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- Obwepoccuitckan obuiecTBeHHas opraHmsauma "Poccuinckoe Kapguosiormyeckoe obwectso”

- BCQpOCCMVICKOG Hay4yHoOe 06LLI,ECTBO cneunanncTtos no KAMHUYECKOM 3I'IEKTpO¢l/I3VIOI'IOI'MM, ApUTMOJI0TN N
SNNEKTPOCTUMYNALUN

- Bcepoccuitckan obuiectBeHHan opraHmsaums "Accoumauma AeTckux Kapauonoros Poccnn”
- ObuwecTBa XONTEPOBCKOrO MOHUTOPUPOBAHMUA U HEMHBA3UBHOM 3/1eKTPOKapANON0rMU

OpobpeHo HayyHo-npakTMyeckum Cosetom MuHsapasa PO
KnioueBble cnoBa

CNUCOK COKpaLLeHui

AAT - aHTMapUTMUYECKAA Tepanuma

AB - aTPMOBEHTPUKYNAPHbIN

AKIMXK - apuTMmoreHHasa KapAnommMonaTua NpaBoro Xenayaouka
AJTXK - aHeBpU3Ma N1E€BOTO KenygouKa

BAC - BHe3anHasa apMTMuyeckan cmepTb

BHCH - BHe3anHas Heob6BbACHMMaA CMePTb HOBOPOXKAEHHOTO
BHC3 - BHe3anHas HeobbACHMMAA CMepTb NPU 3NUAENCUN
BIMC - BporKAeHHbI NOPOK cepala

BOC - BHe3anHaA OCTaHOBKa cepaua

BCC - BHe3anHaAa cepaeyHana cmepTb
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BCIDU - BHYTpUCEPAEUYHOE 3N1EKTPOPU3NONOTMYECKOE UCCIe0BaHNE
BT/1XK - BbIXOA4HOM TPAKT IEBOTO Kenyao4Ka

BTMX - BbIXO4HOW TPAKT NPaBOro XKenyao4Ka

FKMIM - rmnepTpoduryeckas KapgmMommonaTma

AOKMI - annataunoHHasa KapanommonaTua

EOK - EBponeicKkoe 0bLWecTBo Kapano/sioros

KTA - )Kenyao4KkoBaa TaxmapuTmma

KT - enyaovkosaa Taxukapaua

K3 - KenypoukoBadA sKCTpacucToa

UKL - vmnnaHTUpyembln KapanosepTep-aedubpunnatop

MMMAaHTMpoBaHHOe CPT-yCTPOMCTBO - MMMNAHTUPOBAHHOE MeAMUMHCKOE u3genve ANA NpPoBeAeHUs
CepAeYHoN pecMHXPOHM3NPYIOLLEN Tepanum

KIMXKT - kKaTexonammnHepruyeckaa nonmmopodHan *Keayao4KoBas TaxmKkapama

KT/ MCKT - mynbTUCnMpanbHaa KOMMbloTepHas Tomorpaduma

XPJTK - xupyrnyeckasa peKoHCTPYKLMA NEBOTO XKeny[04Ka

MPT - MarHUTHO-pe30HaHCHaA Tomorpadusn

HYXT - HeycTonuMBan Kenyao4KoBasa TaxmKapams

OKC - ocTpblit KOPOHAPHbIN CUHAPOM

O®IKT - 04HOPOTOHHAA SIMUCCMOHHAA KOMMbIOTEPHAA TOMorpadus

MNCBT - napoKcM3manbHaA CynpaBeHTPUKYNAPHAA TaXUKapama

MCXK - nporpammumpyemasn CTUMYNALMA KeNyL04HKOB

PKWU - paHgomMun3nMpoBaHHOE KOHTPOIMPYEMOe UcciefoBaHue

CBHC - cMHapom BHe3anHom HeoH6bACHUMOWN CMepPTH

CBCH - cMHApOM BHE3aMNHOM CMEPTU HOBOPOXKAEHHOIO

CP/1 - cepaeyHO-neroyHan peaHnmauma

CPT - cepaeyHasa pecMHXpOHM3MPYIOLLLAA Tepanma

CPT-ycTpoicTBO - MEANLMHCKOE U3genne ANa NnpoBeneHna cepaevHon PeCUHXPOHM3MPYIOLLLEN Tepanum
CPT-[] - cepaeyHan pecMHXpoHM3upytoLLas Tepanusa-gedmnbpunnatop

CPT-N - cepaeyHasn pecMHXPOHU3NPYIOLLAA Tepanua-nencmenkep (KapgmocTumynaTop)

CYU QT - cMHApOM YONNHEHHOrO nHTepBana QT



CKHQT - cuHgpom KopoTKoro nHtepsana QT
CY-3KI - curHan-ycpegHeHHaa IKI

YAL - ypoBeHb J0CTOBEPHOCTM 4,0KA3aTENbCTB
YYP - ypoBeHb y6eamMTenbHOCTM peKoMmeHaaumim
YT - ycToumBasn xKenyao4KkoBasa TaxmKapama
PB/1XK - dpaKkuma BbIbpOCca IEBOTO Kenyao4Kka
®XK - dnbpunnauma enyao4uKkos

®K - dyHKLMOHANbHbINM Knacc

@M - pubpunnauma npescepani

XM3KT - XonTepoBCKOe MOHUTOPUPOBAHUE INEKTPOKAPAMOrpaMmmsl
XCH - xpoHunyeckan cepevyHasa He0CTaTOYHOCTb
YKB - ypecKkorKHOe KOpOHapHOe BMeLlaTeNbCTBO
YCC - yacToTa cepaeUHbIx COKpaLLeHN

OKT - anekTpoKapanorpamma

OM/ - aneKTpomexaHmnyeckaa guccoumauma

3Kl - anekTpoKapguorpadua (pacwmdpoBKa, onncaHMe M UHTepnpeTauusa 3MeKTpoKapauorpadmuyeckmx
OAHHbIX)

IXOKT - axokapanorpadpus

EOK - EBponeiickoe Kapauonornyeckoe obuectso (European Society of Cardiology)

LMNA - namuH A/C

LQTS1 - cMHApOM YANMHEHHOTO MHTepBana QT 1-ro MoneKyAapHO-reHeTUYeCKoro BapmaHTa
LQTS2 - cMHApPOM YANMHEHHOTO MHTepBana QT 2-ro MoNeKyAapHO-reHeTUYeCKOro BapmaHTa
LQTS3 - cMHApOM yANMHEHHOTO MHTepBana QT 3-ro MoNeKyAapHO-reHeTUYeCKoro BapmaHTa
NYHA - Hbto-MopKcKas Kapamonormyeckas accoumaums

QTc - KoppUrMpoBaHHbIN MHTepBan QT

WPW-cuHgpom - Cunapom Bonbda-MNapKknHcoHa-YanTa

TepMmuHbI M onpeaeneHna

MHCTpymeHTanbHaA AMarHoCTMKa - AMarHOCTMKa C MCMOAb30BaHMEM Ana o06cnefoBaHMA NauMeHTa
pasnnUYHbIX NPMbOPOB, annapaTos 1 MHCTPYMeHTOB [1, 2].

Ncxop - nwoboit BOSMOMHBIN  pe3ynbTaT, BO3HMKAOWMKA OT BO3AEWCTBMA NPUUYMHHOrO akTopa,
NPodMNaKTMUECKOrO WAM TepaneBTMYECKOro BMELLATeNbCTBa, BCE YCTAaHOB/EHHble W3MEHEHUA COCTOAHMA



3/10pOBbA, BO3HMKAOLME KaK C/iecTBME BMellaTenbcTea [3].

KOHPAUKT MHTEpPECOB - CUTYaLMsA, NPU KOTOPOM Y MeAULMHCKOro uan dapmaueBTMdeckoro paboTHuKa npum
OCYLLECTBAEHUN UMK NPOPECCUOHANIbHOM AeATE/IbHOCTU BO3HMKAET JIMYHAs 3aMHTEPECOBAHHOCTb B MOYy4EeHUU
JIM4HO NnMbo yepes npeacTaBUTENA KOMMAHUM MaTepuanbHOM BbIrOAbl WMAM MHOMO MPEUMYLLECTBa, KOTopoe
B/IUAET WM MOXKET NOBAMATL Ha Hag/exKallee NCNoIHEHNE MMK NPodeccnoHabHbIX 06s3aHHOCTEN BCeacTBMeE
NPOTUBOPEYNA MEXKAY JINYHON 3aUHTEPECOBAHHOCTbIO MEAUUMHCKOro pPaboTHMKA uau dapmaleBTUYECKOro
paboTHMKA M MHTEepecamu nauneHTa [2].

MeauuMHCKOE BMeELLaTe/IbCTBO - BbINOJIHAEMbIE MEANUMHCKMM pPabOTHMKOM M WHbIM PaboTHUKOM,
VMEIOLMM NPaBO Ha OCYLLECTBEHME MEAULMHCKON AEATENBHOCTH, MO OTHOLLIEHWIO K NALMEHTY, 3aTparnsatoLLme
bu3nYecKoe WM NCUXMYECKOE COCTOAHME YE/I0BEKA M MMetowme MpPodUNaKTUYECKYIO, AMArHOCTUYECKYIO,
NneyebHyto, peabuaMTaunoHHYIO UK UCCIE0BATEIbCKYHO HanpaBIeHHOCTb BUAbI MeAUUMHCKMX 06cne0BaHuii 1
(MNK) MEANUMHCKMX MaHUNYNALUMIA, @ TaKXKe UCKYCCTBEHHOE NpepbiBaHne bepemeHHOCTH [2].

MeanUMHCKMIA PaboTHUK - dM3MYEeCKoe NNLO, KOTOPOoe MMeeT MeaMLMHCKoe MAM uHoe obpas3oBaHue,
paboTaeT B MEAMUMHCKOM OpraHvM3auMuM W B TpyAoBble (A0/MKHOCTHble) 06A3aHHOCTM KOTOPOro BXOAUT
ocyllecTBNeHNE MeAMLMHCKOM AeATeNbHOCTU, NMbo dusmMyeckoe nLO, KOTOpoe ABAAETCA WUHAMBUAYA/bHbIM
npeanpuHUMATENeM, HENOCPEeACTBEHHO OCYLLECTBAAIOLLMM MELMULMHCKYIO AeATeNbHOCTb [2].

MNaunenT - ¢M3VI‘-I€CKO€ MU0, KOTOPOMY OKa3biBaeTCA MmeanunHCKaAa NOMOLLb NN KOTOpOeE O6paTI/IﬂOCb 3a
OKa3aHunem Me,EI,VILI,VIHCK017I NOMOLUN HE3ABUCUMO OT HaIMYNA 'y HEro 3aboneBaHMA N OT ero coCTosHUA [2]

Pabouas rpynna no pa3paboTke/aKkTyanusaumy KAMHWYECKUX PEKOMeHAauuid - 3TO  KOMNEKTUB
CneumManncTos, paboTaloWwmx COBMECTHO WM COMAacoBaHHO B LeEAAX pPa3paboTKu/aKTyanmsaumm KAMHUYECKUX
peKoOMeHAaLMM, U Hecywmx obLLyto OTBETCTBEHHOCTL 3a pe3y/ibTaTbl 4aHHOM paboTbl.

CocTosiHMe - M3MEHeHMA OpraHM3ma, BO3HMKaloWMe B CBA3W C BO3AEWCTBMEM NaTOreHHbIX U (Mawn)
dunsmnonornyecknx pakTopos 1 TpebytoLLMe OKazaHMA MeauLLMHCKON nomowm [2].

CVHAPOM - YCTOMUYMBAA COBOKYMHOCTb pAAa CUMMNTOMOB C eANHbIM NaToreHe3om [6].

Te3MC-pEKOMEH,ﬂ,aLI,Mﬂ - NON0OXEeHUe, oTpaxkakuwee NopAg0K U NPaBU/IbHOCTb BbIMOJ/IHEHUA TOTO UK UHOTO
MegununHCKOro BMmellaTtesibCTtBa, MMeLWero A40Ka3aHHyo 3¢¢EKTMBHOCTb 1 6e3onacHoCTb.

YpoBeHb A0CTOBEPHOCTM AoKa3aTenbcTs (YA/M) - cTeneHb yBepeHHOCTU B TOM, YTO HaWAeHHbIN 3ddeKT oT
NpUMeHeHNA MeaULMHCKOro BMeLlaTeNbCTBa ABAAETCA UCTUHHbIM [7].

YpoBeHb ybeautenbHocTM pekomeHgaumit (YYP) - cTeneHb yBepeHHOCTM B A0CTOBEpHOCTM 3ddekTa
BMeLLaTeNbCTBa U B TOM, YTO C/le[l0BaHMe PeKoMeHAaUMAM NpuHeceT 60/blle NoAb3bl, YeM Bpeaa B KOHKPeTHOM
cuTyaumm [7].

XMpypruyeckoe neyeHue - meTod nedeHua 3abosieBaHU NyTem pasbeaMHEHUA U COeAMHEHUA TKaHel B
X0A4€e XMpYpruyeckol onepaumm.

EOK - EBponelickoe o06LLECTBO KapAMOOroB. B TeKcTe HaCTOAWMX KAMHWYECKMX PeKoMeHaauni
AOMNOMHUTENbHO YKasaHbl MOKas3aHMA K Te3uMcam B COOTBETCTBMM C peKkomeHpauuamu EBponeiickoro
Kapauonorumyeckoro obuectea (EOK). B cooTBETCTBMU C MEXAYHAPOAHbIM AOKYMEHTOM, BblAENAKTCA KAacchl
peKkoMeHAaLMi 1 YPOBHM LOKa3aTebHOCTY.

MMnnaHTMpyemblit KapguosepTep-aedunbpunnatop (MKL) - 3N1eKTPOHHbIA MMMNaHTUpPyemblid npubop,
npeaHasHayeHHbI ANA  31eKTpoTepanuu  (3N1eKTPOKapAMOCTUMYAAUMA U pa3padbl  BbICOKOM 3Heprum)
YFPOXKAIOLWMX M KU3HM apUTMUIT U NPeaoTBPaLLEHNA OCTaHOBKM cepaua.

KapaunopecnHxpoHusmpytowasa Tepanus (CRT) - meToa neyeHns XpoHMYECKoM cepaeyHol He4oCTaTOuHOCTH
NPU HaNMYMM HAPYLUEHWUIA BHYTPUKENYA0YKOBOrO NpoBeaeHus (Yale npu 610Kaae NeBoi HOXKKM NydKa uca),



KOTOPbIA OCYLLECTBAAETCA MyTEM PECMHXPOHM3ALUMU CepaeYHbIX COKPALLEHUI C MOMOLLBIO TPexXKamepHOro
(BMBEHTPUKYNAPHOIO) MMMNNAHTUPYEMOTO INEKTPOKAPAUOCTUMYNATOPA***, TakuMe cucTemMbl 0ObIYHO BKIHOYAKOT
npaBonpeacepAHblii 31eKTPOoL, NPaBOXKeNYA04YKOBbIM 31EKTPOA, U NIEBOXKENYAOUYKOBbIN 3N1EKTPOA. INEKTPoabl
MOTYT MMMAAHTUPOBATLCA TPAHCBEHO3HbIM UM XMPYPIrMYECKMM CNOCOHOM, a TaKxKe NoCcpeACTBOM TOPAaKOTOMUM.

XontepoBckoe MoHuUTOpUpoBaHue IKI - meTon ucc/ienoBaHWA, KOTOPbIA MO3BOAAET NPOU3BOAUTL
HenpepbIBHYIO perncTpauuio AMHaMukM cepgua Ha DKl ¢ nmomoulblo NOpPTaTUMBHOrO YCTpoMcTBa (xontepa),
OTCNeXnBaTb M3MEHEHMA B paboTe cepAua M KOHTPOAMPOBATb apTepuasbHOE AaBJeHWe NauMeHTa B TeYeHue
ANTeNbHOro neproga (cyTku n 6onee) B yCNOBUAX €ro aKTUBHOCTU.

PaguoyacTtoTHan KateTepHasa abnauma (PYA) apuUtmMmumn - MHTEPBEHUMOHHOE KaTeTepHoe BMeLlaTeNbCTBO, C
MCMO/Ib30BAaHNEM CMELMA/IbHbIX KaTeTepoB, MYHKUMOHHO BBEAEHHbIX B MOJIOCTb CepAua Yepes cocynbl, U
PafMOoYaCTOTHOM 3HEPTUU, HanpaBieHHOE Ha YCTPaHEeHWe HapyLLUEeHUI cepaedHoro putma (aputmmm).

1. KpaTtkasa unpopmaumsa

1.1. OnpepgeneHune 3ab6oneBaHUAa UK COCTOAHUA (rpynnbl 3a601eBaHUA MU COCTOAHMIA)

*enypoukosble HapyweHua putma (MKHP) uam Menypoukosas Taxuvaputmua (HKTA) - ob6obuieHHoe
Ha3BaHWe PACCTPOMNCTB CEPAEYHOrO PUTMA, MPU KOTOPbIX MCTOYHUK SKTOMUYECKOM aKTUBHOCTU UM KPyra PUEHTPU
HaAXOAMTCA HUMKE Ny4yKa [nca, T.e. B ero BeTBAX, ceTu NMypKUHbE AN B MUOKaPAE KeNya04KOB.

HeycToiMumnsan »kenynoukoBas Taxmkapausa (HYXKT) - 3 u 6onee komnnekca QRS, npoaonxkuTenbHocTbio < 30
CeK.

YCTOMuMBan ey A0uKoBas TaxuKapama - KT, NpoAoKUTENbHOCTbIO = 30 Cek.
MoHomopdHana KT - KT npu HaAMuMM oguHaKkoBol KoHdUrypaumm QRS-KoOMNIEKCoB.
MNonnmopdHan KT - HecTabunbHasa, MeHALWaACA KoOHPUrypauma QRS-KomnneKcos.
dNeKTpUYecKuit WtTopm - 6onee 3 anm3onos KT/OXK B TeueHue 24 yacos.

TpeneTaHue KeNyao4yKoB - PUTMUYHBIE, BbICOKOAMMNAUTYAHbIE, YWUPEHHbIE 3N1EeKTPUYECKME OTK/IOHEHMA
KenyaouKoB c YacToTol 6onee 250 B MUH., BOJIHbI T He onpeaensatoTcs.

PUbpMANALMA KeNYy[04HKOB - XaOTUHECKAA S/1EKTPUYECKasA aKTUBHOCTb B BUAE NOAMMOPOHbBIX OCLUANALMNIA,
NMOCTOAHHO W3MEHAWMXCA MO CBOEM KOHOUrypauum, amnantyae, npoaoKUTeNbHOCTU M YacToTe, AMAnasoH
KoTopou coctasnsaeT ot 300 v Bbiwe B 1 MUH.

BHe3anHaA cmepTb - HenpeaBuaeHHOe cMepTesibHoe CO6bITM€, He CBA3aHHOE C TpaBMOVI M BO3HUKatloLWee B
TeyeHme 1 4 ¢ MOMEHTa NOABNEHMA CMMMNTOMOB y MpPaKTUYecKn 340p0BOro yesioseKka. Ecam cmepTb npounsowna
6es CBMﬂ,eTeﬂeVI, O BHe3anHowu CMepTn roBopAT B TOM C/aiy4dyae, eCciu nornéwmni Haxogunca B
YO0BNETBOPUTESIBHOM COCTOAHUU 3a 244 oo CMEPTH.

BHesanHas cepgeyHan cmepTb (BCC) - TepMUH NPUMEHAETCA, €CNIN BHE3aNHasa CMepTb BO3HUKAA Y cybbeKTa
C M3BECTHbIM NPW XU3HU BPOXKAEHHBIM UM NPUOBPETEHHbIM NOTEHUMaNbHO daTanbHbiM 3a601eBaHNEM cepaLa,
WAM NaToNOMMA CEPAEYHO-COCYAUCTON cUCTEMbI Bblia BbIABAEHA HAa ayTOMNCMM U MOrna 6biTb NPUYUHON CMEPTH,
WU eC/iM OYeBUAHbIE SKCTPaKapAManbHble MPUUUHBI CMEPTU NO AAHHLIM ayTOMNCUM HE BbiAB/AEHbI, U HAapyLUEHUE
pUTMa CNYXUT Hanbonee BEPOATHON NPUUMHOWN CMEPTH.

BHesanHas octaHoBKa cepgua (BOC) - HenpeaBuaeHHas OCTaHOBKA KPOBOOOGpalleHWA, BO3HWMKalOWaAnA B
TeyeHMe 1 4 C MOMEHTA MOABMEHUA OCTPbIX CMMNTOMOB, KOTOpas 6blaa yCcTpaHeHa C MOMOLLbIO YCheLlHbIX
peaHMMaLUMOHHbIX MeponpuAaTUiA (Hanpumep, aednbpunnaumm) - "'npeaoTspalleHHan ocTaHOBKa cepaua”.

Manonatnyeckasn enygo4yKkoBaa TaXxMapuTMmA - CO6bITMe, Koraa KanHm4yeckoe 06CI'Ie,L'J,OBaHVIe nauneHTa He



NO3BOJINN10 BbIABUTb 336OHEBaHMH, NOoTeHLMa/IbHO acCOUMNNPOBaHHbIE C )-Ke}'lyp,O‘-IKOBOl‘/’I TaXMapMTMMEVI.

MepBuyHan npodunaktnka BCC - meponpuaTMAa, Hanpas/ieHHble Ha CHUXeHne pucka BCC y auu, umetowmx
noBblWeHHbIA puck BCC, HO 6€3 aHamMHe3a YrpOoKatoWmMX KMU3HU apUTMUA AN NPeLOoTBPALLEHHON OCTaHOBKM

cepaua.

BTopuyHas npodunaktmka BCC - meponpuaTmA, Hanpas/ieHHble Ha CHUXKeHue pucka BCC y aunu, umetrowmx
aHAMHE3 YrpoXKatLWmX XMU3HN apUTMUIA UK NPeaoTBPaALLEHHON OCTAHOBKM cepaua.

CuHapom Bpyraga - Hac/ieACTBEHHbIA CUHAPOM M3 FPYNMnbl KaHasonaTuid, ¢ TunudHoi SKI-KapTuHon u
BbICOKMM pucKkom passutmna @K n BCC.

KaTexonamunHepruyeckaa nonmmopdHas xenyaoukoBana Taxukapausa (KMKT) - peakaa HacneacTBeHHas
KaHa/I0MaThA, XapaKTepm3yoLWanca afpeHeprnyeckn-MHAyLMpyemon AByHanpasaeHHoM n noanmopodHoi KT.

HepBHO-MbileyHble 3abonieBaHMs - Tpynna HacneAcCTBEHHbIX 3abosieBaHUM, XapaKTepU3YHOLLMXCA
NPOrpeccMpyoWwyM NepBUYHbIM MOPAXKEHMEM HEPBHbIX BOJIOKOH (HEMponaTuu) WaM CKeNeTHOW MyCKynaTypbl
(Muonatnn u mmoauctpodun). BoBreyeHMe cepAeUYHON MbIWLbl U NPOBOAAWMX NyTeil BapuabenbHO U He
KOpPpPe/IMPYET C BbIPaXKEHHOCTbIO HEBPOJIOTMYECKOM M MUOMATUYECKOWM CUMMTOMATUKM.

HeKomnaKTHbIA MUWOKapA - 0cobbli BUA, KAapAMOMMOMATUM, KOTOPbIN XapaKTepu3yeTcs BblparKeHHOM
TPabeKkyNApHOCTbIO U TIYBOKMMU MEXTPaBeKyNApHbIMU YraybaeHMAMM NeBOro U/MAM NPaBOro KesayLouka, a
TaKXKe 4acTO CoYeTaeTcA C TOHKMM KOMMAKTHbIM 3MMKapAManbHbIM CN0EeM MUOKapaa. [uarHos craButca Ha
OCHOBaHUW 3xorpaduyeckux u/van MPT-KpuTepues (NpM COOTHOWEHWWU TOMLWMHbI HEKOMMAKTHOro cnoa K
KOMNaKTHOMY > 2). MHoOrve nauMeHTbl C HEKOMMAKTHbIM MUOKapgom JIK abcontoTHO 6ecCMMNTOMHbI, HO
BO3MOHbl COYETAHMA CO BCEMM W3BECTHBIMW BUAAMW KapAuomuonaTuin, c nporpeccmert po XCH,
Tpomb0o3amboaum, aputmun nam BCC B aHamHese.

MHTtepBan QT - oTparkaeT 3NEKTPUYECKYID CUCTOJY KeyAo4YKOoB (Bpema B MW/IMCEKYHZAX OT Hayana
Komnaekca QRS ao KoHua 3ybua T). Ero npogonKknuTenbHOCTb 3aBUCUT OT nona (y *eHwwuH QT asinHHee), Bo3pacTta
(c Bospactom QT yanMHAETCA) M YacToTbl cepaedHbix cokpaweHuii (YCC) (obpaTHO mponopunoHansHo). Ons
06BEKTMBHOM OLLEHKM MHTepBasia QT B HacTosALee Bpema NOAb3YOTCS KOPPUTMpoBaHHbIM (C nonpaskoii Ha YCC)
uHTepsanom QT (QTc), onpeagensembim no dopmynam basetra u Ppegepuka. B Hopme QTc coctasnset 340 - 450
MC A9 *KeHWwuH 1 340 - 430 mc gnsa My»K4YMH. [1aToNorMYeckMM cYnTaeTca npu 3HavyeHmm 6onee 500 mc.

CuHgpom ygnnmHeHHoro uHTepsana QT (CYMQT) - camblii YacTblit HAacNeACTBEHHbIA CUHAPOM M3 TPynnmbl
KaHanonatui (4actota 1:3000 - 1:2500 HaceneHun), xapakTepusylowmiica yanvHeHnem WHTepBana QT wu
KU3HEYTPOXKAOWMMM  KeNYL0YKOBBIMU  apUTMUAMM, B OCHOBHOM MPOBOLMPYEMBIMU  aApPEHEPTUYECKON
aKTMBaLUUEN.

CuHgpom  KopoTkoro wuHTepBana QT (CKUQT) - peakas  HacneACTBEHHHas  KaHasnonatus,
XapaKTepusylowaaca ykopodyeHMem uHTepsBasa QT M NOBbIWEHHBIM PUCKOM Pa3BUTUA MKU3HEYTPOXKALLMX
APUTMUIA.

1.2. 3Tmonorua n natoreHes 3aboneBaHUa UK COCTOAHUA (rpynnbl 3a601eBaHUI MU COCTOAHMIA)
OcHoBHbIMUK MexaHu3mamm KTA anatoTca:

- MEXaHW3M MOBTOPHOIO BXOAa BO/IHbI BO3OYKAEHMA (pUEHTPW);

- YCKOPEHHbII HOPMAJIbHbI aBTOMATU3M;

- aHOMA/IbHbI1 aBTOMATU3M;

- TpUrrepHaAa aktTMuBHOCTb, MHAYLUNPOBaHHAA paHHeﬁ nnn I'I03,E|,Hel71 nocm,enonﬂpmaumeﬁ.



dopmunpoBaHue ycnoBuii Ans BOSHUKHOBEHMA GeHOMEHa PUEHTPU B MUOKAPAE Kesyao4YKoB, B BUAE 30H
3ame/1IeHHOro npoBeaeHns BO30OYXKAEHUA, y4aCTKOB MblLLLbI cepaLa ¢ pasHbIMKU MO BeandnHe pedpakTepHbIMn
nepmoaamm, obbIYHO CBSI3AHO C MNATO/IOMMUYECKMMM M3MEHEHMAMM B MUOKapde. oaTomy napokcuamanbHas KT B
noaasnsatowem 60/bLIMHCTBE CAYyYaeB OC/OXNKHAET TeyeHue TsaXKesbix 3aboseBaHWIA cepaua, Takux Kak UBC,
0COBEHHO nMNpU  HaAMYMM  NOCTUHOAPKTHLIX PYOLOB U  XPOHMYECKON aHEBPM3Mbl JIEBOFO KEJyA0uKa,
BOCManuTesnbHble  3aboneBaHWA  MWOKapaa, KapAuomuMonatuM  (gMnaTaumoHHasa,  runepTpoduryeckas,
ApPUTMOreHHas AUcCnaa3sus MUMOKapAa NpPaBoro »enyaodka u Ap.), MHOUAbTpaTUBHble 3ab0eBaHMA MUOKapAa.
OcTtaHOBKa cepgua, Kak mexaHusm BCC, B abconoTHom 6onblinHCTBE cnydyaeB (6osnee 80%) BO3HMKaeT B
pesynbrate X nam KT, cyliecTBeHHO pexke (meHee 20%) - B pe3yabTate acuctonum [205].

1.3. Anugemuonorua sabonesaHna UaU cocToaHUA (rpynnbl 3a601eBaHNi UIN COCTOAHMIA)

BHe3anHas cepaeyHasa cCMepTb Kak HeobpaTUMbI MUCXoh W pe3ynbTaT BHE3aMHOM OCTaHOBKM cepaua
pocturaet 50% cpean ppyrux mcxogos y auy, 35 - 50 net, npeMmyuLecTBEHHO MYXKCKOro MoJja, O4HAKO B
nocnefHee Bpema HabaogaeTcA TEHAEHLUMA K YBENNYEHUIO 40N JINL, XKEHCKOTO NOJa, 3 TaKKe NoAPOCTKOBOrO U
toHOoLWecKoro Bo3pacta. Puck BCC Bbie y MYXYMH M YBEAMYMBAETCS C BO3PACTOM B CBA3M C 6osblueit
pacnpoctpaHeHHocTblo MBC cpean noxunbix nogen [8]. Yncno cnyvaes BCC Bapbupyetca oT 1,4 Ha 100 Tbic.
yenoseko-net (95% AU - 0,95 - 1,98) y eHWUH 1 ao 6,68 Ha 100 Tbic. yenoseko-net (95% AU - 6,24 - 7,14) y
MYXKUMH. Yncno cnyyvaes BCC cpeam monogoro nokoneHusa cocrasaset 0,46 - 3,7 Ha 100 Tbic. yenoseko-neT [9],
yTo TpaHchopmumpyetcs B 1100 - 9000 cmepTeir B EBpone n 800 - 6200 cmepTen B CLUA Kaxkagbiit rog, [10].

JaHHble o pacnpoctpaHeHHocTn BCC B Poccmm orpaHuyeHsl, B ToM Yncie ocobeHHocTaMmm permctpaumm BCC
B pa3HbIX cTpaHax. [lons BCC Bo Bcex BO3pacTHbIX rpynnax coctasuna 49,1% (15 420 u3 31 428 BCKpbITUIA, UK
123,3 Ha 100 Tbic. HaceneHus B roa). MNpu sTom pacnpocTpaHeHHocTb BCC B Bo3pacTe oT 1 go 45 net coctaBuna
27,5% (2790 n3 10 132 BcKpbiTmin) [11]. OaHako 6onee 6GAU3KMMM K peasibHOCTM NpeacTaBaatoTca 3HaYeHus 200 -
250 TbiC. yenoBekK B rog, [12].

Moyt B NONOBMHE C/y4aeB OCTAaHOBKa cepAaua y auy ctapwe 40 net npoucxoaut 6e3 M3BECTHbIX
3aboneBaHuii cepaua, O4HAKO OONBLIMHCTBO M3 HUX NPU 3TOM WMMEKT HeauarHoctuposaHHyio WBC [13].
CHuxkeHne 3abonesaemoct UBC M ApyrMmMu BMAAMW CEpAEYHOM MATONOrMM MPUBENO K YMEHbLUEHWUIO
Konuyectsa cnydyaes BCC noutm Ha 40% [14]. CornacHO HEKOTOPbIM UCC/eA0BaHMAM, CYLLECTBYET reHeTMyecKasn
NnpeApacnoNoXeHHOCTb K BHe3anHoMW cmepTu. OnMcaHO NPOrHOCTUYECKOE 3HaYyeHWe CemMeMHOro aHamHesa
BHE3aNHON CMEPTU - MPWU HAMYUW OLHOrFO C/Aydas BHE3aNHOM CMEPTU B CeMbe OTHOCUTE/bHbIA puck (OP)
BHe3anHoM cmepTu cocTaBnsaeT 1,89, a npu AByX c/yyasnx BHe3anHoi cmepTn B cembe OP Bo3pacTaeT Ao 9,44 (p =
0,01) [15, 16, 17]. B KoropTHOM nogbiccnenoBaHnn B pamKkax PpaMUHIeMcKoro nccnenoBaHmUs NoKasaHo, YTo npu
HaNMuMmM cemenHoro aHamHesa BCC BeposATHOCTb BHE3anHOW cmepTM BospacTaeT Ha 50% (OP - 1,46; 95% AW -
1,23 - 1,72) [17, 18]. OnucaHo, YTO CeMeWHbIN aHaMHe3 BHE3aNnHOW CMepTM 3HAYUTE/IbHO Yalle BCTPeYaeTcs y
Ml peaHMMMpoBaHHbIx nocse ©XK, yem B KOHTposbHOM rpynne (OW - 2,72; 95% AU - 1,84 - 4,03) [19]. CxoacTtBO
pesynbTaToB 3TUX MWCCAeAO0BaHMIMA YKa3blBaeT Ha BO3MOXHOCTb [EHEeTUYECKOW NpenpacrnofioXeHHOCTN K
BHE3amnHoOM CMepTU, KOTOPAA MOKEeT CYLLEeCTBOBATb AaxKe Npu OTCYTCTBUU AMArHOCTUPOBAHHOIO HacAeACTBEHHOIO
3aboneBaHuA. B cBA3M C 3TMUM HeobXoAMMbI UCCNEAOBAHWUSA, HALE/IeHHble Ha ODHapyXeHWe MOJIEKYNSPHO-
reHeTMYeCKMX MapKepoB, CNOCOOHbIX NpeacKasbiBaTb cayvan BCC B obLwei nonynsumm.

BAMTEeNbHOCTb MO OTHOLLEHUIO K 3neKTpoKapanorpadumyeckum (IKI) n axokapgmorpadmnyeckum npmusHaKkam
HacNeACTBEHHbIX apUTMOreHHbIX 3a601eBaHNI ABNAETCA BaXKHOWM YacTblo KAMHUYECKOW MPaKTUKKU U No3BONAET
CBOEBPEMEHHO BbIABUTH INLLA C BbICOKUM puckom BCC. OgHaKo A0 CUX NOP HET eANHOI0 MHEHUA O TOM, A0/XKEH
N TaKoW TWATebHbIA NOAX0A, PacnpOCTPaHATLCA HAa MACCOBbIN CKPUHUHI HaceneHuna Ha Haamume pucka BCC. B
Utanum n AnoHum BBedeHbl cucTembl IKI-CKPUHWHIA B UENAX BbIABAEHMA AWML, C HacneACTBeHHbIMU
apUTMOreHHbIMM 3a601eBaHUAMM, HE UMEIOLMX KaKon-1Mbo cumntomaTtuku [20, 21]. Kak B EBpone 1 CLUA, Tak n
B Poccun o6s3aTenbHbIM ABNAETCA CKPUHMHI CMOPTCMEHOB Mepej COPeBHOBaHWAMM, COracHo TpebosaHuam
MesKayHapoAHOro OAMMMUINCKOro KomuteTa [22, 23, 24], xoTa nocneaHee uccienoBaHue B M3paune nokasano
OTCyTCTBME M3MeHeHUI B YacToTe caydaes BCC y npodeccmoHanbHbiX CNOPTCMEHOB NOCAe BBEAEHUA CKPUHUHTA
[25].

CKpMHMHI’ 61MKanLInNX POACTBEHHUKOB XepTB BHe3anHoM CMEPTH NO3BOJIAET BbIABUTL /INLL@ B 30HE PUCKa,



Ha3HauYUTb COOTBETCTBYIOLLLEE IeYeHNEe U TeM CaMbiM NPeAOoTBPaTUTL APYrue cydau BHE3anHON cmepTu B 3TOM
cembe.

1.4. Ocob6eHHOCTH KOoaUpOBaHMA 3a601eBaHNA UK COCTOAHUA (rpynnbl 3a6oneBaHMi U COCTOAHMIA) NO
MexayHapogHOo cTaTUCTUUECKOM KnaccuduKkaumm 6onesHeit u npobaem, cBA3aHHbIX co 3goposbem (MKB-10)

146. OcTaHOBKa cepaua

146.0. OcTaHOBKa cepAua C ycnelHbiM BOCCTaHOBIEHUEM CEPAEYHON AeATE/IbHOCTU
146.1. BHe3anHaAa cepgeyHasa cMepTb, TaK ONMCaHHasA
146.9. OcTaHOBKa cepaLa HeyToYHeHHan

147. NapoKcu3manbHaa Taxmkapaua

147.0. Bo3BpaTHaA Kenya04KoBaa aputmua

147.2. }enypouKoBan Taxmkapausa

147.9. NapoKcM3manbHaa TaxmMKapama HeyTOYHEeHHasA

149. pyrve HapylweHua cepaeyHoro putma

149.0. dnbpunnaLma 1 TpeneTaHMe Kenyao4uKoB

149.3. NpexxaeBpemeHHana AeNonApmu3aLma Kenyn04KoB
149.4. pyraa n HeyTOYHEeHHaA Aenonapusauma

149.8. [ipyrne yTouYHEHHble HapyLeHMA cepaevyHoro puTma

149.9. HapyweHue cepAe4yHOro putma HeyTo4YHeHHoe

1.5. Knaccudukauma sabonesaHma nam cocroaHma (rpynnbl 3a6onesaHUit UM COCTOAHUINA)

Kl'IaCCM(bVIKaLI,VIﬂ Kenyao4dkoBbiX HapyLLIEHMﬁ pntMma cepaula OCHOBAHa Ha HECKOJIbKMX KAKYeEBbIX
NoNoXeHNAX.

Ll,enec006pa3Ho BblaeneHne cnegyrowmx sngos KAIMHNUYECKU 3HAYUMbIX XKeNyd04KOBbIX apMTMMVIZ

- JKenygo4uKkoBan aKcTpacucTonus (K3 - akTyanbHa kKnaccudmkaums no B. Lown n M. Wolf, a Takke M. Ryan)
[26, 27]

- HEeyCTOMYMBAA KenyaouKoBas TaxmKkapans (HYKT)

- YyCTOMYMBAA *KeNyao4KoBan Taxukapaua (YXKT):

- MOHOMOpOHaa KT

- nonnmopoHaa KT

- NOCTOAHHO peLuanBupYIoLLan/Hekynupyowanca KT U 3NeKTPUYECKUiA LUITOPM
- dmbpunnauma/TpenetaHue Kenyaouxkos (OHK/THK)

Mo aTnonornm: oTCyTCTBME UAN HANNYNE OCHOBHOTO CTPYKTYPHOrO 3abonesaHus cepaua.
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- Mpanonatmvyeckue KenyaouyKoBble apuUTMUMKU MPU  OTCYTCTBMWM CTPYKTYPHOro 3abosieBaHMA cepaua
("pobpokayecTBeHHbIE").

- enynoukoBble apuUTMUM MPU OTCYTCTBMM SIBHOTO CTPYKTYPHOro 3abosieBaHuA cepgua npu Haanymm
BPOXKAEHHbIX CMHAPOMOB WAWN T.H. KaHa/oNaTUiA - "3/10KayecTBeHHble": CMHAPOM yAJIMHEHHOro MHTepBana QT,
cuHapom bpyraga, KaTexonammH3aBucMMaa MOIMMOPPHAs XKenyAouyKoBas TaxMKapaus, CUMHAPOM KOPOTKOro
mHTepBasna QT, CMHAPOM PaHHEN PENoNSPU3aLINM XKeNYA0YKOB.

- ¥enypoukoBble apuUTMUM MNPU OTCYTCTBMM SIBHOTO CTPYKTYpPHOro 3abosieBaHuA cepaua npu Haanyuu
06paTUMbIX METaboNMYECKUX WAN NEKAPCTBEHHbIX MPUYMH (HanpuMmep, BTOPUYHBbIA CUHAPOM YAJIMHEHHOTO
uHTepBana QT).

- YenynouKoBble apuUTMUM NpU HANMYKUK CTPYKTYpHOTO 3aboneBaHua cepaua.

Bosiblwoe 3HauyeHne AN KAMHUYECKOW NPaKTUKM MMeeT pUCK-CTpaTudukauma (tabn. 1).

Tabauvua 1. Knaccudukaums »kenygo4ukosblx aputmuii J.T. Bigger (1984)

Kputepumn JobpokayecTBeHH MoTeHuManbHO 3nokayectBeHHble KTA
CTpaTUdUKaLMM pUCKa ble XKTA 3/10KayecTBeHHble KTA

Puck BCC Huskuin CpegHuit Bbicokui

KnuHuka Cepauebuerune CepauebueHue CepauebueHve u

CUMHKOMAa/bHblE COCTOAHUA

OpraHuyecKkoe Het Ectb Ectb
noparkeHue cepaua

Kenypoukosasn Pegkas nnm CpeaHaa unm yacran CpeaHaa nam yacran
3KCTpacUCToNmnA cpeaHas
MapHas K3 nnm KT O6bIYHO HeT Heyctoltumnsas KT Yctonumsan KT
Lenb neyeHus YMeHblUeHne YMeHblUeHune CHUXKeHMe neTanbHOCTY,
CMMMTOMOB CMMMTOMOB, CHUXEHMe noAaBneHMe apuUTMmu,
NIeTaNIbHOCTH YMEHbLUEHME CUMNTOMOB

1.6. KnuHnueckana KapTuHa 3abonesaHnA UaKN coCTOAHUA (rpynnbl 3a601eBaHUIA UIN COCTOAHMIA)

KNAMHMUYecKne nNposBAEHUA KENYAOYKOBbIX TaxMapuUTMMIA MOFYT CYLLECTBEHHO pas/iMyatbCa - OT
abcontoTHOM bBeccMMnTOMHOCTM A0 cepauebuennsa, anckomdopTa B rpyau, 3arpyavHHon 60nu, yaywbs,
rO/IOBOKPY!KEHUA, MPECUHKONANbHbLIX M CUHKOMANbHbIX COCTOSIHWMM, MOJHOWM OCTAaHOBKM KpPOBOOGpaLLEHUS.
YyaweHHoe cepguebueHne, npegobmopoyHoe COCToAHME M OBMOPOKM - TpM Hambonee BarKHbIX CUMMTOMA,
KoTopble TpebyloT TwaTtenbHoro cbopa aHamHesa 1 AOMNOAHUTENbHOTO 06CNeA0BaHNA A8 UCKAoUeHNA KTA.

2. AnarHocTuka

KpuTepuu ycTaHOBKM AMarHosa:

AwvarHoctnyeckoe O6Cﬂe,CI,OBaHVIe npu noAao3peHnn Ha XKenygodkoBble HapyweHunAa pPUTMa BK/KOYaeT
cneaywouime atanbl:

- TWaTesbHOe nlyyeHume >+<ano6, ncropun 3aboneBaHunA U ceMenHoro dHaMHes3a;

- OCMOTp U ¢M3MKafleoe O6CJ'Ie,CI,OBaHMe,'



- NabopaTOPHO-UHCTPYMEHTA/IbHbIE METOAbI UCCIeA0BaHNA: Bosee NPOCTble HAa MEPBOM 3TAMe U C/IOXKHbIE -
Ha BTOpOM 3Tane obcneno0BaHUA (MO NOKasaHUAM);

- NaTO/I0roaHaTOMMUYECKOE UCCeA0BaHNE U MONEKYNAPHbIA aHaNN3 }KepTB BHE3anHoW cepaeuyHoi CMepTy;
- reHeTUYecKoe TeCTUPOBaHME;

- BU3yann3mpytoLme MeToamkm n Mopdoiormieckme MccaeaoBaHms.

2.1. }Kanobbl n aHamHe3
- PekomeHayeTcsa npu onpoce naumeHTa ¢ XD oueHUTb TAXKECTb KIMHUYECKUX nposassieHni K3 [26, 27].
EOKIC (YYP C, YAA4 5).

KommeHTapuin. XapakTep KAMHMYECKON CMMNTOMATMKK K3, a TaKKe ee 3HAYeHue 41 NPorHo3a 340p0Bbs
W U3HW NaLMEHTOB 3aBUCAT OT GOPM MPOABAEHUA CAMOM IKCTPACUCTONIMU, HO B elle bonblielt cteneHn - ot
OCHOBHOro 3abo/sieBaHMA, KaK MPUYMHbI €ee BO3HMKHOBEHMUA. PefKas ogMHOYHaA KD y vu, He Mmerowmx
NPW3HAKOB OPraHWYecKoM MaToNIofMM CO CTOPOHbl CepAua, MOXeT npoTekaTb 6eccMMnTOMHO UK
ManoCMMNTOMHO, NPOABAAACH NWLb OlyLleHMeM nepeboeB CO CTOPOHbI cepAaua, Nepuoanyeckn 6ecnokoaALLmx
nauMeHToB. YacTaa 3KCTpAcMCTOAMA € nepuoaamm 6uUremMmHuMM, OCOBEHHO Yy MALMEHTOB CO CHUMKEHHbIMU
nokasaTensimum CcokpatTuTenoHoh ¢yHKkumn cepgua (MBC, kapavomuonatuu, apyrue ¢GoOpmbl NopaxKeHwuA
MWOKapZaa), NoMumMmo nepeboes, MOXKET NPUBOANTL K CHUMKEHWUIO apTepPMaibHOTO AaBAEHMWSA, NOABAEHMIO YyBCTBa
cnabocTu, roNoBOKPYKEHNIO, MOABNEHWUIO M HAPACTAHMIO OAbILIKM.

- Mpw onpoce naumMeHTa Co CTPYKTYPHbIM 3aboneBaHNEM cepaLa, UMEOLEro BbICOKUIA PUCK XKeNyA04KOBbIX
apUTMUI, PEKOMEHAYETCA Le/leHanpaB/eHHO BbIACHATb Ha/lM4yMe Kanob, KoTopble NMOTEeHUMaNbHO MOTYT bbiTb
06YyCNoBAEHbI MAPOKCM3MA/IbHBIMU MKENYA0YKOBbIMU apUTMUAMMK [26, 27].

EOK IC (YYP C, ¥4 5).

KommeHTapuii. TaxKecTb KNIMHUYECKMX NPOSABAEHNIA 3aBUCUT OT YacTOTbl CepAeYHbIX COKpaLLEHMA BO BpemMs
NMapoKCM3Ma, HaAUuMA WAM OTCYTCTBUA CTPYKTYpPHOro 3abosieBaHMA cepaua M COMyTCTBYIOLWEN NaTosormu
(Hanpumep, aTepocknepos 6paxmouedanbHbix apTepuit).

- enyaouKkoBble HapyweHUs pUTMa PEeKOMEHZYETCA PaccMaTpuBaTb B KayecTBe OAHON U3 BEPOATHbIX
NPUYUH CUHKOMA/IbHbIX COCTOSAHMI Y NAaLUMEHTOB CO CTPYKTYPHbIM 3ab0o/ieBaHMeM cepalia, 0CO6EeHHO y NauMeHToB,
nepeHecLmnx ocTpbli MHGAPKT MUOKapaa, CO CHUXKeHHOM dpaKumen Bbibpoca 1eBoro Kenyaouka [26, 27].

EOK IC (YYP C, ¥4 5).

- Mpu onpoce naumeHTa pekomeHayeTca paccmatpmsaTe CYUQT 1 KaTexonaMUHEPrUYeCcKyo NoMMopdHYIO
T B KayecTBe BO3MOMHbIX MPUUUH KapAMOreHHbIX CUHKOMaAbHbIX COCTOAHWUM, BO3HMKAIOWMX Ha BblCOTE
buM3MYEeCKON MAM 3MOLMOHANbHOW Harpysku, 0COBEHHO Y MONOAbIX NALUMEHTOB, HE MMEILWMUX CTPYKTYPHOro
3aboneBaHuna cepaua. [26, 27, 453, 450]).

EOK IB (YYP C, YA/ 5).

KommeHTapuit. Mpn cbope aHamHesa naumeHToB ¢ CYUQT peKkomeHAyeTca yAenATb TaKKe BHUMaHue
NPUHUMAEMbIM NaLMEHTOM IEKAPCTBEHHbBIM NpenapaTam, MOCKOAbKY yaAAMHeHMe UHTepBana QT MmoryT Bbi3blBaTb
MHOTMe HEeKapANOAOrMYeCcKMe IeKapCTBEHHbIE cpeacTBa (NOCTOAHHO OOHOBASEMbIM NepevyeHb NpeacTaBieH Ha
caite https://crediblemeds.org/; Takxe akTyanbHas MHPopmauma o nobouHbix 3ddekTax MeAnMKaMEHTO3HbIX
npenapaToB nNpeacTaBaeHa Ha canTe https://www.drugs.com/).

- Y nauMeHTOB, Y KOTOpbIX Npeanonaraerca uam umeetca XKTA, pekomeHaoBaH cbop cemelHOro aHaMHesa,
HaLeNeHHbI Ha BblfBNEHWE C/ly4YaeB BHE3aMHbIX U HEOBbACHMMBIX CMepTel (Hanpumep, yTonaeHue) cpeam



poacTtBeHHMKOB | - Il cTeneHelt poacTBa B MOJIOAOM BO3pacTe C LE/ibl0 OLEHKM BEepOATHOCTU FeHETUYECKU
AEeTEPMUHUPOBAHHbIX }KeNya04KOBbIX HAPYLLUEHWI pUuTMa cepaua [26, 27].

EOKIC (YYPC, YOA 5).
2.2. dusukanbHoe obcnegoBaHue

- Bcem obcnegyembim MaumMeHTam PeKOMEHAYeTCa MPoBOAMTb Caeaylolme CTaHA4apTHble U3MepeHus, B
COOTBETCTBUM C AENCTBYIOLLMMM PEKOMEHAALMUAMM:

- aHTpOMOMETPUYECKME MOKasaTenn (pocT, Bec, MHAEKC MacChl Te/la, OKPYKHOCTb Tannu);

- TEPMOMETPUA U OLLEHKA COCTOAHMUA KOXHbIX MOKPOBOB;

- OLLEHKa Ha/IMYMA OTEKOB N MX PACNpPOCTPaHEHHOCTH;

- onpefeneHune ypoBHS CUCTO/IMYECKOTO U guactonmndeckoro Afl;

- Nasibnauma nyabca Ha nepupepuyeckmnx apTepusax C OLEHKOM YacToTbl M PEryiapHOCTU PUTMA;

- OLleHKa HabyxaHuAa W NyAbCaUMK LUEMHbIX BEH, YTO MOXKET CBUAETe/IbCTBOBaTb O Ha/MYMU BEHO3HOro
3acTos;

- ayCKynbTauusa cepaua, COHHbIX, MOYeYHbIX U bedpeHHbIX apTepuii ANA BbIABAEHUA NATONOrMYECKUX
LLIYMOB;

- Nanbnaums WUTOBUAHOM Kenesbl: pasmepbl, 601e3HEeHHOCTb, NOABUXKHOCTL [26, 28].
EOKIC (YYP C,YAA 5).

KommeHTapuii. B foOMNo/SHEHWE K OCHOBHbLIM MOKa3aTeNaM PEKOMEHA0BAaHO OLUEHMBATb Cneuupuyeckme
MN3MEHEHMA C Le/Iblo UCKAOYEHMA 0BPaTUMbIX MPUYMH, KOTOpble NMOTEHLMANbHO MOTYT bbiTb aCCOLUMMPOBaHbI C
KeNyg04KOBbIMM HapYLWEHUAMMU PUTMA. BaxKHbIM ABNAETCA CKPUHUHT KOMKHbIX NPOABNAEHUIN PeaKUX CUCTEMHbIX
BOCNanuUTesbHbIX (CKAepoaepmma, capkonaos) n MHPeKUMOoHHbIX 3aboneBaHnin (6onesHb Yaraca, 6oppennos u
ap.) [29, 30, 31, 32].

