,

KapavanbHble:

CA-6nokapa II-III cT.,

[590, 591, 592]

HekapauanbHble:
ros0BHas 60nb, Cbifb,
runepnnasus  AeceH,
3anop, aucnencus

#ATeHonon** (1) 25-100 mr 1-2 p/ B TOM uucne y Bpaavkapaus, AB-6nokapa II-III cT.,
#6uconponon** (2) cyT. (1) nauveHToB c rMnoTeHsus, AB- cuHycoBast
#kapseaunon** (3) 2,5-10 mr 1 p/ , 6nokagna, ycyrybnenune 6paankapavsa SB
#MeTonponon** (4) cyT. (2 naTosiorMyeckomn XCH. OTCYTCTBUM DKC***
#MponaHonon** (5) 3,125-25 mr 2 p/ K (> 1,4 HekapaunanbHble: apTepuasnbHas
cyT. (3) [585, cm), MUKC, FonoBOKpYXeHue, rmnotonnsi, XCH IV
586 BPOXAEHHbIV yCTanocTb, DK,
25-100 mr 1-2 p/ LQTS, K3MXT 6pPOHX006CTPYKTUBHBI 6POHX006CTPYKTUBHbIV
cyT. (4) CUHAPOM, TPEBOXHblE | CMHAPOM
10-40 mr 4 p/cyT. paccTpoincTsea,
(5) [588] penpeccusi,  anapes,
ceKcyanbHble
paccTpoiicTa,
rUnorimkemMns npu
MNHCYINH3aBUCUMOM
CA
Cotanon** (III) 80-120 mr 2 p/ K3, KT, X KapavanbHble: CA-6nokaga II-IIIcT.,
CyT. 6paavkapaus, AB-6nokapa II-III cT.,
Makc. gosa 320 rMnoTeH3us, cuMHycoBast
Mr/cyT. ycyrybnenme XCH, XT 6paankapavs (B
Tuna TdP oTCyTCTBUM  DKC***),
HekapauanbHble: kak | apTepuanbHas
y beta- rmnotoHusa, XCH III-IV
a/ipeHo6/10KaTopoB ®K, nartonornyeckas
_ (> 1,4 cm) TNX, B
octpoM nepuoge WM,
6POHX006CTPYKTUBHbIN
CUMHAPOM
MponadeHoH** (IC) 150-300 mr 3 p/ K3, XT (B KapavanbHble: CA- CA-6nokapa II-III cT.,
cyT. OTCYTCTBUM 6nokaga, AB-bnokaaa, AB-6nokapa II-III cT.,
CTPYKTYpHOro pacLumpeHve CcuHycoBas
nopaxeHus komnnekca QRS g0 6paankapavsa B
cepaua) 25%, oTpuuaTenbHblit OTCYTCTBUM  DKC***
VMHOTPOMHbIN 3 deKT, TSXKENble HapyleHus
ycyrybnexue XCH, BHYTPVKESTyJ04YKOBOIO
yBENM4yeHne noporos nposeaeHns (QRS >
CTUMYNsaUnn " 140 wmc), TN (npwu
NannakoHnTuHa rmapo6pomMua** (IC) 25-50 mr 3 p/cyT. Aepubpunnaumnm OTCYTCTEUW BRICpanin
cepaua. npenapaTtamy,
ApUTMOreHHoe 6nokupyowmnmmn  AB-
AelncTene - npoeeaeHune), UBC,
MOHOMOp@Has KT, MUKC, XCH nw6oro
DX, OK, cHuxeHne OBJIXK,
HekapauanbHble: 6051€3HN  KNanaHHoro
TCOSIOBOKPYXEeHWe, annapata cepaua c
,(D.IMCB)TVIJ'IEMI/IHOI'\DOHMOHMHSTOKCMKapGOHW‘IaMl/IHOdJeHOTl/Ia3l/IH 50 Mr 3 p/cyT. VTOMASEMOCTS, Hapyluenmem
CyXOCTb BO pTYy, reMoAnHaMmnKu,
TOLIHOTA, Avapes, | cuHApPOM Bpyraza,
TpeMop,  He4YyeTKOCTb | HacneACcTBEeHHbI
3peHusi,  HapylleHus CUHAPOM YANVHEHHOrO
DYHKLMM NeyveHn nHTepsana QT
#deHuTonn** (IB) 400-600 mr/cyT. X3, XT KapavanbHble: CA-6nokapa II-III cT.,
apTepuanbHas AB-6nokaga II-III cT.,
rUMOTOHUS CuHycoBas
HekapavanbHble: 6paaukapamnsa
rONOBOKPYXEHNE, OTCYTCTBUMN 3KC***)
AV3apTpusi, neTaprus, | Tskenble HapylleHus
TUHIVBUT, BHYTPWKESTyJ04KOBOIO
MakpouuTapHas nposeaeHnss (QRS >
aHemus, 140 mc) ), XCH III-IV
BOJTY@HOYHOMNOA06HbIN OK
CUMHAPOM,  JIerouHble
MHOUNLTPaTDLI
#Bepanamun** (IV) 240-480 wMr/cyT. KT (n3 KapavanbHble: CA-6nokapa II-III cT.,
[589] BbIHOCALLEr0 runoTeHsns, OoTeKH, AB-6nokapa II-III cT.,
TpakTa X, AB-6nokaga , CUHycoBas
; CcuHycoBas 6paavkapavsa SB
dacumkynapHas 6paavkapaus, OTCYTCTBUM DKC***
XKT) ycyrybnenne XCH y H, CHUXEHne
nauMeHToB co OBITK, on/Tn y
#pnntnasem (I1V) 120-360 mr/cyT. CHWxXeHHoW ®BJIX naumneHToB [«

cuHapomom WPW

IIpumeuanus:

Cyr.

