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KenynoukoBble TAXUKAPANM U BHe3anHas cepaednast cMeptb — 2020-
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KonupoBanue mo MexayHapOoaHOW CTAaTUCTUUYECKON KiacCH(pUKAIMK OOJIE3HEH W MmpooiieM,
CBSI3aHHBIX CO 3710poBbeM: 146, 146.0, 146.1, 146.9, 147.0, 147.0, 147.2, 147.9, 149, 149.0, 149.3, 149.4,
149.8, 149.9

I'on yrBepxknenus (yacrora nepecmorpa): 2020

Bo3spactHas kareropusi: Bapocnsie, Jletn

l'on oxonvanus aeiicrBusi: 2022

ID: 569

o coctosnuto Ha 10.06.2021 na caiite M3 PO

Pa3paboTumK KNMHUYECKON peKkomeHaauumn

- Obmepoccuiickas o01ecTBeHHas opranusanus "Poccuiickoe KapIH0JI0rHYecKoe o0mecTBo"

- Beepoccuiickoe HaydHOE OOIIECTBO CHEIHAIMCTOB 0 KIMHHYECKOHN IIEKTPO(HU3UOIOTHH,
APUTMOJIOTHH U DJIEKTPOCTUMYIISLINU

- Beepoccuiickas obmecTBeHHast opranu3aius "Accornuyanus 1eTCKux kapauonoros Poccun"

- OO1ecTBa X0JITEPOBCKOI'O MOHUTOPHPOBAHUS U HEMHBA3UBHOM AJICKTPOKAPAUOIOTHN

Onobpeno Hayuno-npakruueckum CoBerom Munzapasa PO
KrnouyeBble cnoBa
Cnucok cokpalieHnun

AAT — anTnapuTMH4eCKas Tepanus

AB — aTpHOBEHTPUKYIISPHBIN

AKIDK — apuTMorenHast KapJuOMHONATH IIPABOTO JKEIYT0UKa

AJDK — aneBpH3Ma JIEBOTO JKEITYJ0UKa

BAC — BHe3anHas apuTMHuYecKas CMEpTh

BHCH — BHe3amHas HeoOBbsICHUMasi CMEPTh HOBOPOXKIEHHOTO

BHCD — BHe3anHast HEOObSICHUMAs: CMEPTH MIPH SIUJIETICUU

BIIC — BpoxaeHHBII NOPOK cepala

BOC — BHe3anHas ocTaHOBKa cep/ila

BCC — BHe3anHas cepeuHasl CMEPTh

BCO®U — BHyTpHCEpAEUHOE PIEKTPOPHU3INOIOIrMUECKOE HCCIeI0BaHNE

BTJDK — BBIXOQHOI TPAKT JIE€BOTO KEITY0UKa

BTIDK — BbIXOJHOM TPaKT MPaBOro KEIyA0UKa

I'KMII — runeptpodudeckas KapAHnOMHOINATUS

JAKMII — qunaraniioHHas KapIMOMUONIATHUS

EOK — EBponeiickoe o011ecTBO KapAHOIOTOB

XTA — xenmynoukoBasi TaXUapUTMUs

KT — xxenynodkoBas TaxuKapIus

XKD — xenynoukoBasi 3KCTpAcHUCTOIA

UK]] — uMnnanTupyemslii KapanoBepTep-1ehuOpuuisTop

nMIuianTupoBaHHoe CPT-ycTpolicTBO — MMIUIAHTHPOBAHHOE MEAMIMHCKOE H3JEIUe AJIs
IIPOBE/ICHUS CEPJIEYHON PECHHXPOHU3UPYIOIIEH Tepanuu
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KIDKT — xaTexonamMuHepruueckasi moauMopdHas KeIy109KoBask TaXUKapIUs