- BbifBNEHWE NPU3HAKOB remMoAMHaAMUYECKON HecTabUNbHOCTU (CHUXKEeHMA apTepuanbHOro AasieHusA)
pekomeHA0BaHO Mpu ¢u3nKanbHOM ob6cneaoBaHUM NALMEHTOB C NAaPOKCU3MaNbHbIMK HapylleHUAMW PUTMa
cepaua [33, 34].

EOK IC (YYP C, ¥4 5).

KommeHTapuii. Mpu nogaBastowem BOONbLIMHCTBE KENYAO0YKOBbIX HapyweHWn puTma cepgua npu
¢u3nMKanbHOM 06cnefoBaHMM NAUMEHTOB BHE MapPOKCM3Ma Kakue-iMbo W3MeHeHMAa He OTmevatoTca.
BHeouepegHble cepaeyHble COKpaWEeHWUA (3KCTPAcUCTONbI) MOTYT OblTb OTMEYeHbl NPW NOoACYETe MynbCa,
M3MepeHUn apTepuanbHOro JAasBneHUA WAM  ayCKynbTauuMu cepaua naumeHta. B pegkmx cayyaax npwu
obcnegoBaHMM nNauueHToB ¢ BpoxKaeHHbIM CYUQT unm AKMMK BO3MOXKHO 06HapyeHue aHOManuii opraHos
YyBCTB (BPOXKAEHHAA INYX0Ta) U KOCTHO-CYCTaBHOM CUCTEMBI.

2.3. ﬂaﬁopa‘roprle AunarHocrmyecKkme mccnegosaHuA

B pamkax obcnegoBaHuA LenecoobpasHO MNpoBeAeHMe CTaHZ4APTHOrO N1abopaTOpPHOro MUHUMYMa,
BK/IOYAIOWLErO OBLWEKAMHUYECKUIA M BUOXMMMYECKMI aHaNM3 KPOBM AAA OnpeaesneHus ypoBHAa obuwero
CepAeYHO-COCYAMUCTOTO PUCKA, C KOHTPOJEM AOMOAHUTENbHbIX NAapamMeTpoB, MO3BOAAOWMX MOATBEPAUTL WM
WUCKNIOYMTb MpexodsAlme KoppuUrMpyemble HapyleHWa, MOTeHUMaNbHO 3HaYuMMble A48 BO3HUKHOBEHMSA
KeNygo4uKoBbIX HapyLWEeHU puTMma cepaua.



- PekomeHayeTca npoBeaeHne obuiero (KAMHUYECKOro) M BMOXMMMUYECKOrOo aHa/n3a KPOoBU B pPamMKax
nepBuYHoro obcneaoBaHUA M B NpoLecce AMHAaMMYECKOro HabaloaeHUa y BCeX MaUMEHTOB C *Kesya04KOBbIMU
TaXMapUTMUAMWN ANA UCKNKYEHMA CONYTCTBYOWMX 3aboneBaHmin [594, 596].

EOK HeT (YYP C, YA/, 5).

- PekomeHayeTcs npoBeAeHUE WUCCNeAOBaHUA YPOBHA KpeaTUHWHA, HaTpuA, Kanusa, r1oKo3bl, obliero
6enka, C-peakTUBHOro 6€e1Ka, aKTMBHOCTU acnapTtaTaMuMHOTpPaHcdepasbl M ajslaHMHAMUHOTPaHcdepasbl, obLiero
6unnpybrnHa, MOYEBOM KUCAOTbl B KPOBM Yy BCEX MALMEHTOB C XKENYAOYKOBbIMW TaxMapUTMUAMM B PamKax
nepsuMyHoro obcnegoBaHWs M B Mpolecce AMHAMUYECKOro HabioAeHUs ANA UCKAKYEHWUS COMYTCTBYHOLUMX
3abonesaHuit [597 - 604].

EOK HeT (YYP C, YAOA4 5).

- Bo Bcex cayyasx y naumeHtoB c KTA pekomeHAOBaHO 06cnefoBaHME Ha NOATBEPXKAEHWE WM
UCKNoYeHWe npexogawmx (moanduumpyembix) GakTopoB, 3HAUYMMbIX ANS BO3HUKHOBEHMUS KeJy[A04YKOBbIX
apVITMVIﬁ (aneM cepeyHbiX rINMKOo3naoB, aHTUAPUTMUYECKUX MPenapaTtoB, YpPOBEHb KainMA U MarHua B
CbIBOPOTKE KPOBU, MPMU3HAKU OCTPOro MHdapKTa MMoKapaa, rmnepTupeos u ap.) [26, 27, 605, 606, 607].

EOK IC (YYP C, A4 5).

- MauymeHTam co 3HaYMMbIM yannHeHnem mHtepsana QT Ha SKI peKkomeHA0BAHO NpoBeAeHUE KOMMNAEKCa
aHaANM30B AAs  BbIAB/AEHMA NpexogawmMx MpuuYnH  (Hanpumep, rUNoTMpeosa, [UMNoKaMemMuu, npuvema
JIeKapCTBEHHbIX NpenapaToB, MeTaboMYeCcKMX HapyLleHUn, NPpUMeHeHUs pasHoOobpasHbIX anet n ap.) [26, 27,
605, 606, 607].

EOK IC (YYP C, ¥AA45).

- NaumeHTam, y KoTopbix Ha IKI peructpupyetca bpyraga-naTrepH, PEeKOMeHA0BaHO MpoBedeHue
KOMMN/IEKCa aHa/iM30B AR BbISBNEHUA MNPEXOAAWMX NPUYUH (Hanpumep, OCTPOro KOPOHAPHOro CUHAPOMA,
TPOMb603MBONNM NEFOYHOM apTepun, NnepuKkapamTa u gap). [26, 27].

EOKIC (YYP C, YAA 5).
2.4. UHCTpYyMeHTaNbHble ANAarHOCTUYECKME uccneaoBaHuA

CKPUHUHI NAaLMEHTOB € NpeanosaraeMmbiMn UK [0Ka3aHHbIMU XKTA

CraHpapTtHaa 3Kl B 12-TM OTBEAEHMAX MOXKET CNOCOOCTBOBATL BbIABAEHUIO MPWU3HAKOB HACNEACTBEHHbIX
3aboneBaHuii, cBAsaHHbIX ¢ KA 1 BCC, TaKMX KaK KaHanonatum (CMHAPOM ya/MHEHHOro nHtepsana QT U cMHAPOM
KopoTKoro mHTepBana QT, cuHgpom Bpyraga, KMKT) u kapanommnonatum (AKMK n TKMM). Ha cTpykTypHyto
naToNornIo cepala yKasbiBatoT Takue IKI-npusHaku, Kak 6nokaga nydka lnca, aTpuoBeHTpUKyAapHas (AB)
6n0Kaga, runepTpodua Kenyaodka M 3ybel, Q, XapaKTepHbIX ANA UWemMuyeckoin 6onesHu cepaua Mau
MHOUNBTPATUBHOM KAPAMOMMOMATUU. INEKTPOJIUTHblE HapyweHUA U 3OPeKTbl PasNNYHbIX JIEKAPCTBEHHbIX
npenapaToB MOTYT MPUBECTU K HapYLUEHUIO Penoaapusaumm n/unm yaanHeHunio Komnnekca QRS.

N3 MHCTPYMEHTa/IbHbIX METOA0B AMArHOCTUKM Yalle BCEro MCMo/b3yloT 3xoKkapauorpaduio, Kotopasa - no
CPaBHEHMIO C MarHUTHO-pe3oHaHcHOoW Tomorpaduen (MPT) M KomnbloTepHoit Tomorpaduein (KT) cepgua -
ABNAETCA MeHee [0pOorocroslleit, 6osee AOCTYNHOM M MO3BONAET C BbICOKOW TOYHOCTbIO AMArHOCTMPOBATb
3aboneBaHMA MMOKapAa, KManaHOB Cepaua WM BPOXKAEHHblE NOPOKKU cepaua, cBA3aHHble ¢ KA n BCC [40].
Kpome Toro, y 601bLlIMHCTBA NALUMEHTOB OHA MO3BOJIAET OLEHUTb CUCTONMYECKYIO GyHKUMIO JIK 1 pernoHanbHoe
ABUXKEHWE CepaEeYHON CTEHKM.

- BbinonHeHune 3Kl (pacwundpoBKa, onncaHne U MHTepNpeTauma 371eKTpoKapaMorpapuUecknx AaHHbix) B
12-T1 oTBeAEHUAX PEKOMEHAOBAHO BCEM MaUMEHTaM MPU NPOXOXKAEHMM 06CNef0BaHNA Ha NPeaMET BblfBEHUA
enyaouKkoBbix aputMmuia (HKA) [26].



EOK IA (YYP A, YA 1).

- Mpoba ¢ po03MpoBaHHOM (PU3MYECKOM HarpysKol pPeKoMeHAOoBaHa MnaumeHTam, ec/iM U3BECTHO Wau
npeanonaraeTca, 4YTo XeNyAo4yKoBble apUTMUKM NPOBOLMPYIOTCA (U3NMYECKON HaArpysKon, A8 YCTAHOBKM
AMarHosa, onpeaeneHma NpPorHo3a oLueHKN pesybTaToB MeANKaMeHTO3HOM Tepanumn nam abnauuu. [26, 27, 44].

EOK IA (YYP C, YA/, 5).

- DxoKkapguorpadua ana oueHknM o¢yHKummn JIXK mn MK ©n BblIABAEHUA CTPYKTYPHOW naTosorMu cepaua
peKoOMeH40BaHa BCEM MaLUMEHTAM C NpeanosiaraemMbiMn UAN AO0Ka3aHHbIMK HKTA UAM UMEIOWMM BbICOKUIA PUCK
pa3suTua TAxenbix A unm BCC [27, 41, 43].

EOK IA (YYP C,YAA 5).

KommeHTapuit. IxoKapamorpaduto caesyet BbINOAHATb BCEM NaUMeHTam npu Haamuum KA 1 nogospeHnn
Ha CTPYKTYPHYIO NATONOIMIO cepalia, a TakKe y NauneHTOB C BbICOKMM puckom passutma KA nnm BCC, Hanpumep,
npu AuMnaTauMoHHON, rTMNepTPOPUYECKON MM MPaABOXKENYLOYKOBON KAapAMOMMONATUK, @ TaKKe Y MaLMEeHTOoB,
NepPeXKMBLLMX OCTPbIK  MHPAPKT MMOKapaa, WAM Yy POACTBEHHMKOB MNAUMEHTOB C HACneaCTBEHHbIMM
3abos1eBaHMAMM C BbICOKMM puckom BCC.

- HarpysouHblii cTpecc-TecT (3nekTpoKkapauorpadus/sxokapamorpadus/nepdysnoHHas oaHOPOTOHHasA
3MUCCUOHHAA KoMMbloTepHas Tomorpadua ¢ U3MYECKOM HarpysKoi) peKomMeHZoBaH naupeHTam c KA,
VMMEIOLMM CPEAHIOI MW BbICOKYHO BepoaTHOCTb MBC, ncxoan 13 Bospacta namM CMMNTOMOB, C Lie/iblo MPOBOKauun
NWEMUYECKMX U3MEHEHUI WU KeyA04YKOBbIX apUTMUI, a TaKKe A/1A YTOYHEHMs AMAarHosa M NporHosa npu
Hannuum KTA, MHAYLMPOBAHHbLIX GU3MYECKOM HarpysKoi, UAM NOJ03PEHUM HA AAHHYIO MaTo/NoruI, BKAOYas
KaTexonamuHepruyeckyto nonmmopoHyo KT [41, 43, 44, 45].

EOK IB (YYP C, ¥4 5).

KommeHTapuii. HekoTopbiM MaumeHTam MNoKasaHa 3axokapguorpadma ¢ AeKapcTBEHHON nau ¢usnyeckom
Harpyskoi ("ctpecc-3X0"), B TOM yMcne naymeHTam, y Kotopbix KA moKeT ObiTb CNPOBOLMPOBAHA MWEeMMel, a
TaKKe Tem, KTO He nepeHocUT GU3MYECKMEe Harpysku uam mmeeT usmeHeHma KM B MOKoe, YTO orpaHuMuMBaeT
TouHocTb IKI Ana onpeaeneHua nwemmm.

- BboinonHeHne MPT unam KT cepgua y nNauMeHTOB C XeNyAOYKOBbIMW apUTMUAMWU PEKOMEHO0BAHO B
Clyyanx, Korga axokapguorpadua He aeT TOYHOW MHPopmauumn o dyHKummu 1K 1 MK 1M/unm o CTpyKTypHbIX
M3MeHeHUAX cepaua. [26, 27].

EOK IA (YYP C,¥OA 5).

- Mpw peaKux cumnTomax (K npumepy, CUHKoNabHble COCTOAHMA) U HEBO3MOMKHOCTU peructpauunmn KT Bo
BpemMA 3MM304a XONTEPOBCKMM MOHUTOPUPOBAHMEM PEKOMEHAO0BAHO WCMNO/Mb30BaHME HapPYyXHOro WM
UMMNAAHTUPYEMOro  KapAMOMOHWTOpPa AAA [AO0ArOBPEMEHHOM pPeructpaummM  31eKTPUYECKOM  aKTUBHOCTU
nposoAALLEei CUCTEMbI CEPALA C LLe/Iblo BbiABAEHUA BO3MOXHbIX TPAH3UTOPHbIX apUTMUIA, CNOCOBHbIX BbI3biBaTh
TaKkue cumnTomsl [36, 37].

EOK IA (YYP B, YA/, 3).

KommeHTapuit. KapamoMOHUTOPbI MMMAAHTUPYEMbIE, KOTOPblE MOCTOAHHO MOHUTOPUPYIOT CepaeYHbI
PUTM U PErUCTPUPYIOT COBbLITUA 3a Nepuoj BPEMEHW, U3MEPSAEMbIM roAamu, MOFYT OCYLLEeCTBAATb 3anucb
aBTOMAaTUYECKM B COOTBETCTBMW C 3apaHee YCTaHOBAEHHbIMW KpuTepuamM. Takue YCTPOMCTBA AAOT LEHHYIO
MHPOPMALMIO ONA AMArHOCTUKM CEPbE3HbIX TaxMapuUTMUN U BpagvapuUTMUIA Yy NAUMEHTOB C YrpOKaloWMmu
CMMNTOMamM (Hanpumep, CUHKONasbHble COCTOAHUSA).

- CurHan-ycpegHeHHaa JKI pekomeHpoBaHa gnA ynydweHua agmarHoctukm AKMIT MK y nauuneHTtoB ¢
OVArHOCTUPOBAHHBIMU  KENYA0YKOBBIMA  HapyWEHUAMM PUTMA WM MMEIOLLMX BbICOKMI PUCK pPasBUTUA



YKU3HEYTrPOoXKatoLWMX ey a04KoBbIX apuTtmuii [38, 39].
EOK IB (YYP B, YA 2).

KommeHTapuii. C nomolbto curHan-ycpeaHeHHoln IKI (CY-IKT) yaaeTtca yayywmTb COOTHOLWEHME CUTHAN-
Wym Aaa noBepxHocTHolM OSKI TakMm o06pasom, YTO CTAHOBATCA BMAHbI HWU3KOAMMAUTYAHbIE CUTHaAbI
(MuKpoBOAbTaXK) B KoHUe Komnsekca QRS, KoTopble TaksKe HasbiBaloT "Mo3gHMmu noteHumanamu'. MNosgHue
NnoTeHUManbl yKasblBaloT Ha 06/1acTM M3MEHEHHOro MMOKapaa C 3amef/ieHHbIM NPOBEeAEHWEM - BO3MOMKHbIN
cybetpaT gna HKTA no mexaHusmy pueHTpu. Mcnonb3osaHne CY-IKI nosesHo ¢ uenbto andpdepeHumnansHom
OMNArHOCTMKM CTPYKTYPHbIX NATONOMMIA cepaua, Takmx Kak AKMXK, y nauneHTos ¢ KA.

- MPT cepgua wan KT cnegyet paccmaTpmBaTh B KayecTBe AMArHOCTUYECKOro metoda y nauneHtos ¢ KA,
€Cc/Iv axoKapamnorpadua He NO3BOAAET TOYHO OUEHUTb GYHKUMIO JIK 1 MK U/Man cTPpYKTypHble n3meHeHus [26,
271.

EOK IIAB (YYP C,YOA 5).

KommeHTapuin. TouHoe onpegeneHne OB/ BO3MOXKHO TaKKe C NOMOLLbIO BEHTPUKyorpadum cepgua
WM KOMMbIOTEPHO-TOMOTPadUUecKon BEHTPUKyNorpadum, 4To 0COHEHHO LLEHHO ANA NALMEHTOB, Y KOTOPbIX 3TOT
nokasaTenb He yAaeTca onpeaennTb BO BpeMA 3XoKapanorpadpum.

MHBa3MBHbIe METOAbI AUArHOCTUKM

- KopoHapHyto aHrMorpadu1to peKomeHAyeTcs PacCMOTPETb 4/ NOATBEPKAEHUA NN UCKIIOYEHUA HANNYUSA
reMoANHaMMYECKM 3HAUYMMBbIX CTEHO30B KOPOHAPHbIX apTepuil y MaUMEHTOB C YKMU3HeyrpoxKalwmumu KA mam
nepexuslmMx BCC, KOTopble MMEIOT CPeaHIo UK BbICOKYHO BepOSATHOCTb MBC, yunTbiBas BO3PaCT MU CUMNTOMbI
[26, 27, 43, 45, 46].

EOKIIAC(YYP C,¥AA 5).

- PeHTreHOKOHTpacTHas BeHTpuKynorpabusa u/uam  6Guoncma MUOKapaa MpPaBoro  Kenyaouka
pekomeHayeTca Ana guarHoctukn AKMXK 1 MMokapguTa B caydae, eC/iv AMarHo3 He MoXKeT BbiTb NOCTaBAEH UK
WUCKNOYEH Ha OCHOBAHMM pPe3y/bTaToB APYrUX HEUMHBA3MBHbIX UCCAEAOBaHUA U COXPaHAOTCA NOAO03PEHUA Ha
Hannume AKMXK nam mnokapaguta [27, 46].

EOKIIAC(YYP C,¥OA 5).

BHyTpucepaeuHoe 3neKTPpopM3N0a0rnueckoe nccnegosaHmne

BHyTpucepaeyHoe 3anekTpodusmnonornyeckoe uccnegosaHue (IOU) ¢ MCH wncnonbsyetca ANA OLLEHKM
WMHAYKUMK KT, KapTMpoBaHWA NOTEHLMANbHOM 061acTM abnaumm, OUEHKM PUCKOB NOBTOPHbIX 3ann3oaoB KT uau
BCC, a TakKe ANA BblABNEHMA NPUYMH NOTEPU CO3HAHMA, BOSMOMXKHO CBA3AHHbLIX C HAPYLUEHUAMMU PUTMA, U ANA
onpeaeneHus NoKasaHMi K NPUMEHEHUIO UMNNAHTUPYEMOrO KapauoBepTepa-gedunbpunnatopa (UKL ***).

- lNauyeHTam, WMeWMM XapaKTepHble KJAWMHUYECKME MpPOABAEHMA, HO He umetowum IKr,
3aperncTpMpoBaHHbIX BO BPEMS MPUCTYMNOB, @ TaKXe B CAy4YasX, KOraa AMarHo3 He MOXKeT 6biTb OA4HO3HAYHO
noctasieH Ha ocHoBaHMM KT, 3aperncTpMpoBaHHON BO BpemaA NapoKcmama, ana nHaykuum KT n sepuduraumm
AMarHosa pekomeHayeTcs NnpoBefeHne BHyTpucepaedHoro IOU. [26, 27].

EOK | B (YYP C, YA/, 5).

- BHyTpucepaedHoe IOU pekomeHayeTca npu Kanobax Ha OBMOPOKM M MNpM NOAO3PEHUU Ha
6pagMapUTMUI0O UAM TaxMapUTMMUIO, C Y4EeTOM CMMNTOMAaTUKM (Hanpumep, ydalleHHoe cepauebueHune) man
pe3ynbTaToB HeMHBa3WBHOro o6ciaeaoBaHMA, 0cobeHHO A1 NALMEHTOB CO CTPYKTYPHOM natonornel cepaua. (47,
48].



EOK | B (YYP C, YA/, 4).

KommeHTapmuin. OB6MOpOKKM ABnsatoTcA HebAaronpuATHbIM MPU3HAKOM Yy MAUMEHTOB CO CTPYKTYPHOWM
natosiormen cepaua, ocobeHHo npu BblpaxkeHHOW aucdyHkumm JIXK. Hannume y naumeHTta Hectomkon KT no
OAHHbIM XONTEPOBCKOr0O MOHUTOPMPOBaHMA, 0OMOPOKOB M CTPYKTYPHOM MaTonorMm cepaua ¢ 6onbloit gonen
BEPOATHOCTU YKA3blBAET Ha NPUCYTCTBME UHAYUMpPYyeMol KT.

Mpu coyeTaHMU CUHKOMAJIbHbLIX COCTOAHMMN, 3aboneBaHUs cepaua UM CHUMKeHHOM ¢paKkuum Bblbpoca
OTMEeYaeTca BbICOKAA 4acToTa MOBTOPHbIX 3MU3040B apUTMUU U CMEPTENbHbIX Cy4YaeB, gaxke Korga IPU paet
oTpuuatesibHbie pe3ynbtatbhl. 3OUN uenecoobpasHO BbLINOAHATL Yy nauMeHToB ¢ auchdyHKumen JIXK nocne
nepeHeceHHoro MHopapkTa mMuoKapaa (dpakums Bbibpoca < 40%), HO JaHHOE wccAedoBaHWE He ABAAETCA
YYBCTBMTE/IbHBIM METOLOM A/AA NAUMEHTOB C HeuMWeMUYECKoOn Kapguomuonatuei. [Mpu aTom MHAYKUMA
nonumopdHoin KT nam ®XK, ocobeHHO Npu arpeccMBHOM CTUMYAALMK, HE ABAAETCA cneunduyHbIM MapKepPoM.
Mpu NBC LeHHOCTb AnarHocTuyeckoit nHopmaumm, noaydyeHHoln npu IOU, moxet gocturate 50%.

- BHyTpUuceppeyHoe IPU pekomeHpoBaHO ana crpatuduKaumm pucka BCC y naumeHToB C CUHAPOMOM
Bpyraga, c AKMXK, ogHako nHTepnpeTaLma pe3ynbTaToB UCCAef0BaHMA TpebyeT 0CTOpoXKHOCTH [26, 47, 48].

EOK I B (YYP B, Y44, 3).

KommeHTapuii. OTcyTcTBMe MHAYKLMK KT nam ©X B xo4e vccnefoBaHUs yKasbiBaeT Ha 61aronpusTHbIN
NPOrHO3, 04HAKO NPOrHOCTUYECKAsA 3HAYMMOCTb MHAYKLUMK KT nnmn G B HacTosLLee Bpema He onpeaeseHa.

- BHyTpucepgeyHoe 3PN He peKkomeHayeTcs ana crtpatuduraumm pucka BCC y nauymeHtoB ¢ CYUQT
(cMHppOMOM yKOopoueHHoro uHTepeana QT) n Npu KaTexonamuHepruyeckon nonumopdHon KT [26, 47, 48].

EOK Il (YYP C, ¥4 5).

KommeHTapuin. Ob6bem LEHHOW AWarHOCTMYECKOW MWHPopMaLMn, NOAy4YeHHON C nomouwpbio DU,
CYLLECTBEHHO BapbMpyeTca B 3aBUCMMOCTM OT TUMA U TAMKECTU OCHOBHOro 3aboneBaHuA cepaua, HaAnums Uam
OTCYTCTBMA CNOHTaHHOW T, MPUHMMAEMbIX /IeKapCTBEHHbIX MPEenapaToB, MPOTOKOAA CTUMYAAUMU U obnacTu
cTuMynsauMu. Hambonblias 4acToTa WMHAYKUMM M BOCMPOM3BOAMMOCTb METOAa OTMEYEHa Yy MNaLMeHTOoB,
nepeHecwux MHGapKT M1MoKapaa. JuarHocTnyeckas MHPOPMATUBHOCTb OT/IMYAETCA B PasHbIX rpynnax NnauMeHToB
N 0BbIYHO AOBOJILHO Mana NPV OTCYTCTBUM CTPYKTYPHOM MATO/MOMMKU cepAua U nameHeHuit Ha KT [48] v yacTo
OAeT NOXHOoOTpULUaTeNbHbIE pe3ynbTaThl [49]. Y nauMeHToB ¢ HOpMasabHOM GyHKumen JIK 1 6e3 CTpyKTypHOM
natosnorum cepaua 3PN mokeT cnpoBoLMPOBaTb Hecneunduyeckyo TaxmapuTMuio.

MpoBoKauuoHHbIe NPobbl B guarHoctuke XKTA

AKTMBHaA opTocTaTuyeckas npoba. OueHKa AWHaMWMKKM MHTepBana QT npu pernctpaumm Kl B xoae
opTOCTAaTMYECKON NPobbl 06/1343eT AMArHOCTUYECKOM 3HAUYMMOCTbIO, MO3BOIAA B PALE C/NYYaeB BbIABUTL /UL,
60nbHbIX CYUQT. Mocne nepexona B BEPTUKAZIbHOE MOJIOKEHNE OTMEYAETCA YMEPEHHOE YBEIMYEHME YaCTOTbl
CUHYCOBOrO PUTMA, NPU 3TOM Y 34,0PO0BbIX NALMEHTOB AAUTENBHOCTL MHTepBana QT ymeHblUaeTcs, a Y 60bHbIX
CYNQT (ocobeHHO 2-ro Tuna) NpPoAO/IKUTENbHOCTb MHTepBasna QT yMeHbLUaeTcA MeHee CYLeCTBEHHO, He
NU3MEHAETCA AN YBENNYMBAETCA. YAMHEHNE KOPpUIMpoBaHHOro nHTepsana QT (QTc) B opToctase bonee 499 -
500 mc aBnsieTcA 0AHMM U3 AnarHoCTUYeCKMX KpuTtepues [572, 573].

Mpoba c p[03MpoBaHHOW GM3MUYECKOM Harpyskom Ha BefiospromeTrpe uau Tpeamune. Haubonee
MHPOPMATMBHA OLEHKa ANMTENbHOCTM MHTepBana QT B nepuos BoCcCTaHOBAEHUA. AanTenbHOCTb MHTepBana QTc
> 445 mc B KOHUE nepuoaa BOCCTaHOB/IeHMA (cnycTAa 4 MUHYTbl NOC/e OKOHYaHMA Harpysku) xapakTepHa ans
6onbHbiXx CYNQT 1-ro u 2-ro Tmunos. Mpu 3TomM anuTtenbHocTb MHTepBana QTc < 460 mc B Hayane nepuoja
BOCCTaHOB/IEHUA NO3BOASAET OTANUYUTL 60bHbIX CYWNQT 2-ro Tmna ot 60sbHbIX CYUQT 1-ro Tna. Tak:Ke BenMunHa
WHTepBana QTc = 480 MC Ha 4-if MUHYTe BOCCTAaHOBNEHUA MOCNE CTPECC-TECTa MOMKET CYUMTATbCA OAHUM U3
KpUTEPUEB AMArHOCTUKKM BpoxKaeHHoro CYUQT (KpuTepuid, MO 3HAYMMOCTM COMOCTaBUMbIA C Ha/MuMEM
anbTepHaumm 3ybua T) [574].



dapmaKonornyeckmne npoBoKaLMoHHbIE NPobbi:

Mpoba c anuHedpmHom. MNo3BonseT BbiABUTL 6obHbIX CYUQT1, nockonbKy npu aTon dopme 3abonesaHumA
npu nposeaeHnn MHPy3nm annHedpmHa OTMeYaeTCcA NapafoKCcaNbHOe yBeMYEeHNE AANTENBbHOCTU MHTepBana QT.
Mpoba pacueHMBaeTCA Kak MONOXKUTENbHaA NPU yBeANYEHUU AAnTenbHOCTU uHTepBana QT > 30 mc Ha ¢oHe
UHOY3MKM snuHedpuHa B gJo3e A0 0,1 MKr/kr B8 muH. CrnegyeT OTMETUTb, YTO MPaBWIbHOE W3MepeHue
aavtenbHoctu QT Ha ¢oHe MHPY3MKM annHedPpMHA 4YacTo 3aTPYAHEHO U3MeHeHuaAMU mopdonormm 3ybuos T,
0CODOEHHO ecnM Npu 3TOM PErucTpUpYyOTCA BbICOKOAMNAUTygHble BoAHbl U. ConyTctBytowmin npvem beta-
anpeHObNOKATOPOB CHUMKAET AMArHOCTUYECKYHD 3HAYMMOCTb Npobbl. Cpean HexkenaTenbHblX Peakuuii,
BO3HMKAOWMX Ha ¢oHe WHOYy3nM 3nuHedpuHa, HEOBXO4MMO YMNOMAHYTb APTEPUANIbHYIO TUMNEPTEH3UID WU
MHAYKUMIO OMACHbIX 41 }KU3HWU HapyLeHUA pUTMa.

Mpoba ¢ #HTpudocageHnHom. [Ana 6onbHbix CYUQT XapaKTepHO YyBeAWYEeHME MPOAOIKUTENbHOCTH
nmHTepsanos QT > 410 mc n QTc > 490 mc, perucTpupyemoe BO BpeMA MMHUMANbHOW 4acTOTbl CEPAEYHbIX
COKpaLLeHU Npu MHAYUMpoBaHHOW HTpudocageHMHoM bpaamkapauu. B HacTosAwee Bpema AMarHOCTMYecKan
3HAYMMOCTb AaHHOM NPObbl U3yYyeHa Ha OFPaHMYEHHOM KOJIMYECTBE NaLMEHTOB C FeHETUYECKU NOATBEPKAEHHbBIM
CYNQT, nosTomy WHTepnpeTauma MOJYYEHHbIX B XOA4E WCCNenoBaHWA pPe3ynbTaToB TpebyeT OCTOPOMKHOCTM.
CYUNQT cnepyet guddepeHLMpoBaTb OT APYrMX BO3MOMKHbIX MPUYMH CUHKOMAJIbHBIX COCTOAHWMI, Yy4MTbIBaAA
OTHOCUTENbHO MONI0A,0M BO3PACT 6ObHbIX, NPEXKAe BCEro, OT aNWUAencum 1 Ba3o-BarasbHbix 0OMOPOKOB, a TaKkKe
OT A PYrMX BPOXKAEHHbIX XKENYA0UYKOBbIX HAPYLLEHUI pUTMa cepaLa.

2.5. UHble anarHocTtuyeckue nccnesosaHuna

MeTopabl moneKynapHo-reHeTuyeckon n [JHK-guarHoctmku

- MpoBeseHMe KOMNIEKCHOTO FeHEeTUYECKOTO aHaIn3a Ha BbIABNIEHWE BO3MOXHbIX MyTaumin B reHax KCNQ1,
KCNH2 wn SCN5A (CYUQT 1, 2 u 3-ro TMnoB - Haubonee pacnpocTpaHeHHble ¢opmMbl 3aboneBaHusA)
PEKOMEHA0BAHO BCEM MNALMEHTAM, UMEIOWMUM KAMHMYecKne npossaeHna CYUQT, OTAroweHHbli cemMenHbli
aHamHe3 W yaanHeHue wuHTepsana QTc, 3apernctpupoBaHHoe Ha JSKI B Mokoe wan npu nposefeHUU
NPOBOKALMOHHBIX ANAarHOCTUYECKUX Npob, a TaKKe BCemM MaLMeHTaM, He MMEKLWMM XapakTepHbix ana CYUQT
KINHNYECKMX CMMNTOMOB, Npu pernctpaummn Ha KT yonmHeHna nHtepsana QTc > 500 mc npu oTCyTCTBMKN ApPYrUx
BO3MOXHbIX MPUYKNH yanMHeHUa nHtepsana QT [50, 51, 52].

EOK 1A (YYPC, Y44 5).

KommeHTapuii. MeToabl MONEKYNAPHO-TEHETUYECKOW AMArHOCTUKM MMeloT 60/blioe  3HayYeHue B
AvarHoctvke CYUQT v onpeaeneHun nporHosa nauuveHToB. MNpu npoBegeHWM KOMMNEKCHbIX FeHEeTUYECKUX
aHa/NM30B MyTauMM ypaetca O6HApYyXWTb NpubAM3UTEeNbHO Yy 75% nNauueHTOB, MO3TOMY OTPULATENbHbIN
pesy/nbTaT reHETUYECKOTO aHaNn3a He No3BOAAET NOJIHOCTLIO UCKAUYNTL guardos CYUQT.

- MpoBeaeHMe KOMMNIEKCHOTO FeHeTUYECKOro aHan3a Ha BbiABIEHWE BO3MOXKHbIX MyTaumi B reHax KCNQ1,
KCNH2 n SCN5A pekomeHA,0BaHO NauMeHTam, He UMEOLWNM XapaKTepHbix CYUQT-cumnTomoB, Npu peructpaumm
Ha Kl yganHeHua nHtepsana QTc > 480 mc Npy OTCYTCTBUM APYTrMX BO3MOMKHbIX NPUYNH YAJMHEHNA MHTEPBaa
QT [50, 51, 52].

EOK I A (YYP C, YA/, 5).

- B cnyyae obHapyKeHuAa y naumeHta ¢ CYUQT reHeTMyeckon myTauuum nNpu npoBeAeHUN CKPUHUHIA,
HanpaB/fIEHHOrO Ha BbIIBIEHWE 3TOW MyTalUMWU, PEKOMEHAO0BAaHO BCEM O/M3KMM POACTBEHHMKAM, Aa*Ke Npwu
OTCYTCTBUM Y HUX XapaKTePHbIX 414 3TOro 3a60neBaHUA KIMHUYECKMX NPOABAEHNI U n3meHeHul KT ans oueHKu
MHAMBMAYANbHOIO NporHosa [51].

EOK Ila B (YYP C, VA4, 5).

KOMMEHTapMVI. MeTogpbl MOHEKy/’IHpHO-FEHETMHeCKOﬁ ANArHOCTUKN  TaKXKe peKomMmeHAoBaHbl ANA
OMArHOCTMKM cnHapoma bpyraga, ogHaKO reHeTUyecKMe MyTaumu y naumeHTa ynaeTca O6HaPY)KMTb Nwb



npubnamsmtensHo B 30% cnayyaeB (reH OCHOBHOW cybbeaMHWULbl HaTpueBbix KaHanos SCN5A), nostomy
OTpuUATEe/IbHbIA pPe3ynbTaT reHeTUYECKOro aHa/n3a He Mo3BOJAeT MOJHOCTbIO UCKIYUTL AMAarHo3 cMHApoma
Bpyraga. B cnyyae obHapyXeHua y naumeHTa C CMHApPOMOM bpyraga reHeTM4eckom myTauum npoBedeHue
CKPWHMHTA, HanpaB/AEHHOro Ha BbIIBIEHME 3TOW MyTaLMW, PEKOMEHAO0BAHO BCeM OIM3KUM POACTBEHHUKAM,
AaXKe MPu OTCYTCTBMU Y HUX XapaKTePHbIX ANA 3Toro 3abonesaHms nameHeHuin JKr.

- MpoBegeHMEe MONEKYIAPHO-TEHETUYECKUX UCCAeA0BaHUM aMuam, umerowmm IKIM-nsmeHeHusa 2-ro un 3-ro
TMMNOB CMHAPOMa bpyraga, Npu OTCYTCTBUM Y HUX KNAMHUYECKUX NPOABAEHUI U oTAroweHHoro no BCC cemeliHoro
aHaMHes3a B HacToslee BpemMs He pekomeHaoBaHo [50, 51, 52].

EOK 11l C (YYP C, YA, 5).

- MpoBeneHne MONEKYNAPHO-TEHETUYECKOTO UCCNe0BaHUA Ha OOHapyeHWe myTaumit B reHax RyR2 u
CASQ2 peKOMeHO0BaHO BCeM MaUMeHTaM C KaTexosamuHepruuyeckoi noaumopdHor KT M naumeHTam,
KAMHUYECKMEe NPOosBJAEHMA KOTOPbIX C 60/blION BEPOATHOCTbIO MOryT ObiTb 06yC/OBAEHbI 3TUM 3aboieBaHMEM,
0COH6EHHO NPU OTATOLWEHHOM CEMEMHOM aHamMHese A4na cTpaTuduKaumm pucka [50, 51, 52].

EOK I C(YYPC,Y¥OA 5).

- B cnyyae obHapyXeHMAa y nauMeHTa NaTOrHOMOHWMYHOWM FeHEeTMYEeCKOM MyTauuu Npu MOJSIEKYNApPHO-
reHeTMYeCcKoOM MccnefoBaHWW, HanpaBNEeHHOM Ha BbiiBieHWE 3TOW MyTauuu, BCem B/IM3KUM pOoACTBEHHMKaM
nauMeHTa PeKomMeHA0BaHO NPOBEAEHME MOJIEKYAAPHO-TEHETUYECKOTO CKPUHUHIA, AaXKe NPU OTCYTCTBUM Y HUX
KAMHUYECKUX nposBaeHnin 3abonesaHuns [50, 51, 52].

EOKIC(YYPC,YAA5).

- MNauneHTam c CMHAPOMOM KOPOTKOro WHTepBana QT pekomeHAO0BaHO MNPOBeAEHWEe KOMMJIEKCHOro
MOJIEKYNIAPHO-TEHETUYECKOrO CKPUHUHIA (BbliBAEeHWE Hambonee yacTbix MyTauuii B reHax KCNH2, KCNQ1 u
KCNJ2) gns BbisBNEHUS NepcoHanbHbIX puckos [50, 51, 52].

EOKIC(YYPC,¥OA5).
KommeHTapuit. CneflyeT yunTbiBaTb HU3KYIO YYBCTBUTE/IbHOCTb METOAOB B AMArHOCTUKe 3aboneBaHus.

- B cnyyae obHapyKeHus y nauMeHTa NaTOrHOMOHWUYHOM reHeTuYeckon mytaumm B reHax DSC2, DSG2, DSP,
JUP, PKP2 n TMEM43 npoBeAeHne CKPUHUHIA, HanpaB/IEHHOIo Ha BbiABNEHME 3TOM MyTaLMKn, PEKOMEHA0BAHO
BCEM B/IM3KMM POLACTBEHHUKAM, AaKe NP OTCYTCTBUM Y HUX KAMHUYECKUX NposBaeHuni 3abonesanuna [50, 51, 52].

EOKIC(YYPC,¥OA5).

- NpoBeaeHne KOMMNIEKCHOTO WU LLE/IEBOrO FEHETUYECKOrO CKPUHWHIA Ha BbiAB/AeHMe Haubonee 4acTbIX
myTaumm B reHax DSC2, DSG2, DSP, JUP, PKP2 u TMEM43 peKomeHA0BaHO BCEM NaUMEHTaM NPU NOA03PEHUN Ha
AKMX [50, 51, 52].

EOK lla C (YYP C,¥OA 5).

- MNpoBeaeHMe KOMMNIEKCHOTO WN LENeBOro reHeTUYECKOro CKPUHMHIA Ha BblfiB/eHMe Hanbonee YacTbIxX
MyTaumn B reHax DSC2, DSG2, DSP, JUP, PKP2 n TMEMA43 He peKkomeHA0BaHO NpW HMU3KOM BepoAaTHOCTM AKIMTK
(Hanuume ToNbKO OAHOrO Manoro AMarHocTMYeckoro Kputepus) [50, 51, 52].

EOK 111 C (YYP C, VA4, 5).

MaTonoroaHaToMMYecKoe MUCCef0BaHME U MONEKYNAPHO-TEHETUUECKUIA aHa/u3 Yy JKepTB BHe3amnHou
cepAaeyvyHon cmepTu

- AyToncus pekomeHAo0BaHa 419 YCTaHOBAEHUA NPUYMH BHE3AMHOM CMEPTU U BbIACHEHUA GpaKTOB, ABAAETCA
nm BCC cneactBmem HapyLLeHUiA pUTMa UAK APYITMX MEXaHU3MOB (K Npumepy, pa3pbiB aHeBpm3mbl aopTbl) [51, 52,



53].
EOK IC (YYP C, YA/ 5).

- HesaBMCMMO OT CpPOKOB MpoBeAeHMA ayTOMCUMM Hapsay C MaTo/Ior0aHaTOMMYECKUMM UcCaeaoBaHUEM
PEKOMEHA0BaHO BbIMOJIHEHWE MaTO/I0r0aHAaTOMMYECKOro MUCCefoBaHUA  B6MONCcUinHOro (onepauMoHHOro)
maTepuana cepgua, BK/OYAs UCCNegoBaHWME MedeHblX 6/710KOB MonepeyHbiX CPes3oB MUOoKapaa o0boux
enyao4kos, 061aaatolWmx 4OCTaTOYHOM penpe3eHTaTnBHocTblo [51, 52, 53].

EOK IC (YYP C, ¥AA4 5).

- NocmepTHOE uMccneaoBaHMe 06pa3LoB KPOBU U APYrUX BUONOTMYECKMX KUAKOCTEN ANA NpoBeAeHUs
TOKCMKO/NIOTMYECKOM U MONEKYNAPHO-TEHETUYECKOW  3JKCNepTu3bl PEKOMEHAO0BAaHO BO BCeX  CAyyasax
HeobbsicHumol BCC [51, 52, 53].

EOK IC (YYP C, ¥AA4 5).

- [locMepTHbIN  MONIEKYNAPHO-TEHETUYECKUIA aHanAn3  ANA  BO3MOXMHOW  WUAEHTUPUKAUMM  TEHOB,
NOTEHLUMANbHO aCCOLUMPOBAHHBIX C Pa3BUTUEM BPOXKAEHHOW NAaTONOMMKN cepaLa, CaeyeT paccMaTpuBaTh Y BCeX
*epT1B BCC, a4na KOTOpbIX BEPOATHO HaMYMe KaHaNonNaT1i UnuK Kapgmomumonatui [52, 53, 54].

EOK llaC (YYP C, YAA 5).
3. leyeHune

3.1. /leyeHne OCHOBHOrO 3a60n1eBaHUA cepALia U NnepBUYHaAA NPoPUNAKTMKA BHE3ANHOI cMmepTH

Ba*KHEMLWMM yCIOBUEM YCMELHOTO JIeYEHMA HKenyaouKoBbIX aputmuii (FKA) n npeaoTBpaLLeHns BHe3anHou
cepgeyHon cmeptn (BCC) sBnaetca apdeKTMBHOE le4eHMe OCHOBHOro 3abosieBaHMA cepgla U COMyTCTBYHOLLMX
3aboneBaHnin. UBC aBnaeTcs OCHOBHOW naTonoruen cepaua, asastowenca npuumHon HKTA n BCC. JleyeHue
OCHOBHOro 3aboneBaHus, ABASOWEroca NPUYMHON BO3HUKHOBeHMA MTA m BCC, A0MKHO OCyLecTBAATbCA B
COOTBETCTBUU € AencTByOWMMK KP no paccmaTpusaemMbiM 3a601eBaHUAM/COCTOAHUAM.

JNleuenne UBC

OCTpbIit KOPOHAPHDbI CMHAPOM M OCTPbIN MHPAPKT MMOKapaa

YactoTa A npu OKC Ha rocnutanbHOM 3Tane B NocneaHue gecaTuaeTus CHU3MAach, raBHbIM 06pa3om 3a
CYeT paHHEelN U aKTUBHOWM PeBACKyIApPM3aLMN U CBOEBPEMEHHOM aeKBaTHOM dapmakoTepanmMn. Tem He MeHee, Y
6% nauuneHTtoB ¢ OKC B nepsble 48 4acoB C MOMEHTA MOABAEHMA CMMMNTOMOB PA3BMBAKOTCA *KeNyAOYKOBbIE
Taxukapguu (KT) nnn dpmbpunnaums xenyaoukos (PHK), yalle Bcero Ao unun Bo Bpemsa penepdysunun. YcTpaHeHu o
A B 3TOM CUTyaumm CcnNocobCTBYIOT ObICTpas M MNOMHAA PEeBaCKy/NaApM3aUMA KOPOHApHbIX apTepui,
HedapmMaKonorMyeckne BmellaTenbCTea (Kapanosepcus, aebmnbpunnauma, CTUMynaLMa 1 KateTepHana abnauma) u
dapmaKoTepanua (aHTMapPUTMUYECKME U ApyrMe npenapaTsl) [55, 56, 57, 58].

Echn Ha 3Kl go wam cpasy nocsie peaHUMaUMOHHbIX MEPONPUATUI OTMedYaeTca nogbem cermeHTta ST,
HeobxoaMma 3KCTPeHHaa aHruorpadms M peBackynspusaums, Kak U Bcem nauymeHtam ¢ UM c noabemom
cermeHTa ST [59]. OagHako gaxke Npu OTCYTCTBMU NoAbema cermeHTa ST BNO/HE BO3MOMKHO OBCTPYKTUBHOE MU
AarKe TpombOTMUYECKOe MoparkeHne MHGaPKT-accoLMMPOBAHHOMW KOPOHaApHOM apTepun, 4To oTmedaeTca B 25 -
85% cnyuyaes [59, 60]. YunTbiBan BbICOKYIO pacnpoCTPaHEHHOCTb OKKNO3UIA KOPOHAPHbIX apTepuii 1 BO3MOXKHbIe
CNOXKHOCTM MHTepnpeTaummn KM nocne OCTaHOBKU cepAua, ciedyeT PacCMOTPETb BbIMOJIHEHUE KOPOHapHOWM
aHruorpaduun BCcem naumeHTam, NepexKMBLLIMM OCTaHOBKY cepAla BHe CTeH ne4ebHoro yuypexaeHusn, cpasy nocne
NoCTyN/IeHMA B NPUEMHbIV MOKOW UAWN OTAEeNIeHUE UHTEHCUBHOW Tepanuu A1A UCKAIOUYEHUA HeCEPAeUYHbIX NPUUUNH
OCTaHOBKM cepaua [61].

B cnyyae OKC v NOBTOPHOM CTOMKOW W/MAN reMmoaNHaMUYECKM 3HaYnMmon KT nam OX 6bicTpas n ycnewHas



peBaCKyaApM3aLUMA MMEET K/4YeBOE 3HauyeHue ANA NPOPUAAKTUKM nocneaylowmx apuTMnii 1M O0JXKHA
BbINONHATLCA 6€3 npomeaneHus [55, 56, 57].

- Onsa Bcex mayMeHToB € HONAMM 33 FPYAMHON PEKOMEHAYETCA COKPALLATb BPeMA MeXKAY NOoABAEHUEM
CMMNTOMOB M NEPBbIM KOHTAaKTOM C BPa4OM, a TaKXe OT NepBOro KOHTaKTa ¢ Bpayom A0 penepodysuun [26, 27, 43,
45, 62, 63].

EOK I A (YYP A, YA/, 1).

KommeHTapuii. PekomeHayeTcA obyyeHue M Haffexallee oOcHalleHue 6purag cKopoit momowm ans
AnarHoctukn OKC (npu HeobXxoAMMOCTH € Ucnosib3oBaHnem obopyaosaHua ana sanuck KM u/mam tenemetpumn),
a TaKXe ANA NpefoTBPaLLEeHUA OCTaHOBKMU cepAua C MOMOLLbD OCHOBHbIX PEaHMMALMOHHbIX MEPONPUATUR K
aednbpunnaumm [64].

- Mpu pasBUTUM KAMHUYECKOM CMEPTM PEKOMEHAYEeTCS BbIMOJIHATbL OCHOBHbIE W AOMNOJHUTE/IbHblE
peaHUMaLMOHHbIE MEepPONpPUATUA B COOTBETCTBUM C anropuTmamu, paspabortaHHbimu EBponeitckum (ERC) u
HaunoHanbHbIM coBeTom no peaHumaumu (HCP) [26, 27, 43, 45, 62, 65].

EOK I B (YYP B, Y44 2).

- DKCTpeHHas KopoHaporpadus, NpmM HeOHBXOAMMOCTU C peBacKynspmu3aLmelt, peKkoMeH40BaHa NaLMeHTam C
noBTOPHbIMK 3nmn3oaamm KT nnm O, Korga He yaaeTca UCKAIYUTL MWEMUI0 MUOKapaa [27, 62, 66].

EOKIC(YYPC,YAA5).

- Mpn UM c nogbemom cermeHTa ST peKoMeHAyeTcs IKCTPeHHas penepdysus AN YMeHbLUeHUs
MLIEMMYECKOro NOBPEXAEHUS N 3IEKTPUYECKOM HecTabuabHOCTN MUOKapaa [68, 69, 70].

EOK 1A (YYPA,YAOA 2).

- NaumeHTam ¢ UM 6e3 nogbema cermeHTa ST U3 rpynnbl BbICOKOrO PUCKa, B TOM YMUCNE C YrPOXKaoWmumm
XU3HU KA, pekomeHayeTcs KopoHapHaa aHrMorpadusa v npyv HeobXoAMMOCTM KOpPOHapHasA aHrMonnacTMka B
TedyeHMe 2 Y nocne nocTynieHUs ANA YMeHbLEeHUA WILIEeMMYECKOro MOBPEXAEHUA U 3/1eKTpUYecKoi
HecTabunbHOCTU MUOKapaa [55, 56].

EOKIC(YYPC,¥OA5).

- Ona ycTpaHeHuA vwemunm MUoKapga, KOTopaa MOXKEeT MPUCYTCTBOBAaTb Y NaUWEHTOB C MOBTOPHbIMMU
anuzogamu KT unu OXK, peKomeHayeTcs SKCTPEHHAs PeBacKyAapM3aumnsa KoOpoHapHbIx apTepuit [55, 56, 59, 60].

EOKIC(YYPC,Y¥OA 4).

- NocTtynneHne B oTaeneHne MHTEHCUMBHOM Tepanuu PeKOMEHZO0BAHO A/1A NaUUEeHTOB, BbIXKMBLUMX Mocae
OCTAHOBKM CepAaua BHe CTeH n1e4ebHOro yyperkaeHWs W HaxogAWMXCA B KOMATO3HOM COCTOAHMM, 6e3
aneKkTpokapanorpadpuyeckmx npmsHakos MM c nogbemom cermeHTta ST Ha IKI nocne peaHumaumm [27, 59, 60,
62].

EOK llaB (YYP C, VA4, 5).

- Y NauMeHTOoB, BbIXKMBLUMX NOC/NE OCTAaHOBKM CepAla BHE CTeH /Ie4ebHOro yupexaeHmsa U Haxoaawmxca B
KOMAaTO3HOM COCTOAHWW, NPW OTCYTCTBMM AaHHbIX 338 HEKOPOHApHble MNPWYMHBI PEKOMEHAO0BAHO CPOYHOE
BbIMOAHEHUE (< 2 4) KOpPOHapPHOW aHrMorpadpun, ocobeHHO Yy NaLMEHTOB C HecTabuabHOM remoanHamuKkon [59,
60, 71].

EOK IlaB (YYP B, YA/, 2).