1

cornacHo knaccupukanyum E.Vaughan Williams B mogudukanyu D.Harrison.

CYyTKM, MI/CyT. — MWJJIUTPaMM B CyTKH, JKD — >kemymouykoBas skcrpacucronus, XT —

sKemynoukoBast Taxukapausi, ©X — dubpmmisauus skemynoukos, OIT — GUOpUUISIINS TTpeacepauii,
TII - Tpeneranue mnipencepauii, CA — cuHoaTpuanbHbil, AB — aTpuoBeHTpuKyasapHbiii, LQTS -
cuagpom yanuHeHHoro wuHTepBasa QT, KOIDKT - kartexonamMmHepruueckas mnonumopdHas
sKeJTymouKoBast Taxukapaus, IDK — mpaBbiit xkenynouek, [TDK — runeptpodust 1IeBOTO KeTyI0uKa,

[MUKC - noctuHdapKTHBI Kapanockiaepos, ®BJDK — dpaxiins Bei6Gpoca 1eBoro skenynouka, XCH —

XpOHMYECKasT CeplevyHasi HeJOoCTaTOYHOCTh, ®K dbyHKIMOHANBHBIA Kitace, CII CcaxapHbIN
nuabet, TdP —torsades de pointes.
AHTI/IapI/ITMI/I‘IeCKMe mnpemaparsl  OJig KyIIMpOBaHUS NMapoOKCU3MOB )KG)IY,I[O‘IKOBOﬁ
TaxXmuKkapanu
MNpenapat (knaccl) l03bl U CXEeMbI MpumeHeHune Mapametpbl 3K, Yactble no6oyHble
Tpebyowme 3 pekTbl
BHUMaHUA
Amunopapon** (III) B/B CTPYIHO XT y nauumeHToB  CO CuHycoBast ApTepuanbHas
5 Mr/Kr B TeyeHune CTPYKTYPHbIM MOpaxeHnem 6paavkapans < 50 rMNOTOHMS,
15-20 MUH., cepaua, nocne YA/MWH. 6paavikapaus,
Aanee B/B KamnenbHo: rnepeHeceHHoro UM, B TOM YrHeteHve AB- HapyweHus AB-
1 Mr/MUH. = 6 u., yucsie Npu NaTos0rnyYecKoit nposeseHNs NpoBOAMMOCTH,
0,5 Mr/mMuH. - 18 4. (po MK, XCH, XT nocne (6nokagbl II-11I cT.), BO3pacTaHue nopora
1200 ™mr B cyTkm) KapAnoNorn4yeckmx QRS > 160 mc, Aedbunbpunnsunm, KT

onepauuit, XT y nauneHToB
c UKO***

QT = 500 mc

Tuna TdP (peako)

JNnpokanu**(IB) 1-2 Mr/kr B/B CTpPYyWHO XKT y maumeHToB B OCTPOM 3HaumMMo He BnuseT | [Odenupuii, ncuxos,
(100-200 ™Mr) B TeyeHue nepuoae KT Ha uHTepBanbl OKI. anunenTuyeckme
3-5 MWH., npu BCNEACTBUME  MHTOKCUKALMM MoxeT  cokpalaTtb npunaaku, Tpemop,
Heo6xoAMMOCTH cepaeyHbIMU  rankosugamu, | QTc ausaptpust  (Mpy  Aosax
panee B/B KanenbHo 1-4 nocne KanefbHoro eBeaeHus 1
MI/MWH. KapANOXUPYPruyeckmx r/cyT. n 6onee)

onepauuii

NMpokanHamupg** (IA) B/B cTpyliHO XT y nauveHToB 6e3 CuHycoBas ApTepunanbHas
10-17 Mr/kr B TeuyeHwue CTPYKTYpHOM natonorum 6paavkapans < 50 rMNOTOHMS,
20-50 MUH., cepaua un XCH YA/MWH. 6paavikapaus,
3aTem npu yrHeTeHune AB- HapyLweHus AB-
HeobxoauMmocTH nposefeHns NpOBOAUMOCTH,
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B/B KkanenbHo 1-4 wmr/ (6bnokaabl II-111 cT.), HapyLweHus B/X
MUWH. QRS > 160 mc, npoBOAMMOCTH,
QT = 500 mc BO3pacTaHue nopora
nedunbpunnaunm, KT
Tuna TdP
#Bepanamun** (IV) B/B cTpyiiHO 2,5-5 w™r «Mpanonatmyeckne» XT: CuHycoBasi ApTepuanbHas
Kaxzable 15-30 MUH M3 BbIHOCAWero TpakTa MK, 6paavkapans < 50 rMnoToHus,
JIK. YA/MWH. 6paankapavs,
®dacunkynapHas XT YrHeTteHune AB- HapyLeHuns AB-
nposeseHns npoBOAMMOCTH,  OcTpas
(6nokappl II-III cT.) cepaevHas
He0CTaToYHOCTb.