KT/ MCKT — mynbTrcniupaibHast KOMIbIOTEpHAs: TOMOTpadus

XPJDK — xupyrudeckass peKOHCTPYKIMS JIEBOTO JKEJIyA04YKa

MPT — marHuTHO-pe30HAHCHAsT TOMOTpadus

HYJKT — neycroiiunBas skeny104KOBasi TaXUKap AU

OKC — ocTpblil KOPOHAPHBIN CUHIIPOM

O®OKT — ogHOPOTOHHAS SMUCCHOHHASI KOMIIBIOTEPHAst TOMOTpaQust

[ICBT — nmapokcu3maibHas CypaBeHTPUKYJIApHAS TaXUKap st

I1CXK — nporpammupyemasi CTUMYJISLINS KETYA0UKOB

PKU — pangoMu3upoBaHHOE KOHTPOIUPYEMOE HCCIIEA0BaHNE

CBHC — cunapom BHE3aIIHOM HEOOBICHUMOM CMEPTH

CBCH — cuHipoM BHE3aIMHOW CMEPTU HOBOPOXKICHHOTO

CPJI — cepneuHo-nerouHas peaHuManus

CPT — cepaedHasi peCUHXPOHU3HUPYIOIIAs TEPaAIUs

CPT-yctpoiictBO  —  MEIUIMHCKOE u3zenue JUIS IIPOBEACHUS CepIeYHOn
PECUHXPOHU3UPYIOIEH Teparuu

CPT-]] — cepaeuHast peCHHXpOHHU3HUPYIOLIast Teparusi-1eGuopuiisaTop

CPT-II — cepneunasi peCHHXpOHHU3UPYIOIIAs Tepanusi-neicMenkep (KapAnOCTUMYIISITOD)

CVYU QT — cunapom yanuHeHHoro uatepsana QT

CKUQT — cunapom kopotkoro uHTepBaya QT

CVY-OKI" — curnan-ycpennennas OKI'

Y] — ypoBEHb JOCTOBEPHOCTH JOKA3aTEIbCTB

YVYP — ypoBeHb yOSAUTETLHOCTA PEKOMEH AU

YXKT — ycroitunBas *enya04KoBasi TaXUKapIAUs

@®BJIX — ¢pakuus BEIOpoca JEBOTO JKEITYA0UKa

OXK — pubpunALUs KenyI109KOB

OK — pyHKIMOHATBHBIN KJ1acc

@II — pubpunnsAMs npeacepani

XMOKTI' — XontepoBckoe MOHUTOPUPOBAHHUE JIEKTPOKAPAUOTPAMMBI

XCH — xpoHnueckas cepJeqHas HeZJOCTaTOUHOCTh

UKB — upeck0kHOE KOPOHAPHOE BMEIIATEIbCTBO

YCC — yacToTra cepeUHbIX COKpaIleHUN

OKTI — anexkTpokapauorpaMmma

OMJI — snekTpoMexaHn4ecKast JUCCOLUaus

OKI' —  osnektpokapauorpadus  (pacmimdpoBKa,  ONHMCAHHME W HUHTEpIpeTarys
ANEKTPOKAPAUOTPAPUIECKUX TAHHBIX )

OXOKI — sxokapauorpadus

EOK — EBponeiickoe kapauonorunueckoe oomectBo (European Society of Cardiology)

LMNA — namun A/C

LQTS1 — cuanpom ymmumHeHHOTO HHTepBaia QT 1-ro MONEKyIsSIpHO-TEHETHIECKOTO BaprHaHTa

LQTS2 — cunapom yanuaeHHoro nHTepBana QT 2-ro MoJeKyIsipHO-T€HETHYECKOT0 BapHaHTa

LQTS3 — curnpom ymmuHeHHOTO HHTepBaia QT 3-ro MONEKyIIpHO-TEHETHIECKOTO BaprHaHTa

NYHA — HLm-ﬁopKCKaﬁ KapJIMOJIOTHYeCKasi acCoIaIus

QTc — koppurupoBanHsIii mHTEpBaT QT

WPW-cunapom — Cunapom Bonbda-Ilapkuncona-Yaiita

TepMuHbI 1 onpeaeneHusn

WNHcTpyMeHTaNnbHasi JUArHOCTHKA — JMArHOCTHKA C HCIOJBb30BaHHMEM JUId OO0CIEeI0BaHMS
NalyeHTa Pa3InIHbIX MPUOOPOB, AMMapaToB U HHCTPYMEHTOB [1, 2].

213121


http://disuria.ru/
https://аптека-омск.рф/

KnuHnyeckme pekomengaumm — XKenyaoukoBble HapyleHns putma. XKenyaoykoBble TaxMkapAany 1 BHe3anHas cepaeyHasi cMepTb —
2020-2021-2022 (10.06.2021) — YTBepxaeHsl MuHsgpasom PO

Hcxon — mo0ol BO3MOXKHBIM pPe3yNbTaT, BO3HHKAIOMIMN OT BO3ACUCTBHUS MPUYHMHHOTO
¢dakTopa, NpO(UIAKTUYECKOIO WIM TEpaleBTUUYECKOro BMEILIATEIbCTBA, BCE YCTAHOBJICHHBIE
U3MEHEHHSI COCTOSTHHS 3/I0POBbsI, BOSHUKAIOIINE KaK CIICJCTBUE BMEIIaTeIbCcTBa [3].