KommeHTapuit. OcTpana Mwemus ABNAETCA MPUUYMHON INEKTPUYECKOW HecTabuAbHOCTM M npoBouMpyeT



BO3HMKHOBeHMe XA npu OKC [72]. Ana ymeHblweHus sepoaTHocTH HKT/PX npn OKC pekomeHayeTcA Ha3HaveHue
beTa-agpeHobsiokaTopoB B paHHem nepuoge [73, 74]. B HeKOTOpbIX CAyyYasax nomoraeT KomneHcauusa
rMnomMmarHmemMmm u runokaamemmun. CTaTUHbl yMEHbLIAT CMepPTHOCTb cpeam naumeHTos ¢ MBC, rnaBHbim ob6pasom
33 CYeT NpeLoTBPALLEHUA NOBTOPHbIX KOPOHAPHbIX COBLITUN, N ABAAIOTCA YAaCTblO CTAaHAAPTHOIO JIeYeHUs TaKMX
naumneHTos [56, 57]. Bo3HUKHOBEHWE GUBPUNNALMMK KeNyaoYKOB B paHHeM nepuoge (T. e. B TeyeHue 48 yacos)
npu OKC conpoBoXAaeTcsa NATUKPATHbIM NMOBbILEHMEM PUCKA FOCMUTA/IbHOW CMepTHOCTH [75].

Crpatudukauma pucKka BHe3anHoi cepaeyHoOM cMepTy B ocTpbit nepuopg, (nepsbie 10 aHeil) nHudapkra
MUHOKapaa

BONbLWWHCTBO MCCNenoBaHMn, B KOTOPbIX OUEHMBAAW LenecoobpasHOCTb HEMHBA3MBHbLIX Cnocobos
CTpaTUdMKaLUMU PUCKA, NPOBOAUANCH Ha MaUMEHTaX C BblpaKeHHbIM CHuXeHnem OB (< 40%) wam B
CMeLlaHHbIX rpynnax. PesynbTaTbl gns naumeHToB ¢ OB/1IK > 40% nnbo He coobanmcb, iMH6O NoAarpynnbl TakKMx
NauMEHTOB OblJIM HAaCTONbKO Masibl, YTO He NO3BOJAN BbINOAHUTL LOCTOBEPHbIM aHa/NM3 U UHTEPNPETUPOBaTb
NnoJlyYeHHble AaHHble. B HacTOAWMMA MOMEHT HeT A0CTaTOMHO cneundUYHbIX U YYBCTBUTENbHbIX HEMHBA3UBHbIX
METOLO0B CTpaTUdMKaLMM pUCKa Yy NauMeHToB, nepeHecwnx UM u umernowmx HopmanbHyto OBJIK. Ectb
OrpaHUYeHHble [AaHHble, MOJIyY4eHHble B MOArpynnax 60/blUMX WCCAef0BaHWMIA, 4YTO NpPOrpammupyemas
KEeNyA04YKOBAA CTUMYAALMNA MOXKET NPUMEHATLCA ANA cTpaTudmKaumm pucka nocne UM y naumeHTOB co cpeaHel
®BTK mam OB > 40% [76, 77, 78]. ITOT MeToh Celyac OLEHMBAIOT B pPaMKax NpPOAO/iKaloLlierocs
nccnepoBaHusa PRESERVE-EF no ctpatudumKaumm pncka y naumMeHToB ¢ coxpaHHoi OBJIK.

- HenHBasMBHblEe MeToAbl (Hanpumep, oLeHKa anbTepHauun 3ybua T, ANCHYHKLMM BEreTaTMBHOM CUCTEMDI
WUAWN cUrHan-ycpeaHeHHol JKI) He pekoMeHAyTCa Ana cTpaTuduKaLmMm pyucKa B paHHU nepuog nocne UM [79,
80].

EOK IIB (YYP C, Y44 4).

- PaHHsA (80 BbINMCKK) oueHKa PB/TK pekomeHA0BaHa BCcem NaLMeHTam, nepeHecwnm octpbiit UM [27, 62,
66, 81, 572]

EOK 1B (YYP A, ¥YAA 2).

- Mpw cHUKeHHOM dpaKumMK BbIBpOCca NeBoro Xenyaouka (MeHee 35%) pekomeHayeTcA NOBTOPHAaA OLEHKa
yepes 6 - 12 Hegmenb nocne UM c uenbio onpeaeneHns HeobXoAMMOCTU MMNAAHTaLUUKU KapauoBepTepa-
aedubpunnatopa (MKO***) gns nepsmuHoi npodunaktukm BCC [27, 62, 79, 80].

EOK IC (YYP C, ¥4 5).

KommeHTapuii. B ocobbix cnyvasx, Hanpumep, NPW HEMoJIHOM pPeBacKyAapM3aumuKn, npesecTByoLLeM
HapyweHun GBI 1 noasneHUM aputmmum cnycta 48 yacos oT pa3sutma OKC, MOXKHO paccMOTpeTb paHHioto (< 40
OHen) ycraHoBrky WKO*** wunm BpemeHHoe (< 40 pAHelt) NpMMEHEHME HOCUMMOrO KapAuoBepTepa-
aednbpunnatopa. Mpu aTom cneayet yunTbiBaTb TMN KA (MoHOMOpPdHanA, noanmopdHas, nneomopdHas KT nam
®}K), a TakKe aamHy umkna KT (HECTOMKME KOPOTKUE LMKAbI U HECTOMKUE AJIMHHbBIE UMKAbI). Ecan BbinoaHAETCA
nporpaMmmupyeman CTUMyAAUMA, AOMONHUTENbHO OLEHMBAIOT WHAYKUMIO M TUM WHAYLMPYEMOW apuUTMUU
(moHomopdHasa KT, nonumopdHas KT, ®HK) [58, 81, 82].

- PeBackynapursauma KOpoHapHbIX apTepuii peKoMmeHayeTcsa Ans CHMKeHua pucka BCC y naumeHToB ¢ XK un
npeaLwecTByOWUMU e NPpM3HaKaMK ULWLEMMU MUOKapaa [27, 62, 83, 84].

EOK IB (YYP C, YA/ 4).

AHeBpuaMa neBOro Xenyaoudka. WMwemwuyeckaa Kapaumomumonatua. XpoOHUYeCKaa cepaedHas
HeAo0CTaTO4YHOCTb

YactoTa pa3BuTHA 1 TAXKeCTb KA BO3pacTatoT N0 mepe yTaXKeNneHumsa CH, ogHako NPOrHoCcTn4yeckoe 3HavyeHne
WA pgnAa OueHKM pucka BHE3anHoM CMepT MNOKa HeACHO. OnTMmanbHaa MeanKamMeHTO3HaA Tepanua



UHrMbuTOopamm AMN® (Man aHrnoteHsmHa Il aHTAaroHUCTamMM NMpU HenepeHoCMMOCTU WHIMbutopos Al®), beta-
appeHobN0KaTOpaMM MAM aHTAFOHUCTAMM anbAOCTEPOHA peKoMeHAoBaHa naumeHtam ¢ CH u cuctonmnyeckoi
anchyHKLMen neBoro xenyaouka (PB/IK < 35 - 40%) ana cHUXeHUs oblueil cmepTHOCTM U pucka BCC [85, 86,
87, 88].

- Xupypruueckasa PeKoHCTPYKUMa fieBoro »enygodka (XP/1XK) pekomeHgoBaHa naumeHtam ¢ XCH 1I/IV
dyHKUMOHanbHOro Knacca no  NYHA, 6osnbwoit aHespusamon JIXK, 6onbwmm Tpombom, 3num3ogamu
Tpomb603Mb60/IMN B aHaMHE3E U NPU YC/I0BUM, YTO aHEBPM3MA ABASETCA NPUYMHOM aputmmmn [89, 90, 91].

EOK lla (YYP A, YA, 2).

KommeHTapuin. Lenb XPJTK - ypaneHue pybuoBON TKAHWM NpuM MNOMOLWUM pe3eKuMU 3HAOKapaa W
SHOOBEHTPUKYNAPHON NAACTUKU C HOpManusaumen dopmbl U obbema JIK gns ynydweHns [UMacToONUYECKOM U
KOHLLEHTPUYECKOM CUCTONIMYECKON OYHKLWI, UCKAIOYEHWE 30Hbl PUEHTPW, YCTPAaHEHWE WILEMMM MUOKAPAa,
ncnpaeaeHne AnnaTalumm Kosbla MUTPasbHOro Knanaxa [89, 90].

3.2. JleyeHue KeNnyaouKoBbiX apuUTMMi U NPOPUNAKTUKA BHE3AMNHOM cepaeUyHoil cmepTu

MeauKkameHTO3HOE IeyeHune

an onpegeneHmn neyebHoro noaxoda y nauneHToB C XenyaodkoBbiMU apUTMUAMU OCHOBbLIBAKOTCA Ha
Haan4ymm mam oTcyctBnun CprKTypHOﬁ natonornun cepgua. I'Iepequb OCHOBHbIX aHTMAPUTMUNYECKUX NMPENAPATOB,
NOKa3aHMA K Ha3Ha4eHwuto, 003bl U no6oyHble 3¢¢EKTbI npueeneHbl B anI’IO)'KEHVIVI A3. Ux mncnonbsosaHue
BapbnpyeTCcA B 3aBUCUMOCTU OT 3a4a4 - KynnmpoBaHUe npucryna KT nau I'IpOd)VII'IaKTVI‘-IeCKOE Ha3Ha4dYeHwune.

MeAMKaMeHTO3HaA aHTMAPUTMHUYECKasA Tepanus XKeJlyA04YKOBOI IKTONMYECKO aKTUBHOCTU Y NAaLlMEHTOB
6e3 cTPyKTypHOI naTtonorumn cepaua/anchyHKUMmN NeBOro KeayaouKa

- Y naumeHtoB 6€3 CTPYKTypHOM nartonormm cepaua/ancdyHKUMM NeBoro  enyaouka  (J1XK)
Me[MKaMEHTO3HOE J/iIeYeHMe KeNYL0YKOBOM IKTOMUYECKOW aKTMBHOCTM HE PEKOMEHZO0BAHO, TaK KaK Yy 3TUX
NauMEeHTOB HMU3KUIN PUCK BHE3anHoM cepaedHon cmepTn (BCC) n He TpebyeTtcs ee npodunaktuka [103, 106, 576,
577].

EOK A (YYP A, Y04 1).

KommeHTapuit. B OTcyTCTBME CTPYKTYPHOM MaTo/forMK cepaua Tak HasblBaemasa ''mamonatmyeckas"
KENyAOUYKOBAsA IKTOMUYECKas aKTUBHOCTb MOXKeT OblTb npeacTtaBneHa B BMAE OAMHOYHOM, MapHOW
KeNyao4uKoBOM 3KcTpacuctonmm (H3), npoberkeKk KenypoukoBoin TaxuKkapauu (HKT), a TakKe aHanormyHbIX
NpoABAEHNIN KenyaoukosBoi napacuctonnun. C nosvumm pucka BCC naumeHTbl 6€3 CTPYKTYpHOM naTosorum
cepaua MmetoT 61aronpuATHLIN NPOrHO3 BHE 3aBMCMMOCTU OT BMAA XKENYAOYKOBOM SKTOMMYECKOW aKTUBHOCTY,
obuiero Konmyectsa KD B CyTKM U BeIMUMHbBI MHTepBana cuenneHus X3 [92, 93, 94, 95].

- Y naumeHToB 6€3 CTPYKTypHOW naTtonornm cepaua/amchyHkumm S nekapctBeHHoe neyeHue I
PEKOMEHA0BAHO B CAy4asX, KOr4a apuMTMUA COMPOBOMKAAETCA KAMHMYECKOM CMMNTOMATUMKON NMbo NpuUBOAUT K
Annatauumn noaocTel cepaua M CHUMKEHWMIO COKPaTMMOCTM MMoKapga JIXK Ha ¢doHe 4YacToi KenyLo4yKoBOWM
3KTOMMYECKOM aKTMBHOCTW, Npesblwatowen 15% oT obuwero KonmMyecTsa cepAeyHblX COKpPAWEHU B CYTKU MO
AaHHbIM MOHUTOPUPOBAHUSA INEKTpOoKapamorpammsl (3K no Xontepy (XMIKT) [92, 93, 94, 95, 96, 97, 98].

EOK IC (YYP A, YAZ, 3).

- [Nns NneyeHUs Kenyno4vYKOBOM IKTOMMYECKOM aKTMBHOCTM Y MaLMeHTOB 6e3 CTPYKTYpHOM naTosoruu
cepaua/gucdyHkumMm JIXK pekomeHOoBaHO HasHadeHue bGeTa-agpeHob/0KaTopoB, 670KAaTOPOB "MegeHHbIX"
KaNbUMEBBIX KAHa/IOB C NpAMbIM BAMAHMEM Ha cepaue (#Bepanamuna**), a TakKe aHTMAPUTMUYECKME
npenapatbl | u lll kKnaccos no Knaccudpukaumm E.M. Vaughan-Williams 8 mogndukaumm B.N. Singh n D.C. Harrison.
(cm. MPUNOXEHME B) [96, 97, 578, 579]



EOK I1aB (YYP C, YA/, 5).

KommeHTapuin. Haunbonee 3dpdeKTMBHbIMM cpeactBamu seveHns HKI ABAAIOTCA aHTUMAPUTMUYECKME
npenapatbl Ic  knacca (nponadeHoH**,  ANITUNAMUHONPONUOHUISTOKCUKAPOOHUNAMNUHOPEHOTUAZUH U
NannakoHUTMHa rMapobpommua**, a TakKe aHTMAapuUTMMyeckue npenapaTbl Il Knacca (cotanon** wu
ammnoaapoH**), MNepeyeHb NpPenapaToB, PEKOMEHA0BAHHbIX AN NeYEHUA KeNyA0UKOBbIX apUTMUIA, C YKa3aHUEM
MX CTaHOAPTHbIX TepaneBTUYECcKMX 403, npeactasneH B MTPUTOXKEHUN A3. [96, 98].

- Y nauueHTtoB 6e€3 CTPyKTypHOM naTtonorum cepaua/avcoyHkumm JIX  HanuMumMe napoKcM3moBs
MoHoMmopdHoM KT (namonaTuyeckoit MKT) He ysBennumsaer puck BCC n He TpebyeT ee meauMKaMeHTO3HOM
npodunaktnkm [94, 99, 100, 101, 102].

EOK IA (YYP A, VA 1).

KommeHTapuii. C nosmnumnmn pucka BCC B 6onblumMHCTBE CyyaeB naumeHTbl ¢ uanonatuyeckumm KT umetot
61aronpmMATHbIA  MNPOrHO3  KWM3HM, OAHAKO [JaHHble apUTMUMM MOTYT COMPOBOMAATHCA  BbIPAXKEHHbIMU
HapyLIEHUAMUN CUCTEMHOW TeMOANHAMMUKM (0BMOPOK, OTEK SIETKUX), @ NPU AJIUTE/IbHO NEPCUCTUPYIOLLLEM TEYEHUU
- NPUBOAUTL K NPOrpeccmpytolemMy CHUXEHUIO COKPAaTUMOCTU MUOKapaa 1 pasBUTUIO TaXMKapAMOMMONATUN. ITU
COCTOAIHUA MpPU OTCYTCTBUU 3OPEKTUBHOTO aHTUAPUTMUYECKOTO JIeYEeHUA MOTYT MPeACTaBAATb OMacHOCTb AAA
XM3HM NaUUeHTOoB.

- Mpy Hannuum KT y naumeHToB 6e3 CTPYKTYPHOW Matonormm cepgua Ana npodunakTUKKU MOBTOPHOrO
BO3HWKHOBEHMUSA YCTOMUUBBIX npucTynos PEKOMEHO0BaHO  HasHauyeHue 6eTa-aApeH0610KaTOPOB,
#Bepanamuna™**, a TakKe aHTMapuUTMmMYecknx npenapatos | v Il knacca [100, 101, 102, 103, 104, 580].

EOK llaB (YYP C, Y44 5).

KommeHTapuii. Bbibop npenapaTa 4nA aHTMAapUTMUYECKOW Tepanuu C Lenbto NpoduaakTMKM peumansos
KT foMKeH OCYLLEeCTBAATLCA C Y4ETOM UHAMBUAYAbHbBIX MPOBOLMPYIOLWMX GAKTOPOB U XapaKTEPHbIX ANA Pa3HbIX
dopm KT nsmeHenuin IKI. beta-agpeHobn0KaTOPbI ABAAKOTCA NpenapaTamu Bblbopa npu KT, npoBouupyemblix
dusnyeckoit Harpyskoin. [podunakTnueckmii npuem #sepanamuna** uLenecoobpaseH ana  neyeHus
HenapokcnamanoHoi KT M npeaynpexaeHMs NapoKCnamos GacuMKyNspHOM NeBOXKENYA0HKOBOW TaxMKapauu.
Hanbonee adpdpeKTUBHbIMM cpeacTBaMu MNpeaynpexaeHua peumansoB NapoKCM3manbHOW MoHoMopdHon KT
ABNAIOTCA aHTUApUTMUYecKme npenapatol | 1 Il Knacca. MNepeyeHb NpenapaToB, PEKOMEHAO0BAHHbIX ANA NeYeHns
KEeNyao4KOBbIX apUTMUN, C YKa3aHUEM UX CTAHOAPTHbIX TepaneBTUYEcKux 403, npegcrasneH B NMPUNOKEHUN
A3, Tabnumua A3.1[103, 104].

MeAMKaMeHTO3HaA aHTMAPUTMUYECKana Tepanua XKelyA04YKOBO IKTONMYECKO aKTUBHOCTU Y NAaLlMEHTOB
CO CTPYKTYPHOM naTtonorueit cepaua/ancyHkumeii 1eBoro Kenyaouka

- JlekapcTBeHHaa aHTMapuTMuyeckasa Tepanua (AAT) XD y naumMeHTOB CO CTPYKTYpHOM naTtosoruem
cepaua/ouchyHrumen I pekomeHgoBaHa B CAyyasX, KOrda apuTMMA COMPOBOXAAeTCA KANMHUYECKOW
CMMNTOMATUKOM MMBO NPMBOAUT K AMNaTalLMKU NONOCTEN cepala U CHUNKEHUIO COKPaTUMOCTU MUOKapaa /1K Ha
dOHE YacToM KeNyA04KOBOM IKTONMUYECKON aKTUBHOCTM, NpeBbiwatowein 15% oT 0bLuero KonnyecTea cepaeyHbIx
COKpalleHui B CyTKM no gaHHbim XMIKT [96, 120, 121, 581].

EOK IC (YYP C, YA/ 5).

- Mpn HanMuMKU KenyaouKoBOM SKTOMMYECKOM aKTUBHOCTM Y MAaLMEHTOB CO CTPYKTYPHOM naTtosiorvem
cepaua/aucdyHkumen JIXK nosbiweH puck BCC n pekomeHayeTcs nposeaeHMe aHTUapUTMUYECKOM Tepanun ans
ee npodunakTnkm [103, 104, 105, 106, 107, 108, 110, 111, 112,113, 115].

EOK IA (YYP A, YA, 1).

KommeHTapuit. Y MNauMeHTOB CO CTPYKTYpHOM natonorvein cepaua puck BCC 3aBUCMT OT xapaktepa
KeNyao4KOBOM IKTOMUYECKOW aKTMBHOCTM U BbIpaXKeHHOCTM AuchyHKumm JIXK. Hanmuve y naumeHToB cO



CTPYKTYPHbIM NopaskeHnem cepaua yacton I (bonee 10 I B yac), MHOXKeCTBEHHbIX GOPM Kesya04KOBOM
3KTOMMYECKOM aKTMBHOCTU (napHoi XD, npobexek MT) U/MAM CHUNKEHHOW COKpaTUTeNbHON ¢yHKuMKU JIHK
(3HaueHne ¢pakumm Bbibpoca (PB) /I meHee 40% no AaHHbIM 3xoKapauorpadpum (IXOKI)) conpaxkeHo c
noBblleHHbIM puckom BCC [105, 106, 107, 108, 109].

- OnAa nedyeHMA MNaUMEHTOB CO CTPYKTYPHbIM MOpa)keHuem Mwuokapaa/amcoyHkumen JIK, nmerowmx
NoBbIWEHHbIA puck BCC M HyXOaloWMXca B ee NepBUYHON MAN BTOPUYHON NPOdUAAKTUKE, PEKOMEHA0BAHO
Ha3Ha4YeHue npenapartos rpynnbl beTa-agpeHobokaTopos [105, 106, 107, 108, 109].

EOK IA (YYP A, YA/, 1).

KommeHTapuit. beTa-agpeHobnoKaTopbl (NpeanovTMTENbHO — cefleKTUBHble  HeTa-agpeHobnoKaTopbl)
[O/IKHbI Ha3HAYaTbCA C Y4ETOM NMPOTUBOMNOKA3aHWUIA K UX MPUMEHEHMIO U BO3MOKHbIX No60oYHbIX 3¢dekToB [110,
111,112,113, 114, 115, 116].

- [pumeHeHMe aHTUAPUTMMYECKOW Tepanuu (33 UCKIoYeHUem 6eTa-aapeHobnoKaTopoB) He
PEKOMEHA0BaHO AN CHUMKeHUA pucka BCC y nauMeHTOB CO CTPYKTYpPHOW natosiorneit cepaua/ancoyHkumen 1K
[117, 118, 119, 129, 130].

EOK A (YYP A, YAA 2).

KommeHTapuii. Ucnonb3oBaHWe aHTMAPUTMUYECKMX npenapaToB Ic knacca (610KaTopbl HaTpUeEBbIX
KaHanoB) u 6s0KaTopoB '"mMeaneHHbIX" KanbLMEBbIX KaHa/NoB Yy MalLMEHTOB CO CTPYKTYpPHOM naTosioruem
cepaua/puchdyHKkumenn JIK MOKeT NPUBOAUTL K YBEAMYEHUIO PUCKA BO3HUKHOBEHMA MU3HEYrpOXKatoLLMX
KEeNy[0UKOBbIX TaxuapuTmuii u BCC, a TaKKe NporpeccMpoBaHUI0 ABAEHUI cepaeyvyHOl HefoCTaTOYHOCTM; a
NpPUMeHeHWe aHTUapUTMUYecknx npenapaTos |l kKnacca (610KaTOpbl KaAIMEBbLIX KaHANOB) Yy TaKMUX NaLMEHTOB He
yAydwaeT ux nporHos [117, 118, 119].

- Y NauueHToB C MMMNIAHTUPOBAHHBIMU MEAULMHCKUMU U3LENNAMU ONA NPOBEAEHUA CepAeYHON
pecuHXpoHusupyowwein  Tepanun  (CPT), Hanpumep, 3SNEKTPOKAPANOCTUMYAATOPOM  UMMAAHTUPYEMBIM
PECUHXPOHU3UPYIOLLEN Tepanuu, KapanosepTepom-a4ednbpunnaTopom MMNAAHTUPYEMbIM AAA CepAevHOoM
PECUHXPOHM3MpPYIOLWEN Tepanun (aanee - umnnaHTupyemoe CPT-ycTpolcTBO) NpUMEHEHUe fieKapcTBeHHOW AAT
PEKOMEHA0BAHO AN MoAaBneHMsa 4Yactor K3 B cayyasax, Korga OHa MNPMBOAUT K CHUMKEHWIO MNPOUEHTA
HaBA3aHHOro GUBEHTPUKYIAPHOIO PUTMA HUMKE PEKOMEHA0BAHHOro ypoBHA [117, 118, 119].

EOK lla B (YYP B, Y44 2).

KommeHTapuit. Ona poctukeHus Hamnydwero adpdekta CPT HeobXoAMMO CTPEMMUTLCA K MAKCMMasbHO
BbICOKOMY MPOLEHTY HaBA3aHHOIO BMBEHTPUKYAAPHOTO puTma. ONTMManbHbIM gna nposegeHna CPT cumtaetca
HannMume He mMmeHee 93% OWBEHTPUKYAAPHbLIX HaBA3AHHLIX KOMMAEKCOB (MO AaHHbIM MHTEPPOrMpoBaHMUA
MMNAaHTUpOBaHHbIX CPT-ycTpoiicte unn XM3IKT) [122, 123, 124].

- B KayecTBe cpeaACTB aHTMAPUTMMUYECKOro nevyeHus I y NauMeHTOB CO CTPYKTYPHOM naTosiornen
cepaua/aucoyHkumen JIX pekomeHa0BaHO HasHavyeHWe beTa-agpeHoba0KaTopos, coTanona**, ammogapoHa**,
nmbo KombuHauum 6eta-aapeHobnokaTopoB U amnmogapoHa** [115, 125, 126, 127, 130, 134, 135].

EOK IA (YYP A, YA, 2).

KommeHTapuii. beTa-agpeHobi0KaTopbl HEOBX0AMMO paccmaTpuBaTb B KayecTBe OCHOBbl  AAT
KEeNyaouKoBbIX aputmuii.  Cotanon** 6Gonee adpdekTMBeH, uem beTa-agpeHobsoKaTopbl, nNogasadeT
KEeNYA04YKOBYIO SKTOMMYECKYHO aKTUBHOCTb, OZHAKO ero npMmeHeHUe He PEKOMEHA0BAHO NauveHTaM, UMEKOLWUM
3HayeHua OB J/TK meHee 20% no IXOKT, runeptpoduto muokapaa /1K 6onee 14 mm no gaHHoim IXOKT, a TakKe
NpU3HaKKU cepaedHoi HeaoctatoyHocTn (CH). AMnoaapoH** B KauecTBe MOHOTepanuMn U B KoMbuHauum c beta-
aapeHobnokaTopamu npeacTaBnseT coboit Hanbonee appeKTUBHbLIA aHTUAPUTMUYECKUIA NPeEnapaT A1 NeYeHuns
KEeNyA04YKOBbIX apuUTMUIA Y NMaUMEHTOB CO CTPYKTYPHOW maTonornei cepgua. B To ke Bpemsa, ero npuMeHeHue
COMpsAXeHO C Haumbosiee BbLICOKMM PUCKOM Pas3BUTUA TaxKesbix NoboyHbiX 3ddeKkToB. Bcneacrsme 3Toro,



ammoaapoH** uenecoobpasHo HasHayaTb NpU HeadPEKTUBHOCTU WUIM HEBO3MOXKHOCTU MPUMEHEHUA APYrUX
aHTUAPUTMUYECKUX cpeacTB. [epeyeHb npenapaToB, PEKOMEHAOBAHHbIX ANA IEYEHUA KenyA04KOBbIX apUTMUNA,
C YKasaHMeMm MX CTaHAAPTHbIX TepaneBTUYeckux 03, npeacrasneH B MPUNOXKEHUN A3, Tabamua A3.1 [125, 126,
127, 128].

- He pekomeHA0BaHO NPMMEHEHUE aHTMAPUTMUYECKUX NpenapaTos | Knacca u 610KkaTopoB "measieHHbIX"
KaNbLUMEBbLIX KaHanoB Ansa nedeHns KD y NaumMeHTOB CO CTPYKTYPHbIM nopaxeHuem cepaua/ancodyHkument JIK
[117, 118, 129, 130, 131, 132].

EOK Il A (YYP A, YA, 2).

KommeHTapuin. AHTMapUTMMYEecKMe npenapatbl | Knacca He AOMXKHbI NPUMEHATbCA AAA nedeHusa K3 y
NauMeHTOB C MeMnyeckol bonesHbio cepaua (MBC), B Tom uncne nepexuslunx MHPapKT MUOKapAa, a TakkKe Y
NauneHToB ¢ A4pyruMn Gopmamm cepaeyHon NaTonormmn, NPUBOLALLMMMU K CHUNKEHUIO COKPATUTENbHOMN GYHKLMUK
JIK (3HaueHua OB /1K meHee 40% no gaHHbiM IXOKI) n/uan nposasneHmam xpoHudeckoi CH. HasHauyeHue
AHTMApPUTMMYECKMX npenapatoB | Knacca TaKXKe NPOTMBOMOKA3aHO MauMeHTam, MMelWwMm runeptpoduto
Muokapga JIXK (TonwmHa muoKapAa NeBoro Kenygodka 6onee 14 mm no gaHHbim IXOKT). Bnokatopbl
"MeaneHHbIX" KanbLMeBbiX KaHanoB (#Bepanamun** un  auntnasem**) manospdeKkTMBHbI B NeYEHUU
KEeNYA04YKOBbIX apUTMUIA Yy MAUMEHTOB CO CTPYKTYPHbIM MNOPA*KeHMemM cepgla M MOryT yxyawaTb MNPOrHos
naumneHToB ¢ aucoyHkumelt 1K n CH.

- OueHKy 3¢deKTMBHOCTM M 6e30NacHOCTM MOAABAEHUA KeNyLOYKOBOW 3IKTOMMYECKOW aKTUBHOCTU Mpu
NOMOLLM aHTUAPUTMMUYECKOW Tepanuu y MNaumMeHTOB CO CTPYKTYPHOW natosnorvei ceppua/auvcodyHkumen K
PEKOMEHA0BAHO MNPOBOAWUTL MOZL KOHTposiem rnoBTopHoro XMB3KI, BbINOAHEHHOro Ha ¢oHe npuema
aHTMAPUTMMYECKOW Tepanuu B TepaneBTUYECKON [03e B TeYeHWe BPeMeHW, AOCTAaTOYHOro ANS HACTyNiaeHus
aHTMapuTMMyeckoro apdekTa HasHaYaemblix nekapcts [106, 133, 134].

EOK llaC (YYP A, YA 2).

KommeHTapuii. TuTpoBaHue 6eTa-aapeHob/10KaTopoB uenecoobpasHo NpoBoanTb Ha 3 - 5 CcyTKM uX
npvema, cotanona** - Ha 5 - 7 cyTKM Noc/ie HasHayeHMsA npenapaTta, aMMogapoHa** - He paHee, yem uyepes 5
HefeNb OT Hayana ero npuema. HasHaueHWe KaxkAoro Nocneaylowero aHTMapUTMUYECKOTO CPeacTBa AO0MKHO
NPOBOAUTLCA HE paHee, YeM Yepes 5 NepnooB NosyBbIBEAEHUA NPeablayLLero, ANsS ammogapoHa** - He paHee,
yem yepes 1,5 mecsaua nocne ero oTmeHbl. 1A oueHKM 3QEKTUBHOCTU TECTUPYEMbIX aHTUAPUTMUYECKUX
npenapaToB PEKOMEHAYETCA UCMO/b30BaTb CAeAYIOWME KPUTEPUM: NPU NPUEMe aHTUAPUTMUYECKMX NPenapaTos
B TEpaneBTMYECKOM [03e pPerncrpupyertca cHuUxeHue obuwero Konunyectsa XKD 6osee, yuem Ha 50% u/mnm
YMeHbLUEHNE KO/IMYeCTBa YacoB B CYTKW, B TeYEHMe KOTOpbIX peructpuposanacb KD bonee, yem B 2 pasa oT
TAaKoOBOro, MPOBOAMBLUETOCA B YC/NOBMAX OTCYTCTBMA aHTMAPUTMMUYECKOro nevyeHus. MapannenbHo cC 3Tum vy
NauneHTOB AO/IKHO PErMCTPUPOBATLCA YMEHbLUEHWE KoandecTBa napHbIX X3 B 10 pas3 1 6onee, a TaKKe nosHoe
ycTpaHeHue npobexek XKT.

- HasHaueHne amuogapoHa** wuaM KombuHaumMmM amuogapoHa** c 6HeTa-agpeHoboKaTopamu
peKOMeHA0BaHO NpW Hannumm npuctynoe HT/OXK y naumeHTOB co CTPYKTYpHOW MaTonorvein cepgua vam
ancoyHKumen J1XK, eciM oHM OTKasbiBaloTcA OT umnaaHtaumm UKO*** nnbo ata onepaumsa He MOXKeT bbiTb
BbIMO/IHEHA NO KaKMM-Mbo Apyrum npuumnHam [140, 141].

EOK IA (YYP A, YA, 2).

KommeHTapuii. Y NauneHToB, HYKAAOWMXCA B NEPBUYHOM U BTOPUYHOMN npodunaktuke BCC, ammopapoH™*
WM ero KOMBUHMPOBaHHOE NPUMeHeHMe ¢ beTa-agpeHob10KaToOpaMm ABAAIOTCS eAMHCTBEHHOM IeKApCTBEHHOM
anbTepHatmeon  MKAO***,  cnocobHon npeaynpexaatb  BO3HWKHOBeHWe T/ un  ysBennumsatb
NPOAOMKUTENbHOCTb  XMU3HU  NaumeHToB. [lepeyeHb npenapaToB, pPEKOMEHAO0BAHHbIX ANA  NevyeHus
YKeNyA04YKOBbIX apPUTMUI, C YKa3aHMEM UX CTaHAAPTHbIX TepaneBTUYECcKMX A03, npeactasneH B NMPUTOXKEHNU
A3, Tabaunua A3.1.

- AHTnaputTMmuueckmii npenapart lb knacca (#peHuToMH**) pekomeHaoBaH B KayecTBe cpeacTBa "BTOpPOM



AMHUK"  npu vacTbix  peumamsax MKT/PXH y nauMeHTOB €O CTPYKTYpHOM naTtonorvei cepaua u
uMnaaHTUpoBaHHbiMn UKA***, npu HepocTaTouHOl adpdekTnBHOCTU BeTa-aapeHobnokaTopoBs, coTanona** u
amuozapoHa**, a Takke NpyM HEeBO3MOXHOCTM MX NPUEMA B CBA3WU C abBCONOTHBIMW NMPOTUBOMNOKA3aHUAMU UK
TAKENbIMU NOB6OYHbIMK 3 PeKkTammn neveHus. #PeHUTONH** pekomeHgyeTcs ANa AAUTEIbHOTO NpMemMa BHYTPb B
no3ax 200 - 400 mr/cytkun (nam 8 gose 900 - 1200 mr, pa3geneHHOM Ha TPU BBEAEHMA C nepepbiBom B 12 yacos
(o noasneHMa HUcTarma)). NepeyeHb NpenapaToB, PEKOMEHAOBAHHbIX A1 IeYEHUSA KeNyL04YKOBbIX apUTMUIA, C
YyKasaHMeM UX CTaHZapTHbIX TepaneBTUYecknx o3, npeacrasneH B NMPUNOKEHUN A3 [153, 142, 143, 144, 145,
146].

EOK HeT (YYP C, YAA4 4)

- JleueHve NauMeHTOB C NapoKcuamamm KT/DMK AOMKHO NPOBOAMTLCA MapaniesnbHO C BbiABAEHUEM WU
YCTPaHEHWEM UHAMBUAYA/IbHbBIX NAaTOreHEeTUYEeCKMX GaKTOPOB, IEXKaLLUX B OCHOBE BOSHUKHOBEHMA apUTMUYECKUX
npuctynos [120, 124, 147, 148, 149].

EOK IC (YYP A, YAA 2).

KommeHTapuit. MoTeHUMaNAbHbIMM MATOreHeTMYeCKUMU aKTopamu, NPOBOLUPYHOLMMWN BO3HUKHOBEHME
KT, ABnAOTCA apUTMOreHHoe [eNCTBME  JIeKAapCTBEHHbIX NPenapaTtoB, 3/1EKTPOJIMTHbIE  HapylueHUA
(rMnokanvemmsa, runomarHMemma) U ocTpasa ULWEMUA MUOKApPAa.

KynupoBaHue yCTOMUMBBIX MAPOKCM3MOB KeJly[,04KOBOWU TaXMKapAanmn

ANropuTm KynuposaHusa napokcuamos KT npeactasneH B MpunoxkeHun b (cxema 1). o3kl npenapatos aaa
KynuposaHua napokcmamos KT npeacrasnensl 8 MPUIOKEHUN B2.

- MNpu ocTaHoBKe KpoBoobpalleHna (T ¢ otcytctBMem nynabca uam  OXK)  pekomeHayeTcs
He3ameaNuTelbHOe MpoBeAeHUe KOMMAeKca cepaeyvyHo-N1eroYHbiX peaHMmaumnoHHbIX meponpusatuid (C/1P) [150,
151, 152, 165].

EOK IC (YYP A, YAA 2).

- Mpu octaHOBKe KpoBoobpauweHus (T c oTcytcTBMem nynbca uanm OX) KaoyeBbiM 3/1eMeHTOM
peaHuMaumu (T.e. OAHO3HAYHO PEKOMEHAO0BAHHbIM) ABNAETCA 3KCTPEHHaA 3neKTpudyeckaa aedubpunnauus
cepgua [150, 151, 152].

EOK IC (YYP A, YAOA 2).

- Mpu O¥/KT c oTtcytctBMEM nynbca nocne Tpex HesbdeKTUBHbIX pa3pagos aedubpunnatopa
pekomeHA0BaHO BHYTpuMBeHHOe 6ontocHoe BBedeHWe amuogapoHa** 300 mr Ha ¢oHe npogonxeHus C/P c
Uuenbio nosbileHUs 3GEeKTUBHOCTM NPOBOAMMBIX PEaHUMAaLMOHHbIX MEPONpPUATUN U npeaynperKaeHus
HemeaneHHbIX peunamnsos KT/PHK. [150, 153, 154, 155, 175]

EOK IA (YYP A, YA, 2).

KommeHTapuii. BBeaeHWe [0OMOAHUTENbHbIX 150 MmMr amuopapoHa** pekomeHgoBaHo nocne 5
HeaddeKTUBHbIX pa3paaos aebunbpunnatopa.

- BHyTpuBeHHOe BBeaeHMe AuAoKauHa** Ha ¢oHe npopomkeHmna CJ/IP peKomeHayeTca B C/ayyae
HeadpdpeKkTMBHOCTM AedUBPUANALUM UAM HENPEPbIBHOMO PeLnaMBUPOBaHMUA apUTMUM ANA NOBbILWEHUA LWAHCOB
KynupoBaHua P} u npeaynpexgeHns HemedneHHbIX peunansos MT/OX B cayyae, ecnm amuoaapoH™**
HepocTyneH. [154, 155, 156, 157].

EOK l1aB (YYP A, YAZ, 2).

- BHyTpuBeHHOe BBedeHMe 3anuHedpuHa** 1 mr Kaxaple 3 - 5 MMH. nocne BBeAEHMA MepPBOM A03bl



peKkomeHA0BaHO B xoae okasaHua CJIP, Ao BoccTaHOB/eHUS 3PPEKTUBHOIO KpoBOODOpaLleHMs, HE3aBUCUMO OT
pUTMa, COMPOBOXKAAOLEro OCTaHOBKY KPOBOOOpPaLLEHMA, C Uenbto NnosblweHua 3GPeKTUBHOCTU NPOBOANMBIX
peaHumMauMOoHHbIX MmeponpuaTuin [150, 157, 158, 159, 160]

EOK IIbA (YYP C, YAA,5).

KommeHTapuii. Mo AaHHbIM KAMHUYECKUX UCCNed0BaHUM, MpuMmeHeHne 6onee BbICOKMX 403 npenaparta He
obnagaeT NpenmyLLeCTBOM MO CPAaBHEHUIO CO CTaHAAPTHOM A0301M 1 mr.

Bpemsa BBefeHWs nepBoi [03bl anuHedpuHa** 3aBUCUT OT CEpPLEYHOrOo PUTMA, COMPOBOMKAAMOLLETO
OCTaHOBKY KpoBOObpalleHus:

- NpU pUTMax, Noasexawmx 4edpubpunnaumm uamn Kapamosepcuu, nepsas Aosa anMHedpuHa** BBoamTcs
nocne Tpex HeadPeKTUBHbIX Pas3paaoB AednbpunnaTopa;

- MpM  pUTMaAX, He noAajexalmx JedeHno paspagom aedbubpunnatopa (3neKkTpomexaHuUyeckas
avccoumauma M acuctonms), nepsas gosa asnuvHedpuHa**  BBOAMTCA HemedNeHHO MNOoCiae YCTaHOBKU
BHYTPMBEHHOrO A40CTYNa.

BBeseHMe feKapcTB He [O0/BKHO npepbiBaTe C/IP M 3agepuBaTb TaKMe BMeLLaTeNbCTBa, Kak
aebubpunnaums nam Kapauosepcus.

- DKCTpEeHHas 3/IeKTPUYECKas KapauoBepcus pekomeHaoBaHa npu HKT, conpoBoXKAaatowweincs ocTpbimu
HapyLWeHUAMN FeMOAMHAMMKN (CMMNTOMHAA apTepuasibHas TMNOTEH3UA, CUHKOMaAbHOe/NpecuHKonasibHoe
COCTOSIHME, MPU3HAKM OCTPOM MILIEMMM MMOKapAa, oTek nerkux/octpasa CH) [150, 151].

EOK IA (YYP B, Y44 3).

- Mpu 0Ka3aHUM HEOTNOKHOW MeANLNHCKOW NOMOLLM MapOKCU3Mbl TaXUKapAUK C LUIMPOKUMU KOMMNEKCaMM
QRS pekomeHayeTcA pacueHuBaTb Kak T 3a UCKNOYEHMEeM CUTyauuid, Koraa AMarHo3 HafMKenyno4vykoBoi
Taxukapgum (HKT) He Bbi3biBaeT comHeHus [169, 170, 171, 172, 583].

EOK IC (YYP C, YA 4).

KommeHTapuii. NHTepnpeTaumsa TaxvKapgouu C LWMPOKMMKM Komnsekcamm QRS KaK HagrKenynovyKkoBow
TO/IbKO Ha OCHOBAHWM OTCYTCTBMA OCTPbIX HAPYWEHWA TeMOAMHAMMKN ABAAETCA PacnpOCTPAHEHHOM
KAMHUYECKON OLINOKON. AHTUAPUTMUYECKMNE CPEACTBA, UCMNO/b3yeMble A5 KynupoBaHUa KT, apdeKTUBHbI 1 Npu
HXT, B To Bpema Kak npenapatbl, NpumeHsiemble ana kynuposaHus HXT (#Bepanammn**), moryt BbI3biBaTb
CHUXXeHMe apTepuanbHoro aasnenuns (AL) u NpuBOAMTL K OCTPbIM HAPYLUEHUAM FeMOAMHAMMUKM Y NALMEHTOB C
KT.

- BHyTpuBeHHOe BBegeHWe [pokavHammaa** pekomeHayeTcA ANA KynUMpoBaHWA Mapokcmsamos KT,
npoTteKatowmx 6e3 ocTpbIX HapyLweHUn remoamHammnkm [171, 172, 173]).

EOK llaA (YYP B, YO 2).

- BHyTpuBeHHOe BBegeHMe AmMOZapPOHa** peKkomeHAyeTcs ANA KynMpoBaHMA Napokcusmos KT,
npoTteKatowmx 6e3 ocTpbIX HapyLeHUn remoamHamunkm [173, 174, 175, 176].

EOK IIbB (YYP B, YAZ, 2).

- BHyTpuBeHHOe BBeaeHue b6eTa-aapeHobnokaTopoB (Metonposon**, 3cmonon) pekomeHayeTca ANs
KYNMPOBaHWA M NpeaoTBPaLLEHNA HenpepbiBHOrO peuuausupoBaHua HKT/PX, nposouupyemon uwemuen
MuoKapaa [179, 180, 584].

EOK I1AB (YYP A, YA/ 1).



- BHyTpMBEHHOEe BBeaeHWe #Bepanamuna** pekomeHayercs ana KynvpoBaHuAa KT, HO TONbKO B cay4ae,
ecnun agmnarHos #sepanamma-4yyscteutenbHol T He Bbi3biBaeT cOMHeHuin [179, 180, 181, 182, 183, 184].

EOK IB (YYP C, YA/ 4).

KommeHTapuiti. Ocoboit, He 4acTto BcTpeyatouelhca ¢Gopmoit MnapoKkcusmasbHoOn MmMoHomopdHon KT
asnaeTca GacuMKyNapHana NEeBOXKENYLOUYKOBAA TaXMKapaMA, B OCHOBE KOTOPOMN NEXWUT MeEXaHWU3M MOBTOPHOrO
BXOZa BOJIHbI BO3OYy)KAeHUsA (reentry) ¢ y4acTMem B Lenu UMPKYAALMM BOJIHbI BO3OYKAEHUA 3a4HE-HUNKHEro
pa3BeTB/IeHMA 1EeBOM HOXKM NMydKa Mvca (MHoraa nepeaHe-sepxHero passetsneHua). Komnnekebl QRS Bo Bpems
NapoKCM3Ma UMEIOT KOHOUIypaLmio, XapakTepHyto ana 670Kafabl NPaBOM HOXKM MyyKa Mca C OTKAOHEHWEM
3NEKTPUYECKOM OCM cepaua BAEBO. YyacTMe MPOKCMMAJbHbIX CTPYKTYp cuctembl [uca-NypkuHbe B
bopMMPOBaHMM MeEXaHM3Ma TaxMKapauKn ABASETCA NPUUYNHON APYrnx ee ocobeHHocTel: 1) NpoaoIKUTENbHOCTb
KomnnekcoB QRS peako npesbiwaeT 120 Mc; 2) NapOKCU3Mbl MOTYT MHULIMUPOBATLCA HE TONIbKO KENyA04KOBbIMMU,
HO M npeacepAHbIMU 3KCTPACUCTONAMM [NpeacepAHbIMU SKCTpacTUmynamu Bo Bpemsa dOU]; 3) #esepanamun
BbICOKO 3QPEKTUBEH B KYMMPOBAHWM 3TOM TaxumKapauu [NO 3TMM NpuuMHam ee o0OO3Ha4YyaloT TaKkKe Kak
"#Bepanamua-yyscTeutencHyto HKT", a BHyTpUBEHHOE NpUMeHeHWe #Bepanamuia CAYKUT He TOJIbKO crnocobom
YCTPAHEHMA MApPOKCM3MOB, HO W CBOEOOPA3HbIM AMAFHOCTUYECKMM JIEKAPCTBEHHbIM TECTOM, HaZAeKHO
NnoATBEPKAAIOWMM MMEHHO TaKo MeXaHU3M TaxuKapanu]; 4) oT4eTAInBbIN aHaToMMYecKkuin cybcTpat KT - 3agHe-
HUXHAA BETBb IEBON HOXKM My4yKa Mca, KaK YYACTHUK LLenu PUEHTPM, - 30Ha BbICOKOIDGDEKTUBHON KaTeTepHoW
abnauumn npu ston dopme TaxuKapauu. PacuMKyNApHaA NEeBOXKENYAO0UYKOBAA TaxMKapAuA BbIABAAETCA, KaK
npaBuo, Y MOIOAbIX /ML, HE UMEIOLLMX NPU3HAKOB OpraHMyYeckoro 3abonesaHuns cepaua, YTo NPUHLUMNNANBHO
OT/IMYaeT WX OT noAaBaAlowWwero OGONbWMHCTBA APYrMX NAUMEHTOB € napokcuamamu T, M no TaxecTu
KAMHUYECKUX NPOABAEHUIA NPUCTYNOB, U MO NPOrHO3Y *XMU3HM C NO3MLMK pucka BCC.

#Bepanamun** morKeT BbI3blBaTb CHWMKeHWe ALl M NPUBOAMUTL K OCTPbIM HAPYLWEHUSAM FreMOZUHAMMKH,
No3TOMY NPOTUBOMOKA3aH NauueHTam c gpyrumu dopmamm HKT.

- BHyTpMBeHHOe BBegeHUe HTpudpocaaeHUHa pekomeHayeTca aas KynuposaHua KT, HO TONbKO B ciyyae,
€Cc/n AnarHos ageHo3nH-4yBCcTBUTENbHOM KT He Bbi3biBaeT comHeHui [185, 186, 187].

EOK IC (YYP C, ¥4 5).

KommeHTapuii. YyscTBUTENbHOM K HTPUPOCAZEHUHY ABNAETCA TAaxXMKapaua, UCXO4AWAA U3 BbIHOCALLEFO
TPaKTa NPaBOro enyaouka. [ns TakoW TaxmKapAuMu TUNUYHbI XapakTepHaa mopdonorus komnnekcos QRS Ha
OKI, yvactoTa puTmMa BO BpemA TaxuKkapauum B npegenax ot 100 pgo 150 B MMHYTY, HenpepbiBHOE
peunansmpoBaHune. flopasago pexe aHanorMyHaa Gopma TaxMKapAnumn MOXKET BO3HWMKATb B BbiHOCAWEM TpaKTe JIXK.
Momumo #rprdocaseHnHa, gaHHble GOPMbI TAXMKAPAUN TaKKe ABAAIOTCA YYBCTBMTE/IbHbIMM U K #Bepanamuay™**,

HTpUPOCaAEHUH MOKET BbI3bIBaTb CHUXKEHME ALl M NPUBOAUTL K OCTPbIM HAPYLIEHUAM FreMOAUHAMMKH, a
TaKXe noTeHumpoBaTtb "deHomeH 06KpaabiBaHUA" U ycyrybaaTb UILEMUIO MMOKapAa, NO3TOMY NPOTUBOMNOKa3aH
nauyeHTam ¢ apyrummn dopmamm HKT.

JleyeHue Kenypo0uKOBbIX apUTMUIA NPU OCTPOM KOPOHAPHOM CUHAPOME

3 u Heyctoumeaa T yacto oTmeuvatoTca y naumeHToB ¢ OKC, ocobeHHO BO Bpems NepBUYHOro
KOPOHapHOro BmellaTenbcTBa Npy MM ¢ noabemom cermeHTa ST (Tak HasbiBaemble penepdy3MoHHble apuUTMnM).
OHM peako MPMBOAAT K HApYLUEHWIO TEMOAMHAMMKM U He TpebyloT cneuuduyeckol Tepanuu. LauTenbHO
COXPAHAIOWAACA M YacTasA »KeayA04KoBas IKTOMMUA MOMKET CBUAETE/NIbCTBOBAaTb O HEOBXOAMMOCTU AanbHelLeln
peBackynsapusaummn (HanpMmep, NOBTOPHOM aHrMorpadmmn/upeckoKHOro KopoHapHoOro BmellaTenbcTea) [56, 57].
Ecnn HeycToiumBaa T conpoBoXKAaeTCA HapyWeHUMEM reMoAMHAMMKM, cledyeT PacCMOTPeTb HasHauyeHue
ammogapoHa** (300 mr BHYTPUBEHHO CcTpyiHO) [26]. MoBTopHasa cToiKas T, ocobeHHO noAMMOpPdHOro
XapakTtepa, nam nostopHaa O moryT 6biTb NPU3HAKOM HenoAHOW penepdy3nmn naM Bo3BpaTa ocTpoi nwemun. B
TaKMX CAy4anx cieayeT pacCMOTPETb BbINOAHEHME IKCTPEHHOM KopoHaporpaduu. MosTopHaa noaumopdHasa KT ¢
nepexogom B @} moKeT oTBevaTb Ha Tepanuio beTa-agpeHoba0KaTopaMu. YMEHbLIEHUIO Yncna annu30408 KT
nnn ©X Takke cnocobetByeT rnybokan cegauma. [4na 6bICTPOro NoAaBAEHUA reMOAMHAMMUYECKM 3HAUNMbIX KA



MOXHO MCMNO/b30BaTb ammnoaapoH** (150 - 300 Mr BHYTPUBEHHO CTPYNHO).

- MpumeHeHne apyrux aHTMapUTMUYecknx npenapatos npu OKC (Hanpumep, NpoKkanHamma, nponadpeHoH)
He peKomMeHA0BaHo [26, 74].

EOK IlIA (YYP C, YA/, 5).

- C uenbto NpodpunakTMkm XA y nauMeHToB CO CTPYKTYPHOW NaTo/iIorMel cepala peKomeHayeTcs HasHayaTb
beTa-agpeHobiokatopsl [26, 73, 74, 88, 135, 191, 393].

EOK IA (YYP A, VA1 2).

- HasHauyeHune 6eTa-aapeHob10KaTOpPOB BHYTPb A1A npodunaktmkn KA 1 BCC pekomeH[0BaHO aas Bcex
nauneHtoB ¢ OKC BoO Bpemsi rocnmTanm3aumm M nocae BbIMUCKKU, MPU OTCYTCTBMM NPOTUBONOKa3aHui [188, 189,
190].

EOK llaB (YYP A, YA, 1).