MpoTusonokasaH npwu
cvHapome BMB un niobbix
dopmax XCH

#TpudocapeHnH

B/B cTpyitHo 10 Mr

B TEYEHMe 2cek.

Yepes 2 MWH. BO3MOXHO
NoBTOpPHOE BBEAEHUE

20 mr

B TeueHue 2 cek., 3aTeM
yepes 2 MUH.

30 mr

B TeyeHue 2 cek [593].

«Mamnonatuyeckune» XT:
M3 BbIHOCsIWero TpakTa MX,
JIK

QaéuMKynﬂpHaq KT

ApecT CKHycOBOro ysna
wnn  AB-6nokaga II-III
CT. (KpaTKOBpPEeMEHHO).
Bo3mMoXxxHO passutue
napokcmsma Orl.
Ogblwka, 6poHxocnasm

#maruusa cynbgar**

2-4
MeaJSIeHHO
KOHTponem Af.

B/B  CTpyliHO

noa

KT Tna TdP npun
CMHApOMax  YANMHEHHOro
nHTepBana QT pasnuyHomn

3Tnonorun

ApTepuanbHasn
rUMNOTOHNS

IIpumeuanus: 1

cornacHo knaccupuranym E.Vaughan Williams B mogudukanyu D.Harrison.

CyT. — CyTKM, MI/CYT. — MWUIMIDaMM B CyTKM, KO — xemymoukoBasi skcrpacucronusi, XT -

sKeymoukoBast Taxukapausi, ©X — dubpmmisauus skemynoukos, @I — GUOpUUISIIIUS TTpecepanii,
TII - Tpeneranme mnpencepauii, CA — cuHOaTpmanbHblli, AB — aTpuoBeHTpuKyaspHbiii, LQTS -

cuHOpoM yaauHeHHoro wuHTepBasia QT, KOIDKT - KkaTexonaMuHepruyeckas MonumMopdHas

SKeymouKoBast Taxukapaust, [IDK — mpaBbiit skenymouek, ITDK — rurepTpodust 1eBOTO JKelyIouKa,
IMMKC - mocTuHdapKTHBIN Kapanockiaepos, PBJDK — dpakiius Bei6Gpoca 1eBoro skeaynouka, XCH —

XpOHMYeCKasd

cepoedyHast

HeJOCTaTOYHOCTD,

oK -

(yHKIIVOHATBHBIN

kinacc, OKT

ayleKTpoKapamorpamma, UMKI*** - umiutaHTMpyemblii Kapauoseprep-medubpmistop, CHO -

caxapHblIit nuabet, TdP — torsades de pointes, AIl — apTepuaabHOe TaBIeHMNeE.



IIpunoskenue b. AnropuTMsl BegeHUA MalnyieHTa

Cxema 1. AJII‘OpI/ITM KyIIMpoOBaHMSA IIapOKCU3Ma )KeHYIlO‘IKOBOﬁ TaxXmuKapanmn
MNauuesT ¢ NAPOKCHIMOM
MOHOMOPEIHOM MENYACHKDBON
TAaXWKAROWA

MpoRENEHHA CCTPLIX
HapyLeHuiA
remMogUHaMWEN

i

SHCTpEHHAR

ANEBKTPUYSCKAR

KAPAMOBEPCHA

s P BoiGpaHa TakTika
MEQUEAMEHTOIHOMD HET
OA KYMHPOBAHUA

InekTpUdeckas
KapAWOBEPCHA

[uarkos BepanamMun- Wi
AfeHOIMHUYBETEMTEN BHOR
HT He suizuiBaeT

COMHEHNA HET

Bepanamun s/e unu
TputhocafeHwH B/

Wmeetca
CTPYKTYPHO®
safonesanne

cepaua

HET

NpokavHaming /e wnu

AMHOOAPOH Bia AmuogapeH ele

B cnyvae veatpdherTneHOCTH
- ANEKTPUYECKAR KAPANCBEPCHA

Cxema 2. Jleuenue peuuauBupywmeii JXT y nmanuentoB ¢ UBC m HeumeMudeckoit
KapauomMuonaTuen
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AJII‘OpI/ITM BeaAeHMS INMalyMeHTa C IIO403pEHMEeM Ha JKeIyJOYKOBYIO TaXUKapaAUIO



MauneHT ¢
noI03peHemM
Ha Xeny/J04KOBYI0
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TleveHute B cTaLMoHape amOynaTopHbIX.
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[NokasaHo
XMpYpru4eckoe

nedenvne?




IIpunoxenue B. Undopmaniusa Aisi mailMeHTOB

JKesrymouKoBbIe HAPYILIEHUSI PUTMA
JKesrymouKOBbIE TaXMKAPAVM ¥ BHE3AITHAs cepAeYHasi CMepPTh

OCHOBHaY TEPMUHOIOTUS

)KEJ'IY,E[O‘-IKOBI)IE HapylieHss pUTMa WMIN JKeJIYyAdOUYKOBbI€ TaXMAPUTMUN — O606H.IEHHOE Ha3BaHIe
paCCTpOf;ICTB CepAeyHoro pmurma, IIpU KOTOPbIX MCTOYHUK MaToJOrMUeCKoi SHEKTquECKOVI
AKTMBHOCTU HAaXOOUTCA B TKAHU XKeJTyoOUYKOB cepalia.