KoHQuukT uHTEpECOB — CUTYyallUs, IIPU KOTOPOH y MEAMLIMHCKOrO WK (hapMaleBTHUECKOTO
pabOTHUKAa TPU OCYHIECTBICHHMM HMH MPO(ECCHOHATBHONW JAEATEIbHOCTH BO3HHMKAET JIMYHAS
3aMHTEPECOBAHHOCTh B MOJYYEHUHU JIMYHO JHOO 4epe3 MpeAcTaBUTENs] KOMIAHUM MaTepHaIbHON
BBITOJIBI WJIM WHOTO TPEHMYIIECTBA, KOTOPOE BIUSET MM MOXKET IMOBIUATH HAa HaJJIeKaIiee
UCIIOJIHEHUE UMHU NPO(eCcCHOHAIBHBIX 00s3aHHOCTEN BCIIEACTBUE NMPOTUBOPEUUS MEXKIY JIMYHON
3aMHTEPECOBAHHOCTBIO MEAMIMHCKOTO paboTHHKA WM  (apMaleBTUYECKOro pabOTHUKA U
HHTEepecaMu manueHTa [2].

MenuiuHCKOe BMEIIATENbCTBO — BBIMOJHAEMBIE MEIUIIMHCKAM paOOTHUKOM W HHBIM
pabOTHUKOM, UMEIOIIMM IIPABO Ha OCYLIECTBICHUE MEAULIMHCKON JeSITeIbHOCTH, IO OTHOIIECHUIO K
NalMeHTy, 3aTparuBaroiye (GU3NYECKOe WINM TICUXMYECKOE COCTOSHHE 4YeJIOBEKa M HMEIOIIUE
npopHIAKTUYECKYIO, TUarHOCTUYECKYIO, JIeYeOHYI0, PeaOMIINTAllMOHHYIO WIIN HUCCIIE0BATENbCKYIO
HANpaBJICHHOCTh BHJbl MEIUIIMHCKUAX OOCIeNOBaHUN W (WIM) MEIWIMHCKHX MaHUMYIALWN, a
TaK)Ke HCKYCCTBEHHOE NpephIBaHue OepeMeHHOCTH [2].

MeauuuHckuil paOOTHUK — (PU3MUECKOE JIMI0, KOTOPOE HMMEET MEIUIMHCKOE WJIM HHOE
oOpa3oBaHue, paboTaeT B MEAMLIMHCKON OpraHu3alyy U B TPYJOBbIE (JOHKHOCTHBIE) 005S3aHHOCTH
KOTOPOTO BXOJUT OCYILECTBICHNE MEIULIUHCKON NEATEILHOCTH, JTHO0 (PU3NIECKOE JIHUII0, KOTOPOE
ABISICTCA ~ WHAMBUIYAIBHBIM  HpPEIIPUHUMATENEM,  HEMNOCPEICTBEHHO  OCYLIECTBISIOIIUM
MEUIIMHCKYIO ICATeIBHOCTD [2].

[TanueHT — Qu3MUecKoe JUI0, KOTOPOMY OKa3bIBAETCSl MEIUIMHCKAsl IIOMOLIb MU KOTOpOe
00paTUIOCh 32 OKa3aHUEM MEAUIIMHCKOW MOMOIIM HE3aBUCUMO OT HAJIMYMs y HEro 3a00seBaHus U
OT ero coctosiHus [2].

Pabouas rpynma mo pa3paboTKe/aKTyalu3alMd KIMHUYSCKUX PEKOMEHJAUNA — 3TO
KOJUJIEKTMB  CHEIMAJMCTOB,  paOOTaloUIMX  COBMECTHO M COMVIACOBAaHHO B LEJAX
pa3pabOTKH/aKTyanu3ali KINHUYECKUX PEKOMEHIalui, U HECYIUX OOIIYI0 OTBETCTBEHHOCTh 32
pe3yibTaThl JAHHOM paboTHI.

CocrosiHre — M3MEHEHHUSI OpraHN3Ma, BO3HUKAIOIINE B CBS3U C BO3JICHCTBUEM MATOTCHHBIX U
(nnn) puznonornyeckux (HaKTOpoB U TpeOyIOUIHE OKa3aHUS MEAUIIMHCKOM TomMoIu [2].

CUHIPOM — yCTOWYMBAsi COBOKYITHOCTh Psijia CHMIITOMOB C €IMHBIM MaToreHe3om [6].