- leyeHne 6eTta-agpeHobI0KaTOPAMM PEKOMEHAOBAHO MPU MOBTOPHbLIX 3Nn3ogax noammopdHon KT [27,
62, 73].

EOK IB (YYP C, YA4 5).

KommeHTapuin. MeankameHTo3Has Tepanua yctonumsoin KT foKHa 6bITb HanpasBieHa Ha MaKCUMasibHYO
cumnaTtuyeckyto 6nokagy [190, 191, 192]. B uccnegosaHum MADIT-II y naumentoB ¢ UKO***, nonyyaBumx
MaKcMMmasbHble f03bl beTa-agpeHob610KaTopoB, HabAlAANM CYLECTBEHHOE YMEHbLUEHWE 4YMCNa MOBTOPHbIX
anmzogoB KT uanm O©XK, Tpebosaswmnx Bmewatenbctea UKA***, no cpaBHeHWIO C nNaumeHTamu, KOTopble He
nony4yanu 6eta-agpeHobnokatopsbl [190, 191, 192].

JobaBneHne ammogapoHa** He yBenMuYMBaNo BbIXKMBAEMOCTb B rpynne KOMOBWMHWMPOBAHHOW Tepanuu no
CPaBHEHMIO C Fpynnown, rae naumeHTbl NoAyYanu TOAbKO CTaHZapTHyto Tepanuio CH [190, 191, 192]. /leyeHue
ammopgapoHom™** B coyeTaHuM c 6eTa-aapeHo6/0KaToOpamMu COMPOBOMKAANOCH CYLWECTBEHHbIM YMEHbLIEHMEM
pucka cpabatbiBaHuin MKO*** no cpaBHeHMIO ¢ moHOTepanuel 6eTa-agpeHoObN0KaTOpamMM M C MOHOTepanuen
cotanonom. OgHako B rpynne coTtajsona M B rpynne KOMOUMHMPOBAHHOM Tepanuu amuogapoHom** n beta-
agpeHobn0oKaTopom Oblsia Bbile YacToTa OTMEHbI NpenapaTtoB. Tak, YacToTa OTMEHbI UccaeayemMoro npenapaTta
yepes 1 rog OT Hayana fieyeHua coctasuna 18,2% aona amuomapoHa**, 23,5% ana cotanona u 5,3% ans b6eta-
agpeHobnokatopa. B mnccnegosaHnm SCD-HeFT nauymeHTbl ¢ gucoyHrumen /1K n CH OK 1l uam 1l no NYHA
nosy4yannm craHgapTHyto Tepanuio CH, ctaHgapTHyto Tepanuio CH B coyeTaHuM C amumogapoHom™** uam
CTaHAapTHYto Tepanuio CH B coueTaHMM c ogHOKamepHbim MKO*** [127, 118].

- NpumeHeHUe ammnogapoHa** pekomeHa0BaHO Ans ycTpaHeHus cumntomoB A y nauneHToB nocne UM,
O/IHAKO TaKas Tepanus He BAUSIET HA NOKasaTeM cMepTHocTuM [27, 62, 125, 126].

EOK - HeT (YYP A, YOA 2).

- BHyTpuMBEeHHOe BBeAeHME aMMOZAPOHA™** peKoOMeHAOBAaHO Ans  JevyeHua noanumopodHon  HKT,
accoUMMPOBAHHOW C OCTPbIM KOPOHapHbIM cuHapomom [121, 125, 125, 137, 140].

EOK IC (YYP C, YA 3).

- KoppeKuus HapyLueHW 3n1eKTpoanTHoro 6asnaHca pekoMmeHA0BaHa NALMEHTaM C MOBTOPHbLIMU 3MM304aMU
KT nnn ®XK ana KynnuposaHMa 1 NpodUNaKTUKM NPUCTYNoB apuTtMmum [147, 191, 193].

EOK IC (YYP C, YA/ 2).

- BHyTpMBeHHOE BBeAeHNe NMaoKauHa** pekomeHA0BaHO ANA NeYeHUA NOBTOPHbIX 3MM3040B CTOMKOM T
unn O}, He oTeeyarolLeit Ha Tepanuio 6eTa-aapeHobaOKaTOPaMKN UAM amuodapoHOM* ¥, a TaKkyKe MpU HaaAMuYun



NPOTUBONOKa3aHUIN K NedeHmnto ammogapoHom** [155, 195, 578].

EOK IIbC (YYP A, YA, 2).
HEMEAMKaMEHTO3HbIe MeToAbl ne4yeHunn KT

dnekTpuuyeckas aepunbpunnauma. IneKTpuyecKkan CTMMynauna

- DKCTpeHHas 3neKkTpuyeckasa Kapauosepcua wan pedmbpunnauma pekomeHAOBaHA MaLMeHTam C
ycroumsoi KT nam @K gna KynuposaHuMa npuctyna aputmum [27, 62, 150, 151, 152, 195].

EOK IC (YYP A, YA/, 2).

KommeHTapuit. Eciv oCTaHOBKa cepaua npousowna B Je4ebHOM yupekaeHuu, Heobxoaumo cpasy
BbINONHUTL AedUBPUNNALMIO, NOCKOIbKY B 3TOM C/lyyae Bblle BEPOATHOCTb TOrO, YTO MPUYMHON OCTaHOBKM
cepaua 6blna CToiKan »Kenyaodykosasa Taxvaputmua. Mpu aTom AedubpUANALMI0 HAYMHAKOT C MAaKCMMaNbHOM
MOLWLHOCTU. [nAa nedyebHbIX yuypexneHUMH cambiM yAOOHbIM BAapPUMAHTOM ABAAKOTCA MOJyaBTOMATUYECKME
Aedunbpunnatopsl. BHyTpuBeHHoe BBeAeHMe ammnoaapoHa** nosbiwaer adpdeKktmeHoCcTb gedubpunnaumm u/mnm
npeaoTBpalLaeT NoBTOpHbIe annsoapb! T nan ®X B ocTpbIX CydYasnx.

- DNIeKTpUYecKas KapamoBepcusi peKomMeHZoBaHa naumeHTam ¢ MoHomopdHoi KT u HecTabuabHOM
reMoAMHaMMKOM A1  KynNUMpoBaHMA MNPUCTyNna apuTMMUM U BOCCTaHOBAEHMA 3OPEKTUBHOW cepaeyHo
pesatenbHoctu [150, 151, 152, 193, 194, 195].

EOK IC (YYP A, Y44 2).

DNeKTpUYecKaa  KapAMOBEpPCUA  pPEeKOMeHAyeTca  AAA  KYNUpoBaHMA  napokcuama KT, He
CONPOBOKAAOLWEroca OCTPbIMU HapyLIEHUAMU TFeMOAMHAMUKN, NPU HeIOPEKTUBHOCTM aHTMAPUTMMUYECKOM
Tepanuu, NPOTUBOMOKA3aHUM K UX NMPUMEHEHUIO, @ TaKKe B C/ayyae, ecau neyalmii Bpay M NauMeHT oTaatoT
npegnoyTeHne sTomy cnocoby BoccTaHoBAEHMA puTMa [26, 27, 57, 65, 196].

EOK IIbC (YYP C, YOA, 5).

- Yyawawowan CcTUMyaauMa KenyaovyKoB PEeKOMEHAOBaHa ANA KynupoBaHWA MoHomopdHon T wu
TpeneTaHus XKenyao4KoB 1 BoccTaHOBAEHUA 3¢ dEKTUBHON cepaeydHolt geatenbHoctm [197, 198, 199, 200].

EOK llaC (YYP C, YA 4)

KommeHTapuit. KpaTkoBpemeHHan "3annoBan’ CTUMYAAUMA Kenyaodukos "nadykamn" ns 8 - 10 Mmnyibcos ¢
yactoTol, npesblwatowel vactoty HKT (burstpacing) ana KynuposaHus moHomopdHoh T, moxKeT ObiTb
nposegeHa € WCNONb30BAaHWMEM CUCTEMblI BPEMEHHOW TPAHCBEHO3HOM CTUMYAALMM cepauad (Npu Haanumm
LEeHTpasbHOro BEHO3HOr0 aoctyna), nmbo c MOMOLLbIO MMMNAHTUPOBAHHbIX YCTPOWCTB
(anekTpokapauocTumynaTopos***, kapanosepTepos-gedpunbpunnatopos™***, umnnaHtmpyemoix CPT-ycTpoiicTs).
LaHHbIN meTog HeabdeKTuBeH ansa KynuposaHua O n nonumopdHon KT Tuna torsade de pointes.

- TpaHcBeHO3Has KaTeTepHasa ydyalwalowas cTumynauusa no tuny "oBepapaliB" pekomeHAoOBaHa B TOM
Ccnyyae, ecii BO3HWMKAIOT YacTble MNOBTOPHble 3nm3ogbl KT, HeECMOTpPA Ha JleYeHMe aHTUAPUTMUYECKMMU
npenapatamu, a KateTepHas abnauus y JaHHOro nauMeHTa HeBo3moKHa [197, 198, 199, 200].

EOK IC (YYP C, YA/ 4).

- BpemeHHaa TpaHCBEHO3HaA CTUMYAALMA pPEKOMEHAO0BaHA NauUMeHTam C CMMMATOMaMW CUMHYCOBOM
6paguKapamMm  Ana  NpodUNaKTUKM BO3SHUKHOBeHMA MT/PIK, HecmoTps Ha JfedeHne npenapaTtamu C
NOIOKUTENbHbBIM XPOHOTPONHbIM 3ddekTom [27, 57, 62].

EOK IC (YYP C, YA/ 5).



- BpemeHHas TpaHCBEHO3HaA CTUMYAALUA PEeKOMeHAOBaHa nauueHTam C CMMATOMamMu Taxenoh AB-
610Kaabl 6e3 cTabubHOro 3aMelLLLaloLLEro PUTMA ANA NPOPUNaKTUKN BO3HUKHOBEHUA KT/DXK [27, 57, 62].

EOKIC (YYPC, YOA 5).
Xupypruueckoe neyerue KT

Xupypruyeckme metoabl B NepBylO0 oyepedb NOKa3aHbl NauMeHTam, UAYWMM Ha onepauunto Ha OTKPbITOM
cepaue, a TaKXe nauMeHTam, Yy KOTOpbIX ApyrMe cnocobbl nedeHuAa He Aanu AO/KHOro pesynbrarta. K
XUPYPIrUYECKMM METOLAM JIEYEHUS KENYAOYKOBbIX HAPYLWEHUA puTma OTHocATcA abnauma wn  pesekums
3HAOKapAa. Xupyprudeckana abnauma MOXKET BbINOMHATLCA SHAOKAPAMANbHO M 3NUKapANaAbHO TOKOM BbICOKOM
yacToTbl (paguoyactoTHana abnauus) WAM C NOMOLIBIO HU3KUX TemnepaTyp (Tak HasbiBaemasa Kpuoabnaums).
Nokanusauma 30H KA gosKHa 6biTb BblABAEHA € nomolbio IPU fo onepauum M yTouHEHa NpyU NPOBeAEHUU
KapTMpOoBaHMA BO BPeMA OMnepaLmm Ha OTKPbITOM cepaLe.

- Xupyprudyeckas abnauus, BbIMOAHAEMas B CMeLManu3MpOBaHHbIX LEHTpax ¢ o0bs3aTenbHbiM
3NEKTPOPU3N0OTUYECKMM KapTUPOBaAHNEM A0 U MOC/e onepauumn, peKoMeHA0BaHa NauMeHTam ¢ pedpakTepHoi
KT, He oTBeyalolel Ha Tepanuio aHTUAPUTMUYECKMMM NpenapaTtamu, Npu HeycrnewHOoW MonbiTKe KaTeTepHoM
abnaumm 4nA KynnuposaHna 1 NPpodUNaKTMKM BO3HMKHOBEHUA MT/DXK [203, 204, 205, 206, 207].

EOK IB (YYP C, YA/ 4).

KommeHTapuii. OCHOBHble TEXHMKM XUPYPrMYecKoi abnauuu nernM B OCHOBY METOAMK KaTeTepHOM
abnaumm, BKAOYAs OTHOCUTE/IbHO HOBYIO TEXHUKY MogubuKaumm cybctpara [206, 207, 208].

- DHAOKAPLAIKTOMMA BO BPEMSA XMPYPrUYECKOM PEKOHCTPYKLMN NEBOTO KenyaoyKka (XP/TK) pekomeHzoBaHa
nauMeHTam ¢ NOCTUHOAPKTHOM aHeBpM3MON neBoro xenypoyka (A/TXK), y KOTOpbIX AMArHOCTMPOBaHA
eNyao4uKoBan TaxMKapana 408 KyNupoBaHUA U NpoduUNakTUKM BO3HUKHOBeHMA KT/®X [201, 202, 206, 207].

EOK llaA (YYP B, YO 3).

KommeHTapuit. Pesekuma 3HAOKapAa MoKasaHa NauMeHTam, Hanpas/ieHHbIM Ha onepauuto XPJTK, vy
KOTOpbIX AuarHoctMpoBaHa KT c momolwplo BHyTpucepaeyHoro 3P Ha poonepaunmoHHOM 3Tane, a TaKXke
OCTa/IbHbIM NauneHTam ¢ AJ/1XK, KoTopbim He npoBoguaoce IPU, BBMAY TOro, YTO pUCK pa3suTma KT y nauneHToB
¢ noctuHoapkTHOM AJTK coctaBnsieT 50%.

- NauuyeHTam nocne onepaymm XP/IXK ¢ nnayumpyemoit KT pekomeHaoBaHa yctaHoBka MKA*** B paHHem
nepuoae gna KynuposaHua anusonos KT/DMK nocne onepauun [91, 202, 203].

EOK llaB (YYP A, YO 2).

KommeHTapuiti. B psage cnyyaeB nocne cybToTanbHOW 3HAOKApAKTOMMW w/wam  abnaumm  npwu
BHyTpUcepaedyHom IPU pokymeHTUpyetca peunams KTy 2,5 - 20% naumeHToB, Yacto B nepsble 90 aHew [202,
203].

AHTMapUTMUYECKMeE YCcTpolcTBa. UMNaaHTMPYyeMblid KapauoBepTep-aedunbpunnatop

MmnnaHTupyembiii  KapauosepTep-aedunbpunnatop (MKO***) - ycTpoiictBo, npegHasHayeHHoe ANs
NPEepbIBAHNA KU3HEYTPOXKAOWMX apPUTMUIN C LEeNblo NpeaoTBPalleHns BHe3anHoW cepgeyHolt cmeptu (BCC)
[204]. NpumeHeHne UKO*** B npodwunaktuke BCC ocHOBaHO Ha apUTMMUYECKOM MexaHu3me passuTtms BCC.
BoccTaHOBAEHME CMHYCOBOrO (MW MOANEKALLErO) PUTMA MPOUCXOAMUT C MOMOLLBIO HAHECEHWUA 3/EKTPUYECKOrO
paspAAa B HECKONbKO AEeCATKOB A)Koyneil, Anbo nadvek 31eKTPUYECKUX CTUMY/IOB, KOTOpble ABAAKOTCA
6e360/1€3HEHHbIMM AN NAUMEHTa U dHepreTMYeckn meHee 3atpatHbimn. MKO*** cneayeT paccmaTtpuBaTb Kak
OCHOBHOE CpeACTBO MEepPBUYHOM W BTOPUYHOW MNPOPUNAKTMKM BHE3aMHOM cepaeyHol cmeptn [205, 209].
MmnnaHTaumsa o6bIMHO NPOBOAUTCA NOA MECTHOMN aHecTe3nel.



Moka3saHuA U NpPoTMBONOKa3aHMA K umnaaHtaunm UK

MUKO c uenbio BTOPUYHOM NPODUAAKTUKM BHE3aNHOW CcepaeyHolrt cMepTu (BTopuuHaa npodunaktuKa
BHe3anHol cepaevyHoi cmepTtu)

- UmnnaHTayma UKO*** pekomeHaoBaHa naumeHTamM ¢ 4OKyMeHTUpoBaHHOW DX nuam KT ¢ BbliparKeHHbIMU
M3MEHEeHUAMU FeMOANHAMUKK, NPU YCIOBUM OTCYTCTBMA MNPEXOJAWMX NPUYMH UX Pa3BUTMA U nocnae 48 4 oT
MOMEHTA pPa3BUTMA WMHPAPKTa MWMOKapaa. [MauMeHTbl AOJXKHbI NOAYyYaTb OMNTUMAJSIbBHYIO MEeLUKAaMEHTO3HYHO
Tepanwuio [27, 213, 214].

EOK IA (YYP A, VA 1).

- UmnnanTtauma UKO*** unn BpemeHHOe NpuMEHeHWE Hapy»KHOro KapauosepTepa-aedubpunnatopa
pekomeHaoBaHbl B TeyeHne 40 aHel nocne UM y oTaenbHbIX NaUMEHTOB (MPY HEMOJIHOW pPeBacKynspu3aLmu,
npeawecrsyolen ANCOYHKUMM U CHUKEHMM pakuumu Bbibpoca neBoro kenygouka (OB/IK), noasneHwun
apuTMuit nocne 48 4 oT Bo3HMKHOBeHMA OKC, nonmmopdHoi KT naun ©X) [210, 211, 212].

EOK 1IbC (YYP B, YAA 3).

- Umnnantayma UKO*** pekomeHgoBaHa naumeHTam c yctorumeoit KT, Npu ymepeHHO BblparKeHHOM
ANCOYHKUMKM neBoro Kenyaouka (OBIK meHee 45%), BHe 3aBUMCMMOCTM OT BO3MOMHOCTW BbINOJAHEHMUSA
KaTeTepHoW abnaumm 1 pesynbTaToB npoueaypsl [124, 129, 138, 139, 579].

EOK - HeT (YYP A, ¥YAA 1).

KommeHTapuin. UmnnaHtaupsa UMKO*** naumeHtam c yctorumsoit KT coOnpoBOXKAAETCA YBEANYEHUEM
BbI’KMBAEMOCTM MO CPAaBHEHWUIO C aHTMAPUTMUYECKOW Tepanuei. Ha cerogHAWHMIA AeHb HET UccieaoBaHui, B
KOTOpbIX 6bl cpaBHUBanu pesynbTtatel MKO***-Tepanum n KatetepHoin abnaumm 6e3 UKO*** y naumeHTOB C
ycronumson HKT. YunTbiBas Hebosblwol 06bem AaHHbIX M BbICOKYH 4acToOTy peuuanBoB ycTtonumsoi KT nocne
KaTeTepHoW abnauumum, yctaHoBka UKO*** uyenecoobpasHa Bcem naumeHTam ¢ auchyHKumen 1K (ppakuus
Bblbpoca < 45%) u yctoumsoi HKT.

- Umnnantauma UKO*** pekomeHgoBaHa naumMeHTam C HeycToumBon KT, BcneacTBME MepeHeceHHOoro
nHdapKTa MMokapaa, ¢ anchyHKumnen nesoro xenygodka (PB/IK meHee 40%) n nHayumpyemoit yctoumsoin KT
unn X npu nposeaeHUM aNeKTpodU3M0I0rMYeckoro nccnegosanma [215, 216, 217].

EOK - HeT (YYP A, YOL 2).
MepBuyHaa NpoduNaKTUKA BHE3AMHOM CepaeyYHOil CMepPTU U XKeNyA04YKOBOI TaXuKapaum

B paHOOMM3MPOBaAHHbLIX MCCAEAOBaAHMAX W MeTaaHanM3ax OblI0 NPOAEMOHCTPUMPOBAHO, 4YTO PUCK
BHE3anHoOM cepaeyHoOn CMEPTU cBA3aH C HapyweHuem ¢yHKumm /XK, a mncnonb3osaHne UKO*** B KauvecTse
cpeacTBa nepBUMYHOM NpodmaaktMkm BCC 3HaAYMMO BAMAET Ha YPOBEHb CMEPTHOCTM [AAHHOM KaTeropmu
NauMEHTOB KaK C MWWEMUYECKOM, TaK U C HeEULLeMUYeCKol ee npupogon [58, 82, 216, 217, 218, 219, 220, 221, 222,
223, 224, 225].

[na Bcex nokasaHui K npumeHeHuo MKO*** peweHne B Nonb3y nociegHUx NPUHUMAETCA TOJSIbKO B
C/lyyae, Korga nporHosMpyemas NpoAO/IKUTENbHOCTb KM3HW MauMeHTa npesbiwaeT 1 rog. HeobxoaumocTb B
afleKBaTHOM peBaCKyNApM3auMM MMOKapaa, Hapagy CO CTpeMAeHMeM pPaAMKasbHOro YCTpaHeHWA apuUTMuUM,
ABNAOTCA NPUOPUTETHLIMM MO OTHOLLEHMIO K NPUMeHeHuio UKA***-tepanuu.

- UmnnanTauma MKO*** ans nepsuuHoli npodunaktnku BCC He pekomeHa0BaHa B TedyeHue 40 aHen nocne
nM [27, 58, 62, 82].

EOK IA (YYP B, YA/, 2).



- UmnnanTtaumsa UKOQ*** pekomeHaoBaHa Ana ymeHblieHns pucka BCC naumeHTam ¢ AncyHKumnen nesoro
Xenyaouka (PBMIXK - 35% M meHee) n cepaeyHoit HepoctatouHocTbio (Il mam Il ®K no NYHA), scneacrtsue
nepeHeceHHoro He meHee Yyem 40 gHel nocse nHdpapkTa mmokapaa [124, 129, 138, 139, 579].

EOK IA (YYP A, YA 1).

- Umnnantauma UKO*** pekomeHgoBaHa y NauMEHTOB C KapAMOMMOMATMEN HeuwemMUYecKoro reHesa,
AncoyHKUMen nesoro kenyaodka (PBJIK - 35% 1 meHee) n cepaeuHoin HeagoctatouyHocTbio, |l uam Il dK no NYHA
[215, 218, 219, 220, 234].

EOK IB (YYP B, YA 1).

- Wmnnantauma WKO***  pekomeHpgoBaHa Aana npodunaktmkm BCC y nNauMeHTOB, OXUAAKOLMX
TPaHCN/aHTaLMIO cepalia BHe e4ebHoro yupexaeHun [227, 228, 229].

EOK IIAC (YYP A, YAA4 2).
Coctoanua, npu koTopbix MK -Tepanma He NoKasaHa UM NPOTMBOMNOKa3aHa:

- MPOrHO3MpPYeMblli CPOK KM3HWM MALMEHTOB C YA0BNETBOPUTENbHBIM GYHKLMOHANBHBIM CTAaTyCOM He
npesbiwaeT 1 roa, AaXKe eCan OHU UMEIOT NOKasaHuA, cooTeeTcTBytowme 1 -5 Y44,

- MauMeHTaMm, CTPaatoWMM HemnpepbiBHO-PEeLUINBUPYIOWNMU KENYL0UKOBbIMU TaXMKAPAUAMM UM
dnbpunnaumei enyn04Kos;

- NauneHTam C BblpaXeHHbIMU TNMCUXUYHECKUMU 3a6OHEBaHMHMM, KOTOpbleé MOryT 6bITb YCYI'Y6J'IeHbI
MMI'I/'IaHTaLI,VIef/‘I an60pa U NpenaTcTBoBaTb CUCTEMATUYECKOMY Ha6J'IIO,CI,EHVHO,'

- MNauMeHTam C XpOHWUYEecKon cepgedyHon HegoctatodyHocTblo [V ®K (NYHA), pedpakrepHol K
NNeKapCTBEHHOM Tepanuu, KOrAa OHU He ABAAKTCA KaHAUAATaMM Ha TPAHCMIAHTAUMIO CepALa;

- nayMeHTam ¢ 06MOpPOKaMM HEACHOro reHesa 6e3 MHAYUMPYEMbBIX KenyouKOBbIX TaxMapuTmuin u 6es
CTPYKTYPHOW NaToNOrMm cepaua;

- B C/ly4anXx, KOTrZa »KejyAo4yKoBas TaxuKapaua wam GUbpunnaums »KenyLouKoB ABAAIOTCA YCTPaHMMbIMM
PagMKanbHO, XMPYPIMYECKM WM C NMOMOLLbIO KaTeTepHoW abnauuu: apuTMuM, CBA3aHHble C cMHapomom BMB
(WPW), TaxnKkapauu 13 BbIBOAHOIO TPAKTa KeyaouKos, GacuMKynspHble n namonatmdeckue KT, npu oTCyTCTBUK
CTPYKTYPHOW NaToNOrM1 cepaua;

- NauMeHTam, y KOTOPbIX 3MM304 KeNyLOYKOBOW TaxMapWUTMWUM BO3SHWK BCAEACTBUE MPEXOAALLMX WM
06paTMMBbIX PACCTPOMCTB (HanpMMep, OCTPbIM WHQPAPKT MWOKapAa, HapylleHWe 3NeKTPoAuTHoro 6anaHca,
nobouHble sPpPeKTbl MEANKAMEHTOB, TPABMa), KOr4a KOPPEKLMA PAacCTPOMNCTBA BO3MOXKHA U MOKET 3HaYUTENIbHO
CHWU3UTb PUCK NOBTOPHOrO BO3HWMKHOBEHUA apPUTMUN,

CepaeyHaa pecuHXpoHu3Mpylowaa Tepanua y naumeHtoB ¢ XCH pna cHuxKeHua pucka BCC.
Kom6uHuposaHHble CPT-[] ycTpoiicTBa

3ddekTnBHocTb CPT NpoAeMOHCTPUPOBaHa B MHOroYMcaeHHbIX KM M meTaaHanMsax npu Kapamommonatm
KaK WMLIEeMUYEeCKoro, Tak M Heuwemunyeckoro reHesa [219, 267, 268, 269, 270, 271, 272, 273). [aHHble
€BpOnenckoro o0630pHOrO0 perncrTpa CBUAETENbCTBYIOT O 60see HU3KOM CMEPTHOCTM Yy NAUMEHTOB C
KOMBMHUPOBaHHbIMK ycTpolicTBamu CPT-A*** [274]. Bonee goporve v cNoXHble KOMBMHUPOBaAHHbIE CUCTEMbI B
bonblen mepe crepyeT MNPeAnoyecTb Yy MaALMEHTOB, HYXKAAOWMXCA BO BTOPUYHOM NPOOMNAKTUKE, UK
NnepBUYHON NpodUNaKTUKE BHE3AMHOW CMEPTU NPU OTCYTCTBUM BbIPaXKEHHOW KOMOPOUAHOCTU U B OTHOCUTE/IbHO
mosiogom Bospacte [232]. UmnnaHTauusa CPT o6bi4HO NpOBOAUTCA NOA, MECTHOMN aHeCcTe3uneN.

- UmnnaHTauma CPT-yCTpPOWCTB peKomeHA0BaHa 414 CUMNTOMHbIX NaumeHToB ¢ XCH, CMHYCOBbIM PUTMOM U



mopdonormeit QRS ¢ BJIHMI, gautenbHocTbio QRS = 150 mc, ®B/IK < 35%, Ha ¢OHe ONTUMAaNbHOI
MeAMKaMEeHTO3HOW Tepanuu, C LeNblo YMEHbLIEHWA CUMATOMATUKU, CHUKEHWUA MOPBUAHOCTU M pUCKa CMepTH
(219, 267, 268, 275, 276, 277, 278, 279, 280].

EOK IA (YYP B, YA/, 2).

- UmnnanTaumns CPT-ycTpolicTB peKoMeHA0BaHa A8 CUMATOMHbIX naumneHToB ¢ XCH, cMHYCOBbIM PUTMOM U
QRS-mopdonorveit BAHMT, gnautenbHocTblo QRS 130 - 149 mc, ®B/MK < 35%, Ha $OHe ONTUMAasIbHO
MEeANKAaMEHTO3HOM Tepanuun, C LEeJiblo YMEHbLIEHUA CUMMTOMATUKU, CHUXKEHUSA MOPOMAHOCTU U PUCKA CMEepPTH
[279, 280].

EOK IB (YYP B, YA/, 2).

- UmnnaHTauma CPT-ycTponcTB peKoMeHA0BaHa A5 CUMNTOMHbIX NaumeHToB ¢ XCH, cMHYycoBbIM pUTMOM 1
QRS-mopdonorueii, He cooTtseTcTBytowei BIHMT, aantenbHocTbio QRS = 150 mc, B < 35%, Ha doHe
ONTUMaNbHON MeAMKAaMEHTO3HOM Tepanuu, C LLeSIblo YMEHbLEHMA CUMNTOMATUKNU, CHUXKEHUA MOopOUAHOCTU U
pucka cmepTn [279, 280].

EOK IIAB (YYP B, ¥AA4 2).

- UmnnaHTauma CPT-yCcTpoMNCTB peKoMeHA0BaHa A5 CUMNTOMHbIX NaumeHToB ¢ XCH, cMHYycoBbIM pUTMOM 1

QRS-mopgonorueii, He cootseTcTBytowel BAHMN, aamtenbHocTblo QRS 130 - 149 mc, B/MK < 35%, Ha doHe
ONTUMaNbHOW MeAMKaMEHTO3HOM Tepanun, C LeNbio YMeHbEHUA CUMNTOMAaTUKK, CHUMKEHUS mMopbuagHocTn 1
pucka cmepTu [280, 281].

EOK 1IBB (YYP C, YA. 3).

- Umnnantaums CPT-ycTpolicTB He pekomeHAoBaHa ana nauneHToB ¢ XCH u anutenbHocTbio QRS meHee
130 mc [281, 282, 283].

EOK IA (YYP A, YO4 1).

- UmnnaHTauma CPT-ycTpolicTB pekomeHaoBaHa aas naumeHtos ¢ XCH, Il - IV ®K no NYHA, gnutenbHOCTbIO
QRS = 130 mc, ®B/MK < 35%, c dubpunnaumeit npeacepanii Ha GpoHe ONTUMANbHOW MeAMKaMEeHTO3HOM
Tepanuu, C LLebio YMEHbLUIEHUS CUMINTOMATUKK, CHUKEHNA MOPOUAHOCTU U pUCKa cmepTu. MaymeHTam 4oNKHa
6bITb 0becrneyeHa NOCTOSHHAA GUMBEHTPUKYAAPHAA CTUMYAAUMA C 3OPEKTUBHbIM 3aXBaTOM Kenyaoudkos [284,
285, 286, 287, 288].

EOK IIAB (YYP A, Y44 1).

- MaumeHtam c CPT-yctpolictB u o¢ubpunnauymeir npeacepauii, B caydyae HeappeKTUBHOMU
OUBEHTPUKYAAPHON CTUMYNALMN, PEKOMEHA0BAHO CO3gaHNe 6a0Kaabl cepALa C MOMOLLbIO KaTeTepHoM abnaumnm
aTpPMOBEHTPUKYAspHOro y3na [289, 290, 291, 292, 293, 294].

EOK IIAB (YYP B, YA/, 3).

- WmnnaHTaups CPT-ycTpoiicTB pekomMeHAoBaHa ANA nauueHToB c  ¢ubpunnaumein npeacepavi,
HEKOHTPO/IMPYEMOI YaCTOTOM KeayaouKoBOro pUTMa, KaHAuMAaToB Ha co3gaHue 610Kagbl cepala ¢ NOMOLLbIO
KaTeTepHoW abnaumm AB-y3na [295, 296, 297, 298, 299].

EOK IIAB (YYP B, YA/, 3).

- UmnnaHtauma CPT-yCTPOMCTB pPEKOMEHAOBaHA ANA CMMMATOMHbIX nauueHToB ¢ XCH, ®BJ/IK < 40%,
KOTOpble MMEIT MOKa3aHUSA K NOCTOAHHOW Ke/yAo4yKoBOM CTUMYNAUUKW, BCAeACTBME BbpaauKapauu, C Lesbio
YMEHbLLUEHUS CUMNTOMATUKN U CHUXKEHUs mopbuaHoctu [284, 290, 300, 301].



EOK IA (YYP A, YA 1).

- UmnnaHTauma CPT-yCTPOICTB peKoMeHA0BaHa B KayecTBe 3aMeHbl umetowerocs IKC*** pan UKL ***,
Ana naumeHtoB ¢ OB/ < 40%, KOTOpble HYXAAOTCA B MOCTOAHHOM XENyAo4yKOBOM CTUMYANAUMM, C
NPOrpeccMBHbIM yXyAlleHUeM COCTOAHMA, BCieacTeme nporpeccuposaHua XCH, HecmoTpa Ha ONTMMAsbHYIO
meAnKameHTo3Hyto Tepanuio [302, 303, 304, 305, 306, 307, 308, 309, 310, 311].

EOK IA (YYP A, YA, 2).

KommeHTapuit. PeweHne Bonpoca o Bbibope Tuna ycrponctea CPT-IKC*** unam CPT-A*** ponxHo
OCHOBbIBATLCA Ha CyLLECTBYIOLLIMX MOKa3aHuAx Aans nposeaeHus UKA***-tepanum n getanbHom obcyxaeHun
AAaHHOro Bonpoca C NaUUeHTOM W ero POACTBEHHMKaMM, C YYETOM MNOAb3bl OT MmMnnaHTaumm CPT-UKO*** u
BO3MOXHbIX OC/IOKHEHUIM, MOCNEACTBUIA, CBA3AHHbLIX C HEOBXOAMMOCTbIO M3MEHEHWA KU3HEHHOro YyKnaja,
cUTyauuii, Tpebylowmx aeaktmBaumm CPT***-UKO***, a Takke BO3MOXKHOCTM HabloAeHMA 3a MauMeHToOM B
TeyeHue 4 INTeNIbHOTro Neproa BPEMEHMN.

MoAaKoXHbI UMNIAHTUPYEMbI KapauosepTep-aedubpunnatop

CnoXHOCTU NMPUMEHEHMUA SHA0KAPAMANbHBIX 3/1EKTPOA0B Y HEKOTOPbIX NALUEHTOB NPUBEAN K MOABNEHUIO
NoAKOXHOro aepunbpuanatopa ¢ OA4HUM UAN ABYMA SNEKTPOAAMMU, KOTOPbIE UMMAAHTUPYIOTCA MOAKOXKHO, BHE
rPY4HOM MONOCTU. DNEKTPUYECKUIA pa3pal, HaHOCUTCA MeXAY KOpMycomM YCTPOMCTBA M OJIMHHOMN CNMPanblo Ha
AUCTaNbHOM 4acTM 31eKTpoga B NpaBom Kenyaouke [312]. Pe3synbTaTbl HEMHOFOYMCAEHHbIX MCCAeL0BaHWIMA
NMOKa3bIBalOT, YTO NOAKOXKHble aedubpunnaTopbl MOryT NpenoTBpalaTb BHe3anHyt cmepTb [313, 314, 315].
MoakokHble UKL, MOXKHO Mcnonb3oBaTb 414 nepBryHoM npodunaktnkm BCC, ogHaKo Ha cerogHALWHUN AeHb HeT
OOITOCPOYHbIX MUCCNefoBaHUI ¢ 60nbwoli BbIOOPKOM TaKMX MNaUMEHTOB W COOTBETCTBYOWME 3bdeKTbl
npumeHeHuss nNoAkoXHbix MKO ewe He onucaHbl [314, 316]. K HacToAwemy BpemMeHM NpOoa0KaoTCS
NPOCNEKTUBHbIE PaHLOMM3NPOBAHHbIE UCCAEAOBAHWA, B KOTOPbIX MPOBOAWUTCA CpaBHEeHWEe 3¢GGEKTUBHOCTU U
OC/IOXKHEHWI Y NALMEHTOB C NOAKOXKHbBIMU U CTaHAAPTHbIMK UK,

- WmnnaHTauma nogKoxKHoro aedubpunnstopa peKoOMeHgoBaHa B KayecTBe  afbTepHaTMBbI
AedudbpunnaTopy ¢ sHAO0KapAMaNAbHbIMWU SNEKTPOAAMMN Y NALMEHTOB C NokasaHuamu K UKL, B Tex cny4dasx, Korga
He TpebyloTca aHTMbpaaMKapAMuyecKana CTUMYNAUMS, CepAeYHass PEeCUHXPOHM3MpYloWas Tepanus U
aHTUTaxMKapauyeckan ctumynsums [313, 314, 315, 316, 317, 318].

EOK IIAC (YYP B, ¥4 3).

- WmnnaHTauma nogKoxKHoro aedubpunnstopa pPeKoMeHAOBaHa B KayecTBe  a/fbTepHaTUBbI
0edubpunnaTopy C 3HAOKApAMANbHbIMU - 3N1E€KTPOAAMM  MPU  OC/IOKHEHHOM BEHO3HOM JoOcCTyne, npu
MHPEKUNOHHbIX OCNOXKHEHMAX, CBA3AHHbIX C NPeablayWwmm YCTPONCTBOM, BO BCEX CAYyYanX, KOraa nNpumeHeHue
3HAOKapAMabHbIX 3/IEKTPOA0B HEBO3MOMXKHO, HeLlenecoobpasHo MaM NnoTeHUManbHo onacHo [313, 314, 315, 316,
317, 318].

EOK IIBC (YYP C, Y44 5).

- OBy aeHNe BO3MOMKHOMO U3MEHEHUA YKAaAa XM3HN B CBA3M C MMnaaHTaumnen MKO*** pekomeHaoBaHo
ONA BCeX NauueHToB, KoMy NoKasaHa MKO***-tepanusa [326, 327, 328].

EOK IC (YYP C, YA/ 4).

- OuEeHKa NCUXMYECKOro COCTOAHMA U NedeHne NCUXMYECKUX PacCTPOMCTB PeKOMEHA0BAHO BCeM NaLueHTam
c yacTbimu cpabatbiBaHMaAMKM UKO*** [63, 326, 327].

EOK IC (YYP A, YAZ, 2).

- BO3MOMKHOCTb AeakTvBauun UMKO*** Bo Bpems KPUTMUECKMX NEepuMogoB TedeHus 60e3HM U npu
TEePMWUHANIbHOM COCTOSSHUM PEKOMEHAYETCA PACCMOTPETH elle A0 umnaaHTauum MKOQ*** [328, 329].



EOK - HeT (YYP C, YA/, 4).

- Heobxoanmoctb B aeaktmsaumm UKL *** pekomeHayeTca KONNEKTUBHO PacCMOTPETb NPU 3HAYUTEIbHOM
YXYALEHNN COCTOAHMA NaLuneHTa U B TEpMUHANbHOM cTagmm 3aboneBaHns [328, 329].

EOK - Het (YYP C, YA/ 4).

- NporpammuposaHne NKO*** pekomeHayeTca oCyLLECTBAATb TaKMM 06pa3om, YTobbl CBECTU K MUHUMYMY
BEpOATHOCTb HeoboCcHOBaHHbIX cpabaTtbiBaHuii KO *** [330, 331, 333, 334].

EOK - HeT (YYP A, YA, 2).

- NporpammupoBaHue UKO*** pekomeHayeTcs OCYLLECTBAATb TaKMM 06pa3om, YTOObl MO BO3MOMXKHOCTU
3aMeHWTb BbICOKOBO/IbTHbIE pPa3pAgbl Ha aHTUTAXMKAPANYECKYIO CTUMYAALMIO NPU KYMUPOBaHUU apuUTMuiA 6e3
ywepba ana 6esonacHoctn naumeHTa [330, 331, 332, 334].

EOK - Het (YYP A, YA, 2).

- [lepenporpammupoBaHue paHee ycTaHoOBAeHHoro WKO*** pekomeHOoOBaHO B C/yyae 4acTbiX
HeaeKBaTHbIX cpabaTbiBaHWUM ycTpolicTea [27, 62, 332].

EOK - HeT (YYP C, Y44 5).
KateTepHas abnauua y nauneHToB 6e3 CTPyKTYpHOM NaToN0rum cepaua

O6nacTb BbIXOAHOrO TPaKTa NPaBOro M /IEBOMO KenyAOoUYKOB YacTO ABAAETCA UCTOYHMKOM MAMONATUYECKMX
T n K3 [335, 336, 337, 338]. B 70% cny4aeB 310 BbiBOAHOM TpakT MK (BTMXK, B ocTanbHbIX cayyaax - CUHYChI
BanbcanbBbl, BbIBogHOW TpaKT /1K (BT/1)K), 6osblian BeHa cepalia, 3NMKapauanbHble 30Hbl, a0PTO-MUTPaJIbHOE
coeguMHEHNE, peXe MNPOKCMMAJbHbIM OTAEeNn NeroyHoM apTepun HenocpeacTBEHHO Hag MyAbMOHa/bHbIM
KnanaHom [339, 340, 341, 342, 343, 344, 345, 346, 347, 348]. MguonaTnyeckaa oyaroBas KesyaoyKoBas
TaxmKapama us BblBOAHOro Tpakta (MKT-BT) o6bl4HO BO3HMKAET y NaLMeHTOB 6e3 CTPYKTYpHOW NaTonorMm cepaua,
OflHAKO Yy HEKOTOpbIX MauMeHTOB OblAM BbiABNEHbI HE3HAYUTe/IbHble W3MEHeHMs Mo  AaHHbim  MPT.
Nanonatnueckan MT-BT 0bbluHO MMeeT 06pOKayYeCcTBEHHbIN XapaKTep, HO B HEKOTOPbIX C/ly4anX BO3MOMKHaA
3nokayectBeHHaa MT [349, 350, 351, 352, 353, 354]. OyeHb peako HabAOAAOT cOYETaHUE HECKONbKUX
pasnuyHbIx mopdonornii KT, UTO MOXKET yKasbiBaTb Ha Haauume pybuoBoro cybctpata KT, Kak, Hanpumep, nNpu
AKITXK.

Mpu PYA npumeHsAeTcs aKTMBAUMOHHOE KapTUpPOBaHWE W/UAW KapTUPOBaHWE Ha GOHe CTUMYNALUN B
PasIMYHbIX TOYKax BO Bpemsa IOU, HaumHan ¢ BTIK (BKItoyan 061acTb Ha KNanaHOM Iero4YHoM apTepum), 3aTeM B
KOPOHAapPHOM CMHYCe, B CMHYCax aopTa/lbHOrO KaanaHa W 3aKaHuMBaA 3HAOKapAManbHoM vacTbio BT/IK. Ecam
abnaumsa B TOUKE PaHHEN KeNyL04YKOBOW aKTMBALMKN He NO3BOAAET YCTPAHUTb KAMHUYECKYIO apuTMUIO, cieayeT
paccMOTpeTb BbIMONHEHME 3MUKAPAMANbHOTO KapTWMpoBaHMA. PYA 06bIYHO BbIMNOAHAETCA MO4 MECTHOM
aHecTe3sunel, NnepuKkapananbHbIi 40CTYN OCYLWECTBAAETCA No4, MHTYHALUMOHHbBIM HapKO30M.

XKenyaoukoBasa TaxMKapAuA U3 BbIXOAHOro otaena cepaua

- BbinonHeHue KaTeTepHoi abnauum KT/ us obnactu BOMK pekomeHA0BaHO NpU HAAUUYUN CUMNTOMOB
n/van B cnyyae HespPEKTUBHOCTM aHTMAPUTMUYECKOW MeAMKaMeHTO3HOW Tepanuu (K npumepy, 6eta-
aApeHob10KaTOPOB), a TaKKe Yy NALMEHTOB C HapyLeHMeM cucToandeckon GpyHkumm JIK Ha dpoHe yacToi HKT/HKI
[94, 98, 355, 580].

EOK IB (YYP A, YA/, 2).

KommeHTapuit. MaumeHtam c MT-BTMM/XHD pekomeHaoBaHa KaTeTepHas abnauus B KayecTBe meToaa
nepsoro Bbi6opa, Torga Kak npu KT-BT/IK/XD ee sbinonHeHWe cneayeT paccMaTpuBaTh TOIbKO MPU OTCYTCTBUK
addpeKTa aHTUAPUTMNYECKON Tepanunu.



- leyeHne aHTMaPUTMMUECKMMUM NpenapaTaMu |c Knacca (61oKkaTopbl HaTPUEBLIX KaHAN0B) PEKOMEHA0BAHO
npuv Haanumm cumntTomoB naumeHtTam c KT u3 BOJIK, obsiactm aopTasbHOro KaanaHa WauM anuKapauanbHoMu
T/ [120, 343, 346, 383, 427, 581].

EOK IC (YYP C, YA/ 5).

- BbIMo/IHEHWE OMbITHBIMK CrieuManucTaMmn KatetepHoin abnaumm ana nedeHmsa KT/ ns BONK, obnactu
aopTaNbHOrO KnanaHa WAW 3nukapguanbHoit MT/MKD pekomeHA0BaHO Yy CUMMMTOMHbIX MaUMEHTOB Mpu
HeahPEKTUBHOCTM Nprema = 1 aHTMAaPUTMUYECKUM NpenapaTom Ic Knacca, a TakKe Npu HeXKeNaHUW NaumueHToB
HaxXoAMTbCA Ha A0JITOCPOYHOMN aHTUAPUTMUYECKOM MeanKameHTo3HoM Tepanuun [120, 343, 346, 383, 427, 581].

EOK llaB (YYP C, YA 4).

- KaTtertepHas abnauma ans nedeHua T/ u3 cuHycoB Banbca/ibBbl PEeKOMEHAOBaHa TOJIbKO MNpwu
HeapPEeKTUBHOCTU MEeAMKAMEHTO3HOM TepanmMm aHTUapPUTMMYECKMMM NpenapaTamu Ic Knacca [120, 343, 346, 383,
427,581, 582].

EOK IC (YYP C, ¥YAA 4).

- dnuKapauanbHbil noaxod Aana abnaumm MKT/MD pekomeHaoBaH TO/bKO nociae HesdpdeKTUBHOMN
3HAOKapamanbHon abnaumm BT-MT/HK3 [340, 341, 359, 416, 445, 447].

EOK IC (YYP C,yA/4 4).

KommeHTapuii. BONbLWMHCTBO 04aroBbiX aNMKapAManbHbiX T BO3HMKAOT B HEMOCPEACTBEHHON 6/1M30CTH
OT 6O/bWINX CepAeYHbIX BEH MAN KOPOHAPHbIX apTepwuit, M rNaBHbIM PUCKOM TaKoW Mpoueaypbl ABAseTcA
nospexaeHne KopoHapHoi aptepum [358, 359, 360]. YcnewHan abnaumsa KT us obnactm neroyHom aprepum
OMMCaHa TO/IbKO B €AMHMYHBbIX CyYasx Uan B HebosblmMx cepuax Habatoaernnin [354, 357, 361].

ManonatMyecKan NeBoXKeNy[04yKoBasA TaXxMKapaua

Yawe Bcero BcTpeyvaeTca dacumkynapHaa KT c noKanmsaumeln uenu pueHTpu B 061acT pas3BeTBAEHUN
3afiHel BETBM JIeBOW HOXKKM Ny4yKa [uca (> 90%), u3penka - nepeaHen BETBWU, KOTOPAA Pa3BMBAETCA FNABHbIM
obpasom y monoabix ntogei 6e3 cTpyKTypHoW natosiornm cepaua [362]. Metogom nepsoro Bbibopa Ans neveHusn
TAKUX NaLMEHTOB B CMELMaNM3MPOBAHHbLIX LEHTPaX ABAAETCA KaTeTepHasa abnauma, NMocKoNbKy 3abonesaHue
BCTPEYaeTCcA B OCHOBHOM Y /UL, MONOAOI0 BO3pacTa, U ANUTENbHOE MEANKAMEHTO3HOE /Ie4eHUe B 3TOM C/y4ae
HeaddeKTnBHO [363, 364, 365, 366, 367]. YacToTa peumanBOB TaxmKapamm nocse ycnewHor abnaymm konebnetcs
oT 0 go 20% [181, 368, 369, 370, 371, 372]. KT c UMpPKynAUMEN BO3OYKAEHNA NO HOXKAM Ny4yka 'Mca obbluyHO
HabnofaeTca y NAUMEHTOB C paHee CyLLeCTBOBABLIMMMW HaPYLWEHUAMU BHYTPUNKENYLOYKOBOrO MpPOBeAeHUs,
BK/lOYAA yaNnHeHWe nHTepBana H-V 1 61oKagy HOXKM nydka Mnca [373, 374, 375). Takasa TaxMKapausa XopoLlo
noAAaeTca /IeYEeHUIO C NMOMOLLbIO KaTeTepHoM abnaunn, No KpaiHen mepe B CMeLMann3NpPOBaHHbIX LLEHTPaXx.
Yawe Bcero BbINOAHAIOT abAauUMIO NPaBOM HOXKM, pPeXKe SIeBOM HOMKM M. [Mca, pesynbTaTom 4ero ABnAeTcs
oTcyTcTBUe nHayumpyemown KT u, no cytu, nosHoe usnedyenune ot KT [375, 376].

KenyaoukoBasa TaxMkapAmMAa U3 NANUANAPHbIX MbILUL,

- Ecnm neverune T/ 13 061acTi NanUANAPHbBIX MbILLL, aHTUAPUTMMYECKMM npenapaTtom Ic Knacca u/unm
beTa-aapeHob6/10KaTOpamMmM OKasasocb HeycrellHbiM, peKoMeH[oBaHa KaTeTepHas abnauua, Kotopaa 06bl4HO
OaeT HyKHbI addeKT [378, 379, 380, 383].

EOK IC (YYP B, YA/ 3).

KommeHTapuii. Y Heb60bLWOro YMcaa naumeHTos ugmonaTtndeckas T uam K3 moryT BO3HUKATbL B 0b61acTu
nanuanapHblx Mol MK nan XK [377, 378, 379]. Ana KT, UICTOYHUKOM KOTOPOW SIBAAETCA 3aA4HAA NanuanapHasn
mbiwua JIXK, xapaktepHa mopdosorna no Tuny 6aoKaabl NPaBol HOXKWM N. Tuca, cmeweHne oc QRS BBEpx
BMPaBO MW BNEBO U aanTenbHocTb QRS > 150 mc. OgHAKO NpU KapTUPOBaHUM WM BbINOJAHEHWUM abnaumn B 30He



NanUANAPHbIX MbllL, A0CTAaTOMHO CJ/IOXKHO JA0CTUYb CTAabM/IbHOrO MOJIOKEHUA KaTeTepa, B CBA3N C 4Yem
peKomMeHAyeTca TpaHCccenTasibHblit A0CTYyn B pAAe C/y4aeB W KOHTPO/b C MOMOLLbIO BHYTpUCEPAEYHOM
axokapguorpadun. YcnewHas absauma MOXKeT OCNOXHATbCA MUTPANbHOM peryprutaumen, Kotopas, OAHAKO,
BCTpeYaeTca peako.

XKenypoukoBasa Taxukapaua us obnactu KOJibUuia MUTPAJZIbHOIO UJIN TRPEXCTBOPYATOro K/lanaHa

- Mpn otcytcTBUM 3ddeKkTa OT neveHna KT/ u3 06/1acTM Koiblia MUTPANbHOIO WM TPEXCTBOPYATOro
KnanaHa aHTMapuUTMMYecKMMM npenapatamu Ic Knacca wn/unn 6eta-agpeHob/0KaTopamu pekomeHAoBaHa
KaTeTepHas abnauus (B cneumannsnpoBaHHbIX LeHTpax) [378, 379, 343, 380, 383].

EOK IC (YYP C, ¥AA4 4).

KommeHTapmin. Okono 5% Bcex mamnonatmdeckmx KT n K3 BO3HMKaOT B 061aCTU Ko/bL@ MUTPaNbHOMO
KnanaHa [380, 381, 382]. Ons HMX xapakTepHa mopdonorma 610Kaabl NpaBoi HOXKKKM M. Mca, nepcucTMpytoLLas
BOJIHa S B oTBeAeHUM V6 1 pacnonoxeHne nepexoiHon 30Hbl B oTBeAeHUN V1, a B HEKOTOPbIX CAyYasax U mexay
otBegeHuamu V1 m V2. Mopsgka 8% Bcex ugmonatmdeckux KT mn KD Bo3HMKawT B 06/1aCcTM KoAbLaA
TPexcTBOpYaTOro KaanaHa. B aTom cnyyae oTmeyatoT mopdosiormio 610Kaabl N€BOM HOXKKM U OTKNOHEHME OCK
QRS Bneso.