BHesamHass cMepThb — HeNpeABUIEHHOE CMepPTeIbHOe COObITHE, He CBSI3aHHOe C TPaBMOM U
BO3HMKAIOIIee B TeueHye 1 yaca ¢ MOMEHTA IOSIBJIEHMsI CMMIITOMOB Y MPaKTUUYEeCK! 300POBOTO
yesioBeka. Ecn cMepTh mpousoliia 6e3 cBumeTeseit, 0 BHE3AIIHOM CMepPTH TOBOPSIT B TOM CiIydae,
eCIM TTOTUOINI HAXOAMIICS B YIOBAETBOPUTEIBHOM COCTOSIHIMM 3a 24 yaca 10 CMepTH.

BuesanHas ceppeunast cMeptsb (BCC) — TepMMUH IPUMEHSIETCS, €C/IM BHe3aIHasl CMePTh BO3HUKIIA Y
ManyeHTa C WM3BEeCTHBIM IIPU SKM3HU BPOXKIEHHBIM WIM TPUOOPETEHHBIM ITOTEHIMATbHO
arampHBIM 3a60/€BaHMEM CepAlld, WM MATONOTMS CepHevYHO-COCYIMCTOM CHUCTeMbl Oblia
BBISIBJIEHA TTOCMEPTHO ¥ MOIVIa ObITh MPUYMHON CMepTH, UM e OYeBUAHbIe BHeCep/eyHble
TIPUUYMHBI CMepPTM He ObUIM BBISIBJIEHBI, M HapylleHuWe pPUTMa CIYKUT Haubosee BePOSITHOIM
NIPUYMHON CMEpTH.

CoiyasibHasg 3HAYMMOCTD

BHesamHas cepfieyHasi CMepTbh KaK HeOoOpaTMMbI MCXOZ, ¥ pe3yabTaT BHE3AaIHOV OCTaHOBKMU
cepaua mocturaetr 50% cpemu OPYruX MCXOMOB Y juil 35-50 JieT, mpeuMylieCTBEHHO MYXKCKOTO
T10J1a, OHAKO B IMOC/IeqHEee BpeMsl HAOMIOMAeTCsl TEHAEHIMS K YBEIMUEHMIO HOIU JIUILL KEHCKOTO
T10J1a, a TaKKe MO POCTKOBOTO ¥ FOHOIIECKOTO BO3PacTa.

[TouTy B MOJTIOBMHE CTyyaeB OCTAHOBKA ceppua y jul crapiie 40 JieT mpoucxoguT 6e3 U3BeCTHbIX
3ab0eBaHMil CepAlla, OAHAKO OGONBUIMHCTBO U3 HMUX MPU 3TOM MMEIOT HeIMarHOCTMPOBAHHYIO
uieMmuueckyio 6omnesub cepaua (MBC). CHmkenue saboneBaemocty MBC u gpyrMMu BuUOaMu
CepHeyvHoil NaToNIOruMM IPUBENO K YMeHbIIeHMI0 KoimuvecTBa cirydaeB BCC moutm Ha 40%.
CyliecTByeT TeHeTMuecKasl IPefpacloNoKeHHOCTh K  BHe3amHoil cmeptu. OmnmcaHo
MIPOrHOCTMYECKOEe 3HAaueHMe CeMeifHOTO aHaMHe3a BHe3allHOV CMepTU — IpPU HaJIMUYUM OLHOTO
CJIydasi BHe3aIMHOM CMepTU B ceMbe OTHOCUTEbHBIV ee PUCK BO3pacTaeT MpaKTUYeCcKu BIBOe, a
TIpY IBYX CTy4asix BHE3AITHOV CMePTU B CEMbe PUCK yBelIuuMBaeTcs B 9 pas.

BauTebHOCTD 110 OTHOIIEHUIO K 3neKTpokapayorpaduyeckum (IKI) u sxokapauorpadmaeckum
MpU3HaKaM HaCJIeACTBEHHbIX apUTMOTEHHbIX 3a00JeBaHMil  SBJISIETCS BAaKHOM  YaCThIO
K/IMHMYECKOM IIPaKTMKYU M II03BOJISIeT CBOEBPEMEHHO BBbISIBUTH JIMLA C BbICOKMM puckom BCC.
CKPVMHMHT 6VDKaMIIMX POICTBEHHMKOB KEPTB BHE3AITHOV CMEPTM TO3BOJSIET BBISIBUTH JUIA B
30He pUCKa, HA3HAUMUTb COOTBETCTBYIOLIee JieYeHNe ¥ TeEM CaMbIM IIPeJOTBPATUTh Jpyrue ciaydau
BHEe3aIlHOV CMEePTHU B 3TOI CeMbe.

Knaunuyeckue MPOABJICHUSA

KnmHuyeckye mposIBIeHMSI KeTyJOUYKOBBIX TaXMAPUTMUI MOTYT CYIeCTBEHHO Pa3anyaTbCsl — OT
abCOTIOTHOM 6ecCMMITTOMHOCTY 10 cephliebueHust, guckomdopra B TPyau, 3arpyquHHON 6ou,
YOYIIbSI, TOJIOBOKPYKEHUS, TPECUHKOMAIbHBIX M CUHKOTAJIbHBIX COCTOSTHUI. VYualeHHOe
cepaiebueHne, Mpeqo6MOPOUHOE COCTOSTHME M OOMOPOKYU — TpU Haubosee BaXKHbIX CUMIITOMA,
KOTOpbIE TPEGYIOT BU3UTA K Bpauy U AOMOTHUTEILHOTO 006CIe0BaHMSI.