Naunonatuyeckas ¢pubpuanauma Kenyaoukos

- WmnnaHtauma UKO***  pekomeHgoBaHa MauMeHTaMm, MEPEXMBLUMM 3MNU304, MAMONATUYECKOM
bdnbpuanaLmMKn Kenyaodkos ana nedeHunsa MT/OXK u npopunaktukm BCC [13, 62, 384, 385, 439, 497, 540, 546,
550].

EOK IB (YYP B, ¥AA4 3).

- Mpy Hannumm peumnpmsupyowein HKI-MHAYUMPOBAHHOW GUBPUANALMM KENYLOYKOB WM MOKasaHui K
NKO***-Tepanmn pekomeHaoBaHO ansa nedeHus MT/OX un npodunaktmkm BCC BbiNOAHEHME KaTeTepPHOM
abnauum onbITHbIMKM cneuuanunctamm [387, 388].

EOK IB (YYP A, YAOA 2).

- Mpu Hannuum 3D, ABNAOWENCA NPUUMHON 3SNEKTPUYECKOro LWTOpMa, ANA nedyeHua MT/OXK wu
npodumnaktnkn BCC pekoMeHA0BaHO BbINOJHEHWE KaTeTepHOoW abnauum onbiTHbIMKU crneumanuctamm [29, 180,
200, 390].

EOK llaB (YYP C, YA 4).

KateTepHaa abnauua y nauveHTOB CO CTPYKTYpHOW naTtonoruveit cepaua/gucyHkumein nesoro
JKenypouka

Y naupeHToB ¢ gucdyHkumen JIK n ctonkon KT natoPu3MoNOrmyeckMn MexaHM3m apuTMUM BO MHOTUX
Cnyyasax 3akatodaeTcs B GOPMMPOBAHUKU Kpyra pUeHTpU Ha ¢oHe pybLOoBbIX M3MEHEHMI, M Lenbto abnaumu
ABNAETCA KPUTMYECKMI nepeweek B obnactu atoro Kpyra. KT y TakMX NAUMEHTOB Yallle BCEro umeet
MOHOMOPOHbIA XapakTep. B HacTosliee Bpema HET eAMHOro MHEHMA O Bblbope Kputepues 3ddeKTUBHOCTU
npoueaypsl. bonee npeanoYTUTENIBHON KOHEYHOMN TOUYKOM MOXKET BbiTb OTCYTCTBUE NOObLIX MHAYLMPYeMbIX HKT. B
CNy4Yae pPasBUTMA 3/IEKTPUYECKOrOo LITOPMa BbIMOJAHEHWE KaTeTepHoM abnaumuM MoXKeT cnocobcTBoBaTb €ro
NPEKPALLEHNIO, @ TaK¥Ke CHU3UTb YAaCTOTYy MOBTOPHbIX 3MNM3040B NO CPABHEHUIO C MeAMKAMEHTO3HOW Tepanuei
[389].

B uesom, ycnex npouenypbl B KaXK40M KOHKPETHOM C/lyyae 3aBMCUT OT pasmepoB NocTuHdapKTHoro pybua,
KOTOPbI MOXHO OLLEHUTb MO 061aCTAM HMU3KOrO BOMIbTAXKa NPWU 3/1EKTPOaHAaTOMMYECKOM KapTuposaHum [390].
Heob6xoaMMbIM YCNOBMEM ABAAETCA BbiNOAHEHMEe abnaumm 6puragoit onbITHOrO CneunanmMsnMpoBaHHOro LeHTpa
[391].



- BbinonHeHWe HEOTNOMKHOW KaTeTepHOW abnauum B CcneumannmsvMpoBaHHbIX U OMbITHBLIX LEHTpax
pPeKOMeHA0BaHO NalMeHTam ¢ HenpepbiBHOW KT UAN 3NEeKTPUYECKMM LUITOPMOM, NPUBOAALLMM K NOBTOPHOMY
HaHeceHMIo Wokos MKO*** [389, 390, 391].

EOK IB (YYP C, YA/ 4).

- HasHayeHune amuopapoHa** umnum KatetepHaa abnauua pekomeHAOBaHbl NaLUMeHTam C MOBTOPHbIMU
wokamu MKO*** scneacteume yctoumeoi KT [143, 154, 180, 392, 393, 394, 395].

EOK IB (YYP A, YA/, 2).

- PeKomeHA0BaHO Ha3HayeHne amuoaapoHa™** nam BbINOMHEHWUA KaTeTepHOM abaaunm nocne perncrpaumm
nepBoro anunsoga ycronumson KTy nauneHtos c MKA*** [127, 135, 138, 393, 394, 395, 396].

EOK IIAB (YYP C, VA 4).

- Y nauueHToB ¢ aucdhyHkument JIXK, HanpaBneHHbIM Ha KaTeTepHyto abnaumio KA, npenpoueaypHas wuam
BHYTpPUMNpoOLEeAYpPHaA BM3yann3aLMA PeKOMeHAyeTCcA ANA UCKAYeHUA Tpombosa nonoctei cepaua [397, 398,
399, 400, 401, 402].

EOK IB (YYP A, YO[ 2).

- Y NauueHToB C HEULWEMUYECKOWN UM ULLIEMNYECKOM KapANOMMONATUAMM, HAMPaABIEHHbIX HA KaTeTepHYo
abnaumnto KT, pekomeHgoBaHa MPT-BM3yanusaums MMokapaa g8 nosBbiweHus apPeKTUBHOCTU BMeLlaTeNbCTBa
N CHUXKEeHUs BeposaTHOCTM peumansos KT [402, 403, 406, 407, 408, 409, 410, 411].

EOK IIAB (YYP B, ¥A., 2).

- Y nauumeHToB c pybel-accoummpoBaHHOM KT pekomeHaoBaHa abnauma cybctpaTa ANA MNOBbIWEHUA
3¢ PEKTMBHOCTM BMELLATENbCTBA U CHUMKEHUS BepOATHOCTM peunansos KT [416, 417].

EOK IB (YYP B, ¥AA4 2).

- PeKOMeHAOBAaHO My/NbTUINEKTPOSHOE KapTUPOBAHME BbICOKOM MAOTHOCTM Ana 6Honee NoAHOM
XapaKTEPUCTUKM apUTMOreHHOW TKAaHM BO Bpemsa KaTeTepHoW abnauum pybeu-accoummposaHHon KT pna
nosblWeHNA 3PPEKTUBHOCTU BMELLATEIbCTBA U CHUMXKEHUA BEPOATHOCTU peungmeos KT [418, 419, 420].

EOK IIAB (YYP B, ¥4, 2).

¥enyaoukoBas 3KCTPaCcMCTONMA Y NALMEHTOB CO CTPYKTYPHOM naTtonoruei cepaua/ancoyHkumeit nesoro
Kenypouka

- Y nauMeHTOB CO CTPYKTYpHOW naTosnoruei cepaua/avchyHKUMEN NeBOro *KeayAoyka C 4acTok
CMMMTOMHOW Xenya04KOBOM 3KCTPACUCTONMEN NN HEYCTONUYNBOM Kenyao4KOBON TaXMKapame peKoMeHa0BaHO
BbINONHEHWe KaTeTepHoW abnaunn [421, 426, 427, 428].

EOK IIAB (YYP B, YA/, 2).

- NMpu Hannmumm ancodyHKumm JIK, accouMMPOBaHHOM C XKeNyA04KOBOW IKCTPACUCTONNEN, PEKOMEHA0BaHO
nposeseHWe KaTeTepHol abnauun [426, 427, 428].

EOK IIAB (YYP C, YA/, 4).

Heiipomoaynauua

Moaynaums aKTMBHOCTU BEreTaTUBHOW HEPBHOM cUCTEMbI (HelMpomoaynauma) Ana NpodUNaKTUKKU apUTMUiA
ABNAETCA HOBbIM TepaneBTMYECKMM Noaxo4oMm. XOTA aBTOHOMHAA MOAYAAUMA WMMEeeT  A0Ka3aHHYHo



30 dEKTUBHOCTb A/1A  OnpefeneHHbIX COCTOAHUM  (TakMX KaK CUHOPOM yA/JMHEHHoro wHTepBana QT,
KaTexonamuHeprmyeckan nosMmopdHas Keaygo4yKkoBas TaxMKapamusa), CyLeCcTBYOT OrpaHUYeHna 40Ka3aTe1bCcTBa
NPUMEHEHWA TaKUX METOA,0B IeYeHUA Yy 6onee WMPOKON Fpynnbl NALMEHTOB C }KENYAOYKOBbIMU APUTMUAMM.

B HacTosiee BpemA CyLLECTBYHOT OFPaHUYEHHble AAHHble O POAM CTUMYAALMK BAyXKAAOLWEro Hepsa U
CTUMYAALMU CIMHHOIO MO3ra NS NPOPUNAKTUKU KeNya04YKOBbIX apUTMUIA U BHE3AMNHOM CEpAEYHON CMepTH y
ntogen, u, Takum obpasom, NOKa3aHUA K MPUMEHEHUIO HEMPOMOAYNALLMKN OFrpaHMyeHbl [62].

- Y naumMeHToB C 3neKkTpuyeckum wtopmom c HMT/PX, y Kotopbix 6era-agpeHobioKatopbl, Apyrue
aHTHMAPUTMUYECKME NpenapaTbl U KaTeTepHas abnaums HespPeKTUBHbI, HEMEPEHOCUMbI UAN HEBO3MOXKHbI K
NPUMEHEHWNIO, PEKOMEHAYETCA BbINOJIHEHUE CUMMNATUYECKON AeHepBaunu cepalua ans KynmpoBaHUA apuUTMUK U
CHUXeHUA BepoATHOCTU peumansoBs KT.

EOK IIbC (YYP C, YOA 4).

KommeHTapuit. na anekTpudeckoro wropma scneactsne MT/OX, pedpakrepHOro K fe4eHno MetToaom
KaTeTepHoW abnauunm, nokasaHa 3GPeKTMBHOCTb CUMMNATUYECKOM AeHepBaLUN cepalia B HECKObKMX HEOONbLLNX
HabnofaTeNbHbIX UCCAef0BaHMAX U B OAHOM PaHAOMMU3UMPOBAHHOM KOHTPOAMPYEMOM UccneaosaHuun [429] B
BUAE YMEHbLUEHMA Harpyskm aputmuenn [430, 432]. MNpepnonaraetca, 4To OunatepanbHas CMMNATMYECKas
OeHepBauns cepaua moxet bbiTb bosee apdeKTMBHON. [leHepBaLma NoYeyHbIXx apTepuii bblia npeanoXxeHa Kak
MeTO, NIEYEHUA KEeNyA0YKOBbIX aPUTMUIN Y MALMEHTOB C XKENYAO0UYKOBbIMU TaxXMKapauamK, pedpakTepHbIMU K
QHTMAPUTMMYECKOM Tepanuum W KaTeTepHoW abnauuu, a TakXKe Yy MauMeHTOB C NPOTMBOMOKAa3aHUAMM K
KaTeTepu3aumm cepaua.

MpodunakTMKa BHE3aNHOW CMePTH Noc/ie TPAHCN/IAHTALMK cepaLa

Pa3BuTME NaToNOrMYeCcKnXx NPoLECcCOB B NepecakKeHHOM cepALe MOXKeT NPUBECTU K MOBbILUEHHOMY PUCKY
BCC y HeKoTopbIX MauMeHTOB; NpU 3TOM PUCK cocTaBaneT oT 10% no 35% B HabatoaaTeNbHbIX UCCen0BaHUAX
[432, 433]. Kak peakuua OTTOpXKEHMUA, TaK U CHUXKeHue OBJIK asnawoTca npegukropamm BCC. MexaHW3MbI,
Nnexawme B ocHose BCC y mauuMeHTOB € nepecagKoil cepaua, BKAOYAOT B cebs nospexaeHwe nposoaALlei
CUCTEMbI CepAua, KenyAo4YKoBble apUTMUKU BCNEACTBME BACKY/0MATUM KOPOHAPHbLIX apTepuii UaM BO Bpems
3NM304,08B OCTPOro OTTOP}KEHMUA.

- Y NauMeHTOB C TPAHCM/AHTUPOBAHHbIM CEPALEM U TAXKENOWN BacKy/onatmel annorpadta Co CHUNKEHNEM
®BTK gns npodunaktukm BCC pekomeHayeTca umnnantauma MKO***, ecnn oxumaaeman npoaosiKUTeNbHOCTb
*unsHm > 1 roga.

EOK llaC (YYP B, ¥AA4 3).

KommeHTapuit. B HeCcKoNbKUX Hebonbwmnx HabnopateNbHbIX UCCNEA0BaHMAX, B KOTOPbIX OLEHMBAsachb
yacToTa ageKkBaTHoro cpabaTbiBaHua WKO***, 6bi10 nokasaHo, 4To Hanuume WKO*** moxkeT 6bITb
LuenecoobpasHo y HEKOTOPbIX KaTeropuii NaumMeHToB. B 4acTHOCTK, Y MaAUMEHTOB C BblpaXKeHHOM BacKynonatuen
annorpadra, HeOBBACHMMbIMM 0BMOpPOKaMM, BbipaykeHHoN auchyHkumen JIK [434, 435, 436]. MNoKasaHuAa K
BTOPUYHOM npodunaktuke BCC nytem nmnnaHtaumm UKO*** Takune e, Kak ons gpyrux naumeHTos [62].

3.3. JleueHue }KeNy[0uKOBbIX TAXMAPUTMUI U NpodUNAKTUKA BHE3ANHOK CMepPTU B OTAENbHBIX rpynnax

Obwmnii  anropuTM /IeYEHUA KENYAOYKOBOW apUTMUKM  MpU  UWeMUdYecKkon 6onesHn cepaua u
HeuleMMYecKol KapanommonaTmm npeacrasieH B MpunoxeHun b (cxema 2).

ApUTMmoOreHHas KapAMoMMONaTUA NPaBOro Xenyao4uKa

- MaupeHtam c¢ AKMXK pgna npoomnaktmkm BCC pekomeHAOYOT BO34epXaTbCad OT y4vyacTua B
COpeBHOBATENbHbIX BUAax cnopTa [432].

EOK IC (YYP C, YA 3).



KommeHTapuii. [Mopg copeBHOBaTE/NbHbIMM BUAAMM CMOpPTa MOAPA3YMEBAIOT JIOBUTENbCKYID UK
npodeccnMoHanbHy0 CrOPTUBHYIO AeATeNbHOCTb Ha PeryispHoi OCHOBE C Yy4acTMEM B OPraHM30BaHHbIX
COPEBHOBAHMUAX.

- beta-agpeH06/10KaTOpbl B MaKCMMasbHO MEPEHOCMMOM [03e PEKOMEHAO0BaHbl B KayecTBe Tepanuu
nepsoi AMHUKM naupeHTam c AKMK pns ycTpaHeHMA CUMMMATOMOB Yy MAaUMEHTOB C 4YacCTOM KenyAo4KOBOM
3KCTPACUCTO/INEN U HEYCTOMUYMBOM XKenyao4yKoBOMn TaxnuKkapaunei [27, 349].

EOK IC (YYP C, ¥AA4 5).

- Umnnantauma UKO*** gnsa BTopuuHoli npodunaktnkm BCC pekomeHgoBaHa naumeHTam ¢ AKMAK ¢
BHE3aMNHOM OCTAaHOBKOW CepAua B aHaMHe3e M XKe/lyA04KOBOW TaxuKapAuen C HapylueHUSAMU remMmogUMHaAMUKK
[438, 439, 440].

EOK IC (YYP C, YAOA 4).

- [na yctpaHeHus cumntomoB Yy naumeHToB AKMAK c yactolh I M HeycToMUMBOM KenyLo4YKOBOM
TaxuMkapguen, KoTopble He nepeHocAT 6eTa-aapeHoba0KaTopbl WM UMEKT MPOTUBOMOKA3aHUA K HUM,
peKkoMeH40BaHO HasHavyeHMe amnogapoHa™* [439, 440, 441].

EOK Ila C (YYPC,YAA 4).

- BbinonHeHWe KaTeTepHoOW abnauymn pekomeHA0BaHO B CNeuManmM3MpoBaHHOM LeHTpe y naumeHToB AKMK
C 4acTol cMMNTOMHON MI/KT, He oTBevyaloweld Ha MeAMKAaMEHTO3HYHO Tepanuio, B LEeNAX YCTPaHeHus
CMMNTOMOB M NpefoTBpaLLeHmna cpabatoiBaHnn UKO*** [441, 442, 443, 444, 445, 446].

EOK IB (YYP C, ¥AA 3).

- PekomeHgoBaHa mmnnantauma UKO*** y naumeHToB ¢ AKMMK u yctonumsoi KT 6e3 BblparKeHHbIX
HapYyLWeHU remoguHaMUKK, C y4yeTom puckoB UKO*** (BKAOYana PUCK OTAANEHHbIX OCNOXHEHMI) U MOJb3bl
TaKol Tepanuu ans naumeHTa [233, 234, 235].

EOK lla B (YYP B, Y44 1).

- UmnnanTauma UKO*** pekomeHaoBaHa y B3pocabix naumeHToB ¢ AKMK ¢ ogHMm nnmn 6onee daktopos
PUCKA KeNygouyKoBOW apuUTMUM MPU OXMAAEMON MNPOAO/KUTENBHOCTU KU3HU CBbille OA4HOro roga, nocne
TwaTenbHoro obcnenoBaHMA, C YY4ETOM PUCKA OTAANIEHHbIX OCNOMHEHWUM, a TakxKe BavMaHuAa UKO*** Ha obpas
KM3HU, COLUMANBbHO-3KOHOMMYECKUI CTaTyC U NCUXMYECKOE 340p0OBbe NauneHTa [27].

EOK b C (YYP C, YA, 5).

KommeHTapuit. K dpakTopam pucka OTHOCAT HEOB6bACHMMblE 0BMOPOKM, YacTble 3NU304bl HEYCTOMYNBOW
KeNyao4KoBOM TaxMKapamm, cemeiHblii aHaMHe3 BHe3anHoi CMepPTM B MOJIOAOM BO3PacTe, TAXKe0e NopakeHue
NpPaBoro ’Keniyfouyka, BblparkeHHoe pacwwupeHne QRS, HanuMuMe nNO3AHEro rago/MHUEBOrO YCUAEHUA NpU
MarHUTHO-Pe30HaHCHOM Tomorpadum (B TOM YMCIe C BOBJEYEHUEM NIEBOTO YKeAyAouKa), ANCOYHKLMIO NeBOro
KenygouKka, MHAYKUMIO KenyA04KOBOW TaxMKapAnuy BO Bpems 31eKTPodU3N0I0TMYECKOTO UCCNeA0BaHMSA.

- Ana  ctpatuduKaumm  pucka BCC  pekomeHZoBaHO  BbINOJHEHWE  3HAOKAPAMANBHOMO
3N1EKTPOPU3MONOrMYECKOro NCCAe0BaHNA C NPOrPaMMUMPOBAHHOM CTUMYAAUMEN Xenyaouka [30, 48, 76, 134,
448, 450, 508].

EOK Ilb C (YYP A, YA/, 2).

HacnepcrBeHHble nepBMUYHbIE AaPUTMUN

CMHApPOM yANUHEHHOro uHTepBana QT



CpegHuin Bo3pacT MaHudecTauum KAMHUYECKUX nposasaeHwnit - 14 net. logoBon nokasatens BCC y
naumeHToB ¢ HenedeHHbiMm CYUQT coctasnset ot 0,3 o 0,9%, Toraa Kak cMHKone Bo3HWKatoT y 5% B rog [457].
Bbinn BbiABAEHbI mMyTauMm B 13 reHax, accoummpoBaHHble ¢ CYUQT, 60/bLUIMHCTBO M3 KOTOPbIX KOAUPYHOT
cybbeanHULbI INEKTPUYECKM aKTUBUPYEMbIX WOHHbIX KaHA/NO0B: Ka/MEBbIX, HATPUEBbLIX WU KalbLUMUEBbIX.
FeHeTUYeCKM CKPUHUHE BbIABAAET MaTosiorMyeckne mytaumm B 75% cnydyaes CYMQT B Tpex OCHOBHbIX FeHax
(KCNQ1, KCNH2 u SCN5A - tunbl CYUQT 1, 2 n 3 cooTBeTCcTBEHHO), 4To cocTasnseT 90% nNONOMKUTENbHO
reHOTUNMPOBAHHDLIX cyy4aeB. CTpaTUPMKaLMA MHOMBUAYASIBHOIO PUCKA OCYLLECTBAAETCA C YYETOM KAUHUYECKUX,
aNneKTpoKapanorpapuyeckmx U reHeTmyeckmx napamerpos [243]. K npodunaktuueckomy npumeHeHuo UKO***
cnepyet noaxoautb UHAMBUAYANbHO Yy BCeX MaUMEHTOB rPynmnbl BbICOKOTO PUCKA, B YaCTHOCTU Y KEHLWMUH C
reHotunom LQT2 n QTc > 500 mc, y naupeHTos ¢ QTc > 500 Mc 1 NpM3HaKaMM 3NEKTPUYECKON HECTAabMIbHOCTH, a
TaKKe Yy MauueHTOB C reHeTUYeckum npoduiem BbICOKOTO PUCKA (HOCUTENbCTBO ABYX MyTaLMii, B TOM yucie
cuHapoma xkepsenna-flaHre-HunbceHa n cuHapoma TUMOTH).

Ha cerofHsWHNI AeHb HET AaHHbIX, CBUAETENbCTBYIOWMX O NPOrHOCTUYECKOM 3HAYMMOCTM MHBA3UBHOIO
3®U c nporpaMMMPOBAHHOW CTUMYNALMEN KeNyA04KOB Y NALMEHTOB C CUHAPOMOM YAJMHEHHOTO UHTepBana QT
[449].

Cnepylowe MeponpuaTMA MO  KOPPEeKUuMM o06pasa KM3HM pPEeKOMEHAO0BaHbl BCEM MauUMeHTam C
AVAarHOCTMPOBAHHbIM CUHAPOMOM YAJIMHEHHOTO MHTepBana QT:

a. U3beraTb npuema MeauKaMeEHTOB, CMOCOGCTBYIOWMX YAAMHEHUIO MHTepBana QT (nepeyeHb Ha caiTe
www.crediblemeds.org).

b. KOppEKTVIpOBaTb HapyweHnAa  31eKTPOJIUTHOIo 6anaHca (rmnoxanmemmo, rmnomarHmemuio,
I'VII'IOKal'IbLI,VIeMVIIO), KOTOpbl€ MOryT pa3snBaTbCA Ha d)OHe Anapeun, pesoTbl U meTabonnyeckmx HapymeHMf/‘I.

c. N3beratb cneumduryeckmux TpUrrepoB apuTMMM (aKTMUBHOE NaBaHWe, 0CO6eHHO Npu 1-m Tune cMHApoma
yOAMHEeHHoro uHTepsana QT, v BO34eNCTBUE FPOMKMX 3BYKOB Npu 2-m Tune 3abonesaHus) [450, 452].

- BbiABneHMe W ycTpaHeHWe MNpUYUH yaAMHeHuAa WHTepsBana QT (npe)kae Bcero, oTMeHa /obbIX
NeKapCTBEHHbIX CPeACTB, CMOCOBHbIX YANMHATL MHTepBan QT, ecnuM TaKoBble NPUMEHSAIOTCA, KoppeKuus
3NEKTPOJIUTHbIX HapyLLUeHWUI, ycTpaHeHe bpaauKkapanmn) pekomeHA0BaHO NauuMeHTam ¢ noammopdHon KT Tnna
torsade de pointes [243, 450, 454, 455, 512, 575].

EOK lla (YYP C, ¥AA4 4).

KommeHTapuii. BbiiBUTb M YCTPAHUTb MPUYMHLI YOAMHEHMA uHTepBana QT yaaeTcs, Kak NokasbiBaeT
NPaKTUKa, B NOAABAAIOWEM HOMbWMHCTBE C/y4YaeB, HO NOYTM HMKOTAA 3TO He AaeT bbICTporo pesynbTaTa, uTo
TpebyeT NpoBeAeHUs NedebHbIX MEPONPUATUIA, HaNpPaBAEHHbIX Ha YKopoueHue uHTepBana QT n npodUNaKTUKY
peunansos torsade de pointes.

MauMeHTam C CMHAPOMOM YyANUHEHHOro uHtepsana QT ana npodumnaktukm BCC pekomeHOoBaH npuem
beta-agpeHobnokaTopos [20, 116, 450, 451, 452].

EOK IB (YYP C, YA/ 4).

- HasHayeHue 6eTa-agpeHobnoKaTopoB Ana npodunaktukm BCC peKomMeHAOoBaHO Yy HocuTenei
reHeTuyeckon myTtaumm LQTS c HopmanbHbiM QT-MHTepBasom [20, 116, 467].

EOK lla B (YYP C, YA/, 4).

- BpemeHHasa aneKkTpokapanocTumynauma c dactotoi 100 u 6osblle B MWUHYTY peKOMeHAyeTca Ans
yKopoueHua uHTepeana QT u npeaynpexxaeHus peuuamsos nonvmopdHoi T Tuna torsade de pointes npwu
oTcyTCTBUM 3ddeKTa OT BBeAEeHUA MmarHma cynbdata ** [197, 199].

EOK IC (YYP C, YA/, 4)



KommeHTapuii. BpemeHHaa CcTUMynauMA MOMKeT ObiTb MNpoBeAeHa C  MCMOJIb30BaHUEM  CUCTEMbI
TPAHCBEHO3HOW 3NEKTPUYECKOM CTUMYAAUMK cepaua. HaBsasbiBaHWe 60/iee BbICOKOM 4YaCTOTbl COKpPaLLEHWM
cepaua NpUBOAMUT K YKOpodeHuto uHTepBana QT n cnocobcTByeT nNpeaoTBpalleHmio peunamBoB noaMmopdHom
T Tuna torsade de pointes. MpoaoNKUTENbHOCTb 3/1EKTPOKAPAMOCTUMYIALUN ONPeaensieTcs BPEMEHEM,
HeobxoaMMbIM A5 YCTPAHEHUA NPUYKMHbI YAAMHEHUs nHTepBana QT, Hanpumep, BpeMeHeM 3KCKpeL M Toro nan
MHOro npenapaTa, SBMBLIEroca NPUYNHON ya/MHeHuA nHtepsana QT.

Ecan npuumHoit yanuvHenus uHTepsana QT c passutvem noammopdHoit KT Tuna torsade de pointes
ABnseTcs bpaankapama (Hanpumep, NPy NOMHOW aTPUOBEHTPUKYIAPHOW BA0KaAe), SNEKTPOKapPAMOCTUMYAALUA
[0/1KHA 6bITb NEPBbIM M OCHOBHbIM 3TAaNOM Ie4eHUA, @ MPU HAIMYUN COOTBETCTBYHOLLMX BO3MOXKHOCTENM CPasy Xe
pPEKOMEHAYETCA MOCTOSIHHAA 3/1EKTPOKAPAMOCTUMYNALMA C MMMNAHTaUMEN WMCKYCCTBEHHOro BoAMTENA pUTMA
cepaua.

B cnyyae Bo3HMKHOBeHMA noanmopdHoi KT Tuna torsade de pointes y nauyeHToB ¢ MMNAAHTUPOBaHHbIMMU
Kapguoctumynatopamu, UKO*** naun ycrpoiicteamum gnsa obecnevenns CPT BO3MOXKHO BpeMeHHOe U3MeHeHue
6a30B0I YaCTOTbl CTUMYAALLMN MMMNIAHTUPOBAHHOIO YCTPOMCTBA.

- C uenbto KynuposaHua nonnmopoHoi KT Tuna torsade de pointes npumeHeHWe aHTUAPUTMUYECKUX
npenapatoB (0CO6EHHO aHTMAPUTMMUYECKMX NpenapaToB la Knacca n aHTMapuTMmMyecknx npenapatos Il Knacca)
He pekomeHzoBaHo [453].

EOK IIIC (YYP C,¥AA4 4).

- BHyTpvBEHHOe BBeAeHWEe MarHua cynbdata** peKoMeHZ0BAaHO ANA NpPeaynpexaeHus peuuansoB
nonnmopdHoi KT Tnna torsade de pointes [453, 454, 455].

EOK IC (YYP C, ¥AA4 4).

KommeHTapuit. BBegeHne marHua cynbdata** Hepeako oKasbiBaeTcA 3QEKTUBHbIM, B TOM 4YuCie U Y
NauneHToB C UCXOA4HO HOPMaJIbHbIM YPOBHEM #MarHus B KPOBW.

- Umnnantauma UKO*** B coueTaHum ¢ npuemom 6eTa-aapeH0b610KaTOPOB PEKOMEHA0BAHA NaLMeHTam ¢
CUHAPOMOM YANNHEHHOTO MHTepBana QT, nepeKMBLIMM OCTaHOBKY cepaua [116, 242, 456, 459].

EOK IB (YYP C, YA 4).

- Umnnantaumio UKO*** B coyeTaHMM € npuemom b6eTa-aapeHOBNOKATOPOB cneAyeT PeKomeHAoBaTb
nauMeHTam C CUHAPOMOM YAJAMHEHHOro UHTepsBana QT M CMHKONANbHbIMU COCTOAHMAMM U/nan KT Ha doHe
npuema aflekBaTHol 403bl 6eTa-aapeHobokaTopos [242].

EOK lla C (YYP C, YO 4).

- BbinonHeHune I'py,D,HOl\/'I ﬂeBOCTopOHHEVI CMMMaTUYEeCKOM AeHepBauunn cepaua peKomMmeHOoBaHO Yy
CMMNTOMHbIX NaUMeHTOB C CMHAPOMOM YO/NTUHEHHOIO MHTEpPBAa/sa QTs cneayrowmnx cnyyanx:

a. [MMpuem 6eTa-agpeHO610KAaTOPOB  HeapPeKTUBEH, MIOXO  nepeHocuTca, Mbo  MMmetoTcs
NPOTUBOMNOKA3aHMA.

b. UKOQ***-Tepanusa npoTMBONOKasaHa UM MMEEeTCA 0TKa3 NauMeHTa.

c. MaumeHTbl ¢ MMNNaHTUPOBaHHbIM UKO*** Ha ¢doHe npuema 6eTa-agpeHOHNOKATOPOB NPOAO/IKAKOT
MCNbITbIBaTb MHOXECTBEHHbIE pa3paabl Aednbpunnatopa [431, 432, 457, 458, 472, 473].

EOK Ila C (YYP C, YA, 4).

- NleyeHune #paHonasmHom (45 mr/u B TeyeHue 3 yacos, 3atem 90 mr/uy B TeueHMe 5 4YacoB) peKoMeHA0BaHO
B KauyecTBe AOMONHUTE/NbHOM Tepanuu C UeNblo YMeHbWeHUs AAUTEeNbHOCTM MHTepBana QT y NauMeHToB C



CUHAPOMOM yANMHEHHOrO MHTepBana QT 3-ro TMna u ysenmdyeHnem QTc > 500 mc [460].
EOK b C (YYP C, Y44 4).

- Wmnnantauma UKO*** pekomeHaoBaHa B [AOMOJIHEHME K Tepanuu beTa-agpeHobsoKkaTopamu vy
ACMMMTOMHbIX HOCUTeNel natonornyeckoin mytaumnm B reHax KCNH2 nam SCNSA npu yseamyeHuun QTc > 500 mc
[243, 246, 462].

EOK Ilb C (YYP C, YA/, 4).

CuHapom KopoTKoro uHtepsana QT (CKUQT)

CUHOPOM XapaKTepU3yeTcs YMEHbLUEHHOW MNPOAO/KUTENbHOCTbIO penoaapus3aunm cepaua, Kotopas
ABNIAETCA CYyOCTPATOM 415 PA3BUTUA MKUSHEYTPOXKAOWMX apUTMUIA. NaeHTUOMLMPOBaAHbI NATb FEHOB, CBA3AHHbIX C
CKMQT: KCNH2, KCNQ1, KCNJ2, CACNA1C n CACNB2b. Ho nonoXu1TENbHbIA pe3y/ibTaT reHETUYECKOro CKPUHMHIA
ocTaeTcs HeBbiCOKMM (Bcero 20%). 3aboneBaHue ABAAETCA SIeTa/lbHbIM BO BCEX BO3PACTHbIX rpynnax, BKAYas
OEeTel B NepBble MecsLbl }KM3HWU, U BEPOATHOCTb NepPBOM OCTAHOBKM cepala K Bo3pacty 40 net coctasnneT 40%.
Becbma BeposaTHO, 4To CKUQT aBaaeTca Hef04MarHOCTUPOBAHHBIM COCTOSIHUEM B 0OLLLEN NONYyAALUK.

MokasaHMAa K npumeHeHuto UKO*** B Kakaom cnydae paccmaTpuBaloT WHAMBWMAYANbHO, YYUTbIBasA
CemelHbIi aHaMHe3 U Haanuue ykopodeHHoro QTc, oAHAKo AN 0b6LWMX peKomeHAaunin Ha OaHHbI MOMEHT
He0CTaToYHO AaHHbIX [460].

Ha CeI'Op,HFlLIJHMﬁ AEHb HET AaHHbIX O TOM, YTO NPOrpaMMmnpoBaHHaA CTUMYNALUA XKenyao4koB NO3BOIAET
NPOrH03npoBaTb apUTMMU4YECKne cobbITHA Y nauneHToB C CUHAPOMOM KOPOTKOIro MHTEpPBAia QT.

- Umnnantauma UKOQ*** ona npodunaktnkm BCC pekomeHAoOBaHA NauMeHTam C CUHAPOMOM KOPOTKOro
nHTepsana QT, KoTopeble:

a. Mepekunam octaHOBKY cepaua u/unm
b. UmetoT 4OKYMEHTUPOBAHHYIO CMOHTaHHYI0 ycTonumByto KT [245, 246, 462, 463].
EOKIC (YYPC, Y44 4).

- HasHayeHuWe coTanona pekomeHAOoBaHO AN NpodunakTMkM BCC y MaumMeHToB C AMArHOCTUPOBAHHbLIM
CMHAPOMOM KOpPOTKOro mHTepsana QT, umelowmx nokasaHus K UKO***-Tepanun, B cnyyae, Korga AaHHas
npoueaypa NpoTUBOMNOKa3aHa UAN MMeEeTCA OTKas nauneHTos [461].

EOK IIb C(YYP C, Y44 5).

- HasHayeHue coTtanona** pekomeHaoBaHO AnA NpodMNakTUKM BCC y acMMNTOMHbIX MaLUMEHTOB C
ANArHoCTUPOBaHHbIM CUHAPOMOM KOPOTKOro MHTepsana QT, UMelWmMx cemelHblid aHamHe3 BHe3anHow
cepaeyHon cmepTu [461, 462].

EOK IIb C (YYP C, YA/ 4).

CuHapom bpyrapa

CuHgpom Bpyraga - KaHanonatuMs C AOMMHAHTHbIM HacnefoBaHMEM M Pa3/IMYHON MEHEeTPaAHTHOCTLIO,
3aBMCMMOI OT BO3pacTa M Moaa: KAMHUYECKME NPoABAeHUA 3abon1eBaHMA BCTPEYAKOTCA Yallle Y B3POC/biX U B 8
pas yallle y MY)KUMH, YeM Y KeHWuH. O BcTpeyaeTca B cpegHem BospacTe 41 + 15 f1eT, HO MOXKeT BO3HMKaTb B
nobom Bo3pacte, 06bIMHO BO Bpems OTAbIXa MAWM cHA. JlIuxopagdka, ypesmepHoe ynotpebneHue ankorona u
06UNbHOE MWUTaHWE - 3TO TPUITEpPbl, KOTOpble NO3BOAAIOT BbiABUTL DKI 1-ro TMNa M npegpacnonaratoT K OB.
CuHapom Bpyraga AuarHocTUpyeTca y NaLMeHTOB ¢ NOAbEMOM cermeHTa ST ¢ Mopdonorneit 1-ro Tuna = 2 Mm B
OAHOM WM HECKO/IbKMX MPaBbiX MpeKkopAuanbHbix oTBedeHuax V1 wn/uam V2, pacnofioXKeHHbIX BO BTOPOM,



TPETbEM WAN YEeTBEPTOM Mexpebepbe, BO3HUKAOWMX AMOO CMOHTaHHO, AMBO nocae MNPOBOKALMOHHOIO
NIEKapCTBEHHOrO TecTa C BHYTPUBEHHbIM BBEAEHMEM aHTMAPUTMMYECKOro npenaparta lc Knacca (Takoro Kak
npokaMHamua), vaum npu pernctpaumm K[ B BEepXHUX NpeKkopaManbHbIX OTBegeHUusax (MexpebepHblx
npomMerKyTKax Ha 1 - 2 pebpa Bbile NONOXKEHWUIN anekTpogos B V1 n V2,

EanHCcTBEHHAA BO3MOXHOCTb CHU3UTL puck BCC npu cmHppome bpyraga 3akntovaeTca B MCMNOJb30BaHUM
MKO***, KoTopbli pekomeHOoBaH Bcem NaumeHTam c noarsepxaeHHoh XKT uam ®XK M npu cnoHTaHHOM
noasaeHnun 3Kl 1-ro TMna, a TakKe Npu Haanunum obMopoKoB B aHamHese. HegaBHO MOABUIMCL CBEAEHUS, YTO
anNuKapAnanbHaa KateTepHaa abnauunsa nepegHein CTeHKM BbIBOAHOrO TpaKkta MK nos3sosseT npegoTBpaTuTb
3NEKTPUYECKUI LITOPM Y NALLUEHTOB C NOBTOPHbIMW 3MN304aMN, OAHAKO 3TU AaHHble TpebyoT 4ONOAHUTENBHOIO
NOATBEPKAEHMA, NPEXAE YEM UX MOXKHO BYAET NCNOb30BATb B KIMHUYECKOM NPAKTUKeE.

- Cnepyroowme MeponpuaTMA N0 KOppeKkuun o6pasa KU3HU PEeKOMeHAOBaHbl BCEeM MauMeHTam C
ANarHOCTMPOBaHHbIM CMHAPOMOM bpyraga:

a. U3beratb Nnpvema MeLMKAMEHTOB, KOTOpPble MOTMYT NPOBOLMPOBATL 3/1€BaUMI0 cermeHTa ST B MpasbixX
rpyaHbIx oTBeAeHmaAx (www.brugadadrugs.org).

b. N36eraTb n36bITOYHOIO yNoTpeb1eHUs aIKoroaa 1 nepeesaHus.

c. HemeaneHHO NPUHATbL Mepbl ANA CHUXKEHUA TeMmnepaTypbl Tena Npu BOSHMKHOBEHUM NXOpagKu noboro
reHesa. [247, 464, 465, 466, 468]

EOK IC (YYP C,¥AA 5).

- Umnnantauma UKO*** pekomeHgoBaHa NauMeHTam C AMArHOCTMPOBaHHbIM CUHAPOMOM bpyraga,
KoTopble:

a. Mepekunam octaHOBKY cepaua u/unm
b. ImetoT LOKYMEHTUPOBAHHYIO CMOHTaHHY0 ycTonumsyto KT [247, 464, 465, 466, 468].
EOKIC (YYPC, Y44 4).

- UmnnanTauma UKO*** pekomeHAoBaHa y MauMeHTOB €O CNOHTaHHbIMM IKI-npossaeHMAMKU 1-ro Tvna
cuHapoma bpyraga v cMHKonanbHbIMKM COCTOAHMAMMK B aHamHese [247, 464, 465, 466, 468].

EOK lla C (YYP C, YO 4).

- Umnnantaums UKO*** pekomeHaoBaHa y MaUMEHTOB C AMArHOCTMPOBaAHHbIM CMHApomom Bpyraga, y
KOTOpPbIX pasBuBaeTca GUb pUANALNS KeNya0UuKOB BO BPEMS NPOrpamMmmMUPOBAHHON KeyA04KoBOM CTUMYIALUMA B
OBYX TOUYKax € 2-Ms UK 3-MA 3KCTpacTumynamm [247, 464, 465, 466, 468].

EOK IIb C(YYP C, Y44 4).

- BbiNonHeHWe KaTeTepHOM abnauMyM pPEeKOMEHAOBAHO Yy MNAUMEHTOB C Ha/AMuYMeM B aHamHese
3/1EKTPMYECKOro LITOPMa MAN NOBTOPHbLIX MOTUBMPOBaHHbIX cpabaTbiBaHMit UKA*** ¢ HaHeceHMem LWOKoB [466,
467).

EOK IIb C (YYP C, YA/ 4).
KaTEXOI'IaMMHepI'M‘-IECKaﬂ nOI'IVIMOpd)Haﬂ Kenyaodykosaa Taxmkapaua

3To peaKoe HacneacTBEHHOE apUTMOreHHoe 3aboneBaHMe, XapaKTepusylolleeca afApeHepruyecku-
WHAYUMPYEMOWN AByHanpasaeHHOMW U noaumopdHon KT. 3aboneBaemocTb MMeeT npearnosiaraemyto
pacnpocTtpaHeHHocTb 1 Ha 10 000. bbinn naeHTMdUUMpPOBaHbI ABa reHeTndecknx tmna KMKT: 4OMUHAHTHbIN
BApMaHT M3-3a MyTauuli B reHe, KOAMPYIOLEM TeH peuentopa KapauanbHoro puaHoamHa (RyR2), v pepgkuii



PELLeCCUBHbIN BapWaHT, Bbi3BaHHbIM MyTaluMeil B reHe KapAuanbHOro KanbcekBectpuHa (CASQ2). KnnHuuyeckune
npossaeHuns KMKT 06bl4HO BO3HMKAIOT B NEPBOM AECATUNETUM XKU3HU U BbI3BAHbI GU3NUYECKON aKTUBHOCTbIO MU
3MOLIMOHANbHbIM CcTpeccom. [MarHOCTUKa ABNAAETCA C/IOXKHOM 3afadeit, NOCKosbKy nauueHTbl ¢ KMKT umerot
HopMmanbHyto IKI M 3xokapanorpammy; ANA YCTAaHOBNEHUA [AMArHO3a pPeKOMeHAyeTCcA XO/ATEepPOBCKOe
MOHUTOPMpOBaHME U/MAK TecT ¢ GU3MYECKON HarpysKoW, BO Bpemsa KOTOPOro MOABAAIOTCA npeacepaHble u
¥KeNyA04YKOBble apUTMUKM (ABYHANpaBaeHHan uam noammopdHasa KT).

HesaBMCMMbIMKU MPOrHOCTUYECKMMM PaKTOpamM A1 apUTMUYECKUX cobbiTuin B cnydae KIMKT ssnsioTtca
BblABNEHWe 3abosieBaHMA B AETCKOM BO3pacTe, OTCyTCTBMe Tepanuu beTa-agpeHobsiokaTopamu #
nepcucTupyowme cnoxHole aputmmn. Cumrtaertca, 4to nepsaa AnHUA Tepanum KIMKT BKAOYaeT HeceneKkTUBHbIE
beTa-agpeHobA0KaTOpPbI (6€3 BHYTPpEHHEeNn CMMNAaTOMUMETUYECKOW aKTUBHOCTM) U MoAUDUKALINIO 06Ppa3a KU3HU
C orpaHMyeHnem pr3nYecKnx Harpysok.

JleBOCTOPOHHAA cMMNaTUYECKana AeHepBauma cepala OKasbiBaeT onpeaeneHHbl addekt npu KIMKT vy
nauueHTOB, KOTopble He nepeHocAaT HbeTa-aapeH0b610KaTOPbI, OAHAKO HEOBXOAMMBI AONONHUTE/bHbIE AAHHbIE U
bonee anuTenbHoe HabnwaeHWe ANA KONMYECTBEHHOM OLUEHKM 3Toro addekrta. MaumeHTam, nepexusLInm
OCTaHOBKY cepfLa, PeKoMeHA0BaHbl npuem beTa-agpeHobiokaTopoB u UKO***-Tepanua; ecnm Takoe neveHue
no pesy/nbTaTam CcTpecc-TecTa He NO3BOAET AOCTUYb MONHOIO KOHTPO/AA apuUTMKUK, cnedyeT PaccmoTpeTb
KOMBMHMPOBAHHYIO aHTUAPUTMUYECKYIO Tepanuio.

Mmnnantauma UKO*** BoamoxkHa y naumeHToB ¢ KIMKT, KoTopble He OTBeYalT Ha JsevyeHue bHeTa-
appeHobnokatopamun. Mpu nporpammmpoBaHmm UKO*** yBenuunmBatoT Npoao/KUTENbHOCTb getekummn KT,
NMOCKO/IbKY HaHeceHWe pa3pAafoB MOXKeT bblTb Hose3HeHHbIM M cnocobCcTBOBATL MOBbLILEHUKO CMMMATUYECKOTO
TOHYCa M MPOBOLMPOBATb MOBTOPHbIE 3MU304bl APUTMWUKU, YTO B KOHEYHOM MUTOre BeAeT K BO3HWKHOBEHMIO
NOPOYHOrO Kpyra ¢ peunansmpyrowmmm XA, BNAOTb 40 CMEPTE/IbHOro UCXoaa.

- Bcem naumeHTam C AMArHOCTUPOBAHHOM KaTexoNaMUHEepPrnyeckoh noSMMOpPPHON XKenyaoduKoBoW
TaxuMkapauen pekomeHayeTtca usberatb CoOpeBHOBaTe/IbHbIX BUAOB CNOPTA, CUIOBbLIX TPEHUPOBOK M CTPECCOBbIX
cuTyaunin [248, 249, 469, 470, 471].

EOK IC (YYP C, YA 4).

- Npuem b6eTa-afpeHOOI0KATOPOB PEKOMEHAOBAH ANA NleYeHUA apuTmMuuM U npodunaktmkm BCC Bcem
nauMeHTam C AMArHOCTUPOBAHHOM KaTeXONaMUHEPTMYECKOW MNOAMMOPPHON KenyLouYKOBOM TaxmMKapauvew,
YUYMTbIBAA HaNMuMe AOKYMEHTUPOBAHHOMW CMOHTAHHOW WM CTpecc-uHayuupoBaHHoW XA [247, 468, 469, 470,
471].

EOK IC (YYP C, ¥YAA 4).

- WmnnanTtauma UKO*** pononHuTenbHo K npuemy 6eTa-agpeHOO6NOKAaTOpPOB B coyeTaHuu unm 6es
aHTMapUTMMYecKknmm npenapatamu | nam Ill Knacca pekomeHA0BaHa ANA eYEHUA apUTMUN U NpoduNakTUKM BCC
nauyeHTam ¢ AMarHOCTMPOBAHHOW KaTeXxO/NaMMHEPrMyecko MoAMMOPdHON KenyaouKoBOM TaxuKapauen,
nepesKMBLLUMM OCTaHOBKY CepaLa, MMeLWMM B aHaMHe3€e NOBTOPHbIE CUHKOMA/IbHblE COCTOAHWMA UAU 3MU304bl
nonnmopdHoi/gByHanpasaeHHol KT, HECMOTPA Ha ONTMMaIbHYI0 MegUKaMEHTO3HYI0 Tepanuto [247, 248].

EOK IC (YYP C, YA/ 4).

- Tepanua 6eTa-agpeHo6/10KaTOPaMM PEKOMEHAOBAaHA POACTBEHHWKAM NaumeHTa ana npodunakTukm BCC
NPy BbISABNEHUWU FEHETUUYECKMX MyTaUuMK, Aayke Npu OTPULATEbHOM pesy/bTaTe Harpy3o4HOro TecTUMpPOBaHMA
[248, 469].

EOK Ila C (YYP C, YA, 4).

- BbinonHeHue prﬂ,HOVI }'IeBOCTOpOHHEﬁ CMMMaTUYecKom AeHepBaunn cepaua peKkomeHOoBaHO Yy
nayneHTos C I,L'l,lllaFHOCTI/IpOBaHHOl‘/i KaTEXO}'IaMMHepFM‘-IECKOﬁ I'IO/'IMMOpd)HOﬁ )Kel'lyp,O‘-lKOBOﬁ TaXMKapAMeVI n
NOBTOPHbIMWN CMHKOMaAbHbIMU COCTOAHUAMMN, I'IO}'IMMOpd)HOﬁ/ABYHaI'IpaB/'IEHHOl71 KT, HEeCKO/ZIbKMMU



MOTUBMPOBaAHHbIMMK cpabaTbiBaHMAMKN UKO*** ¢ HaHeceHMeMm pa3paaoB Ha GoHe M30AMpPOBaHHOrO Npuema beTa-
a[peHO0bN10KATOPOB MM B COYETAHUM C aHTMAPUTMMYECKMMM NpenapaTtamu | unum lll Knacca, a TakKe Npu HaAUYMK
HenepeHoOCMMOCTHM UM MPOTMBOMNOKA3aHUM K ux npuemy [471, 472].

EOK b C (YYP C, Y44 4).
NeueHue KT/BCCy aeteli M NaUMEHTOB C BPOXAEHHLIMMN NOPOKaMM cepaLa

NeueHue Kenyao0uKOBbIX apUTMUiL y getelt 6e3 opraHnueckoro 3abonesaHusa cepgua

- Oetam c pegkon, BeccumntomHon T, y KOTOpbIX npegnonaraetca KpailHe HU3KMn puck BCC un
[06pPOKayeCcTBEHHbIV XapaKTep Te4eHusa 3abonesaHuns, B 60NbWMHCTBE C/ly4aeB HE PEKOMEHALO0BAHO Ha3HayYeHue
aHTMapUTMMYecKon Tepanuun. [27, 474].

EOK IB (YOA4,5, YYP C).

KommeHTapuit. Takme geTu HyxparTca B ambynaTopHOM Hab/AlAEHMU C Lenblo paHHero BbiABAEHMA
Pa3BUTMA CUMNTOMOB M NPODGUNAKTUKN BO3MOMKHbIX OCIOXKHEHWI. JleueHne KT moxKeT 6biTb MeaMKaMeHTO3HbIM
(aHTHMapuTMMyecKas Tepanusa) U XMPYPruyeckum (MHTEPBEHUMOHHbIM). B cBOIO oyepedb, MeAMKameHTO3Hoe
JleyeHune COCTOUT M3 ABYX HAaMpPaB/AEHWUI: Tepanum, HanpaBAEHHOM HA 3KCTPeHHOe KynupoBaHue npuctyna KT, u
NPOTEKTOPHOW Tepanuu AnA NpeaynpexaeHns BO3HUKHOBEHWA NPUCTYNOB. Cxema MeAnKaMeHTO3HOrO JieyeHus
KT 3aBUCUT OT BbIPAKEHHOCTU KNIMHUYECKUX NPOABAEHMUN (4ACTOTa, AUTENbHOCTb U TAXKECTb NAaPOKCn3moB XKT),
HaM4YMs WAM OTCYTCTBMA CTPYKTYPHOM naTtosiormm cepaua, ¢aktopos pucka BCC, Bo3pacTa, /oKanusaumu
cybcTpata aputMnmn, 3hGEKTUBHOCTU UCMONb3YEMbIX PaHee NPenapaTos.

- MeanKameHTO3HanA Tepanua UAM KaTeTepHasa abnaums pekomeHAoBaHbl AeTAM € YyacTbimm K3 mnam KT,
KOTOPbIe MOIYT BbI3BaTb ANCPYHKLMIO KenyaouKkos (27,474, 475, 476, 477, 478, 479).

EOK IC (YAA 4, YYP C).

- OeTam c nocTosHHO-BO3BpaTHOM T B OTCYTCTBME HapylleHWUA LEHTPaNbHOW reMoAUHAMUKM, HO C
HaNMYMEM HayasibHbIX MPOABAEHUIA aAPUTMOreHHOW AUCOYHKUMM MUOKapAa PeKoMeHAOoBaHO nposeaeHue
Tepanuu aHTUapuTMmUyeckummn npenapatamn | u Il Knacca, 6eTa-agpeHobnokaTopamu U 6Ha0KaTopamu
"MepneHHbIX" KanbumeBbix KaHanos [474, 475, 476, 477,478, 479, 480, 486, 590, 591, 592].

EOK Het (YO 4, YYP C).

- PeKomeHA0BaHO NPMMEHEHWE aHTUAPUTMUYECKMX NPenapaToB Ic Knacca B KayecTBe a/ibTepHaTMBbI beTa-
agpeHobnokaTopam unu #esepanamuny** y neteit c AT BbiBogHOro TpakTa [27, 475].

EOK lla C (YOA 5, YYP C).
- NleyeHune KT/ #Bepanamuniom** He pekomeHA0BaHO AeTAM B Bo3pacTe Ao 1 roaa [27, 481].
EOK IlIC (YOA4 5, YYP C).

- BbinonHeHMe KaTeTepHoM abnauumn y aeteit ¢ CUMNTOMHOM manonatuyeckon KT/ ns obnactm BTIHK
WX NEeBOXKENYAOYKOBON (PaCUMKYNSPHON TaxmMKapauewn, YyBCTBUTE/IbHOM K #Bepanamuay, peKoMeHAO0BaHO B
C/y4yae, ecAu mMeaMKamMeHTO3Has Tepanua OKasanacb HeapdeKTUBHOW UKW HexenatenoHon [27, 475, 476, 477,
478].

EOK IlaB (YA, 4, YYP C).

- BbINonHeHWe KaTeTepHo abnauym B CNEUMANM3MPOBAHHOM LEHTPe Yy AeTeld C CMMNTOMHOWM
navonatudeckon MT-BT/IXK, obnactv aopTanbHOro KaamaHa WMAM anukapauanbHoi T/ pekomeHaoBaHO B
Cny4yae, ecan MeaMKaMeHTO3HasA TepanuAa OKasanacb HeapPeKTMBHOW, WAM B KAYecTBe a/sbTepHaTMBbI



NOXMU3HEHHOW MeANKaMeHTO3HOM Tepanuu [27, 474, 475].
EOK llaB (Y44 5, YYP C).

- KatetepHaa abnaupa T/ He pekomeHaoBaHa AeTAM Maagle 5 net, 3a MCKAIYEeHMeM c/yyaes
HeadPEeKTUBHOCTU MeaANKaMeHTO3HOM Tepannn n KT ¢ TAXKeNbIMU HaPYLLUEHUAMU reMoanHammnkm [27, 481].

EOK I1IB (YA, 5, YYP C).

MpumeHeHne wumMmnaaHTUPyemoro Kapauoseptepa-agedubpunnatopa y pgeteidi M NauneHTos ¢
BPOKAEHHbIMM NOPOKaMM cepaua

- Umnnantaumsa KO pekomeHgoBaHa Ans BTOpMYHOM npodunakiukm BCC y peten, BbIXKMBLIMX Noc/e
OCTAaHOBKM KpOBOOOpalleHMAa, B TOM C/ayvyae, eCcau TWaTeslbHO BbINOJIHEHHOEe 0b6cnefoBaHME MCKAOYaeT
BO3MOXHOCTb YCTPAaHEHUA ee MPUYMH, KaK cpean nauueHToB 6e3 CTPYKTYpPHOM MaTosorMm cepaua, Tak u npwm
Hannuum BMNC, KMI nnun BposkaeHHoM KaHanonatum [27, 260, 261, 262, 263].

EOK IB (YA, 4, YYP C).

- UmnnaHtauusa KL pekomeHaoBaHa naumeHTam ¢ BMNC ¢ ycToMuYMBbIMM CUMNTOMHbBIMKW NapoKkcuamamm KT
[27, 260, 261, 262, 263].

EOK IB (YO 5, YYP C).

KommeHTapuit. MauneHTam A0MKHO 6biTb BbINONHEHO WHBA3WBHOE WcCNefOBaHWE TEMOAMHAMUKN U
MHBa3MBHOeE 3/eKTpodPusnonormiyeckoe nccnegosaHve. Heobxoanmo paccmoTpeTb BO3MOMXKHOCTb NPUMEHEHUA
anbTePHATMBHbLIX METOAOB JIeYeHUA, TaKMX KaK KaTeTepHasa abnauma MM XMpypruyeckoe BmeLIaTesbCcTBO ANA
ycTpaHeHna MT. B caydaax HEBO3MOMKHOCTWM ycTpaHeHuAa KT OaHHbIMM MeToJamMu MNoKasaHa MMMAaHTauumA
NKO*** [27, 259, 260, 261, 262, 263].

- MpumeHeHne WKAO*** pekomeHgoBaHO Yy nauyueHToB c BMC M obmopoKamu Heu3BECTHOro
NPOMUCXOXKAEHNA B COYETAHUN C TANKENON AUCOYHKUMEN KEeNy[ouKoB U/ Uan nHayumpyemoin yctoiumson KT/OXK
npu nposeaeHunn aHao3dU [27, 260, 262, 263].

EOK llaB (Y44 4, YYP C).

- Umnnantauua UKO*** pekomeHgoBaHa B3poc/ibiMm nauueHTam ¢ BMC un gucdyHKUMEN CUCTEMHOTO
xenygouka (PB < 35%), cumntomHol XCH Ha doHe onTumanbHoM meankameHTosHow Tepanuu ¢ |l naum Il ®K no
NYHA [27, 265, 266].

EOK IC (YAA4 5, YYP C).

- Umnnantauma UKO*** pekomeHAoBaHa y HEKOTOPbIX MAUMEHTOB € TeTpagon danno M HecKoJbKMMMU
¢daKkTtopamu pucka BCC, Bkatovasa ancoyHkumio JIXK, Heyctonumeyto KT, QRS > 180 mc mam mnHAyuUpyemyto
yctoiumsyto T npu MCHK [27, 260, 266, 267, 484].

EOK IlaB (YAA4, 5, YYP C).

- Wmnnantauma UKO*** pekomeHAoBaHa y NAUMEHTOB C TAXKeNOW AUCPYHKUMEN enMHCTBEHHOIO
Kenyaouka Uam CUCTEMHOTO NMPaBOTO KeayAo4Ka Npu Hanmuum apyrmx GakTopoB PUCKa, BKIKOYAA HEYCTOMUNBYHO
T, XCH Il unn 1l ®K no NYHA 1 BbipasKeHHy peryprutaumnio Ha cucteMHom AB-KnanaHe [27, 261, 485].

EOK IIbB (YA, 4, YYP C).

KaTtetepHasa abnauusa KT y aeTeii u nauMeHTOB C BPOXKAEHHbIMU NOPOKamu cepaua

- NMpoBeaeHne PYA ouara KT pekomeHA0BaHO y AeTen C remogMHaMUYecKn 3Haunmmor KT nam Haanunem



apuTMmoreHHon amcdyHKUMM mruokapaa [27, 475, 476, 477, 478, 479, 486, 487].
EOK - HeT (YAA 5, YYP C).

KommeHTapmin. PHA moKeT 6bITb NpUMeHeHa KaK 1-a AWHUA Tepanuu, AMbo MOXKET MPOBOAUTLCA NpU
HeapdeKTnBHOCTN AAT.

- PekomeHgoBaHO npoBegeHue PYA y geteit npu Hanmumm dbacumMKynapHon, #Bepanammi-4yBCTBUTENIbHOM
T [27, 475, 476, 477, 479, 486, 487].

EOK llaB (YA, 5, YYP C).

KommeHTapuii. PYA morKeT 6bITb NpMMeHeHa Kak 1-a AnMHuA Tepanuu, AMbo MOXKET NpoBOAMTLCA Npu
HeadpdeKTnBHOCTM AAT.

- NposeseHne PYA peKomeHA0BaHO y AeTel ¢ cumnTomMHOM KT 13 BbIXOLHOMO TPAKTa NPaBOro Kesyao4Ka
[27, 475, 476,477, 479, 485, 486].

EOK llaB (Y44 5, YYP C).

KommeHTapuin. PYA MOXKeT NpoBoaUTbCA Yy AeTel ¢ NoMMOPOHON Kenyao4KoBOM apuTMUEN, B Clydae
AOMWHUPOBAHNA OAHOW M3 MOPQONOTMA AWM KOTrLa W3BECTEH TpUrrep, Ha KOTOpbil byaeT HanpasneHo PY-
BO3aelicTBMe. PagmoyacToTHas abnauma KenyaoyKoBOW TaxMKApAWWM He peKoMeHayeTca y Jeteld ¢
beccumnTomHoM KT, Korga He MPOrHO3UPYeTca pas3BUTME aAPUTMOTeHHOW AUCOYHKLMM  MUOKapaa.
PagunouacTtoTHas abnaums Kenyg0uKoBOM TaXMKapAMY He peKoOMeHAyeTca B Tex ciyyasx, koraa KT obycnosneHa
NPexXoaALLMMM NPUYMHAMU, TAKMMM KaK OCTPbIA MUOKAPAMUT, TOKCMYECKOEe BIMAHWE MeAUKAaMEHTOB U T.4, [486].

- KateTepHas abnaumsa pekomeHZL0BaHa KaK BCMOMOraTe/lbHblA MeTOZ IeYeHnn uam anbTepHatmea UKO***
y nauueHtoB c BMNC 1 peungusupyolwMMKU 3NU304aMMU YCTOMYMBOM MOHOMOPPHOW KT MM ageKBaTHbIMU
cpabaTbiBaHMaMM UKO***, KoTopble He MOryT ObiTb KOPPEKTMPOBaHbl nporpammupoBaHmem UKO*** umnu
MegMKaMeHTO3HOM Tepanuel [27, 264].

EOK IC (YAA4 5, YYP C).

- BbINoAHeHMe KaTeTepHOM abnauvv pPeKOMeHAO0BAHO B KayecTBe a/ibTEPHATUBbI MegUKAMEHTO3HOWM
Tepanuu Npy CUMNTOMHOWM ycTonumBoin moHomopdHon KTy naymeHTos ¢ BIC n UKO*** [27, 264].

EOK llaB (Y44 5, YYP C).

- BbINosHeHWe Xxupypruyeckon abnaumm B coOYeTaHUW C INEKTPOPM3NONIOrMYECKUM KapTUPOBaHMEM
peKomMeHA0BaHO y naumeHToB ¢ BIC, KOTOpbIM NPeACTOMT onepauma Ha cepaue, NPy HaAMUYMKU KAMHUYECKON
yctonumsom KT M MHAYLMPYEMOIM YCTOMYNBON MOHOMOPPHOMN KT € YCTAaHOBAEHHbBIM KPUTUYECKUM NepeLlenkom
[27].

EOK 11bC (YL, 5, YYP C).

- KartetepHas abnauma W npoduNakTUHEeCcKoe npUMEHeHUe aHTUapPUTMUYECKUX MpenapatoB He
pekomeHAoBaHbl B cayd4ae 6eccMMNTOMHbIX, peakux D y naumeHtoB ¢ BMC u cTabunbHoi dyHKUMeN
Xenyaoukos [27].

EOK IIC (YAZ4, 5, YYP C).

BocnanutenbHble, peBMaTUYECKME MNOPAXKEHMA cepaula M ero KJaanaHHOro annapara, 6onesHn
HaKonaeHuA

- MauneHToB C YrpoXKatoWMMN KU3HU yCTOﬁHMBbIMM KenyaodykoBbiIMU TaxXMapUTMUAMU U KTNHUYECKUM
noao3peHNeEM Ha MVIOKap,CI,VIT/I'IepMKap,CI,MT pekomeHAyeTcA HanpaBaATb B CneunananmsnmpoBaHHble UEHTPbI, rae



BO3MOXHbl MOHUTOPWHI FEMOAMHAMWKK, KaTeTepusauma cepaua M 3HAOMUOKapAManbHaa bGuoncua, a TakxKe
NPUMEHEHNE YCTPONCTB MEXaHUYECKON MNOAAEPIKKN CEPAEYHO-/IErOYHON AeATEeNbHOCTM M cneunduryeckmx
MEeTOoA0B fieyeHuna aputmuin [487, 488, 489].

EOK IC (YYP C, YA/ 5).

- BpeMeHHbI KapanoCTUMYNATOP PEKOMEHA0BaH nauneHTam ¢ bpaaukapavein n/vnm 61okagon cepaua,
KOTOpble NposouupyoT KA Bo Bpemsa octpon ¢hasbl mmoKkapauTa/naHkapauTa [487, 488, 489].

EOK IC (YYP C, ¥AA4 5).

- PekomeHA0BaHO HAa3HaYeHME aHTMAPUTMMYECKON Tepanmm naumeHTam ¢ CUMATOMHOM HEYCTOMYMBOMN MK
yctoiumsom KT Bo Bpema ocTpoin dpasbl MMOKapamTa [487, 488, 489].

EOK llaC (YYP C, Y44 5).

- PekomeHA0BaHO MpW BOCNaNAWUTENbHbIX 3ab0/seBaHMAX CepALa PacCMOTPETb BOMPOC 06 MMMAaHTaLMM
NKO*** nnu kapanoctumynatopa nocne paspelieHuma octpoit dasbl [490, 491, 493].

EOK IlaC (YYP B, YA/, 3).

KommeHTapuit. MpumeHenne UKOA*** y naumeHToB c yctonumsoi KT M HapyleHUAMU remMOLUHAMUKK
uenecoobpasHo nocse paspeleHua ocTpoit ¢asbl B C/y4ae PasBUTUS BTOPUYHOW KapguMomMuonaTuu, eciau
OXKMAaemas NPOLOMIKUTENIbHOCTb KU3HM coCTaBAseT bonee 04HOMO rofa C XOpoLW MM GYHKLMOHAIbHBIM CTaTyCOM
[491].

- PekomeHOoBaHO npumeHeHWe AedubpuUnnATopa HOCMMOM CUCTEMbl AAUTENbHOW  perucrpaumu
cepAeyHoro putma (Hocumoro aedpubpunnatopa) Ana NoAAepPsKKN B Nepuog, Bbi3g0POBAEHUA UAU A0 YCTaHOBKU
MKO*** naumeHTam ¢ BocnanuTenbHbIMK 3abosieBaHMAMKM cepaua M OCTAaTOYHOW TaXKenolh anchyHkumen J1IK
N/VAN 3NEKTPUYECKO HeCcTabunbHOCTbIO XKenyaouka [492, 493].

EOK llaC (YYP B, ¥4 3).

- PEKOMeHZ,0BaHO PacCMOTPETb BOMPOC O paHHeM npumeHeHun UKL *** y nauMeHToB C rMraHTOKAETOYHbIM
MWOKapAUTOM MM CapKOUO,030M, MMEeoWMX ycTonumayto A ¢ HapylueHUeM reMoAMHAMUKN UAW NePeXRUBLINX
OCTAaHOBKY CepaLa, Y4YuTbiBasA MJIOXOM MNPOrHO3 nNpuv  AaHHbIX 3ab0oneBaHUAX, €eciu  oXKuaaemas
NPOAO/IKUTENBHOCTb KM3HWU coCcTaBnseT 6osee 04HOro roga ¢ Xopolwmm GyHKUMOHaNbHbIM cTaTycom [30, 254,
495, 584].

EOK IIbC (YYP A, YA, 2).

KommeHTapuii. Hannume nepcuctupyloweit BocnanuTenbHOW WMHOMABTPALMM MUOKapAa (no AaHHbIM
MMMYHOMMCTOXMMUYECKOTo aHann3a) U/Mam aHoManbHbIX CKONAeHU GpnBPO3HOMN TKaHK (No gaHHbIM MPT) nocne
OCTPOro MMWOKapAMTa MOMKHO pPaccMaTpuBaTb KaK AOMOJHWUTENbHbIA MapKep BbICOKOro pucka BCC npwu
BOCMaNUTENbHbIX 3aboneBaHunax cepaua [494]. Mpu oCTPOM U MOSHMEHOCHOM MWOKapAWUTE B AOMOJHEHUE K
MeAMKaMeHTO3HOM Tepannn PeKoOMeHAYETCA arpeccBHan NoAAepiKKa reMmoANHaAMMKM C NOMOLLIO YPECKOXKHOWM
CUCTEMbl CepAeYHO-NEerOYHON NOAAEPKKM WAM  BHYTPMAOPTa/NbHOM 6GaNNOHHOW KOHTPNy/Abcauuu, YTOObI
COXPaHMWTb XU3Hb NaUMEHTA B TAXKENYI0, HO NPeoaoIMMYI0 ocTpyto dasy 3abonesaHus. Mepexos K YPECKOKHOM
cucTeMe CepaeyHo-eroYHor NoanepKKM HeobxoaMm B TOM caydae, ecnn pedpaktepHas KT uam O He
OTBEYaeT Ha HECKOJIbKO NOoMbITOK Aebunbpunnaumm (ot Tpex go natu) [496].

MmnnanTaumio MKO*** pekomeHAyeTca OTNOXKMUTb 40 paspeleHmsa ocTpoi dpasbl M1MoKapauTa. MoCKoNbKyY
B 3TO BpPeMS MWOKApAMUT YXKe MONKET MOJHOCTbIO pa3pelunTbca, NokasaHua K UKO*** u BpemeHHble pamku
OCTalOTCA CMOPHbIMM, AarKe nocae ocTpon ¢asbl 3aboneBaHuA. MepcnekTMBHbIN meTog, nedeHuns KT n OXK Ha
boHe MMOKapauTa, KOTOPbI MO3BOMIAET NPeoAocNeTb KPUTUYECKMI nepuoa WM A0XKAATbCA  NOJSIHOMO
BbI340POB/EHUA, 3aKNOUYAETCA B MPUMEHEHUM Aedubpunnatopa HOCUMON CUCTEMbI ANUTENbHON pPerMcTpauun



CepAeYHOro puTma (HocMmoro KapaguosepTepa-gedubpunnatopa) [493, 494, 497].

Mpu 3n10KayecTBeHHON A mam 610Kage cepaua NPU FMraHTOKAETOYHOM MUOKapauTe, 6onesHu Jlaima
(knewesoit boppennos), andrepuinHoMm mroKapaute IMbO capkomaose cepaua PeKoOMeHAOBaHA MMMMAHTaUMSA
NKO*** B paHHeM nepuose, y4uTbiBas BbICOKMI PUCK apUTMUYECKON CMEePTU M NoTPEBHOCTb B TPaHCMIaHTaL MK
cepaua [497].

Y NaumMeHTOB C NOATBEPKAEHHOM yCTOMUYMBON KT HEACHOM 3TMOIOTMK, CONPOBOXKAAOLWENCA KNMHUYECKOM
CUMNTOMATMKON, TaKKe caefyeT UCKAUYUTb AMAarHo3 mMmuoKapauta. MPT y Takux nauMeHTOB MOMKET MOKasaTb
aHOMa/ibHble y4acTKM ¢GMOPO3HOM TKAHM B TOJIWE MMOKapaa, 4alle Bcero B cybanuKapAnanbHoOM U
MHTPamypaabHoM 30Hax [494]. OnucaH ycnewHbin onbIT Ppagno4acToTHON KaTeTepHOM abiaumm annkapavanbHbixX
APUTMOTreHHbIX 04aroB Npu MuUoKapaute [498].

OHAOKapAUT

MNoseneHne A y nayMeHToB C WUHOEKUMOHHbIM 3HAOKAPAUTOM CBUAETENbCTBYET 06 O4YEeHb MIOXOM
nporHose [499]. OgHaKo Kakux-nMbo cneumanbHbiIX pPeKOMeHZauMi No JIeYeHUo apuTMUn B 3TOM rpynne
nauMeHToB HeT. PopmupoBaHune abcuecca B 06a1actu GMbPO3HOro KosbLa KAanaHa (Yalle aopTasbHOro, pexe
MWUTPa/IbHOrO) MOXET NPMBECTU K BaoKkaae cepaua | nam Il ctenenn. Mpu nepsom anusoae 6aoKaapl cepaua y
naumneHTa ¢ 3HA0KapPAUTOM cneayeT cpasy UCKAYNUTb abcuecc cepaua.

- Xvpypruyeckoe feyeHne PeKOMEHAO0BAHO MPWU OCTPOM HapyweHWUM FreMOAMHAMMKM B CBA3M C OCTPO
BO3HMKLLEN a0pTa/ibHOM peryprutaumeit Ha poHe 3HAO0KApPAUTA, KOTOPOE MOMKET NMPMBECTU K ycTonumsoi KT
[501, 505].

EOK IIbC (YYP C, YO 4).

bone3Hb Yaraca

- Umnnantauma UKO*** pekomeHgoBaHa y nauueHToB ¢ 6onesHbto Yaraca u OBAK < 40%, npwm
0XMAAEeMOMN NPOAO/IKUTENBHOCTM KU3HM Bonee 1 roga ¢ xopownm GyHKUMOHAAbHbIM cTaTycom [31, 255, 256,
257, 425].

EOK llaC (YYP C, YA 4).

MoparkeHUe KnanaHoB cepaua

MopaskeHne KnanaHoB cepAua, No BCeN BEPOATHOCTU, ABNSETCA FNAaBHON NPUYMHOM OKONO 7% obpalleHui
AN ycTaHoBKM UKO*** B uensax BTOPUYHOW NpodunakTuKK. Mo gaHHbIM F. Yang u coasT. [501], naumeHTbl C
nopakeHMem KnanaHoB cepAua M ocTaTodHoN auchyHKumel JIK nocne onepaumu Ha KaanaHe, KOTOpbiM 6bin
yctaHosneH UKO*** ona nepeBuyHOM NpodUNaKTUKK, C y4ETOM MHAMBUAYANbHbBIX OCOBEHHOCTEN, MMENN TaKyto
e 06LLyt0 BbIXKMBAaEMOCTb U BbI}KMBAEMOCTb OT apUTMUI, KaK U NaUMEHTbI C ULEMMYECKOM KapAnMommnonatmen.
HepaBHO 6bl10 MOKasaHO, YTO A/A MALUMEHTOB C NOPa*KeHMEM KnamnaHoB cepAla, KOTOPbIM YCTaHaB/AMBAOT
NKO*** B uensax nepBMYHON UAK BTOPMYHOM NpodumnakTnukm BCC, xapaKTepHbl Takan e YactoTa 060CHOBaHHbIX
cpabaTbiBaHMn UKO*** 1 TakMe e nokasaTenm CMepTHOCTH, YTo 1 ana naumeHToB ¢ MBC unu AKMM [502].

- UKO*** pekomeHao0BaH NaupeHTam ¢ 3ab6oneBaHMAMM KAaNaHOB CepALLA, KOTOPbIE NOC/E XUPYPrUYECKOM
PEKOHCTPYKLUMM KNnanaHa MMELOT NoKa3aHWs K NePBUYHON UM BTOPMYHOM npodunaktuke BCC [502, 503].

EOK IC (YYP C, YA/ 4).

KommeHTapuu. Xupypruueckas KOPpPeKUMA OCTPON aopTa/sbHOM peryprutaumu, BO3HMKWENW Ha ¢oHe
3HAOKapAMTa M CONpPOoBOMKAAloWENCA YCTOMUMBOM KT, pekomeHA0BaHa NPW OTCYTCTBMU NPOTMBOMOKa3aHUI K
TakoMy meTtoay nedyeHun [503, 504, 505].

- BoinonHeHune 3PU c KaTeTepHoI abnaumen peKoMeHA0BaHO Y MaLMEHTOB, Y KOTOPbIX NOC/AE onepauun Ha



KnanaHe cepgua nossuaacb KT, B uensax BbiaBaeHUA U ycTpaHeHua KT ¢ umpKyaaumnein Bo3byKaAeHNA Mo HOXKKaM
nyyka 'mca [505, 506, 507].

EOK IlaC (YYP B, YA/, 3).

HepBHO-MmbliLWweYyHble 3ab6oneBaHnA

3To rpynna HacneaCcTBEHHbIX 3a60/eBaHNM, NOPaXKaOWMX CKeIeTHbIE U cepaeyHble Mbll Lbl. BoBneyeHune
cepAua NpoucxoauT B BUAE AereHepaTMBHOro npouecca ¢ Gnbpo3npoBaHNEM U }KUPOBOM 3aMEHO MUOKapaa.
Hanbonee yacTble NpoABAEHUA - AUNATaUMOHHAA KapAMOMMONATUA M HapyLeHMA NPOBOANMOCTM, KOTOPbIE MOTYT
coyeTaTtbea. MNpu BCcex MblWeYHbIX AUCTPODUAX NMOPAXKEHUE AbIXaTebHbIX MbIWL, MOXET B/MATb Ha KayecTBo U
NPOAO/IKUTENBHOCTb KM3HU, U AOMKHO YYUTbIBATLCA, KOTAa PAacCMaTPMBAETCA MMNAHTaAUMA NPOodUAAKTUYECKOTO
ycTpoiicTBa. BoBneyeHue cepgua Hambonee 4yacto BCTpeyaeTca npu guctpoduax [woweHHa u bekkepa,
MMWOTOHMYecKon pguctpoomm Tuna 1 (6bonesHb LUTeiHepTa), auctpodmm dmepu-Apeiidyca u anctpodun
KOHevyHocTel 1B Tnna.

- MaumeHTam c HelipombllLieYyHbIMM 3aboneBaHMAMM U conyTcTByOWMMN KA peKoMeHAyeTCs TaKoe Ke
JleyeHune, Kak 1 naumeHTam c KA 6e3 HellpomblweyHbix 3abonesaHuin [507, 508].

EOK IC (YYP C,yAa/4 4).

- UmnnaHTauma UKQ*** pekomeHaoBaHa y NaLMEHTOB C MMOTOHMYECKOW auctpoduein 1-ro Tmna (6onesHb
LWTteiHepTa), mblweyHon aucTpodueint dmepu-Apelidyca U KOHEYHOCTHO-NosicHON auctpoduein 1B Tuna npwu
Ha/NIMYMM NOKA3aHUM K CTUMYAALMU U NPU3HAKOB XKeNya04yKoBbix aputmuia [508, 509, 510].

EOK 11bB (YYP B, Y4/ 4).

JNeueHune KT Bo Bpema 6epemeHHOCTH

- JleueHne 6eTa-agpeHOb/IOKaTOpaMn pPeKoMeHAyeTcss BO Bpemsa OepemMeHHOCTM M B MOCNepon0BOM
nepuoae naumMeHTKam ¢ CMHAPOMOM yA/MHeHHoro nHtepsana QT uam KMAKT [27, 62, 511, 512].

EOK IC (YYP C, ¥AA4,5).

- HasHaueHue meTonposiona**, #nponpaHonona** uau #sepanamuna** Bo Bpemsa bepeMeHHOCTU BHYTPb
pekomeHAayeTcsa ANa AANTeNbHOW Tepanum namonaTndeckon yctonumson KT [512].

EOK IC (YYP C, ¥4 5).

- DKCTPEHHas 3/IeKTPUYECKas KapauoBepcus Bo Bpems bepeMeHHOCTU peKoMeHAayeTcs ANs KynMpoBaHMUs
apuTmMmm npu ycroumeon KT, ocobeHHO ¢ HapyweHnem remoanHammkm [513, 514, 515, 517, 523].

EOK IC (YYP C, ¥AA 2).

- MpX HaNMUMKM COOTBETCTBYHOLIMX MOKa3aHWIA BbiNoAHeHMe umnaaHTaumm UKO*** pekomeHayetcs BO
Bpems bepemeHHocTu [512, 513, 514, 515,517, 523].

EOK IC (YYP C, YA 3).

- BHyTpuBEeHHOE BBEAEHME coTanona** nnm npokanHamupa** so Bpems 6epemMeHHOCTU PEKOMEHA0BAHO
ONA KCTPEHHOW KOHBepcMM moHomopdHoM yctoinumeon KT 6e3 HapylleHuid remogmHamukm [512, 515, 517,
523].

EOK IlaC (YYP C, YA/, 3).

- BHyTpMBEHHOEe BBeaeHMEe amumogapoHa** Bo Bpema HGepeMeHHOCTM PEKOMEHAO0BAHO A5 SKCTPEHHOM
KOHBEpCMN MOHOMOPGHOM ycToinumBon KT ¢ HapylweHuem remoguMHamMuKku, pedpaKTepHON K 3NeKTpUYecKom



KapANOBEPCUM UM HE OTBEYaloLLLEN Ha MeaMKaMeHTO3HYto Tepanuto [153,512, 515,517, 523].
EOK llaC (YYP C, YAA 3).

- BbInonHeHWe KaTeTepHolM abnauum BO BpemsA 6OepemMeHHOCTM PEeKOMEHAOBAHO ANA  NedYeHus
pedpaKTepHbIX K MeAMKaMeHTO3HOM Tepanunm 1 Naoxo nepeHoCcMmbIX Taxmkapamn [512, 513, 514, 515, 516, 523].

EOK 1IbC (YYP C, YOA 5).

KommeHTapuii. bepemeHHOCTb accoummMpoBaHa CO 3HAYUTENIbHbIM PUCKOM HEBaronpuATHbLIX COObITUIN Y
EHLMH CO CTPYKTYpHOM naTonoruein cepgua [511, 513, 514, 515]. Y KeHWMUH C BPOXKAEHHbIM CUHAPOMOM
YOAMHEHHOro nHTepBaaa QT 0TMeYatoT CyLLeCTBEHHOE MOBbIWEHWEe PUCKA CepAeYdHbIX COBbITUIN B MOCNEPOL0BOM
nepuoge (B TeyeHne 40 Hepenb nocsie poaoB), B CBA3M C YeM MM HeobxoaMmo npumeHeHue 6eTa-
afpeHob610KaTOPOB BO BpemMa HepeMeHHOCTU M B NOCNepoa0BOM nepuose. Y KeHWMH ¢ cuHgpomoM bpyraga
b6epeMeHHOCTb, PoAbl M NOC/AEPOAOBbIN Nepnog 0bbl4HO NpoxoaAT 6e3 AoNoNHUTENbHbIX pUcKoB [516, 517]. Puck
nosTopHOM KT Bbiwe y NaumneHToK ¢ KT B aHamHe3e 1 CTPYKTYPHOI naTonormen cepgua [512, 518, 519].

ApuUTMum, cBA3aHHbIE C NOCAEPOA0BON KapauommonaTuein

MocnepomoBaa (nepunapTanbHad) KapAuomMuonaTua XapaKTepusyeTca pasBUTUEM  CUCTONMYECKOM
ancoyHkumm JTK 1 cepaeyHoi HeA0CTaTOMHOCTU Ha NO34HUX CPOKax 6epemMeHHOCTU UAK B TeYEHNE HECKOIbKUX
mecaues nocne pogos [511, 520, 521]. CneactBMem NocAeponoBoOn KapANOMMONATUM MOTYT ObITb C/IOXKHbIE KA r
BHE3aMHaaA OCTaHOBKA cepaua. Y Bcex NauMeHTOK C Bnepsble Bo3HUKweW MT B nocneaHwe 6 Hedenb
6epeMeHHOCTU UM B PaHHEM MOC/epPOL0BOM MNepuoge cneayer UCKAYUTL NOC/IepPoaoBY0 KapaMOMMONaTULO
[522].

Mpy pPasBUTMM YIPOXKAIOWMX KU3HU KEeNYOO0UYKOBbIX TaxXMapUTMUI NpuBeralT K  3/1eKTPUYECKOoM
Kapguosepcuun. MpumeHeHne UKL*** y nauneHTok ¢ A nnm HM3Kon dpaKkumen Bbibpoca cneayer CTaHAAPTHbIM
pekomeHpaumam. [pu 3TOmM cnefsyeT y4uuTbiBaTb BbICOKYHO u4actoTy (50%) cnoHTaHHOro paspelleHus
AVNATaUMOHHOM KapaMomMonaTum nocne poaos [523, 524].

O6CTPYKTUBHOE HOUYHOE anHOo3

- PekomeHayeTca paccmaTpuBaTb B KayecTBe MNPUUYMHbI Npu  anddepeHUManbHOW  AMarHoCTuKe
6pagmapuUTMmii CUHAPOM HOYHOrO anHoa [525, 526, 527, 528, 529, 530, 531, 532, 533].

EOK llaB (YYP B, ¥AA4 3).

- PekomeHayeTcs paccmaTpmBaTb HOYHOE anHO3 M CHUMKEHWME caTypauMKn KMCAopoaa Kak $aKTopbl pUCKa
BCC y naumeHTOB C HapyLleHnem AblXxaHuMA BO Bpemsa cHa [525, 530, 531, 532, 533].

EOK IIbC (YYP B, YO 3).

KommeHTapuit. Pe3ynbTaTbl NOCNeAHMX WMCCNeAO0BaHWUA YKasblBalOT Ha CBA3b OOCTPYKTMBHOrO HOYHOrO
anHo3 C NOBbIWEHHOM cMepTHOCTbIO [526, 527]. BegyTca cnopbl 0 HaMYMUK CBA3SU MeXKAY 3TMM 3aboneBaHMEM U
BCC. MokasaHo, YTO OBCTPYKTUBHOE HOYHOE anHO3 C YMEHbLUEHMEM CpefHen HOYHOWM caTypauun Kucnopoaa <
93% M MMHMManbHaA Ho4YyHaA caTypauua Kucnopoga < 78% ABAAKOTCA He3aBUCMMbIMKM daKTopamm pucka BCC
[525]. Mo 3ToM nNpuuYMHE AMArHOCTUKA OOCTPYKTMBHOrO HOYHOrO anHo3 JOJIKHA BXOAWTb B a/IfOPUTM
obcnepgoBaHua ana crpatuéukaumm pucka BCC. Haubonee 4yacTbiMM HapyLWEHUAMW PUTMA MNPU CUHAPOME
HOYHOrO anHO3-TMNOMNHO3 ABAOTCA CMHYCOBas bpaanKapama, CMHYcoBble Nay3bl, AB-610Kagbl 1-i cteneHun u 2-i
cTeneHu Tvna MobwuTy, |, a Takxe vacTtble 3 [525, 528, 529, 530, 531, 532, 533]. Ha cerogHAWHWUA AeHb HET
AaHHbIX, KOTOPbIe YKa3biBa/M 6bl HA HEOBXOAMMOCTb OTAE/bHbIX peKoMeHaauui no nedeHunto KA npm cuHapome
HOYHOrO anHO3-rMNonHo3. Kpome TOro, A0 CUX MOP HEACHO, KaKOe 3HaYeHMe MMeeT NOoKasaTesib MOCTOAHHOro
NOJIOKUTENBHOTO AaB/ieHUs B AblXaTeNbHbIX NyTAX Ana npodunaktukm KA u BCC [525, 534, 535, 536, 537]. B
HacToALLee BPEMA UCCNEeAYIOT HOBble METOoAbl IeYeHUs LeHTPasibHOM GOpMbl HOYHOIO anHO3-rMMNOMNHO3, Takue
KaK cTuMmynauma agMadparmanbHOro HepBa M BEPXHUX AblXaTeIbHbIX NyTel Npu 06CTpyKTMBHOM TUne [538].



fmneptpoduueckan Kapgmomumonatua

Mpu runeptpoduyeckon Kapauomuonatum (FTKMI) oTmedyaeTcs 3HaUUTENbHOE YTOALlEHME CTeHKM JIXK,
KOTOPOEe He MOXKET OblTb OOBACHEHO WMCKAIOYUTENIbHO YC/IOBUAMM MOBbIWEHHOW Harpyskm Ha JIXK. [daHHoe
onpegeneHne OTHOCUTCA K AeTAM M B3POCAbIM M He MpeanosaraeT HUKaKMX cneumpuyeckmx 3TMOIOrMYECKUX
NPUYKH, HO ANA Lenel HacToALWLMX pekomeHaauunii no npoounaktnke BCC npeanonaraetca, 4To B AaHHYHO rpynny
He BXOAAT NauMeHTbl ¢ MeTaboanyeckumm, MHPUAbTPATUBHbIMKU 3a601eBaHNAMM, ANA KOTOPbIX MMEIOTCS YETKME
KIMHUYECKMe NPU3HAKM 1 MPOTOKObI IeYEHUA.

Obuwan rogoBasd CMEPTHOCTb OT CepAeYHO-COCYAUCTbIX 3ab0seBaHUM M CMEPTHOCTb WM 4acToTa
cpabatbiBaHuit UKO*** no nosoay MT/®X y B3pocabix nauymeHtos ¢ FKMIM cocrasnser 1 - 2 u 0,81%
cootBetcTBeHHO [539, 540]. [pyrMumu OCHOBHbIMW MPUYMHAMM CepPAEYHO-COCYAMUCTON cmepTn npu KM
asnstoTca XCH, Tpombosmbonun n AB-610Kkaga. Kanbkynatop pucka BCC B TeueHue 5 net (Risk-ICD) pacnonoxeH
8 MHTepHeTe no agpecy: http://doc2do.com/hcm/webHCM.html [230, 541].

- MaumeHtam c FTKMI BBMAy BbicOKOro pucka BCC He pekomeHAayeTcA ydyacTMe B COPeBHOBATE/IbHbIX BUAaX
cnoprta [226, 231, 544, 547, 548].

EOK IC (YYP B, yAA4 3).

- PekomeHgyetca umnnaHTauma MKO*** y naumentos ¢ FTKMI, nepeHeclimMx 0CTaHOBKY cepaua no npuymHe
KT namn @K, nam y naumeHToB co CNOHTAaHHOWM ycToumnson KT, npuBoaALLEN K NOTepe CO3HAHUA UAW HAPYLUEHUIO
reMoauHaMMKK, NPU OXKMUAAEMOM NPOLOMKUTENBHOCTU KN3HKU > 1 roga [230, 542, 543, 544, 545, 546, 547].

EOK IB (YYP B, ¥AA4 3).

- CtpatndumKaums pucka y naumeHToB ¢ TKMI pekomeHAayeTcs € MCNO/Ib30BaHWEM KanbKynaTtopa Risk-ICD
ONA OLEHKM pUCKa CMepTM B TeyeHue 5 neT y naumeHToB ctapwe 16 net 6e3 aHamHesa yctoiumsoin HKT
(NnpmBOAALLEN K HAPYLLIEHMIO reMOANHAMUKKN UAK noTepe co3HaHmsa) uam @K [231, 232, 541, 545, 546].

EOK IB (YYP B, YA 4).

- MATUNETHUI PUCK BHE3AMHOW CMEPTU PEKOMEHAYETCA OLEHMBATb NPU NepBoOHaYyasibHOM obcnenoBaHUM
naumneHTa, a TaKkXke Kaxgble 1 - 2 roga uam npu MU3sMeHeHUn KnMHu4Yeckoro cratyca [231, 238, 240, 540, 541, 543,
544].

EOK IB (YYP C, ¥4 4).

- UmnnanTauma UKO*** pekomeHayeTcs nauneHTam c npeanonaraembiM 5-1€THMM PUCKOM BHe3anHoOWM
cMepTM = 6% U OXUZAEMOW MPOAOMKUTENLHOCTBIO XM3HM > 1 roga nocie MoApo6HOr0 KAMHWUYECKOro
obcnenoBaHMA C OLUEHKOW pUCKa Nocneaylowmx OCNoKHEeHUN U BanaHua UKO*** Ha 06pas KU3HU, coumnabHO-
3KOHOMMYECKUI CTaTyC U NcMxosiormyeckoe 3goposbe [230, 543].

EOK IlaB (YYP B, YA/, 3).

- UmnnaHTauma MKO*** pekomeHaoBaHa B OTAENbHbIX Fpynnax nauMeHToB ¢ 5-neTHum puckom BCC ot >4
[0 < 6% 1 0XKnaaeMol NPOLONKUTENbHOCTBIO XU3HKU > 1 roga nocie nogpobHOro KAMHUYecKoro obcaenoBaHua
C OUEHKOMN pUCKa NOCNEAYIOLMX OCNOXKHEHUI U BAMAHUA UKO*** Ha 0bpas *KM3HU, COLMANbHO-3KOHOMUYECKUI
cTaTyc U ncuxonornyeckoe 3goposbe [230, 540, 543].

EOK IIbB (YYP B, YAZ, 3).

- Umnnantauma UKO*** pekomeHaoBaHa y OTAENbHbIX NAaUMEHTOB C 5-neTHMM puckom BCC < 4% npwm
HaZIMYUU KIMHUYECKUX XapPaKTEPUCTUK C AOKa3aHHbIM MPOrHOCTUYECKMM 3HayeHUeMm, U Korga B pesynbTaTe
OLEHKM PUCKa NOCNEeAYIOWMX OCNOXKHEHUN U BaMAHUA UKO*** Ha o06pas M3HU, COLMANbHO-3IKOHOMUYECKUI



CTaTyC M NCUXOJIOrMYECKOe 3[0pOBbe NpeanonaraeTca obllee NONOXKUTENbHOE BAUAHUE MMNAaHTaUuK UKO***
[230, 540, 543].

EOK IIbB (YYP B, YA/, 3).
4. Peabunutauus

*enynoukosble HapylleHMA PUTMa Cepala, 3a PeakMm UCKAYeHMEeM (MauonatuyecKan Xenyaovykosas
3KCTPACUCTOINA), OTHOCATCA K YIPOMKAIOWUM XKU3HU apUTMUAM. X Hanuume MoKeT bbiTb Kak OAHUM M3 MepBbIX
NPOABNEHWNI KNMHUYECKU 3HAUYMMbIX CEPAEUYHO-COCYANCTbIX 3aboneBaHuin, Tpebyowmnx NpoBeAeHNs KOMMAEKca
AVNarHOCTUYECKUX UCCNe0BaHUM, Tak U OCNOMKHEHMEM AAaHHOW natonoruu. B HacTosuwee Bpema Nporpammbi
peabunutaummn AnA NauneHToB C XKeNyA04KOBbIMU HapyLUEHUSAMU PUTMa Cepala, Kak TaKoBOM, He CyLLecTBYeT.
PeabunmtaumMoHHble MeponpusaTUS LO/IKHbI OCYLLECTBAATbCA B COOTBETCTBMM C OCHOBHbIM 3aboneBaHWeM,
ABNAOWMMCA NPUYMHOW apuUTMUKM, ecan TakoBoe umeeTca [548]. OrpaHuuyeHne U3MYECKUX HaArpy3ok
pPEKOMEHA0BAHO MaUMeHTaM B COOTBETCTBUM C MMetowmmcs 3aboseBaHMEM CephevyHO-COCYAUCTOM CUCTEMBI
[548]. B Tom uncne, B COOTBETCTBUM CO CTaAMEN, TAMKECTbIO U CTEMEHBIO KOMMEHCALUM OCHOBHOTO 3ab0/1eBaHmA.

- MaymeHTam, NepeHeclMM yCneLwHyo KaTeTepHylo abaaumio, peKoMeHA0BaHO OrpaHnyeHme Gpusnyecko
aKTUBHOCTM B TeyeHue 1 mecsua [27, 336, 338, 364, 392, 424].

EOK - HeT (YYP C, YAOA 5).

KommeHTapuii. MaumeHTam, nepeHecwnm YCMelwHylo KaTeTepHyto abnauuio No noBoAy KesayAo4YKoBbIX
HapyLleHWA pUTMA, NOKa3aHO orpaHuyeHne GU3MYecKoi akKTMBHOCTM B TeyeHne 1 mecsAua nocne onepaTMBHOIO
NleYeHus, eCNu 3TO He NMPOTMBOPEUYUT OrpaHMYEHUAM MO NOBOAY OCHOBHOW CEpPAEYHO-COCYANCTONM naTonoruu. Mpu
OTCYTCTBMM OC/IOKHEHWI BMELLATeNbCTBA NPOBEAEHUA CNeuuanbHbiX PeabuanTaumoHHbIX MEPONPUATUIA He
Tpebyercs.

- NauneHTam C BO3HMKLIMMMK OC/IOKHEHMAMU MNOCAE KaTeTepHoM abnaumm peKkomeHgoBaHa CKopeWnLuas
rocnutannsauma B cneumannsnpoBaHHbIi cTaunoHap [359, 360, 361, 396, 442].

EOK - HeT (YYP C, YO 4).

KommeHTapuii. B cayyasx BOSHUKHOBEHUA N0ObIX OCNOXKHEHMI Nocne KaTeTepHowl abnauun, B TOM Yncne
OTCPOYEHHBIX, noKasaHa cKopeMwas rocnuTannsaums B CneunannsMpoBaHHbIN
KapAMONOrMyecknin/KapauoxmMpypruiyecknuii - cTauMoHap 448 NPoBeAeHUs  HeobxoAumbiX  nevyebHo-
AVArHOCTUYECKUX MEPONPUATUIA.

5. Mpodunaktnka

- 3anucb 1 aHanm3 DKl pekomeHa,0BaHbl BCEM NLLAM C BbICOKMM puckom BCC.
EOK - HeT (YYP C, YAA4 3).

KommeHTapuii. bautenbHoOCTb no OTHOLWIEHUIO K  3neKkTpoKapanorpadpmnyeckmm (2KT) 7]
axoKapauorpaduyeckum npusHakam Hac/ieACTBEHHbIX apUTMOreHHbIX 3aboneBaHUN SBNAETCA Ba*KHOW 4acTblo
KIMHWUYECKOM NPAKTUKM 1 NO3BONAET CBOEBPEMEHHO BbIABUTb INLLA C BbICOKMM puckom BCC. OgHako 4o cux nop
HeT eANHOro MHEHUA O TOM, A0/IXKEH NN TaKOW TLLATENbHbIA NOAXOA PAacnNpPOCTPAHATLCA HAa MAaCcCOBbIN CKPUHUHT
HaceneHunAa Ha Haauuume pucka BCC. B Utanmmn n AnoHunm BBeseHbl cnctemol IKIM-CKPUHUHIA B LEenAX BblABAEHNA
/ML, C HacNeACTBEHHbIMU apPUTMOreHHbIMM 3ab60NeBaHUAMU, HE MMEIOLWMX Kakon-nmbo cumntomaTukm [20, 21,
549]. B EBpone n CLUA obAsaTenbHbIM ABASETCA CKPUHWUHI CNOPTCMEHOB Mepesn COPeBHOBAHUAMM, COrNacHo
TpeboBaHMAM MexXayHapoaHOro OIMMMININCKOro KOMUTETA, XOTA NocaeaHee nuccneaosaHune B M3panne nokasano
OTCYTCTBME M3MeEHEHUI B YacToTe cnydyaeB BCC y npodeccmoHanbHbIX CNOPTCMEHOB NOC/e BBEAEHUA CKPUHUHTA
[22, 23, 24, 25].

- B HacToAwee BpemA He peKOMeHA0BaHO nposeeHue O6UJ,€I'|OI'IY/'IF|LI,MOHHOI'O 3Kr-CKpVIHMHFa B CBA3U C



HeaocTaTKoOM  MHPoOpMaALMM O ero  3KoHOMUYecKon 3PDEKTUBHOCTM U HEM3BECTHOM  KoJn4yecTse
JIO}KHOMOJIOKUTEJIbHBIX U JIOXKHOOTPULATENIbHbIX pe3yabTaTos [550, 551].

EOK - HeT (YYP C, VA4, 5).

KommeHTapuiti. B cooTBeTcTBUM C coBpemeHHbiMU pekomeHaaumsmm EOK 2015 roga no nedeHuto
YKENYA0UYKOBbIX aPUTMUI U NPeaoTBPALLEHUIO BHE3AMHOM CepAeYHON CMEPTU, B HACTOALLLEE BPEMS IKCMEPTHbIN
KomuteT EBponenckoro obuiectsa KapAuooroB BO3Aep:kMBaeTca OT GOPMUPOBAHMA pPEKOMeHZauMi no
nposeaeHnio obuenonynaumoHHoro dKM-ckpMHUHIa B CBA3KM C HEAOCTAaTKOM MHPOPMaLUM O €ro SKOHOMMUYECKOM
30 PEKTUBHOCTU M HEM3BECTHOM KOJIMYECTBE JIOXKHOMNOMOKNUTE/bHBIX U IOXKHOOTPULLATENbHbIX PE3YNbTATOB.

- Perncrpauua 3Kl B 12-Tm oTBeaeHUAX peKomMeHAyeTcA Mpu MNNAHOBbIX AMCNaHCepusaumAax B3pOCa0ro
HaceneHwus [25, 550, 552, 553].

EOK - HeT (YYP C, YOA 5).

KommeHTapuit. B cooTBeTcTBMM C NpuKasom MuHucTepcTBa 34paBooxpaHeHuns Poccuitickolt Pepepaunmy,
pernctpauma Kl B 12-Tn oTBeAeHMAX NpeayCcMOTPeHa NPU NAaHOBbIX ANCMNaHCepU3aLLMUAX B3POCJOro HaceNeHua:

- AN MY>KUMH cTapuie 36 JIET M 3KeHLWWMH cTaplue 45 IeT Npu KaxgoM NPOXOXKAEHMU AMcnaHcepmsaumm (To
ectb 1 pa3 B 3 roga);

- AN MY)KYMH B BO3pacTe A0 36 NeT U XeHWMH B Bo3pacTe A0 45 NeT npu nepBMYHOM MPOXOXKAEHUU
aucnaHcepmsaumm [552].

- Y HecoBepleHHONETHUX npegycmaTpuBaeTca pernctpaumsa IKI npu NpoduUAaKTUYECKMX MEAULMHCKUX
ocmoTtpax B 1 rog, 6, 15, 17 net, a Takxe Npu npenBapuUTebHbIX MeAULMHCKMX OCMOTpax nepes npMemom B
cpegHue U Bbiclne obpasoBaTenbHble yuperkaeHus, sbinonHeHne IXOKC B 6 net [550, 551, 552, 554].

EOK - HeT (YYP C, YO 3).

KommeHTapuidi. [MpuHATBIA B HacToAlee BpPemMs MNOPAAOK MPOXOXKAEHUA MeANUMHCKMX OCMOTPOB
HecoBeplueHHoNeTHUMU. OcobeHHO Ba)KeH reHeaNormyeckMini MeTof aHanusa y AWl MOAo4O0ro BO3pacTa,
CTpaAaoWmx peunamBmnpyowLMMmn NPUCTynamm NoTepm CO3HaHUA UM UMEIOLWNX aHoManumK Ha KT [554, 555].

- Mogudukauma obpasa KM3HM PeKOMeHA0BaHa BCEM MaLMEHTaM C Xe/yAo4YKOBbIMU apUTMUAMKU ANA
npegynpexaeHusa nx peumansos [554, 555].

EOK - HeT (YYP C, YOA4 5).

KommeHTapuii. Mogudukauma obpasa KM3HKU BKAOYAET B ceba HOpManM3aLMio Beca, OTKas OT KypeHus,
ynotpebneHnsa anKkorons, NPOAYKTOB, COAEPMKALLMX KOPEMH, M CUTYaLMiA, Bbi3biBalOWMX CTpecc, 6ecnoKomncTeo,
HapyLlleHMe pekMma HOYHOrO CHa.

- Bankawmm poacTBEHHMKAM KepTB BHE3AMHOW CMEPTU cneayeT COObLWNTb O CYLLECTBYIOWEM AN HUX
puUCKe BHe3anHoW cMepTu W HeobxoaumocTu obcnefsoBaHUA Yy Kapguonora B ciaydae BC, npu KoTopol
NnaTo/IoroaHaTOMMYECKOE MCCNedOoBaHME W aHa/IM3 He BbIABAAKT 04YEBMAHbIX aHOManui. KOHTaKT C Takumu
naumeHTamm M UX POACTBEHHMKAMM OO0/MKEH MPOUCXOANTb C YYETOM MX MCUXOCOLMAbHbIX NOTPebHOCTEN U C
MCNob30BaHMEM MeXAMcUMNAMHapHoro noaxoaa [460, 557, 558, 559, 560, 561, 562].