Koppekuus cepaieuHo-cocyqUCThIX (hakTOPOB prcKa HEGIATONPUSTHBIX UCXO0B

[MauyeHT MO/DKEH 3HATh 00 MMEIOIIMXCS Y HEero U UIeHOB €ro CeMbU CepIeYHO-COCYAVCTBIX
(dakropax pucka — KypeHMHM, WU3OGBITOYHOM Macce Tesia, ICUXO3MOLMOHAIBHOM CTpecce,
MaJIOTIOJIBVDKHOM 00pa3e 3KM3HM, IOBBIIIEHHOM YPOBHE XOJieCTepuHa. BinsiHMe yKa3aHHBIX
(akTopoB pucka mMoxkeT ObITH CHUKEeHO. OCOOEHHO BaKHA KOPPEKIMST M3MeHSIeMbIX (aKTOPOB
pUCKa TIPY HAJIUYMM Y TALMEHTa U WIEHOB €ro CeMbM HEKOPPUTMPYEeMbIX (aKTOPOB pUCKA, K
KOTOPBIM OTHOCSITCSI: Hajau4dye B CeMeifHOM aHaMHe3e BHE3aITHOl CeplevyHOll CMepTH, PaHHUX
MO3TOBBIX MHCY/IbTOB, MHGAPKTOB MMOKApJa, CaxapHOTO nuabeTa; Takke K JAHHBIM (hakTopam



OTHOCSIT MYKCKO¥ TI0JI, TIOKMJION BO3PacT, (DM3MOTOIMUECKYI0 WM XUPYPIUUECKYI0 MEHOIAy3y Y
SKeHIIVH.

Koppekiuio $hakTopoB pucka TpebyeTcs: IPOBOAUTH He TOMBKO MallMeHTY, HO U WIeHaM ero CEMbH.
OHa OCYyIIeCTB/ISIETCSI TYTEM DeajM3anyuy MPOrpaMM CeMEeTHOI TMepBUYHON TPOOWIAKTURMA U
BOCIIMTAHMS, COCTaB/I€HHbIX JIedallyiM BPauoOM:

 Mupgekc maccsl Tena (KeTye) = Macca Tena B KMIOrpaMMax/(pocT B M2);

e Uupekc tanmus/6enpa (MTB): UTB = OT/OB, roe OT (OKPYKHOCTb TaJny) — HaMMEHbIIAs
OKPYKHOCTb, M3MepeHHas HaJ, mynkoMm; OB (OKpyKHOCTb Gemep) — HaMOOIbIIAsT OKPYKHOCTD,
M3MepeHHasl Ha YPOBHeE SITOJNLI;

e VHTepmpeTalusi ypOBHS X0JIeCTEPUHA T/Ia3Mbl:

e 1IeJeBOit YPOBeHb XOJecTepuHa JIUIIONPOTEMHOB HM3KOM IioTHOCTM (JITTH) msis maumueHTOB C
OUeHb BBICOKMM PUCKOM < 1,8 MMOJIb/JT UM €T0 CHYDKeHMe He MeHee yeM Ha 50% OT 1MCcXomHOro
YPOBHS, €C/I OH Haxoauycs B auamnasone 1,8-3,5 mmosnb/n (70—135 mr/mn);

e 11eyieBOJi ypoBeHb xosecTepuHa JIHII a5 mauyeHToB ¢ BBICOKMM PUCKOM < 2,6 MMOJIb/JI UJIN €ro
CHIDKeHMe He MeHee ueM Ha 50% OT MCXOMHOTO YPOBHS, €C/IM OH HAXOOUJICS B IMaria3oHe 2,6—
5,2 Mmmoib/n (100-200 mr/mn);

e 11eneBON ypoBeHb xosectepuHa JIHII mis maumeHTOB C HU3KMM M YMEPEHHBIM PUCKOM < 3
MMOJIb/J;

e JlunompoTenHbl BbICOKON mmoTHOCTH (JITIBIT) > 1,2 mmonb/a (y >keHuiuH), > 1,0 Mmmonb/n (y
MY>KUMH);

e [leneBoii ypoOBeHb TPUTAULIEPUAOB < 1,7 MMOJIb/.

ypOBeHb TJIIOKO3bI B IVIa3Me KPOBM HATOIIAK HE BbIIIE 6,1 MMoOIb/7;

YpoBeHb MOUYEBOI KUCIOTBI CBIBOPOTKU KPOBU < 420 MKMOJb/T (Y MYKUMH), < 360 MKMOJb/T (Y
SKeHILVH).

ba3oBble COBETHI MAIMEHTY U €T0 CEMbE

1. loCTaTOYHBIM CUMTAETCSI COH He MeHee 7 4acoB B CYTKMU;

2. Macca Tena moykHa npubmmskaThes K uaeanbHoit (MMT meHee 25 KF/MZ). s sTOro cyrouHas
KaJIOPUITHOCTD MUIIY B 3aBUCUMOCTY OT MacChl Tejla M XapakTepa paboThl TODKHA COCTABIISITh
ot 1500 mo 2000 kkas. [Torpebienne 6enka — 1 r/Kr Macchl Tela B CYyTKHU, YIJIEBOIOB — 10 501/
cyT, XupoB — 1o 80 1/cyT.

3.2KemaTenbHO BeCTM [IHEBHMK IUTAHUS, TMAlMEHTy HACTOSITEIbHO PEKOMEHIyeTcs 1u3beraThb
SKUPHBIX, CIaIKUX OJIIOf, OTHaBaTh IpeAIIoUTeHMe oBomaM, (GpyKTam, 3JIaKOBBIM U XJIe0y
rpyboro rmomorna;

4. OrpaHuYeHye MOTPe6IeHNMs COMM A0 5 T/CyTKu;

5. CnenyeT yrnoTpe6asiTh B MUINY MPOLYKTHI, GoraTbie Kannem (CBeXue (PyKThl, OBOIIM, Kypara,
MeveHbIit KapTodern);

6. Heo6xoaymMo MpeKpaTUTh UK OTPAaHUYUTh KyPEHNE;

7. TloTpebiieHne aJIKOTONIS CJIeAyeT OrPAaHUYUTH 10 30 MJI/CYT B TiepecueTe Ha aGCOTIOTHBIN STAHOT,

8. ComracoBaHyue C jevallyM BpauyoOM MHIMBUAYATbHO MPUEMIEMBbIX IJis IMaleHTa Harpy3ok:
Telnivie MPOTyJIKY, e3/1a Ha BeJIOCUIIeNle, XOAb0a Ha JIbDKax, paboTa B camy;

9. [IcMX03MOLIMOHAIBHBI CTpecC Ha MPOM3BOACTBE U B OBITY KOHTPOIUPYETCS ITPaBUIbHBIM
obpazom ku3HM. ClieAyeT OrpaHUMYUTH MPONO/DKUTENbHOCTh Dabouero OHS ¥ JAOMAIIHWUX
Harpy3oK, n36eraTb HOUHBIX CMEH, KOMaHAVPOBOK;

10. IOHOmaM, 3aHMMAIOMIMMCS CIIOPTOM, HeJb3sl 3JI0yIOTPeOsSITh MUIIEeBBIMM J0OaBKaAMM [T
HapalMBaHNsI MbIIIEYHO! MaCChl ¥ UCKITIOYUTH MTPUEM aHAOO0MMUeCKUX CTePOUIOB.

CoBeThl _TaIlMEHTY C MMIUIAHTUPOBAHHBIM _KapAMUOBEPTEPOM-IehUOPUIISITOPOM 1/ VN
YCTPOVICTBOM CepAeYHON PECUHXPOHU3UPYIOLIEN Tepanuu

e 3ampelaercs MOABepraTbCsl BO3LEVCTBMIO MOLIHBIX MAarHUTHBIX M JIEKTPOMAarHUTHBIX II0JIEV],
a Takke HEIoCpeICTBEHHOMY BO3/I€/iCTBUIO JIIOObIX MAarHMTOB BOIM3Y MeCTa MMILIAHTAIUN;

e 3ampelaeTcs [OABePraTbCs BO3LECTBUIO IeKTPUUECKOTO TOKa;

e BrilolHeHMe MarHUTHO-pe30HaHCHO# Tomorpadum (MPT) 3ampelieHo; MCKIIOYeHMe
cocrasisitoT cuctembl VKM n CPT-]I (3/1eKTponbl U YCTPOJCTBO), MMelouie oTMmeTky o MPT-
COBMECTUMOCTH;

e 3ampelnaeTcs HAHOCUTh yIapbl B Ipyab B o6mactb mmruiaHtaimu HKI/CPT-II, mbITaThCs
CMeIlaTh arrapar Mmoj, KOXKeli;



e 3armpeliaetrcsi CaAuUTbCS 3a pPyJb TPAHCIOPTHOTO CpeAcTBa B TIepBble 3 Mecsiia Iocje
ummiantauuyu MKI/ CPT-II, a Takke B TeuyeHMe 3 MecsieB II0cie 0OOCHOBAHHOIO
cpabaTeiBanus UK,

e 3ampelnaeTrcsi TNPUMEHSATb MOHOMOJNSIPHYIO SJ€KTPOKOATYJISLUMI0 TPU  XUPYPIUUYECKUX
BMEIIATeNbCTBAX (B T.U. SHAOCKOIMUYECKMX), IPUMEHEHMEe OUIIOISIPHONM KOary/siUyU TOKHO
ObITh MAKCHMaJbHO OTPAHNYEHO;

e CrefyeT OTpaHMYUTD IPUMEHeHMe eppopaTopoB U 3EKTPOIPEIeil, a TAKKe ra30HOKOCUIIOK;
KOCUTb BPYYHYIO M KOJIOTh ApPOBa HEOOGXOOMMO C OCTOPOKHOCTBIO, TIO BO3MOXKHOCTM JIyUIIIe
OTKa3aThCs OT JAHHOTO BU/IA NesSTe/IbHOCTH;