EOK - HeT (YYP C, YAA 3).

KommeHTapuit. MpumepHO B NONOBMHE CAyyaeB Yy POACTBEHHMKOB XepTB BAC ycTaHaBAMBAlOT AMarHo3
HACNeACTBEHHbIX apPUTMOrEHHbIX 3aboseBaHUI, nNpeXKae BCEro, KaHanaonaTuih (Hanpumep, CcUMHAPOMA
yanuHeHHoro uHtepsana QT, cuHapoma Bpyraga nam KIMXKT), pexe - HavyanbHbIX NPOABAEHUI KapAnoMmnonaTunia
[mpexxpe Bcero TKMI M apuTMOreHHOM KapauvomuonaTtuu npasoro enyaodka (AKMXK)], a TakKe cemenHol
runepxonecrepuHemmun. Ecnm npm CBHC mam BHCH, a takxke npu BAC mam CBCH natosnoroaHaTomMuyeckoe



nccnefoBaHne norvbero HeEBO3IMOMKHO MAM KOrga MnaTo/Ior0aHaTOMMYECcKoe WcCnefoBaHWE He BbiABAAET
CTPYKTYPHbIX aHOMaAMN, a pe3y/abTaTbl TOKCMKONOrMYECKOrO aHaan3a B Hopme, BAMMKalWKMM poaCTBEHHUKAM
cneayeT CoobWMTb O CYLLECTBYIOWEM A8 HUX PUCKE BHE3anHOW CMepTu M Heobxogumoctn obcneposaHma y
Kapanonora. CemeliHblit aHamHe3 NOBTOPHbIX caydyaeB CBHC B mosniogom Bospacte (4o 40 neT) uam npu Haanymm
HacneacTBeHHbIX 3aboneBaHUi cepaua ABAAETCA HEOMPOBEPXKMMbIM AOBOAOM B Mnosb3dy obcnepoBaHMAa Bcex
Y/1eHOB CEMbMN.

- CKPUHWHI POACTBEHHUKOB XEPTB BHE3aMHOW CMepTM pPEeKOMeHAyeTcA BecTM Mo npeacTaBieHHOMY
NPOTOKOJ1Y, Y4MUTbIBAA SIKOHOMUYECKYIO U MHPOPMALMOHHYIO LiesiecoobpasHOCTb Kaxkagoro metoaa [54, 560, 564].

EOK - Het (YYP C, YA/ 4).

KommeHTapuit. MpeasorKeHo HECKONbKO pPasHbiX MPOTOKONOB A1S CKPUHWHIA POACTBEHHWKOB KEPTB
BHe3anHoi cmepTu. B ocHoBe BCeEX 3TMX MPOTOKOJIOB JIEXKMT MOLIAroBbl MOAXOA, Korga B MepByt0 oyepenb
MCNO/b3YIOT HaMMeHee AoporocToalume meToabl obcnenoBaHus, Aatowme MaKCMMasibHbI 06bemM LEHHOM
nHdopmaumm, Nocne Yero Ha OCHOBAHWWM MOJIYYEHHbIX PE3y/IbTAaTOB U C Y4E€TOM AaHHbIX CEMEMNHOro aHamHesa
nepexoasaT K AononHuTenbHomy obcneposaHuio. Ecam B xope obcnenoBaHWs BbIABAAKOTCA CTPYKTYPHbIE WK
3NEKTPUYECKME WM3MEHEHMUA, CBUAETENbCTBYIOWME B MOJb3y KOHKPETHOro AMarHosa, HeobxoguMmo cnefoBaTtb
CTAaHAAPTHOMY NpPOTOKO/ly 0b6CnefoBaHWA MO COOTBETCTBYHOWEMY AMArHosy. epBbim LWarom B MOCTAHOBKe
NOCMEPTHOrO AMarHosa, A0 Havana ob6cnenoBaHMA POACTBEHHMKOB Mnormbuiero, ABNAETCA TaATeNbHbIA cbop
aHamHe3a. Y monoabix /vy B MepByl0 o4vepedb cnegyeT MWCKAYUTb KapAMOMMOMATUM U KaHanonaTuu.
PekomeHayeTcA oueHKa NpeALecTBOBABLUNX CEPAEYHbIX CUMNTOMOB (B TOM Yncie 0OMOPOKOB MK CYA0PONKHbIX
NpUNagKkoB) W TwaTesbHOe W3yyeHWe OOCTOATENIbCTB CMEpPTH, a TaKKe cbop M aHaNu3 NPUMKMU3HEHHbIX
KapAMOIOTMYECKUX 3aKtodeHui. Y nuuy ctapwe 40 net B nepeyto ovepeab UCKAOYatoT dakTopbl pucka MBC
(Hanpvmep, aKTMBHOE WAW MACCUMBHOE KypeHWe, AUCAUNOMNPOTEUHEMMUIO, apPTEPUANbHYID TUMNEPTEH3UIO WM
caxapHblii guabet). HeobxoaMMO COCTaBUTbL POLOCIOBHYIO NOTMOLIEro B TPEX NMOKOAEHUAX, B KOTOPOM AO/XKHbI
ObITb OTParKeHbl BCE C/y4au BHE3AMHOW CMEPTU U POACTBEHHUKM C cepAedHbIMU 3aboneBaHuamMU. CneayeT no
BO3MOMHOCTM MOMIYYUTb apPXMBHbIE MeAMUMHCKME KapTbl M/MAW  pe3ynbTaTbl NaTOA0roaHaTOMMYECKOro
nccneposaHus. B nepsyto ovepenb obcnefoBaHUIO NogaexaT POACTBEHHWMKM C MpU3HaKamu 3abonesaHuii
cepAua, TakKMMM Kak 0OMOpPOKM, yyalleHHoe cepaLebuerne nam 6onam 3a rpyamHoi. Ecam B cembe oTcyTCcTBYET
ANarHo3 cepgeyHblx 3aboneBaHnii, cnesyeT NPOBECTU CKPUHUHE ManeHbKMX AeTei xoTa 6bl ¢ nomowpto IKI 1
axoKapamorpadum.

- IxoKapauorpadua (IXOKI) sasnaetcs pekomeHAOBaHHbIM METOAO0M ANA CKPUHWHIA MauMeHToB Mpwu
HaIMYNM NOATBEPKAEHHOTO AMArH03a UAM NOAO3PEHMA HA KENYA04YKOBbIE HapyLWeHUA puTma.

EOK - HeT (YYP C, YO 3).

KommeHTapuii. dxokapguorpadua - Hambosiee 4acTo WMCNONb3yeMblA MEeTOZ BM3yanusaumm cepaua,
KOTOPbIA, NO CPAaBHEHWUIO C MarHUTHO-pPe30HaHCHOM Tomorpaduent (MPT) n KomnbtoTepHol Tomorpaduen (KT)
cepAua, ABNAETCA MeHee [OPOrocTosAlWwMM, BCerga AOCTYMHbIM M NO3BOAAET C  BbICOKOW TOYHOCTbIO
ANarHocTMpoBaTtb 3ab601eBaHUA MMOKapAa, KNanaHoB cepAla UM BPOXAEHHbIE MOPOKM Ccepaua, CBA3AHHbIE C
BO3HUKHOBeHMeM A n BCC. Kpome Toro, y 60/blWIMHCTBA NAUMEHTOB OHa NO3BO/AET OLEHUTb CUCTOSIMYECKYHO
byHKumo JTK 1 NoKanbHY COKPAaTUMOCTb CTEHOK cepaLa.

Mo atoi npuumHe axoKapamorpadma nokasaHa Bcem naumeHTam c KA, y KOTOpbIX npeanosaraetca uam
MmeeTca CTPYKTYpHaA NaTonorma cepaua, a Takke B rpynnax nauMeHToOB C BbICOKUM PUCKOM pas3sutua KA nau
BCC - Hanpumep, y naumeHToB ¢ AKMI, TKMI n AKMK, a TakKe y NauMeHTOB, NEPEXUBLUMX OCTPbIA MHDAPKT
Muokapza (MM), n y poacTBeHHUKOB MaUMEHTOB C HAacNeACTBEHHbIMM 3a60/1€BaHMAMMU C BbICOKMM puckom BCC
[40].

OpraHusauma oKasaHUa MeguLUHCKOW NOMOLLU

Bug nomowmM M NOpAAOK €e OKasaHWMA 3aBMCUT OT 3TWosiorMn KT M COMyTCTBYIOWEN NaToNOMMMu.
CTpyKTypHaa nan ¢GpyHKUMOHANbHAA NaToormMa cepaua, 0CobeHHO NpU ee NPOrpeccMpoBaHNK, MOXKET ABAATHLCA



OCHOBHbIM NOKa3aHuem anAa rocnntannsauunun.

Bo3MOXKHOCTM ambynaTopHOM NMOMOLUM MaLMEHTaM C KeayAo4YKoBbIMU TaxMapUTMUAMM OrPaHNUYNBAIOTCA
cneayrowmmm Caydanmu:

- MaumeHTbl C XPOHMYECKMMMU CTabUIbHBbIMU APUTMUAMM BE3 HApPYLLEHUI reMOANHAMMUKN: KeNya04KOBOM
3KCTPACUCTO/INEN, HEYCTOMUYMBOM KeNya04KOBOW TaxMKapanei, peakumm npmuctynamm megneHHbix KT.

- ObcnepoBaHMe y NauMeHTOB 6€3 CTPYKTYPHOM NaTosiorMmn cepaua A/s BblABEHUA CKPbITOM MaTonorum
cepaua, Kputepues pucka BCC.

- MoaroToBKa K rocnnTanMsaummn npu ctabmabHOM COCTOSHUM NaUMEHTa.

- Ha6mo,u,eHme nocne XupyprmyeCknMx U UMHTEPBEHUWNOHHbIX BMeLWaTeN1bCTB, MMNIAHTAUUN S/TIEKTPOHHDbIX
ycTpoicTs (IKC***, UKO***, CPT-A).

MokasaHua oA NNaHOBOM rocnuTanusauum

- Bl'lepBbIe BO3HUKLWIAA CMMMNMTOMHAA XenyaodkoBaAa 3KCTPACUCTO/IUA, CONPOBOXAAKOLWAACA Pa3BUTUEM UTNU
3Ha4YUTE/IbHbIM yCYFY6ﬂ6HMEM cepp,equﬁ HEeONOCTAaTOYHOCTU.

- Bl'lepBbIe BO3HUKLWINE U pelngmnsmnpytrouime annsonbl meny,qoqkosoﬁ TaXnKapauu.

- NporpeccnpoBaHMe OCHOBHOIO 3ab60/1eBaHUA B C/IyYasX, KOr4a apuTMUA He ABAAeTCA reMOoANHaMUYECKU
3HAaYMMOMN.

- Npn HeapdeKTUBHOCTU AOroCNUTASIbHOIO JIEYEHMUA CUMMTOMHbBIX XPOHUYECKUX CTabuabHbIx K3, HXKT,
meaneHHbix KT.

MoKasaHuA ANA 3KCTPEHHOM rocnuTanansauum

06A3aTenbHON rocnuTanmsauumn Noaseskat NauMeHTbl, Y KOTOpbIX Ha GOHe KeNyA04KoBOW TaxmaputMmmm
MMeITCA NPU3HAKW apTepuanbHOM TUMOTOHMM, OCTPOM NIEBOXKENYAOYKOBOW HEeA0CTaTOYHOCTM, aHTMHO3HOro
CMHAPOMA, YXYAWEHUSA MO3roBoro KpoBoobpalieHus. Mpu nogospeHur Ha MHGAPKT MUOKapga Heobxognmmo
9KCTPEHHO LOCTaBUTb B MEAULIMHCKOE YUpEXKAEHME.

- BepgeHne nauueHTa nocne peaHMMaUUM PEKOMEHAYETCA B CMeLManu3MpoBaHHbIX LEHTPax C
MYNbTUANCUMNIIMHAPHBIM MOAXOA0M K WMHTEHCMBHOM TepanuMM W BO3MOMKHOCTbIO BbINOAHEHWUA MEPBUYHbBIX
KOPOHAPHbIX BMELIATENbCTB, 3/IEKTPOPU3MONOTMYECKOTO WUCCNeA0BaHMA, MMMAAHTAUMKM  BCMOMOTraTeNbHbIX
KeNyao4KOBbIX CUCTEMA AN MeXaHUYeCKON NoadepKu KpoBOOOpalLEHUs, XMPYPrMYECKUX BMeLlaTeNbCcTB Ha
cepale v cocyaax v TepanesTUYecKol runotepmmm [65, 153, 165, 194, 196, 324, 546].

EOK I B (YYP C, YAZ,5).

- KopoHapHas aHruorpapus ¢ BO3MOXHOM Nocieaytollein aHrMonaacTMKoM B TedeHue nepsbiXx 2 4acos
rocnuMTannsaumm pekomeHaoBaHa naumeHTam BbiCOKOro pucka ¢ MM cl1ST, B TOM YMCAe C XKU3HEYrPOXKatoLWmMmm
Kenyao4uKoBbiMU apuTMusimm [55, 56].

EOK I C (YYP C, YA, 5).

MpM ocTaHOBKe KpPoBOoObpalleHUs rocnuTanmsauma TpebyeTca cpasy ke nocie KynuposaHUs npucTyna v
BOCCTaHOB/IEHNA HOPMa/bHON CepaeYHON AeATeNbHOCTU. ECIM peaHMMaLMOHHbIe MEPONPUATUA He NPUHECAU
Heobxoanmoro 3¢deKTa, nauyueHTa TPaAHCMOPTUPYHOT B CcTaumoHap 6e3 cosHaHuA. lMpu 3Tom no popore
HenpepbIBHO BbIMNOAHAOT UCKYCCTBEHHYIO BEHTUAALMIO IETKUX M HENPAMOM MaccaK cepaua.

MauneHTOB C NPUCTYNamM NapoKCM3MabHOW KeNyAo4YKOBOW TaxMKapauMu cneayeTt rocnuTanvMsnposathb B
cnyyae oTcyTCTBMA 3hdEeKTa OT HEeOTNONKHOM Tepanuu, a TaKKe MpuM  HaAMYMKM  MNPU3HAKOB OCTPOWA



NeBOXKENYA0YKOBOM HEAOCTaTOYHOCTU, YyXYALWEHUA MO3roBOro KpoBOOOpalleHWs, apTepuanbHOW TMNOTOHUM,
AHTMHO3HOrO CUHAPOMA.

lfocnuTanuMsaumMm  nognexkaT /Auua, nepeHecwne MPUCTYN  KENyAO04YKOBOM  TaXMKapauW, YChewwHo
KyﬂMpOBaHHbIVI Ha AorocnmntajibHOM 3Tane npn Haan4dmun CprKTypHOVI natoaormn cepaua Uam nNpun OoTCcyTCcTBUNK
pes3ynbTaToB Kapamoaormyeckoro obcnefoBaHmaA, Npu HaanMuMM CONyTCTBYOWMX 3ab60seBaHM, BbICOKOM pUCKe
Pa3BUTMA OC/IONKHEHWUN.

MoKa3aHuA K BbINUCKe NauMeHTa U3 cTaumoHapa

LlenecoobpasHocTb AasibHelwero npebbiBaHUA B CTaLUMOHApPE M BO3MOMKHOCTb amby/laTOPHOro snevyeHus
onpeaensaTca No utoram obcaesoBaHus.

- PaHHAA (nepepn BbINWCKOW M3 cTauMoHapa) oueHka ®B /1)K pekomeHgoBaHa BCeM MauMeHTam nocse
nHdapKTa mmokapaa [42, 56, 218, 493, 572].

EOK I C(YYP B, Y44 3).
MNauneHTsl MoryT 6bITb BbINUCAHbI U3 CTalMOHapa B chefyrowmnx cnyyaax:
- BoinonHeHue PagunKaabHOro Nan NaanaTuBHOIoO XMPyprm4eCckoro " MHTepBeHUMOHHOTO Ne4eHNA.

- UMnnaHTauma KapguosepTepa-a4edunbpunnatopa, ecavm He TpebyeTcs NPoLoKeHMEe Tepanun B YCIOBUAX
CTaLMOHapa No OCHOBHOMY 3a60/1€BaHMIO.

- 9dPeKTUBHbBIN NOAOOP aHTUAPUTMUYECKOW TEPANUU U TEPanMM OCHOBHOTO 3a601eBaHMs.

- YcTaHOBNEHME AMarHo3a M MPOrHOCTUYECKOro 3HaAYeHUA KenyaovyKoBOM TaxMapuTMmn, He Tpebylouee
CPOYHOI KOppeKuMM aHTUapUTMMYECKON Tepanuu, XMPYPruyeckoro UaM UHTEPBEHLMOHHOro BMellaTenbCTBa,
umnaaHTauum MKOQ***,

WHble opraHn3auOHHbIE TEXHONOIUU

ABTOMaTUYECKME HaPYKHble fedUbPUANATOPbI B MECTaX CKONJIeHUA Noaen

- ABTOMaTMYeCcKMe HapyKHble AedubpunnnaTopbl peKoMmeHayeTcs ycTaHaBAMBaTh B 06LLECTBEHHbIX MecTax,
rae cywecTByeT 3HauYMTeNbHanA KOHUEHTPaLUMA Nloaei, YTo CyLWecTBeHHO NoBbllaeT BePOATHOCTb BO3HUKHOBEHUSA
CUTYauuK C BHe3anHo o0CTaHOBKOM cepaua (Hanpumep, B LIKOAxX, a3ponopTax, Ha BOK3aiax U CTaguoHax), Mnu B
MecTax, rge HeT MHOW BO3MOXHOCTU Aedbubpunnauuu (Hanpumep, B noesgax, Ha KPywmsHbIX naliHepax, B
camoneTtax uT.4.) [322, 323].

EOK I B (YYP B, YAZ, 2).

KommeHTapuii. B 60/1blIMHCTBE C/ly4aeB OCTAaHOBKA CepALia NPOUCXOANT BHE CTEH ieyebHOro yuperkaeHuns
[324]. Mpw 3KcTpeHHON AedUBPUNNALMM LWAHCbI HA BOCCTAHOB/NEHME HOPMANbHOIO PUTMA U CTabuabHOro
cepaeyHoro BbiIbpoca HaMHOrO Bbllle, YeM MPU OTCPOYEHHOM aedunbpunnaumnm [322, 323, 325].

- PekomeHa0BaHO 0b6y4eHMe OCHOBHbIM MPUHLMMNAM peaHMMaL MM POACTBEHHMKOB MNaLMEHTOB C BbICOKMM
puckom BCC [323, 325].

EOK IIB C (YYP C, VA4S, 4).
MOFyT ObITb MCNONb30BaHbI:
- TeI'IeMEAMLI,MHCKOG KOHCY/1bTUPOBaHWE NaUuMEHTOB.

- YAaneHHbli MOHUTOPUHT aMbByNaTOPHbIX MALMEHTOB C UMMNIAHTUPYEMbIMU YCTPOMNCTBAMMU.



B okasaHuMm nomowy naumeHTam c KT n BCC uenecoobpasHo BblaeNeHUEe YPOBHEN OKa3aHWA MOMOLLUM C
Pa3NNYHBIMM BO3MOXKHOCTAMM OKa3aHWA NOMOLLM. YUUTbIBAsA KM3HEONacHbI xapaktep KT npu 3KCTPEHHOM
rocnutannsaumm LenecoobpasHo HanpaBAeHWe NALNEHTOB B LIEHTPbl Hos1ee BbICOKOTO YPOBHA.

3T1an KBaAMOULMPOBAHHOM NOMOLLM:

- peaHMMaLMOHHaA NOMOLLb

- Kapaunosepcua/nedunbpunnaums

- aHTMapUTMUYECKan Tepanus

- KopoHaporpadwus/pesackynapusauma
3Tan cneunanmM3MpoBaHHON NOMOLLM:

- KopoHaporpadwus/pesackynapusauma

- SHAOKapamanbHoe JPU

- KaTeTepHasa abnauma KT

- UMNJIAHTaUMA KapauoBepTepa-gedubpunnsatopa
- UMNNAHTaUMA KapAnOpeCcMHXPOHN3aTopa
OKcnepTHble LEeHTpbI:

- KopoHaporpadua/pesBackynapusaLms

- 3HAOMMOKapAManbHaa buoncus

- reHeTn4YecKoe TeCTUpoBaHMue

- 3HAOKapamanbHoe IPU

- KaTeTepHasa abnauma KT

- UMNJIAHTaUMA KapauoBepTepa-gedubpunnsatopa
- UMNNAHTaUMA KapAMopeCcMHXPOHU3aTopa
- BCNOMoraTe/ibHoe KpoBoobpalleHue

- TpaHCNAaHTaUmA cepaua

B oTaenbHbix cybbektax PO moryT 6biTb cGOpMMPOBAHbI OTAE/bHbIE A0POXKHbIE KAPTbl OKa3aHMA NMOMOLLM
nauyeHTam C enyao4yKoBbIMM TaxMapUTMUAMKM U CO34aHbl PErMOHasbHbIE LEeHTPbI/PErncTpbl KM3HEOMNACHbIX
TaxMapuUTMUIA U BHE3AMHON CMEpPTMU.

- PekomeH[,0BaHO pacCMOTpeTb BO3MOXKHOCTb CO34aHMA PermoHaabHbIX ceten no 3KCTpeHHOﬁ nomouwu npu
OCTaHOBKe cepAaua, yTOObI YAYy4YWKNTb NOKa3aTe/In BbIXKMBAEMOCTU U pe3ynbTaTbl iIe4eHUA Cpean CNaCeHHbIX UL,
[27, 62, 66].

EOK I1aB (YYP C, YA/, 4).

Mpu onpeaeneHMn NOKasaHUI K MHTEPBEHUMOHHOMY WM XMPYPTMUYECKOMY JIeYEeHMIO HapyLIeHUa puTma
WA NPOBOAMMOCTM CepAaLa, a TakKe B CAOXKHbIX cnydanx (npu HeapdEeKTUBHOCTU MeaUKAMEHTO3HOW Tepanuu



WU peumamnse TaxMapuUTMUKM Nociae KaTeTepHoi abnaumu, Uam npu HaaMuymMmM y naumeHTa MMNAaHTUPOBAHHOIO
3/IEKTPOHHOTO YCTPOMCTBA KOHTPOIA UM JIEYEHUA PUTMA, @ TaKXKe B APYrMX Cay4dasx) HeobxoamMmo obcyKaeHue
TAKTUKM BEAEHMA CO CMEeunasnucTtom, MMEIOWMM AO0CTaTOYHbIM OMbIT JIeYEeHMA HapyLeHUn puTma. Takum
CNeumasncTom MOXKeT ObiTb BpPay-Kapamonor, cepaedHo-CoCyauCTblii XMPYpr, Bpay PeHTreH3HA,0BaCKYIAPHOM
ANATHOCTMKU U fleYeHus.

6. JononHuTenbHaa MHGOpMaLUA, BAMAIOLLAA Ha TeYeHne u ucxog, sabonesaHusa

CoBMeCTHOE NPUHATUE peLLeHUit

B TeueHMe Oosbluelr YacTM CBOEM XKMU3HM OAM NPeAnoyYUTaloT AenaTb BCE, YTO BO3MOMKHO, ANA
npepoTepaweHma BCC 1 npoaneHma *KUsHu. Tem He MeHee, MHOTUE NIOAN MOTYT AOCTUIHYTb OnpeneseHHon
TOYKM B CBOEWN KM3HWU, B KOTopoit BCC He saBasetca Hamxygwmm ucxogom. MaumeHTbl MHorga coobuwatoT o
npegnoYTeEHUN YMepeTb BO CHE, MPU CPAaBHEHUM C APYrMMU BEPOSTHbIMM CUEHapuaMW TaHaToreHesa [564].
PeweHus, cBAsaHHble ¢ npodunaktukoinr BCC, moryT 6biTb LOBOJALHO 3MOLMOHA/bHbIMU; B COOTBETCTBUM C
noXefaHMAMM NauneHTa COBMECTHOE pelleHne OTHOCUTEIbHO TePanun B KOHLE XKU3HM MOMKET ObITb NPUHATO B
cocTaBse Bpaya, Y71eHOB cembu u/unu gpysen [62].

KOMMeHTapM M K pekomeHgaunam:

1. BaXHO y4yMTblBaTb NPeAnoYTEHMA MNaLMEHTa ANA AMArHOCTUKM KEeNYAOYKOBbIX apUTMUIA U NPUHATUA
pelweHusa o BeaeHun. MpegnoyTeHMsa NaLMEHTOB MHBA3MBHOM Tepanuu M NpuHATUE pucka BCC BapbupytoTca K
MOTYT U3MEHATbCA HA MPOTAXKEHUN Bcell bonesHu. MNoaxon K COBMECTHOMY MPUHATUIO PELUEHU MOXKeT ObiTb
YacTblo obuel cTpaTerMn BeAeHUA NALMEHTOB C YKeNyA04YKOBbIMU apuTMUAMU U puckom BCC. ObwenpuHAToe
onpeaeneHne COBMECTHOTO NPUHATUS peLleHnit BKAoYaeT B ceba 4 KomnoHeHTa [565]: 1) MUHMMYM 2 yYacTHUKa:
Bpay M nauueHT; 2) obe cTopoHbl genstca MHbopmaumen; 3) obe CTOPOHbI NpeanpUHUMALOT LWarn ans
dbopmnpoBaHMA 0b6LEero nogxona K MpegnoyvTUTeNbHOMY NedeHuto; 4) cornaweHne o peanunsaumun edeHus.
MoaenuTtbca peweHnem - He 3HAYMT NPefoCTaBUTb MaALMEHTY CMMCOK PUCKOB U NPEMMYLLECTB JeYeHUA U
npegnoXuTb MNPUHATL peleHne (Takol noaxon HeKoTopble ABTOpbl HasBanu "octaBneHunem" [566].
PekomeHAaLMA, OCHOBAHHAA KaK Ha HAy4HbIX [A0KA3aTeNbCTBAX, TaK M Ha MOHUMAHUKM LEeAn NeyveHus,
NpPeanoyYTEHUA W LEeHHOCTEN MauMeHTa, BaKHa ANA UCTUHHOTO COBMECTHOIO MPUHATMA pelueHuin. Takwxe
BO3MOXHOCTb AeaKkTuBaummn umetoweroca MKO*** cnepyet obcyamTb ¢ NaumeHTamu B TEPMUHANBHON CTaguu
3aboneBaHuA.

2. UKO*** npoaneBaloT XKM3Hb, Kak NoAYEPKUBAETCS BO MHOTUX Pa3aesiax HacTosAWUX pekoMmeHaaunn. Tem
He meHee, naumeHT ¢ XCH unu Taxenbim HekapAnaabHbiM 3a601eBaHMEM MOXKET 0TKa3aTbCA OT 3ameHbl MK ***
NPU CTOJIKHOBEHWW C MEPCNEKTUBOM MNOCTOAHHOrO yXyAlWeHUsa 340poBbA M (yHKUMOHanbHOro cratyca. K
COXaNeHuto, pe3ynbTaTbl WUCCNeAO0BaHWIMA MOKa3blBAlOT, 4YTO MaUMEHTbl NAOXO WHPOPMMPOBaAHbI, Koraga
CTa/IKMBAOTCA C MOHMMAHMEM PUCKA, MOMb3bl WU NOCAEAYOWEro 6peMeHn UMNAaHTUpoBaHHoro UKO***. VY
naumeHtoB ¢ MKOQ*** oTrmeuyaetcs TeHAEHUMS K MepeoueHKe ero nosb3bl M HeA0OLEeHKa acCouUMMPOBaHHbIX
puckos [567, 568, 569]. AHanorMyHbim obpa3om, NaLMeEHTbI, KOTOpble OTKasbiBatoTcA oT MKO***, Takke yacto
HeA00LEHMBAIOT INYHbIN puck BCC [570, 571]. UccnepoBaHna NPUHATUA KAMHUYECKUX pPeLueHM NoKasbiBatoT,
YTO BpayM YacTo NEPEOLLEHMBAIOT NMPENMYLLECTBA U B TO e BPEMS NpeyMeHbLUatoT NoTeHUManbHbIN Bpea, [569]. B
MOMEHT, Koraa onpeaenatnTca nokasaHua K 3ameHe UKO***, naumeHT M Bpay AO/XKHbI BMecTe obcyauTb, no-
npesKHemy An COOoTBETCTBYeT 3ameHa UMKA*** uenu neyeHuns. Yto mmeno cmbicn B 70 NeT, MOXKET He UMETb
cmbicna B 80 net. MaumMeHTbl MOTYT MMETb Nporpeccupytolliee 3abonesaHne Uan HU3KOe KauecTBOo KU3HUW. Bce atu
baKTopbl MOFYT U3MEHUTb COOTHOLLIEHME pUcK/nonb3a oT UKO*** n noBamATL Ha NpeanoYTeHMe NnaumMeHToB.

PekomeHAaUMM NO NPUHATUIO 06u.|,ero peweHuna

- Y naumeHToB C KenyaouKOBbIMW aPUTMUAMWU WUAM  MNOBbIWEHHbIM puckom BCC  KAMHMUMCTam
pPeKoMeHAyeTCcA MPUHATbL NOAX04, K COBMECTHOMY MPUHATMIO PeLleHUA, NPU KOTOPOM pelleHMe O JieYeHUun
OCHOBAHO HEe TONbKO HAa HAWAY4YWWUX AOCTYMHbIX HAy4YHbIX AaHHbIX, HO M HA UEeAM naumeHTa B OTHOWEHWUMU
COBCTBEHHOrO 30POBbA, NPEANOYTEHUAX U ero LeHHocTaX [565, 566, 567].



EOK | B (YYP C, YA/, 4).

- B cnyyae paccmoTpeHua MmnaaHTauumn Hosoro MKA*** munm 3ameHbl nmetoweroca UKO*** B cBA3K ¢
pa3pagom batapen y nauueHTta, pekomeHayetca nHbopmuposaTb ero/ee 06 nHamsMayansHom pucke BCC u
pucke HesHe3sanHon cmepTn oT XCH nam HecepaeyHbix 3aboneBaHui, a Takxke 06 apdeKkTMBHOCTM, He3onacHOCTH
M NOTEHUMaNbHbIX OCNOXHeHuAax WUKO*** B ceBeTe uUenn camoro naumeHTa B OTHOLUEHUMU €ro 370POBbA,
npeanoYTeHU 1 LeHHocTen [565, 567, 568].

EOK 1 B (YYP B, AL, 3).

KpuTepum oueHKn KauecTBa meguLUMHCKOW NOMOLLMU

N Kputepuit kauectsa EOK OueHka
Knaccum YVYP YOO BbinoaHe
YPOBEHb HUA

1. MMaumeHTy c OCTAaHOBKOWM
KpoBoobpaLLeHna/CMHKOMNaAbHbIM 3MU3040M
BbInosHeHOo IKI 1 npu AnarHoCTMpoBaHMM Napokcnsma B A 2 Ha/net
HT/DXK BbINONHEHBI pEaHMMALMOHHbIE MEPOMPUATUA U
3KCTpeHHanA Kapaunosepcus/pedmbpunnaums.

2. [aumeHTy C YyCTOMUYMBOI KeNyA04KOBOM TaxnKapamen
BbINOJIHEHO KYNUPOBaHME apUTMnUK IB A 2 Ha/net
(mepukameHnTO3HOE, IUT).

3. BbinonHeHo 3KI-nccnepgosBaHue nokoA B 12-1n
oTBeAeHUAX U/UN XONTEPOBCKOE MOHUTOPUPOBaHUE
KTl (XM-3Kr) nauMeHTam Npu NPOoXoXxKAeHnn 1A A 2 Na/Het
obcnepoBaHMA Ha NPEAMET BbIABNEHUSA KeNyL04KOBbIX
aputmui (KA).

4. BbINONHEHO :-)xor(app,morpad)quCKoe nccnegoBaHue
M/MJ’IM apyrue susyannsmpyrowme nccneaosaHna ana

. IA A 1 a/uer
oueHKM GYHKUMKM JTK 1 BbIBNEHUA CTPYKTYPHOM A
naTonornu cepaua y naumeHTa ¢ KA.
5. Hauata/npogonxeHa Tepanua 6erta-
agpeHob10KaTopamMm B Ie4EHUN BCEX KaTeropuit
NauMeHTOB CO CTPYKTYPHbIM NOpaXKeHnem

Muokapga/ancoyHkumenn 1K, umerowmx NosbILLEHHbIN
puck BCC 1 HyKaarowmxcs B ee nepsrMUYHON Uu
BTOPUYHOM NpodunnaKkTmKe.

6. [lpoBeaeHa onNnTMManbHaa MegMKaMeHTO3HasA Tepanus
uHrnbutopamm AN® (1nm aHrnoteHsuHa ll
QHTAroHMCTaMM NPU HeNepPeHOCMMOCTN MHIMBUTOPOB
AMN®), 6eTa-agpeH0b/10KaTOPaMKU M aHTaroHMCTaMMu 1A B 2 Oa/net
anbaocTepoHa naumeHTam ¢ XCH un cuctonnyeckom
avchyHKumein JIK (PBIXK < 35 - 40%) ¢ uenbto
CHUXKeHMA 0bLLelt cmepTHOCTM U pucka BCC.

7. Tpwv noBTOpHbIX cpabaTtbiBaHMAX/WoKax KO ***
BcneacTeune ycronumson KT nposeseHa IB A 2 Na/Het
aHTMapUTMMYecKana Tepanua, Npu HeappeKTUBHOCTH



NN HEBO3MOXKHOCTU KOTOpOVI nayneHT HanpaB/eH Ha
KOHCY/IbTALMIO K Bpayy, cneumnanmsmpyrolemyca Ha
AMarHOCTMKE U IeYEeHUU HapyLUEHUI pUTMa cepaua
(kapgumonory, cepaevyHo-cocyaAncTomy XMpypry, Bpady
PEHTreH3HA0BaCKYAAPHON ANArHOCTUKU U NedYeHns)
ANA peleHna Bonpoca o HeoHbXo4MMOCTU BbINOAHEHMUA
KaTeTepHoW abnaumu.

8. MMaumeHT c coxpaHsatowencs auchyHKLNen 1eBoro
xenyaouka (OPB/1XK - 35% 1 meHee) U cepaeyHoit
HepgocTaTouyHocTblo (Il am [l ©K no NYHA), uepes 40
AHel nocne nHbapKTa MMOKapaa, HanpasaeH Ha
KOHCY/IbTALUMIO K Bpayy, CleLmManmsnpytowemycs Ha
OVNArHOCTMKE U IeYEHUN HapyLLUEHUI pUTMa cepaLa 1A A 1 Ha/net
(kapguronory, cepaedyHo-cocyaAncToMy XMpypry, Bpady
PEHTreH3HA0BACKYNAPHOM ANArHOCTUKN U NNeYeHUs)
WU B CNELMann3nNpoBaHHbIM KapamMoIorMyeckunii LeHTp
ANA peleHna Bonpoca o HeobxoaMMOCTH
umnaaHTauum MKOQ***,

9. TMpu HenpepbiBHOM HeRkynupytowencs KT nau
3N1EeKTPUYECKOM LITOPME, NPUBOSALLMM K
MHOTOKpPaTHOMY NOBTOPHOMY HAaHECEHUIO LLIOKOB
MKO***, c Bpayom, cneumanmnsmpyrowmmeca Ha
OVNArHOCTMKE U IeYEHUN HapYLLUEHUI pUTMa CepALa IB A 2 Na/net
(Kapgmonorom, cepAeyHO-COCYAUCTOM XMPYPTOM,
BPAYOM PEHTIEH3HA0BACKYNAPHOM ANArHOCTUKM U
NeyeHunn) obeykaeHa HeobXo0AMMOCTb KaTeTepHOM
abnaumu B cneumnannsnpoBaHHbIX U ONbITHbIX LLEHTPAX.

10 Mpw 6esycnewHOCTN MeANKaMEHTO3HOM Tepanuu,
coxpaHeHuu npuctynos KT, Hannumm aucoyHKunm J1K,
aCCOLMMPOBAHHOWM C ¥KeNyA04KOBOW IKCTPACUCTONMNEN,
NauneHT HanpaBJ/ieH Ha KOHCY/IbTaLUMIO K Bpady,
Ccneunanmn3npyroLemyca Ha AMarHOCTUKe U Ie4eHnn
HapyLeHuWi putMma cepaua (Kapguonory, cepaevHo-
COCYANCTOMY XMPYPry, Bpady PeHTreH3HA,0BacKy/IAPHOM
ANArHOCTUKM U IeYEeHUS) UK B CNELMANN3NPOBAHHbIN
KapAMOIOTMYECKUI LEHTP ANA pelleHnsa Bonpoca o
HeobXoAMMOCTM KaTeTepHOM abnaumm gns
NPOGUNAKTUKM PELUANBOB aPUTMUU U MOBTOPHbIX
cpabaTbiBaHmin UK.
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HemuHywmin Hukonat Muxannosmy (Mockea)

lonyxosa EneHa 3ennkosHa (Mocksa)

YneHbl paboueii rpynnbl:

(ol716] lopoa

BabokuH Bagum Eroposuy YneH rpynnbi Mocksa



bepesHunuKaa Bepa BacnnbesHa
BacnykuHa Enena CepreesHa
MapbkuHa CeeTnaHa ButanbesHa
FonunubiH Cepreit MaBnosuy

[asTaAH Kapanet Bosaesuu
Adynnakos AmuTtpuii BukToposuy
3aKknasbmuHcKaa EneHa BanepbeBHa
3eHuH Cepreit AHaTO/IbeBMY
MBaHWUKKUIA Sayapa Anekceesny
Nnbaaposa Pykukat A6ayn-radpyposHa
Komonartosa Bepa HukonaesHa
KoctapeBa AHHa AnekcaHApOBHa
KyunHckaa EneHa AHapeeBHa
NalioBuy (HectepeHko) flaga FOpbeBHa
Nebepnesa Buktopma KumosHa
Niobumuesa Tamapa AnekceeBHa
Makapos JleoHng Muxannosuy
Mamuyp Cepreit EBreHbeBnY
Measeges Muxann Mapkosuy
MupoHoB Hukonait KOpbeBuy
MwuTpodaHosa /llo6boBb BoprcoBHa
Monos Cepreit BaneHTMHOBUY
Pesnwsunm Amunpar LLotaesny
P3aeB ®apxas 'yceMHOBUY
PomaHoB AnekcaHap bopucosuy
TaTapckuit PomaH bopucosuy
Tepmocecos Ceprent ApTypoBumY
Yuymyesa MaauHa [kaBaToBHa

Xapnan Mapua CepreeBHa

Uaperopoaues AMuTtpuii AnekcaHaposmy

YneH rpynnbl
YneH rpynnbl
YneH rpynnbl
YneH rpynnbi
YneH rpynnbi
YneH rpynnbl
YneH rpynnobl
YneH rpynnobl
YneH rpynnobl
YneH rpynnobl
YneH rpynnbl
YneH rpynnbl
YneH rpynnol
YneH rpynnol
YneH rpynnol
YneH rpynnol
YneH rpynnol
YneH rpynnol
YneH rpynnol
YneH rpynnol
YneH rpynnol
YneH rpynnbl
YneH rpynnbl
YneH rpynnbl
YneH rpynnbl
YneH rpynnbl
YneH rpynnbl
YneH rpynnbl
YneH rpynnbl

YneH rpynnbi

Mocksa
CaHkT-NeTepbypr
CaHkT-NeTepbypr
Mocksa

Mocksa

Camapa

Mocksa
Hosocnbupck
KpacHoAapck
Mocksa

Mocksa
CaHkT-NeTepbypr
Mocksa

Mocksa
CaHkT-MNeTepbypr
CaHkT-NeTepbypr
Mocksa
Kemeposo
CaHnkT-NeTepbypr
Mocksa
CaHkT-MNeTepbypr
TomcK

MockBsa

MockBsa
HoBocnbupck
CaHkT-MNeTepbypr
MockBsa

MockBsa

MockBsa

MockKBa



LLIkonbHMKOBa Mapwua AnekcaHapoBHa YneH rpynnbi Mocksa

LLneskoB Hukonai bopmcosuny YneH rpynnbi Mocksa

LWnsxTo EBreHnin Bnagummposumy YneH rpynnbi CaHkT-NeTepbypr
LLybuk HOpuin BukTopoBmy YneH rpynnbl CaHkT-NeTepbypr
AwmnH Cepren Mmnxannosuy YneH rpynnbl CaHkr-NeTepbypr

YneHbl Pabouvei rpynnbl noaTsepauan OTCyTCTBME GUHAHCOBOM MoAAepMKKU/KOH(AMKTE MHTepecos. B
CNy4yae COOBLEHUAs O Ha/iMuMM KOHGOAMKTa MHTepecoB, YneH(bl) paboueit rpynnbl 6bIA(M) MUCKNOUYeH(bl) w3
obcyKaeHUs pa3senos, CBA3aHHbIX C 061aCTblo KOHGIMKTA MHTEPECOB.

MpunoxkeHune A2
METO,0/10rMMA PA3PABOTKU K/IMHUYECKUX PEKOMEHAALMMA

MNpepcraBneHHble PekomeHgaummn pa3paboTaHbl HA OCHOBE KJAMHUYECKUX PEKOMEHZaLMii Mo NpoBeLeHMUIO
3NEeKTPOPUINONOTNYECKMX  UCCNeA0BaHMIA, KaTeTepHoM abnauum M NPUMEHEHMI0  MMMNAHTUPYEMbIX
AHTUAPUTMMYECKUX YCTPOMCTB BcepoccMMcKoro HayyHoro obuiectBa CneuManucToB MO KAUMHUYECKOM
anekTpodusnonornm, aputmosnormm u Kapaguoctumynaumm (BHOA) 2017 roga, pekomeHgaumin obuiectsa
CNeunanncToB No HEOT/IOKHOM Kapauonorum "Henyaoukosble aputmmnn y B3pocablx” 2015 roaa, PekomeHgaumii
EBponeiickoro obuiectBa KapgMo/IOroB MO NeYeHU0 BOJIbHbIX C KeNyAOo4YKOBbIMW HapyLEeHUAMU PUTMA U
npodunnakTnke BHesanHon cmepTn 2015 roga, BcepocCMMCKUX KAMHUYECKUX PEKOMEHAALMA MO KOHTPOIO Hapg,
PUCKOM BHE3anHOW OCTaHOBKM Cepaua M BHE3amnHOM cepAeyHor cmepTu, NpodUaaKTUKE U OKa3aHWUIo NepBOM
nomowm 2018 roga, co3gaHHbIX, B CBOKO o4yepedb, Ha OCHOBE aHa/M3a umetoweroca 6onee yem 20-neTHero
onbiTa Pas/IMyHbIX NO LENsM, NPOTOKoNAaM M ob6beMaM KpYMHbIX UCCNenoBaHWUn, NPOBEAEHHbIX MO Pa3NYHbIM
acrneKTam AMarHOCTUKU U IeYEHMUA KEeNya0UYKOBbIX TaXMapPUTMUIA.

B PekomeHpaumAx WM3NOXKeHbl OCHOBHble npuHUMnbl ONarHOCTUKMU, CTpaTMd)MKaLI,MM PUCKa BHE3anHoOM
CMEPTU N NeyvyeHunAa NauneHToB, B TOM 4YuUcae n B paae KANMHUYECKUX CMTyaLLMVI, KOTOpble 6bian Nnoay4yeHbl B
PaAHOOMU3NPOBAHHbBIX KOHTPOZIMPYEMbBIX WUCCNEONOBAHUAX. V|CI'IOJ'Ib3YETCFI KOMMNNEKCHbIN noaxoa C y4d4eTtom
3ThonaTtoreHesa, wWHAUBWNAYANbHbIX 0COBEHHOCTEe  MexaHU3MOB pa3BnTMaA U TEYEeHUA 3a6OI'IEBaHVIFI,
MCNoNb30BaHNA MEANKAMEHTO3HbIX, UHTEPBEHUMNOHHbIX N XUPYPIrM4eCKNUX MeTo40B /ie4eHUA.

LieneBas ayauTopua AaHHbIX KAMHUYECKMX PEKOMEHAALWIA:
1. Bpau-kapaunonor

2. Bpau - cepaeyHo-cocyamnCTbIn Xupypr

3. Bpau-TepanesT

4. Bpay obuiei npakTuUKm

EOK - B TEKCTE HACTOALLMX KAMHUUYECKMX PEKOMEHAAUMI 40NOMHUTEIbHO YKa3aHbl NOKa3aHUA K Teanucam B
COOTBETCTBUM C peKoMeHaaumnamm EBponeiickoro Kapguonoruyeckoro obuiecrsa (EOK).

Bcnepncreme TOro, YTO YNEHDI Poccuiickoro Kapaunonormnyeckoro 06LLI,eCTBa BXOAAT B COCTaB EBpOI‘IEﬁCKOI’O
O6LLI,eCTBa KapAaunonaorose M TaKXe ABAAKTCA €ero 4iaeHamu, BCe peKomMmeHgauunun EBpOI'IGVICKOI'O O6LLI,€CTBa



Kapauonoros (EOK) dopmupyloTca € ydyacTUEM POCCUIMCKMX 3KCMEPTOB, KOTOpble SBAAKTCA COaBTOPaMM
€BPONENCKNX pekomeHaaumin. Takum obpasom, cyliectsytowme pekomeHgaumm EOK oTpaxkatoT obuiee mHeHue
BeAyLWMX POCCUUACKMX W eBPOMENCKMX Kapauonoros. B cBasM ¢ atmum dopmupoBaHue HaumoHanbHbIX
pekomeHAauMn NpPoBOAMIOCE HA OcHoBe pekomeHaauuhn EOK, ¢ yyetom HauumoHanbHol cneumduKn,
ocobeHHocTeN 06cnenoBaHmA, NeYEeHUA, YYUTbIBAOLLMX AOCTYNHOCTb MeANLUMHCKOM nomoLuu. o 3Toi npuinHe B
TEKCTE HACTOALMX KAMHUYECKUX PEKOMEHAAUMIA OAHOBPEMEHHO WCMO/b30BaHbl ABE LWKajAbl OLEHKM
AO0CTOBEPHOCTM [0Ka3aTeNbCTB TE3UCOB PEKOMEHAALMN: YPOBHU AOCTOBEPHOCTU AoKasatesbcTB EOK ¢ YYP u
YOA. NobasneHbl Knaccbl pekomeHgauun EOK, nossosatowme oueHUTb HEeobXoAMMOCTb BbINOJIHEHUA Te3uca
pekomeHgaunii (Tabauubl 1, 2, 3, 4, 5).

Tabavua 1. Knaccbl NokasaHWiA coriacHo pekomeHaaumam EBponeiickoro Obuwectsa Kapauonoros (EOK)

Knacc OnpepgeneHune MNpegnaraemasn
pekomeHgaumi dopmynmpoBKa
EOK
I [oKasaHo nnu obenpmMsHaHHoO, YTo AnarHocTuyeckas PekomeHaoBaHo/
npoueaypa, BMellaTeIbcTBo/neveHne ABAAIOTCA NOKasaHo

3¢ PEKTMBHBIMU M NONE3HBIMU

I MpoTuBopeUnsblie AaHHbIE U/MAN MHEHUA 06
apdeKTMBHOCTM/NONb3E AMAarHOCTMYECKOW Npoueaypsbl,

BMeLLaTe/IbCTBa, /IeYeHns Lenecoo6pasHo
lla BONbLWMHCTBO AaHHbIX/MHEHWN B NONb3Y NPUMEHATL

3G PEeKTUBHOCTM/NONb3bI A4MArHOCTMYECKOM NpoLesypbl,

BMeLLaTe/IbCTBa, /IeYeH A
b 3¢ deKkTMBHOCTb/NOb3a ANArHOCTUYECKOM NpoLeaypbl, Mo*KHO

BMeLWaTeN1IbCTBa, 1IeHEHUA YCTAHOB/IEHbBI MEHEE y6e,a,MTeano NMPUMEHATDb

1" [aHHble nin eagMHOE MHEHWE, YTO ANArHOCTMYECKan He pekomeHpgyeTtca
npoueaypa, BMeLaTenbCTBO, Ne4eHne NPMMEHATb
6ecnonesHbl/HeapPeKTUBHbI, a B page cay4aeB MOryT
NPUHOCUTL Bpes,

Tabanua 2. YpOBHM [0CTOBEPHOCTM A0Ka3aTeNbCTB COMMAacHO pekomeHpaumam Esponeickoro Ob6uiectsa
Kapauonoros (EOK)

YpPOBHM A0CTOBEPHOCTM AOKa3aTenbcts EOK

A [JaHHble MHOrOYMCNEHHbIX PAHAOMU3NPOBAHHbBIX KAUHUYECKUX VICC!'Ie,D,OBaHVIl\/'I nnn
MeTaaHa/n308B
B [JaHHble noayyeHbl NO pe3ynbTaTamM OAHOMO PaHAOMU3IUPOBAHHOIO  KJAMHMYECKOro

nccnenoBaHMA UM KPYNHbIX HEPaHAOMU3UPOBAHHbBIX MCCﬂeAOBaHMI‘a

C CornacoBaHHoe MHeHue 3KCnepToB M/M}'IM pe3ynbTaThbl HebonbLIMX MCCI'IeAOBaHMI‘;I,
PETPOCNEKTUBHbIX MCCﬂeﬂ,OBaHMVI, perncrpos

Tabanua 3. LLKana oueHKM YpOBHE AOCTOBEPHOCTM AoKasaTenbcts (YA/[) Ana MeTo4OB AMArHOCTUKU
(AMarHoCTMYeCKMX BMeLIaTeNbCTB)



yon Pacwmndposka

1 Cuctematmyeckne o0630pbl UCCNELOBAHUIA C KOHTposem pedepeHCHbIM MEeTo40M WU
cucTemaTuMyeckuin  0630p  PaHAOMM3MPOBAHHBLIX  KAMHUYECKUX  UCCeAoBaHUM ¢
npuMeHeHnem meTaaHannsa

2 OTaenbHble WUCCNeAOBaHUA C KOHTpPoJeM pedepeHCHbIM MEeTOAO0M MWW  OTAe/bHble
PaHAOMU3NPOBAHHbIE  KAMHWYECKME UCCNeaoBaHMAa U cucTematudeckme  0630pbl
nccnenoBaHuii l0b6Oro AmsariHa, 3a UCK/IYEHWEM PaHAOMM3UPOBAHHbLIX KANHUYECKUX
nccnefoBaHWin, C NPUMEHEHUMEM MeTaaHa M3a

3 NccneposaHna 6e3 MocnefoBaTesIbHOrO KOHTPOAA pedepeHCHbIM  MeTOAoM WM
nccnefoBaHMAs ¢ pedepeHCHbIM  METOAOM, He  ABAAIWMMCA  He3aBUCUMbIM - OT
nccnesyemoro mMeToga, UAW HepaHAOMWM3MPOBAHHbLIE CPABHMTE/bHbIE UCCAeA0BaHWUA, B
TOM YMCNe KOrOPTHbIE UCCNeA0BaHMSA

4 HeCpaBHVITeI'IbeIe ncenegoBsaHuMA, onncaHmne KAIMHN4YeCKoro cayyaa

5 NmeeTca nnwb 060CHOBaHME MeXaHU3Ma AeﬁCTBWr’I NI MHEHUE IKCNEPTOB

Tabnvua 4. LKana oueHKM YpOBHEN A0CTOBEePHOCTU AoKasaTtenbcTs (YAO) Ana meToaoB NpodunakTUKW,
NevyeHunn n peabunutaumm (NpoduUNakTUYECcKux, neyebHbix, peabunnTaLMoHHbIX BMeLLaTebCTB)

yan Pacwmndposka
1 Cuctematmnyeckuit 063op PKU c npumeHeHnem meTaaHannsa
2 OtpenbHble PKM mn cuctematnyeckme o630pbl McciefoBaHui nwboro ausaiiHa, 3a

ncknoyeHnem PKU, c npyumeHeHnem meTtaaHaansa
3 HepaHaomnsnpoBaHHble CPaBHUTE/IbHbIE NCCEA0BaAHMSA, B T.4. KOFOPTHbIE UCCeA0BaHUA

4 HecpaBHUTeNbHbIE MCCNeO0BaHMA, ONMUCAHME KAMHUYECKOTO CyYas WM CepuUn Cayyaes,
nccnegoBaHus "cnyyait-koHTponb"

5 MUmeeTtca nmwb ob6OCHOBaHME MexaHM3Ma AEVICTBMH BMeELWLATENbCTBA (AOKI’IVIHVI‘-IeCKVIe
MCCI'Ie,D,OBaHMﬂ) NN MHEHWNE 3KCNEPTOB

Tabauua 5. LLKana oueHKM ypoBHel ybeanTenbHOCTM pekomeHdaumin (YYP) ana metogoB nNpoduaakTuKy,
AVArHOCTMKKM, NeYyeHnn u peabunmtaumm (NPoduNakTUYECKUX, ANArHOCTUYECKUX, NeYebHbIX, peabuanTaLMoHHbIX
BMeELLaTeNbCTB)

YYP Pacwundposka

A CunbHas pekomeHgaumsa (Bce paccmaTpuBaemble KpUTepUM SPPEKTUBHOCTM (MCxoabl)
ABNAIOTCA Ba*KHbIMW, BCE WCCAeO0BaHWA MMEIOT BbICOKOE WAW YAOBNETBOPUTENbHOE
METOZ0/I0fMYECKOe KayecTBO, WX BbIBOAbI MO WHTEPECYIOWMM UCXoA4am ABAAKTCA
COrNacoBaHHbIMM)

B YcnoBHaa pekomeHdaums (He Bce paccmaTpuBaemble Kputepumn 3dpdeKTMBHOCTU (MCXoAbl)
ABNAIOTCA BaXHbIMW, HE BCE MCCAEA0BaHUA MMEIOT BbICOKOE WM YAOBAETBOPUTENbHOE
MEeTOL0/10rMYeCcKoe KayecTBo M/MAn X BbIBOAbI MO MHTEPECYHOWMM UCXOA3aM He ABAAIOTCA
COrNacoBaHHbIMM)

C Cnabas pekomeHaauma (OTCyTCTBME [AOKa3aTeNbCTB HaA/e)kalllero Kavectsa (Bce



paccmatpuBaemble KpuTepun 3bGEKTUBHOCTU (MCXOoabl) ABAAIOTCA HEeBaXHbIMU, Bce
nccnegoBaHMA  MMEKT  HM3KOe MeTOA0/I0TMYEecKoe KavecTBO M MX  BbIBOAbl MO
NHTEPECYIOLMM UCXOAaM He ABAAIOTCA COrNacoBaHHbIMM)

MopAaaok 06HOBAEHUA KNIMHUYECKUX peKOMeEHAaL Ui

MexaHM3M OOHOBMEHUA  KAMHUYECKUX PEKOMEeHAauMh npeaycmaTpuBaeT UX  CUCTEMATUYECKYIo
aKTya/IM3aLmIo - He pexke Yem O4MH pa3 B TPY rofa Uan Npu NoAaBAEHUN HOBOW MHPOPMALMKN O TaKTUKe BeAEeHUA
NMauyeHToB C faHHbIM 3abosieBaHvem. PeweHne 06 06HOBAEHUU NpUHMMaeT M3 PO Ha ocHOBe MpeaJ/ioKeHUN,
NnpeAcTaBNeHHbIX MeAULUHCKUMU HEKOMMEPYECKMMM NPodeCcCUoHabHbIMK opraHu3aunamm. ChopMmmnpoBaHHble
NpeasioXKeHWa OO/KHbl  YYWUTbIBAaTb  Pe3y/ibTaTbl  KOMMJIEKCHOW OLEHKW NIEKAPCTBEHHbIX MPenaparos,
MeOMULMHCKUX U3LeNIM, a TaKXKe pe3y/ibTaTbl KAMHMYeCKoM anpobaumu.