¢ HeskenaTeabHbI 60JIbIIME HATPY3KY Ha IIJIEUEBOI TOSIC;

e MOKHO IIOJIb30BATbCSI KOMITBIOTEPOM ¥ IIOAOOHBIMM €My YCTPOMCTBAaMM, B TOM UMCIIE
TMOPTATUBHBIMU;

e MOXHO BBITIONHSTD JIIOObIe DPEHTTEHOBCKME JWCCIeNOBaHMs, B TOM YMCIe KOMIIBIOTEPHYIO
ToMorpaduio;

e MOKXHO paboTaTh 110 IOMY MJIY Ha 3€MeTbHOM YJacTKe, VICIIOIb30BaTh IEKTPOMHCTPYMEHT, TIPU
YCJIOBUM €T0 UCIIPaBHOCTH;

¢ MOKHO 3aHMMATBCS CIIOPTOM, M36€erast KOHTaKTHO-TPaBMaTUUYECKUX BUIOB;

e [Tauuent ¢ KJl/ CPT-]I momkeH CBOEBPEMEHHO SIBJISIThCSI K Bpauy AJ1sl TPOBEPKU YCTPOICTBA C
MCTO0JIb30BaHMEM COOTBETCTBYIOILIEr0 MPOrpaMMaTopa;

e TTaument ¢ UK/ CPT-II mo/mkeH 3HaTh Ha3BaHMe, MOAEIb UMIIJIAHTUPOBAHHOIO YCTPOICTBA;
KpajfHe >keJlaTeJIbHO BCerma MMeTb Ipu cebe IacropT, MHPOpMalMoHHbIe maHHbie 06 MK/
CPT-I.

puTMa

e OrpaHMueHMe CPeIHeTSDKEeNbIX, TSKeMbIX (PU3MUeckuxX Harpy30K B TeUeHMe OT OJHOTO IO TpeX
MecsILeB Moc/ie MHTEePBEHI[MOHHOTO JIeueHNUs KeTyJ0UKOBbIX HapylleHUii pUTMa;

e Crporoe co6mofieHe IBUTATETLHOTO PEXMMA, PEKOMEHJALINI 110 TPUeMy MeIMKaMeHTO3HbIX
IperiapaTos;

e PerynsipHoe IocelleHye Jieyallero Bpaya ¢ OLLeHKOM COCTOSIHMS 300p0Bbs, DKI-KOHTpOneM He
pexe 1 pasa B 6 MecsI1IeB;

e [I[p BO3HMKHOBEHMM IIPUCTYIIA aApPUTMUM, COIPOBOXKIAIOLIErOCsI TONIOBOKPY)XeHMEM,
€1a60CThIO, MTOTEepeli CO3HAHUS, YUallleHHbIM cepiebueHreM, - BbI30B CKOPOIi MeIUIIMHCKOMI
nomo1uu; xkenarenbHa IKI-pukcains HapyuIeHMIT pUTMa;

e [lo moKa3aHMUsIM, PEKOMEHAAIVSIM JIeualllero Bpaua MOXKeT GbITh HeOOXOOMMO IMPOBeIeHMe
KOHTPOJBHOTO 3X0KapAaMorpahuueckoro UccIeIoBaHus, CyTOYHOTO MOHMUTOpUpoBaHust IKT.

e [lnaHOBbIe BMU3UTHI K JieyalleMy Bpauy [IJjisi KOHTPOJS COCTOSIHMUSI 300pPOBbSI IMOKa3aHbl B
cpenHeM 1 pa3 B ITOJITOAA;

° HaHI/IeHTy JKeJIaTe/JIbHO 3HAThb Ha3BaHMS U DO3MPOBKIU IIPMHMMAEMBIX ITPEIapaToB;

¢ llemecoobpasHo nmpoBeneHne DKI-KOHTPOIS MPU BU3KTE K JIeYalleMy Bpauy,

o [Ipu yXyauieHU cCaMOUyBCTBUSI peKOMEeHJ0BaH BHEIVIAHOBbI OCMOTD Jieualllero Bpava.

HeoTn0kHbIE COCTOSHUS, TPEOYIOIIE BbI30BA CKOPOIl MeAULIMHCKO noMomm

e [Ipy BO3HMKHOBEHMM 3MIM30/ia apUTMMUN, COTIPOBOKIAIOIIEr0Cs] TOIOBOKPY)KEHMEM, CIaboCThIO,
MpeJOOMOPOYHBIM COCTOSIHMEM, IIOTepeii CO3HAHMS, yJalleHHbIM cepiebreHneM IOKa3aH
BbI30B CKOPOJl MENMUIMHCKON TOMOLIM s KOHTPOAST M CTaOMWIM3aluMM COCTOSTHMSI,
oIpezeneHns [IOKa3aHMii K BOSMOXHOV IrOCIIATaNN3alyuy B CTallMIOHap;

e [Ipy BO3HMKHOBEHMM IMU30N0OB TNPEAOOMOPOYHBIX  COCTOSIHMI, TIOTEPU  CO3HAHUS
PEKOMEH/IOBAH BbI30B CKOPOI MEIMIVHCKON TMOMOIIY [Jisl KOHTPOIS Y CTabuau3anuu
COCTOSIHMS, OTIpefie/ieHMsI IT0Ka3aHMi K BO3MOXKHOM roCIUTaAn3alym B CTallMoOHap;

e [Ipu Bo3HUKHOBeHUU cpabatsiBanuit UKI/CPT-/I pekoMeHI0BaH BbI30B CKOPOI MeIUITMHCKOI
TIOMOIIM IS KOHTPOJIS ¥ CTaOMIU3aIMM COCTOSTHMSI, OTIpe/iesieHM s TIOKa3aHuii K BO3MOYKHOI
roCnuTanu3anuy B CTalloOHap;

e [lamueHTaM C BO3HUKIIMMM OCIOKHEHMSIMM IIOCJIe KaTeTepHOl absaiuy peKOMeHIOoBaHa
CKOpejillasg rocnmuTanusanysi B CIeUMaJIM3MPOBAaHHBIM  CTALMOHAp [JIs1  IIPOBeNEeHMs
HeOOXOAVIMBIX JIeYeOHO-IMarHOCTUYECKUX MEPOTIPUSITHUIA.