MpunoxkeHune A3
CBA3AHHbIE AJOKYMEHTbI

CBA3aHHbIe AOKYMEHTbI

1. MpuKas MuHucTepcTBa 34paBooxpaHeHns Poccuiickot Pegepaummn ot 15 Hoabpa 2012 r. N 918H "06
yTBEpKAeHWM MopsaaKa OKasaHMA MegUUMHCKOM MOMOLLM 60/IbHBIM C CepAeYHO-CoCyaUCTbIMU 3abosieBaHMaAMN".

2. Mpukas MuHUCTEPCTBA 34paBooOXpaHeHusa Poccuiickont ®epgepaunn ot 9 Hoabpa 2012 r. N 710H "0O6
yTBEPXKAEHWM CTaH4apTa CneunanmsMpoBaHHON MeaMLUMHCKOM MOMOLLM NPUY KelyA04K0BOMN TaxmKkapaun'.

3. MNpuKas MuHUcTepcTBa 3apaBooxpaHeHma Poccuiickon deaepaumm ot 15 mona 2016 r. N 520H "06
YTBEPXKAEHWUM KPUTEPUEB OLEHKM KauecTBa MegMULMHCKOM nomolum".

4. NMpukasz MuHuUcTepcTBa 3a4paBooxpaHeHua Poccuickoint Pepepaumm ot 28.02.2019 N 103H "O6
YyTBEPXKAEHUM MOPSAAKA U CPOKOB Pa3paboTKM KAMHMYECKMX PeKOMEHAAUMN, UX nepecmoTtpa, TUNoBoi Gopmbl
KAMHUYECKUX peKoMeHZaumni 1 TpeboBaHUIM K UX CTPYKTYpe, COCTaBYy M Hay4HOW 06OCHOBAHHOCTU BK/IOYAEMOW B
KNMHUYEeCcKue pekomeHgaumm nipopmaummn” (3apermctpmuposar 08.05.2019 N 54588).

AHTUapUTMUYECKUKE NpenapaTbl gNA NPOPUNAKTUKY KeNY[0UKOBbIX apUTMUA

B HacTosllee Bpems MPUHATA KnaccuduKauma NPoTMBOAPUTMUYECKUX npenapatoB no E.M. Vaughan
Williams B mogndwmkaumm B.N. Singh n D.C. Harrison.

JTa KI'IaCCVId)VIKaLI,VIﬂ NO3BOIAET pPa3aesinTb BCe M3BECTHblE B HACTOoAWlee BpeEMA MNPOTUBOApPUTMUNYECKUE
npenapatbl Ha 4 Knacca, B 3aBUCUMOCTU OT UX cnocobHocTu:

1. yrHeTaTb Aenonapusaumio (basy 0 noTeHUMana AencTBMA) B TKAHAX C "ObICTpbIM" OTBETOM;

2. 610KMPOBaTb CMMNATUYECKUE BAUAHUA HA CepaLE;

3. yBe/IMYMBaTb NPOAOIKUTENBHOCTb NOTEHLMANA AEWUCTBMSA, 3aMeANAA NPOLLECChbl Penoispu3aumny;
4. 3aMmeanaTb Aenonapm3aumio B TKaHAX € "meaneHHbIM" OTBETOM.

Kaﬂ(ﬂ,blﬁ N3 N3BECTHbIX MPOTUBOAPUTMUYECKUX MPENAPATOB o6nap,aeT OAHUM M3 NpeacTaB/ieHHbIX Bbllle
3¢CbeKTOB B KayecCctBe AOMUHUNPYIOLWEro, 4TO NO3BOIAET OTHECTUN ero K ToMmy nan MHomy Knaccy.
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1. AHTHMapuTMmMUYeckune npenapartbl | Knacca (npenapaTbl, 61OKMpPYLOLLME HATPUEBLIE KaHabl).
2. beTa-aapeHob0KaToOpbl: aHTUAPUTMMYECKME NpenapaTsl |l Knacca.
3. AHTHapuTMUYeckme npenapatol Il Knacca: npenapaTbl, 6A0KUpPYIOLWME KaAMEBbIE KaHa/bI.

4. BnokaTopbl "MeaneHHbIX" KanbLMeBbIX KaHa/I0B: aHTUapUTMUYecKmne npenapatsbl IV Knacca.
4,

Tabnanua A3.1 AHTMapUTMMUYECKMe npenapatbl A8 OJAUTENbHOW Tepanuu ¢ uenblo NpodUnakTUKK
peunamnsos KT



AHTUAPUTMUYECKMI [o3a gna pantenbHoro MNoKkasaHuA Yactble nob6o4YHble apdeKTbl MpoTuBONOKa3aHuA
npenapart nepopanbHoro
(rnacc <1>) npUMeHeHus
AmuopapoH** (lll) 200 mr - 3 pasa B cyTKM - | K3, KT, K, KapawnanbHble: QT > 480 mc Ao Ha4vana Tepanuu

1 Hepens,

3artem
200 mr 2 pasa B CyTkn - 1
-2 Hepgenn,

3atem
nogaeprkMBatoLan no3a
200 mr B CyTKH

B TOM Ymncney
nauunentos c XCH,

naTonornyeckon (>
1,4 cm) TK, MUKC

fmnoTeHsuA, bpaguKkapaus,
AB-610Kaabl,

KT tuna TdP, 3amepgneHune putma
KT HUXKe nopora getekumm
NKO***, Bo3pacTaHuMe nopora
aedunbpunnaumnm

HekapamuanbHbie:

KepaTonaTtus, rmno- u
rmnepTUpeos, pBoTa, 3anop,
doToceHcnbUNM3aUms, aTakeus,
ro/IOBOKPYKeHMe,
nepudepunyeckan HemponaTms,
TPEemop, NeKapCTBEHHbI renaTur,
UMppo3 nevyeHu, pubPo3 nerkux,
NHEBMOHUT

CeppaeuHana HegocTaTovHOCTb Il - IV ©K
NYHA

CuHycoBan 6paauKkapama, CA-6n10kaaa
-1l cr.

AB-6n0kaga Il - lll cT. npm oTcyTCTBUM
MMMNAAHTUPOBaHHOro JKC***

BeTa-aapeHobnoKaToOpbI
(1

#ATeHonon** (1)
#6uconponon** (2)
#kapseaunon** (3)
#MeTtonponon** (4)
#MponaHonon** (5)

Pa3Hble go3bl

25-100 mr 1 -2 p/eyr.
(1)

2,5-10mr 1 p/eyT. (2)

3,125 - 25 mr 2 p/cyT. (3)
[585, 586]

25-100 mr 1 -2 p/eyr.
(4)

10-40 mr 4 p./cyT. (5)

K3, T,

B TOM Uncney
nauunentos c XCH,
NaToN0rM4ecKkomn
XK (> 1,4 cm),
MUKC,

BPOXAEHHbIN
LQTS, KIMKT

KapguanbHble:
bpagukapaua, rmunoteHsuna, AB-
6noKaga, ycyrybneHmne XCH.

HeKkapauanbHble:
[0NOBOKpPYKEHME, YCTANOCTb,
H6POHX006CTPYKTUBHbIA CUHAPOM,
TPEBOXHble PacCTPOMCTBA,
Aenpeccusn, anapes, cekcyasbHble
pacCTPOMCTBaA, FTMNOrNKEMUSA NPK
MHCyAnH3aBucumom C/

CA-6noKkaga Il - Ill cT., AB-610Kkaga Il - 111
CT., CMHycoBas bpaguKkapans (B
oTcyTcTBue dKC***), apTepmnanbHas
rmnotoHus, XCH IV ®K,
H6POHX006CTPYKTUBHBIA CUHAPOM




[588]

Cotanon** (lll) 80-120 mr 2 p./cyr. K3, KT, XK KapawnanbHble: CA-6nokaga Il - lll cT., AB-6510Kkaga Il - 111
6paguKkapama, rMnoTeHsus, CT., CUHycoBas bpaguKkapaus (B
Makc. aosa 320 mr/cyT. yeyrybneHune XCH, T tuna TdP otcytctBue IKC***), apTepmnanbHan
runotoHusa, XCH 111 - IV ®K,
HekapananbHbie: natonormyeckas (> 1,4 cm) I, 8
KaK y 6eTa-agpeHob10KaTopoB ocTpom nepuoge UM,
6POHX006CTPYKTUBHBIA CUHAPOM
MponadeHoH** (IC) 150 - 300 mr 3 p./cyT. 3, T (B KapananbHbie: CA-6nokaga Il - lll ct., AB-6nokaga Il - 111
oTCyTCTBUE CA-bnoKkaga, AB-610Kaga, CT., CUHycoBanA bpaguKapaus (B
JlannakoHWTUHa 25-50 mr 3 p./cyT. CTPYKTYPHOrO pacliMpeHue Komnnekca QRS Ao | otcyTctBme IKC***), Tarkenble
ruapobpomua** (IC) nopaskeHus 25%, oTpULaTeNbHbI HapyLIeHMWA BHYTPUKENYA04KOBOIrO
cepaua) WMHOTPOMHbIN 3 dEKT, nposeaeHua (QRS > 140 mc), TN (npwm
AnsTinamuHonponuoky | 50 mr 3 p./cyT. ycyrybnenune XCH, ysennyeHue OTCYTCTBMM TEPANuM Npenapatamm,
ASTOKCHKAPBOHUAGMIHO NOPOroB CTUMYNALNK U 6nokupyowmmmn AB-nposeaeHue), UBC,
berotnasmH (IC) aedbunbpunnaumnm cepaua. MUKC, XCH ntoboro ®K, cHuxkeHne
ApuUTMOreHHoe aeicreue - ®BJ1K, 6onesHM KnanaHHOro annapara
MoHOoMopdHasa KT, OXK. cepaua Cc HapyweHUem reMo4MHAMMKMN,
cuHAapom bpyraga, HacneaCcTBEHHbIN
HekapananbHbie: CUHAPOM YANMHEHHOTO UHTepBana QT
rONI0OBOKPYKEHUE, YTOMAAEMOCTD,
CYXOCTb BO PTY, TOWHOTA, AMapes,
TPEMOop, HEYETKOCTb 3peHMs,
HapyweHus GYHKUUM NeYyeHn
HobeHuTomH** (IB) 400 - 600 mr/cyT. K3, KT KapananbHble: CA-6nokaga Il - Ill ct., AB-610Kaga Il - I
apTepuanbHan rMNoToHMA CT., CMHycoBasA 6paanKapana (B
otcyTcTBMe IKC***), Tarkenble
HekapananbHble: HapyLIEHWA BHYTPUMKENYA0YKOBOrO
rONOBOKpPYKEHWNe, AN3apTpuA, nposegeHua (QRS > 140 mc)), XCH 111 -
NeTaprusn, TMHIMBUT, IV ®K
MaKpoLuMTapHas aHemus,
BO/IMAHOYHOMOZO06HbIN CUHAPOM,
neroyHble MHOUALTPATbI
#eepanamun** (IV) 240 - 480 mr/cyT. KT (u3 KapauanbHble: CA-6nokaga Il - lll ct., AB-6n0kaga Il - 111




[589] BbIHOCALLErO rmnoTeHsun, otekn, AB-6nokana, |cCT., cuHycoBas bpagukapans (s

TpakTa XK, JI)K; CMHycoBana bpagukapams, oTcyTcTBue DKC***), XCH, cHuKeHne
#auntnasem (V) 120 - 360 mr/cyT. dacumkynapHas ycyrybneHune XCH y naymeHTtos co | @B/, ®MN/TM y naumeHTos ¢
(590, 591, 592] KT) CHUXKeHHON DPBJ/TK cuHapomom WPW

HekapgnanbHble:

ronoBHas 60/b, CbiMb,
rmnepniasuns gecex, 3anop,
ancnencuma

Mpumeyanus: <1> CornacHo kKnaccudmkaumm E. Vaughan Williams 8 moandukaumm D. Harrison.

CyT. - CYTKM, MI/CyT. - MUAIUTPAMM B CYTKM, KD - KeNyaouKoBas aKkcTpacuctonua, KT - )KenyaoukoBaa Taxukapgmua, O - pubpunnauma xenynoukos, O -
dnbpunnauma npeacepaunin, TN - TpenetaHne npeacepgmin, CA - cMHoaTpuanbHbli, AB - aTpuoBeHTpUKyAApHbIN, LQTS - cMHApOom yananHeHHoro uHtepsana QT,
K3MXKT - KatexonamuHeprmnyeckana nonmmopdHas KenyaoukoBas Taxukapaua, MK - npasbin xenygoudek, MK - runepTpodusa nesoro xenygoudka, MUKC -
NOCTUHAPKTHBIN Kapanocknepos, PBJIXK - ppakuma Bbibpoca neBoro Kenyaoyka, XCH - xpoHuyeckan cepaedHan HegoctaTodHocTb, PK - pyHKLMOHaNbHBIN Kaacc,
CA - caxapHbiii gmnabeT, TdP - torsades de pointes.

AHTUapUTMUYECKME NpenapaTbl AN1A KYNUPOBaHMUA NAPOKCU3MOB XKeJTyA0YKOBOM TaXMKapaum

MNpenapart [o3bl 1 cxembl MpumeHeHne MapameTpbl IKTI, Tpebylowme YacTtble nobouyHble apdeKTbl
(rnacc <1>) BHMMAHUA
AmuogapoH** (lll) B/B CTPYMHO Ty naumeHTOB €O | CuHycoBas 6pagukapama < 50 ApTepuanbHasa rMnoToHus,
CTPYKTYPHbIM ya/MUH. 6paaukapams, HapyweHus AB-
5 mr/Kr B TeyeHue nopaxeHuem NPOBOAUMOCTH,
cepaua, nocne
pAk YrHeteHne AB-nposeaeHma
nepeHeceHHoro
(6nokagpi 11 - 11l cT.),
15 - 20 MuH., MM, B TOM yncne
npu
naTonormyeckom BO3pacTaHue nopora aedumbpunnaumu,
[JIX, XCH, T KT Tnna TdP (pegkKo)
Aanee B/B KanenbHo: nocne
KapAMONOrMyecKmx

QRS > 160 mc,




1 mMr/MUH. -6 4.,

0,5 mr/muH. - 18 4. (A0
1200 mr B cyTKK)

onepauumit, KTy
naumneHToB C

QT = 500 mc

NnpokanH**(1B)

1 -2 mr/Kr /B cTpyiiHO
(100 - 200 mr) B TeueHue
3 -5 MuH., npu
HeobxoaMmocTu

Aanee B/8 KanenbHo 1 -
4 mr/muH.

Ty nauueHTOB B
OCTpPOM nepuose
UM, KT
BC/IeACTBUE
MHTOKCMKaLUK
cepaeyHbimMu
rMMKo3Maamu,
nocne
Kapguoxupypruyec
KMX onepaumm

3HauYMMO He BAMAET Ha
nHTepsasnbl IKI. MoxeTt
cokpawatb QTc

denvpwuii, ncnxos, annnenTumyeckune
npunagku, Tpemop, AnsapTpus (npu
[03ax KanesbHoro BeegeHusa 1 r/cyt. u
6onee)

MpokanHamua** (IA)

B/B cTpyiiHO
10 - 17 mr/Kr B TeyeHue

20-50 muH.,

3aTem npu
HeobxoaMmocTH

B/B KanenbHo 1 -4
Mr/MUH.

KTy nauuneHTos
6e3 CTPYKTYpHOM
naTonornu cepaua
n XCH

CuHycoBas 6paaukapama < 50
ya/MuH.

yrHeteHune AB-nposeaeHuna
(6nokagbi 11 - 11l cT1.),

QRS > 160 mc,

QT = 500 mc

ApTepuranbHas runoToHms,
6pagukapams, HapyweHus AB-
NPOBOAMMOCTM, HapyLIeHNA B/ X
NpPoOBOAUMOCTM, BO3pacTaHMe nopora
aedbunbpunnaunm, KT tuna TdP

#eepanamun** (IV)

B/B cTpyiiHO 2,5 - 5 mr
Kaxkable 15 - 30 muH

"Manonatnyeckme"
KT:

M3 BbIHOCALWErO
TpakTa XK, JIXK.

dacumkynapHas
KT

CuHycoBas 6pagukapama < 50
ya/MUH.

YrHeTeHne AB-nposegeHua
(6nokagpi 11 - 11l cT.)

ApTepuanbHasa runoToHus,
6paaunkapama, HapyweHua AB-
NPOBOAMMOCTM, OCTPan cepaeyHasn
HeA0CTaToYHOCTb. [TpoTMBONOKa3aH
npu cuHapome BB v ntobbix popmax
XCH

H#tpndocageHuH

B/B cTpyiiHo 10 mr

"ManonaTtnyeckme"

ApecT cMHycoBoro y3na nau AB-




B TeYeHue 2 cekK.

Yepes 2 MUH. BO3MOXKHO
nosTopHoe BBegeHme 20
mr

B TeYeHue 2 CeK., 3aTem
yepes 2 MUH.

30 mr B TeyeHue 2 cek
[593].

WKT:

M3 BbIHOCALLErO
TpakTa MK, JIXK.

dacumkynAapHas
KT

6nokaga Il - Ill cT. (KpaTKOBpPEMEHHO).

Bo3moxHO passuTme napokcmsma Orl.

OablwKa, bpoHxocnasm

H#marHms cynboat**

2-4r8/B CTPYyiHO
Mea/IeHHO NoA,
KOHTponem AL

T tmuna TdP npu
CUHAPOMaX
YO/JMHEHHOIO
nHTepsana QT
pasnnyHoMm
3TMONOTUK

ApTepmaanaﬂ rTMNOTOHUA




Mpumeyanus: <1> CornacHo Knaccudmkaumm E. Vaughan Williams 8 moaudmkaumm D. Harrison.

CyT. - CYTKM, MI/CyT. - MUAZIUTPAMM B CYTKU, XKD - enyaoukoBas akctpacuctonua, KT - Kkenyaouykosas
Taxukapgua, ®K - dnbpunnauma Kenygoukos, P - dpubpunnauma npeacepauis, Tl - TpenetTaHne npepcepaun,
CA - cuHoaTpmanbHbii, AB - aTpMoBEeHTPUKYAAPHLIN, LQTS - cuHapom yasmMHeHHoro nHtepsana QT, KIMKT -
KaTexoslaMMHepruyeckaa noaMmopdHas KenygoukoBaa Taxukapgusa, MK - npasbii Kenygouek, 1K -
runeptpodusa nesoro }enygoudka, MUKC - noctuHdapKTHLbIN Kapauocknepos, PB/IXK - dpakuma Bbibpoca neBoro
X)enygouka, XCH - XxpoHuyeckas cepgedyHaa HegocTtatodHocTb, PK - ¢yHKUMOHaNbHbLIM Knacc, KM -
aneKkTpokapauorpamma, UKO*** - umnnaHtupyemblii Kapguoseptep-gedubpunnatop, CO - caxapHbiii guaber,
TdP - torsades de pointes, ALl - apTepuanbHoe gasneHue.

MpunoxkeHue b
AJITOPUTMbI BEAEHWA NALUMUEHTA

Cxema 1. AAroputm KynupoBaHUA NapOKCU3MA KeNya04uKOoBOM TaXuKapaum



MayHesT ¢ NAPOKCHIMOM
MOHOMOPHON HENYADHKOBOR
TAXMKAPOHK

MNpoABNEHUA CCTPbLIX
HAPYLIEHWA

A l FEMORUHAMUKA J'
HET
SxcTpeHHan
ANeKTpUYacKan
KapiWwoBepCouA BuiGpana TakTuka
MEQVEAMEHTOIHOMD HET
DA EYNHPOBAMWA
Qmm-pﬁuecxaﬁ
KapAWOBERCtHA
[lMarHos BepanamMun- unum
A0EHOINHUYBCTENTENLHON
oA AT He puizpigaeTt
COMHEHWA HET
Bepanamun s/ unu
TpuipocagernH B/8
MNpokaunamug 8/s unu
Amucgapou ele AMuoQapoH a/e

B cnyvae neadrperTMBHOCTI
- ANEKTPUYECKan KapaHOBEPCHA

Cxema 2. JleueHue peunausupytowei KT y naymeHtos ¢ MUBC n HenwemunuyecKkom KapamomumonaTmein



NauueHT c UKO 1

peunarBHpyowen
HT
Ycronumsan
Mloaumopduan MoHOMOpPHaA
HT/OHK
/ KT
v )
OueHUTs Karerephan
obpatumsie abnauua Kak Amuopapot nnm
NPUUMHDI nepean NMHWA cotanon
NeveHun
NekapcTeenrsie/ I
ANEKTPONMTHIS Wik
'
Nevexne npnT HepocTaTouHblid
yanuHexnHom QT, spdexr
oTMeHa
npoBouMpylower Pesackynap [
O npenapara, u3auma L -
KOPPEKUMA MEBEC ¢ yacToi KT
INEeKTRPONUTHOIC wnu Henwemuyeckan
Auncbananca INEKTPUYECKUM KMI
HeT wropmom
1
bera i
6A0KaTOPBI KaretepHan aTeTepHan
AmuonapoH . abnauua abnauua
NUAOKaUH
Heaoctarou
Holit addert
Waentudpuuupyemsie
W3, 3anyckaowpme KT
Aa 1 Her
i ¥
Moaynauma
KaretepHan ayRsls =
ABTOHOMHOWM
abnauma
perynaumu

Anroputm BeAeHMA NAUMEHTa C NOA03PEHNEM Ha XKeNTyA0UYHYI0 TaXMKapauio
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NeaoapeHUen
Ha WEnynoukoeyio
Taxukapanio
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-
|

fa Her
MEIOTCA NOKB3ASHWA
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NeveHue B
TNexenwe B cTaLMoHape AMBYNETOPHEIX
YCMOBUAX
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4

NokasaHo
XUPYprYdeckDe
neseHue?

PHA unn MKQ
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Paabunuralms

v

) MOHUTOPKHT NaLMenTa

MHOOPMALMA ANA NALMEHTOB

¥enypoukoBble HapylweHUA puTma

XenyaoukoBble TaXxukapaum m

OcHoBHasA TepmuHonorma

BHe3anHaA cepage4vyHaa CMepTb

KoHeynkTalmua
CRELHanKCTa

MpunoxkeHne B



MenynoukoBble HapyweHMA pPUTMA WAWM  KEeNYAOYKOBble Taxuaputmum - o0606uleHHOe Has3BaHUe
PacCTPOMCTB CepPAEUYHOIro PUTMA, MPU KOTOPbIX MCTOYHUK MATOIOrMYECKON 3/1EKTPUYECKON aKTUBHOCTM HaX04MTCA
B TKaHW Xenya04KoB cepala.

BHe3anHas cmepTb - HenpeasMAeHHOe cMepTebHOe cobbiTMe, He CBA3AHHOE C TPAaBMOM M BO3HMKaloLLEee B
TeyeHue 14yaca c MOMeHTa NOABNEHMUA CUMINTOMOB Y NPaKTUYECKN 340P0BOro YesioBeka. Ecam cmepTb npomsoluna
6e3 cBugeTeneil, O BHE3aMHOM CMepPTM TOBOPAT B TOM C/y4ae, €c/iM MOrmblwuii  Haxoawacs B
YAOBNETBOPUTENIBHOM COCTOAHUM 3a 24 Yaca 4,0 CMepPTK.

BHesanHas cepaeyHan cmepTb (BCC) - TepMUH NPUMEHSAETCA, eCIN BHe3aMnHas CMepTb BO3HUKAA Y NaLueHTa
C U3BECTHbIM MPU }KU3HU BPOKAEHHBIM AN NPUOBPETEHHBIM NOTEHUNANBHO paTanbHbIM 3ab0neBaHNEM cepaLa,
WAW NaToONIOrMA CcepaevyHO-COCYANCTON cucTembl Bblaa BbiABAEHA NOCMEPTHO M MOF/Ia BbiTb NPUUYNHON CMeEPTH,
nan ecnm odveBugHble BHecepe4yHble NMPUYUHLI CMEPTU He 6binun BblAB/IEHbI, N HapyweHne pUTMa CAYyXUT
Hanbonee BEPOATHOM NPUYMHON CMEPTMH.

CouMranbHaA 3HAUMMOCTb

BHe3anHasa cepaeyHads CMepTb Kak HeobpaTMMbI UCXOoA W pe3ynbTaT BHE3aMHOW OCTaHOBKM cepaua
pocturaet 50% cpean gpyrux mcxogos y aumy 35 - 50 net, npeMmyLLeCTBEHHO MYMKCKOro MoJsia, OAHAKO B
nocneaHee Bpemsa HabnoAaeTCcA TEHAEHLMA K YBEMYEHMIO A0AW NIULL, }KEHCKOFO NOJa, @ TaKKe NOoAPOCTKOBOIO U
FOHOLLECKOro BO3pacTa.

Moyt B NONOBMHE C/ly4aeB OCTAHOBKA cepaua y auvy crtapwe 40 neT npoucxoguT 6e3 M3BECTHbIX
3aboneBaHMn cepaua, og4HaKo GONbWMHCTBO M3 HUX MPU 3TOM UMEIOT HeAMArHOCTUPOBAHHYIO MLWEMUYECKYIO
6onesHb cepaua (MBC). CHMxKeHne 3abonesaemoct MBC 1 gpyrumn Bugamm cepgeqyHon natonorum npUBeno K
yMeHbleHnto Konmyectsa caydaeB BCC noutn Ha 40%. CyuwiecTByeT reHeTMyeckaa npenpacrnosioXeHHOCTb K
BHe3anHoi cmepTu. ONMCAHO MPOrHOCTUYECKOE 3HAYeHMe CeMeMHOro aHamHesa BHe3anHOW CMepTU - npwu
HA/IMYMM OAHOTO CNy4as BHE3ANHOM CMEPTU B CEMbE OTHOCUTE/IbHbLIN ee PUCK BO3PaCTaeT NPaKTUYEeCKM BABOE, a
npw AByX CAy4asnx BHE3AMHOM CMEPTU B CEMbE PUCK yBeIMYMBaETCA B 9 pas.

BAUTENbHOCTL MO OTHOLEHMIO K 3N1eKTpoKapamorpapuyeckum (IKM) n axokapanorpadpmyeckum nprsHakam
HacneaCcTBEHHbIX apPUTMOreHHbIX 3a60/1eBaHNN ABNAETCA BAaXKHOM YACTblo KAMHUMYECKOM MPaKTUKKU U No3BOAseT
CBOEBPEMEHHO BbISIBUTb INLA C BbICOKUM pUCKOM BCC. CKPUHUMHT BAMMKaNWKNX pOACTBEHHUKOB KEPTB BHE3aMNHOM
CMEepTU NO3BONAET BbLIABMTb /MUA B 30HE PUCKA, HA3HaAYyMTb COOTBETCTBYIOLLEE JIeYEHME M TeM Cambim
npeaoTBPaTUTL ApPYyrve C/lyyan BHE3aNnHOM CMepPTU B 3TOM cembe.

KnuHunueckue npoAasseHnA

KNAMHMUecKMe nNpOoABAEHUA KEeNYAOYKOBbIX TaxMapUTMUIA MOFYT CyLLEeCTBEHHO pasanyaTtbca - OT
abcontoTHOM bBeccMMnTOMHOCTM A0 cepauebuennsa, anckomdopta B rpyau, 3arpyavHHon 60nu, yaywbs,
rO/IOBOKPY!KEHUA,  MPECMHKONANbHbIX M CUMHKOMA/AbHbIX  COCTOAHMI.  YvauleHHoe  cepauebueHue,
npeasobMOpPOYHOE COCTOAHNE U 0BMOPOKM - TpM Hanboee BarKHbIX CUMNTOMA, KOTOpble TPebYIOT BU3NUTA K Bpady
W fonosHUTeNbHOro obcnenoBaHuA.

KoppeKuua cepaedyHo-cocyauctbix ¢paKTopoB pucka He6aaronpuATHbIX UCXOA,0B

MaumneHT A0MKEH 3HaTb 06 MMEIOLLIMXCA Y HETO U YNIEHOB €ro CEMbMW CEPAEYHO-COCYANCTLIX GaKTOpPax pUcka
- KypeHuu, u3bbITOYHOM macce Tena, MNCMXO3MOLMOHANBbHOM CTPEcce, MasionoABUMKHOM 06pase KU3HM,
NOBbILEHHOM YPOBHE XO/JECTEePMHA. BAMAHME yKasaHHbIX GAKTOPOB PUCKA MOMKET BbiTb CHMKeHo. OcobeHHO
Ba)KHa KOppPeKuMA W3MeHAeMbIX (aKTOPOB PUCKa MNpM HaAMuMM Yy MNaLMeHTa M YNEeHOB €ero CembM
HEKOpPPUTMPYEeMbIX (GAKTOPOB PWUCKA, K KOTOPbIM OTHOCATCA: HajMYMe B CEMEeMHOM aHamHe3e BHe3anHoWu
CepAe4YHoON cMepTH, PpaHHMX MO3rOBbIX MHCY/bTOB, MH(APKTOB MMOKapAa, caxapHoro avaberta; Takke K gaHHbIM
baKTopam OTHOCAT MYXKCKOM NOJ, MOMMAOW BO3PACT, GU3MONOTMUYECKYID WUAU XMPYPrUMUYECKYlD MeHonaysy y
YKEHLLMH.



Koppekumio dakTopoB pucka TpebyeTca NpoBOAUTb He TOIbKO MaLMeHTY, HO U YaeHam ero cemMbu. OHa
OCyLLEeCTBASAETCA MNyTEM peanu3auum MpPorpaMm CemenHOM NepBUYHOW MNPOPUNAKTUKM U BOCMAUTAHMA,
COCTABNEHHbIX 1IeYaLLMM BPAYOM:

- MHaekc maccol Tena (Ketne) = macca Tena B Kuaorpammax/(pocrt 8 m2);

- WHpekc tanua/beapa (UTB): UTE = OT/OB, rae OT (OKPYXHOCTb TaiMKM) - HAMMEHbLUAA OKPYMKHOCTb,
namepeHHas Hag nynkom; OB (oKpy»XHOCTb 6eaep) - Hanbosibluas OKPYKHOCTb, USMEPEHHAA Ha YPOBHE Aroamu;

- MHTepnpeTaums ypoBHA XoNecTepmnHa naasmbi:

- UeNneBol ypoOBeEHb XOJECTEePUHA AUNONPOTEUHOB HU3KOW naoTHocTu (/IMH) AnA nauMeHTOB C O4YeHb
BbICOKMM pUCKOM < 1,8 MMO/Ib/A UAN €ro CHUMXeHWe He MeHee yem Ha 50% OT UCXOAHOro YPOBHA, €CIN OH
Haxoawunca B gnanasoHe 1,8 - 3,5 mmonb/n (70 - 135 mr/aon);

- ueneBoi ypoBeHb xonecTepuHa JIHM Ana naumeHTOB C BbICOKMM PUCKOM < 2,6 MMOJb/A UAU ero
CHUMKEHMe He MeHee YemM Ha 50% OT MCXOAHOro YPOBHSA, eC/IM OH HaxoAuAcA B AnanasoHe 2,6 - 5,2 mmonb/a (100
- 200 mr/an);

- uenesom yposeHb xonecrepuHa JIHM Ans NauMeHTOB C HUSKUM U YMEPEHHbBIM PUCKOM < 3 MMOAb/N;
- TnnonpoTeunHbl Bbicokow naoTtHoctu (JINBM) > 1,2 mmonb/n (y skeHwmH), > 1,0 mMmonb/n (y My>KunH);
- Uenesoit ypoBeHb TpUrimuepuaos < 1,7 mmosnb/n.

YpoBeHb I/110K03bl B N1a3me KPoBMW HaTOLWaK He Bbilie 6,1 MMoAb/A;

YpoBeHb MOYEBOM KNCOTbI CbIBOPOTKM KPOBK < 420 MKMOAb/N (Y My»UUMH), < 360 MKMOb/N (Y MeHWMH).

basoBble coBeTbl NnauMeHTy u ero cembe
1. JocTaToOYHbIM CYMUTAETCA COH HEe MeHee 7 4acoB B CYTKMH,

2. Macca Tena Ao/mKHa nNpubamkaTbca K uaeanbHoit (MMT meHee 25 Kr/m2). Ona 3TOro cytoyHas
Ka/JIOPUNHOCTb MULLM B 3aBUCMMOCTM OT Macchl Tena U xapaKkTepa paboTbl A4o/XKHa cocTaBaAaTb oT 1500 go 2000
KKan. MoTtpebneHune 6enKa - 1 r/Kr macchbl Tena B CyTKK, yrnesonos - go 50 r/cyT, upos - Ao 80 r/cyT.;

3. )enatenbHo BeCTM AHEBHWK MUTaHWA; NAUMEHTY HACTOATENbHO pPeKomeHAayeTcs usberaTb MUPHbIX,
cnagakux 61104, 0TAaBaTb NpegnoytTeHMe oBoLam, GPyKTam, 31aK0BbIM U x1eby rpyboro nomona;

4. OrpaHunyeHue noTpebneHns conm Ao 5 r/cyTku;

5. Cneayet ynotpebnatb B NULLY NPOAYKTbl, boratble Kannem (ceexune GpyKTbl, OBOLM, Kypara, neyeHbli
KapTodens);

6. Heobx0aMMO NPEKpPaTUTb UM OFPaHNYUTb KYpPEHUE;
7. NoTtpebneHune ankorona cnegyet orpaHnumTb Ao 30 ma/cyT B nepecyeTe Ha abCoNOTHbIN 3TaHON;

8. CornacoBaHue C nevawmm BpayomM UHAOMBUAYA/ZIbBHO NpUeMIEMbIX ONA NaUuUeHTa Harpys3ok: newue
Nporyakun, e3ga Ha sesocnneae, XO,CI,b6a Ha NblXax, pa60Ta B caay,

9. MNcMX03MOLMOHANbHBIN CTpecc Ha NPOU3BOACTBE M B BbITYy KOHTPOAMpPYETCA MNpaBuibHbiM obpasom
Xu3HW. CnegyeT orpaHMUYUTb NPOAOMIKUTENBHOCTL Paboyero AHA U AOMaLLHUX Harpy3oK, M3beratb HOUYHbIX CMEH,
KOMaHAMPOBOK;

10. HOHowam, 3aHUMatoWMMCA CNoOpTOM, Henb3A 3noyr|0Tpe6/me nuuwesbimu ,CI,O6aBKaMVI anAa



HapalwnBaHUA MbILLEYHOM MaAcChbl U UCK/TIOUUTD npuem aHabo/InYecKmx creponaos.

CoBeTbl NauUMEHTYy C MMMIAHTMPOBAHHbLIM KapauosepTepom-gedubpunnatopom u/Mam ycTtpomucTteom
cepAaeyHON PeCMHXPOHU3UPYIOLWEeN Tepanum

- 3anpeuwjaeTca NoasepraTbCA BO3AEWCTBMIO MOLLHbIX MarHUTHbIX U 3M1EKTPOMArHUTHbIX MOJIel, a TaKKe
HenocpeacTBEHHOMY BO34,EMCTBUIO NH0ObIX MarHUTOB B6AM3KN MecTa MMNIaHTaUuK;

- 3anpeLlyaeTca noAsepraTbCa BO3AENCTBUIO 3EKTPUYECKOTO TOKa;

- BbinonHeHMe marHUTHO-pe3oHaHcHoM Tomorpadum (MPT) 3anpelleHo; UCKAOYEeHMEe COCTaBASAIOT CUCTEMbI
NKA v CPT-[ (3neKkTpoabl 1 yCTPOICTBO), UMetoLLmMe oTMeTKy 0 MPT-coBMecTUMOCTY;

- 3anpeLLaeTcs HaHOCUTb yAapbl B rpyab B 061actb umnaaHtaumm MKA/CPT-[, nbiTatbcA cMellaTth annapat
nog, Koxew;

- 3anpelaeTca caguTbCA 3a Py/ib TPAHCMOPTHOrO CpeacTBa B nepsble 3 mecAua Nocae UMNAAHTaLmMm
MKO/CPT-A, a Tak:Ke B TedeHue 3 mecaues nocne o6ocHoBaHHOro cpabatbisaHuna UKA;

- 3aI'IpeLIJ,36TCFl NMPUMEHATb MOHONOJIAPHYIO 3/1EKTPOKOATYyTAUNIO NPU XUPYPIrUYeCKNX BMELLATE/IbCTBAX (B
T.4. BHAOCKOI'WI‘-IGCKMX), npumeHeHue 6I/II'IOI'I’FIpHOI7I Koarynaauun gonxHo 6bITb MaKCMMaIbHO OrpaHnNYeHo,

- CnepyeTt orpaHWMYMTbL NpUMeHeHWe NepdpopaTopoB U 3NEKTPOLpesiei, a TaKkKe ras0OHOKOCU/IOK; KOCUTb
BPYYHYIO U KOJIOTb APOBa HEOBXO4MMO C OCTOPOXKHOCTLIO, MO BO3MOXKHOCTM Jlyylle 0TKa3aTbCs OT AaHHOro BMAa
[eATeNbHOCTH;

- HexkenaTenbHbl 6onbline Harpy3ku Ha naeyeBoi noAc,
- Mo»HO nonb3oBaTbCA KOMMNbOTEPOM U I'IO,£I,06HbIMM emy yCTpOl\/IICTBaMI/I, B TOM Yu1cne nopTaTtuBHbIMU;
- MOXHO BbINONHSATL Nt0bble PEeHTreHoBCKMne nccnenosaHmnAa, B TOmM Yncane KOMnNbHOTEPHYHO TOMOI'pad)MPO,'

- MO)KHO pa6OTaTb no AoMy NN Ha 3EMEJSIbHOM y4aCTKe, MCNOJ1b30BaATb 3/IEKTPOUHCTPYMEHT, NpU yC1o0BUNA
€ro ncnpaBHoOCTH;

- MOXHO 3aHMMaTbLCA CnopTom, nsberas KOHTAKTHO-TPaBMaTU4eCKNUX BNO0B;

- NaumeHt ¢ WUKAO/CPT-A ponxkeH cBOEBpPEeMEHHO fBAATbCA K Bpayy AN8 NPOBEPKU YCTPOICTBA C
MCNo/Ib30BaHMEM COOTBETCTBYIOLLErO MPOrpaMmaTopa;

- MaumeHt ¢ UKO/CPT-A AaonxeH 3HaTb Ha3BaHWe, MOAENb MMMNAAHTUPOBAHHOIO YCTPOMCTBA; KpaliHe
¥}enatenbHo Bcerga UMeTb npu cebe nacnopt, MHGOPMaLMOHHbIE AaHHble 06 MKAO/CPT-A.

Cosertbl nauyueHTy nocne nposegeHna MUHTEPBEHUMOHHOIO Ie4YeHUA XXenyaovyKoBbiX HapyLI.IEHVIVI pUTMa

- OrpaHquHme CpeaHeTAXenbiX, TAXKeNblX ¢M3M‘-IeCKMX HArpysokK B Te4eHune OT OA4HOro A0 TPpeX mecALeB
nocne MHTepPBEHUMOHHOIO iIe4eHNA XKenygo4KoBbIX HapyLUEHMVI pPUTMa;

- Crtporoe cobatogeHne ABUraTENbHOTO pPeXMMA, PEKOMEeHZAUMM Mo npuemMy MeAMKaMEHTO3HbIX
npenapaTos;

- PerynapHoe noceuieHne nevawero Bpadva C OLEHKOM cOCTOAHMA 340p0BbA, DKI-KOHTponem He pexe 1
pasa B 6 mecaues;

- MNpw BO3HMKHOBEHMM MPUCTYNa apMTMUK, COMPOBOXKAAIOLLErOCA rON0BOKPYKeHNem, cnabocTbio, notepei
CO3HaHUA, ydalleHHbIM cepauebueHnem, - BbI30B CKOPON MeAMLMHCKON nomolim; wenatenbHa IKI-dbuKcaums
HapyLweHuin pUTMa;



- Mo noKasaHuAM, peKoOMeHaaLMAM SieYalllero Bpada MoKeT bbiTb He0b6X0AMMO NpoBeAeHME KOHTPOIbHOIO
3axoKapamorpapuryeckoro nccaesoBaHmsa, CyTOMHOro MOHUTOpUpoBaHua IKT.

MNpuHUMNbl HabnloAeHUA NauMeHTa Y leyallero spaya

- MnaHoBble BM3UTbI K SIeYallemy Bpavy A/ KOHTPO/IA COCTOAHUA 340p0BbA MOKasaHbl B cpeaHem 1 pas B
nonroaa;

- MauneHTy *KenaTesibHO 3HATb Ha3BaHUA N AO3UPOBKU MPUHUMAEMbIX MPENapPaTos;
- LlenecoobpasHo npoBeaeHue IKIM-KOHTPO/IA NPU BU3UTE K Ievallemy Bpady;

- Mpw yXyALWeHnM caMoYyBCTBMA PEKOMEHAO0BAH BHEMNIAHOBbIV OCMOTP J1eyallero Bpaya.

HeotnoxHble coctoaHuA, Tpebylowme Bbi30Ba CKOPOIt MegULMHCKOW NOMOLLMU

- lNpn BO3HMKHOBEHWM 3MU3043 aAPUTMUKU, COMPOBOXKAAIOLIEroCA rO/IOBOKPYXKEHMEM, C€nabocTbio,
npeaobMOpPOYHbIM COCTOAHMEM, MNOTEPEei CO3HaHMUA, ydyalleHHbIM cepauebuveHnem, nNokasaH Bbi30B CKOPOWM
MeANLUMHCKON NOMOLWM ANA KOHTPONSA U CTabuamsauuu COCTOAHUA, onpefeneHus MOoKasaHUM K BO3MOXKHOWM
rocnuTannsauum B CTauMoHap;

- an BO3HUMKHOBEHNW 3NMN3040B rlpep,o6N\opqub|x COCTO’FIHI/IVI, noTepn CO3HaHMA peKomeHA0BaH Bbi3OB
CKOpOlL/'I MGAMLLMHCKOVI nomowm AanAa KOHTPOAA U CTa6I/I}'lI/I3aLI,I/II/I COCTOAHUA, onpeaeneHuAa NoKasaHuh K
BO3MOXKHOM rocnntTaanmsaumm B CtayumnoHap;

- Mpu BO3HWMKHOBEHMM cpabaTtbiBaHnin MKO/CPT-[l pekomeHA0BaH Bbi30B CKOPO MeAMLMHCKOW MOMOLLM
AN KOHTpONs M cTabuamsaumm COCTOSIHWUA, onpeaeneHus MOoKasaHMM K BO3MOXKHOM rocnuTanvMsaumu B
CTauMoHap;

- MaumeHTam C BO3HMKLIMMWM OCNOMKHEHUAMM MOC/Ne KaTeTepHoW abnaumMyM pekomeHZO0BaHa CKopeilas
rocnuTaan3auma B CneLmanmMsnpoBaHHbIi CTaLMoHap 418 NPOBeAeHUs He0bXoANMbIX le4ebHO-aNarHoCTUYECKNX
MepOonpUATUA.

Mpunoxenue I

LLkana SCORE
HassaHue Ha pycckom A3sbike: LLkana SCORE
OpuruHanbHoe Ha3sBaHMe (ecin ectb): SCORE scale (Systematic Coronary Risk Evaluation)

MNcTouHUK (opuumanbHbiin canT pa3paboTunKkos, ny6aunkaumsa C BaAnaaumen):
http://www.heartscore.org/ru_RU

Tun (NoaYepKHYTb):
- LUKANa OLLeHKM

- UHAEKC

- BOMPOCHUK

- Apyroe (YTOYHUTB):



HasHayeHMe: KAMHWYECKMIA WHCTPYMEHT AAA OUEHKM pPUCKA CMEepTeNbHOro CepAeyYHO-CoCyaAUCTOro
3aboneBaHmAa B TedeHune 10 neT. Hactoswana WwkKana pa3paboTaHa gnsa CTPaH C BbICOKMM YPOBHEM CMEPTHOCTU OT
CC3 (Bkntouas Poccuio) Ha oCHOBaHUUM cneaytolmnx GakTopoB: BO3PaCT, NOJ, KYPeHUe, YpOBEHb CUCTONYECKOTO
A n OXC. YposeHb XC JIBI1 He yuuTbiBaeTca. Obuwan oueHKa pucka ¢ nomoubto SCORE pekomeHayetca y
beccMmnToMHbIX B3poc/bix cTaplue 40 net, 6e3 CC3, CA, XBIM nan CrXC.

CopepkaHue (WabnoH):

cCAll He x¥puT
150
160
140
120

150
140
140
120

150
140
140
120

150

1a0
140

120

150
1a0
140
120

150
1a0
140
120

-<1% |:|1-4%

Kntou (MHTepnpeTauus):

.5-9% -::m%



YposeHb cymmapHoro CC puck no wkane SCORE:
meHee 1% - HU3KniA.

oT 1 80 4% - cpeaHUN A yMepeHHO MOBbILLEHHbIN.
oT 5% [0 9% - BbICOKUIA.

> 10% - 04eHb BbICOKUNA.

MosicHeHunA: HeT

CHA2DS2-VASc. LWKana oOueHKUn pucka Tpomb60IM60NINYECKUX OCNOXKHEHUMA Y NauUMeHToB C
dbubpunnaumeit/TpenetaHmem npeacepamii

HasBaHwue Ha pycckom fa3bike: CHA2DS2-VASc. LLKkana oueHKM prcka TPOMH0aIMBONNYECKUX OCNOXKHEHNI Y
nauueHToB ¢ pubpunaaumeit/TpenetaHnem npeacepami

OpurnHanbHoe Ha3BaHue (ecnu ecTb): CHA2DS2-VASc

MNcTouHMK (odurumanbHbiii calT pa3paboTunkoBs, nybanKkaums c saamgauymeit): 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 (NoaYepKHyTb):
- WKa/a OLEHKM

- UHAEKC

- BOMPOCHMK

- Apyroe (yTOYHUTB):

HasHauyeHue: KAMHWMYECKMM WHCTPYMEHT A1a NPOrHO3MPOBAaHWA PUCKA MLWEMMYECKOTO MHCYAbTa M
CUCTEMHOTrO TPOMbB03Mb0oAM3Ma Npu GUb pUANALNK Npeacepanit

CoaeprkaHue (wabnoH):

daKTOp pM1CKa Bannebl

MHCyNbT, TpaH3UTOpHAaA MILEeMMYecKan aTaka MW apTepuanbHaa Tpombosmbonua B |2
aHamHese

Bospact = 75 net 2
ApTepuanbHaa runepTeHsus 1
CaxapHblii gnabet 1
3acToiHanA cepaeyHas HeaocTaTouHOCTb/AnchyHKUMA JIXK (B YacTHocTH, OB < 40%) 1

Cocyamnctoe 3aboneBaHue (MHPaAPKT MUOKapAa B aHamHese, nepubepuyeckuii |1
aTepoCKNepos, aTepockaepoTmyeckmne basALWKK B aopTe)

Bo3spacTt 65 - 74 roga 1




eHcKkuit non

Kntoy (MHTepnpetauus):

Cymma 6annos no wkane CHA2DS2-VASc

OXmngaeman 4actoTa MHCY/bTOB 3a roj,

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%

MoacHeHunA: HeT
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