IIpnnoskenne I.

Illkana SCORE
HaszBauue Ha pycckom s3bike: [[Ikana SCORE
OpuruHaisHoeHasBaHue (ecanectnb):SCORE scale (Systematic COronary Risk Evaluation)

Hcrounuk (obmumanbHblii cailT paspaGoOTYMKOB, MyGAMKAIMS C Bajaupaamnmein):
http://www.heartscore.org/ru RU

Tumn (IOJYepKHYTD):
- [IIKaJIa OLeHKU
— VHJIEKC
— BOIIPOCHMUK
— Ipyroe (YyTOUHUTB):

HazHaueHme: KIMHUMYECKUIA WMHCTPYMEHT [Ji OLIEHKM puUcka CMepTeJbHOTO CepleyHo-
cocynuctoro 3abosneBaHusi B TeyeHue 10 smer. Hacrosimas mkama pa3paboraHa mJisi CTpaH C
BBICOKMM ypoBHeM cMepTHOCTM OT CC3 (BKiItouasi Poccuio) Ha OCHOBaHUM CIeLYyIOMMX (aKTOPOB:
BO3pacT, 1o, KypeHue, ypoBeHb cuctonmueckoro AJl u OXC. Yposens XC JIBII He yumuThIBaeTcs.
O6mias ouieHka pucka c momoinbio SCORE pekomeHayeTcst y 6eCCMMIITOMHBIX B3POC/IbIX CTapIe
40 net, 6e3 CC3, CII, XBIT muau CI'XC.

Conepskaune (IaG/I0OH):

CAl
150
160
140
120

180
160
140
120

180
160
140
120

180
160
140
120

130
160
140
120

180
160
140
120

<1% 1-4% 5-0% =10%
< [] R |

Kniou (MHTEpnipeTanys):




VYposeHb cymmapHoro CC puck 1o mkane SCORE:
MeHee 1% — HU3KUIA.

oT 1 1o 4% — cpegHUIi I yMEePeHHO MOBbILIEHHBbIIA.
oT 5% 100 9% — BBICOKMIA.

>10% — oueHb BbICOKMUIA.

IlosicHeHus: HET

CHA2DS2-VASc. IlIkajsia OIeHKM PUCKa TPOMOGO3IMOOINIECKMX OCTOKHEHUI Y IMalieHTOB C
budpmIIALIMeii/TpeneTaHneM Mpeacepauii

HasBaHme Ha pycckom sisbike: CHA2DS2-VASc. Illkana OLIEHKM prcKa TPOMOOIMOOIMUIECKUX
OCJIOKHEHMI Y TTIALMEeHTOB ¢ pubpMIIALeli/TperieTaHeM Ipeacepamii

OpurusHanbHoe Ha3BaHue (eciu ectb): CHA2DS2-VASc

UcTounuk (oduimaabHbIi caiiT pa3paboTUYMKOB, MyoInKanus ¢ Baauganmein): Olesen, Jonas
Bjerring, et al. Validation of risk stratification schemes for predicting stroke and thromboembolism
in patients with atrial fibrillation: nationwide cohort study. Bmj 342 (2011): d124.

Tun (moguYepKHYTb):
— LIKaJIa OLleHKU
— VHJEKC
— BOIIPOCHMUK
— Ipyroe (YTOUHUTB):

HasnaueHme: KIMHMYECKMI MHCTPYMEHT /IS TPOTHO3MPOBAHMS PUCKA UIIEMUYECKOTO MHCY/IbTa
M CUCTEMHOTO TPoM603M6b0IM3Ma Mpu GUbPU/IIAIY NTpencepauit

Copepskauue (IIaG/IOH):

®dakTop pucka Bannbl
WHCynbT, TpaH3UTOPHas MweMnyeckas ataka uam aptepvanbHas Tpomboambonus B aHamMHese 2
Bospact =75 net 2
ApTepuanbHas runepTeHsus 1
CaxapHblii anabet 1
3acToliHas cepaeyHas HefoCTaTOYHOCTb/ AncdyHkums JIXK (B yacTtHocTn, ®B <40%) 1

CocyancToe 3aboneBaHune (MHMapKT MUOKapaa B aHamMHese, nepudepuyeckuii aTepocksiepo3, aTepock/iepoTuyeckue 1
6nswWwkn B aopte)

Bospact 65-74 ropa 1

XKeHckuit non 1

Kirou (MHTepnpeTanusi):

CyMMa 6annoB no wkane Oxmnaemaﬂ 4acToTa UHCY/ZIbTOB 3a rog
CHA2DS2-VASc

0 0%

1 1,3 %
2 2,2 %
3 3,2 %
4 4,0 %
5 6,7 %
6 9,8 %
7 9,6 %
8 6,7 %
9 15,2 %

ITosicHeHus: HeT