Te3uc-pekoMeHanus — MOJIOKEHUE, OTpaKkarollee MOPAAOK U MPABUIBHOCTh BBITOJHEHUS
TOTO WJIM WHOTO MEIUIMHCKOTO BMEIIATEIbCTBA, HWMEIOLIEro JOKa3aHHYI 3(()EKTUBHOCTh U
0€30I1aCHOCTb.

VYpoBeHb JocTOBEpHOCTH Joka3aTenbcTB (Y/IJI) — cTemeHb yBEpEeHHOCTHM B TOM, 4TO
HalICHHBIN 3()(EKT OT NPUMEHEHHS METUIIMHCKOTO BMEIIATEIILCTBA SBJISCTCS UCTUHHBIM [7].

YpoBeHb yoenuTenbHOCTH pekoMeHaanuii (YYP) — crenens yBepeHHOCTH B IOCTOBEPHOCTH
¢ ¢dekTa BMEIaTeabCcTBA U B TOM, YTO CJIEIOBAaHUE PEKOMEHIALUAM IpPUHECET OOJIbIIE IMOJIb3BI,
YyeM Bpesia B KOHKPETHO cutyanuu [7].

XUpypruyeckoe Je4eHrne — MeTO/ JIeUeHHsI 3a00JIeBaHUI MTyTeM pa3beAMHEHUS U COeIMHEHUS
TKaHel B X0JIe XMPypPrU4eCcKOi Oneparum.

EOK - Egpomeiickoe 001mecTBO KapAuoJoToB. B TekcTe HACTOSMMX KIMHUYECKHX
pPEKOMEH/JAlMi  JIOTIOJIHUTENIBHO — yKa3aHbl TOKa3aHWs K Te3ucaM B COOTBETCTBUHM €
pexoMeHnanusamMu  EBpomeiickoro kapauosorudeckoro o6mecta (EOK). B coorBercTBUE C
MEXYHAPOJHBIM JJOKYMEHTOM, BBIJICJISAIOTCS KIaCChl PEKOMEHIAIUI U YPOBHHU J10KA3aTEIIbHOCTH.

Nmnnantupyemslit kapaunoseprep-aepudpmnistop (MKJ) — s3nekTpoHHbIN UMIIaHTHPYEMbIT
npubop, MpeIHa3HAYSHHBIH JUIS 3JIEKTPOTEpanuy (JIEKTPOKAPIUOCTUMYIISIIIUS U Pa3psAbl BBICOKOM
DHEPTUH) YTPOKAIOIIUX KU3HA APUTMHUH U TIPEAOTBPAIICHUST OCTAHOBKH CEp/IIA.

Kapnuopecunxponusupyromas tepanus (CRT) — MeTon JiedeHus: XpOHUYECKOH ceplieuHoM
HEIOCTaTOYHOCTH TPH HAJTMYMU HAPYNICHWH BHYTPIDKEIYJIOYKOBOTO TPOBEACHHS (Yamie IMpu
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Onmokazne JeBOM HOXKM Iydka l'mca), KOTOpBIH OCYIIECTBIAETCS ITyTeM PECHUHXPOHHU3ALNUU
CepACUHBIX COKPALEHUH C MOMOIIbIO TPEXKaMepHOIo (OMBEHTPUKYJSPHOI0) MUMIUIAHTUPYEMOTO
AIIEKTPOKAPAUOCTUMYIIATOpa***,  Takue CUCTEeMBl OOBIYHO BKIIOYAIOT IPABOMPEACEPAHBIN
JIEKTPOJ], IPABOXKEITYA0UYKOBBIM 3JIEKTPOA U JIEBOXKEIYJOYKOBBIH 3JEKTPOI. DIEKTPOAbI MOTYT
UMIUIAHTUPOBATHCS TPAHCBEHO3HBIM MM XUPYPIHUECKHUM CIOCOOOM, a TaKKe IOCPEICTBOM
TOPaAKOTOMMH.

XonrepoBckoe MoHuTOpupoBanue OKI' — wmerox wuccienoBaHus, KOTOPBIM I103BOJSET
IPOM3BOJIUTh HENPEPHIBHYIO perucrpannto auHamuku cepaua Ha OKI' ¢ momouipo nopraTuBHOIO
yCTpOMCTBa (XosTepa), OTCICKMBATH H3MEHEHHss B paboTe cepaua Hu KOHTPOJIMPOBATH
apTepuanbHOE JJaBJIeHUE MAIEeHTa B TEYEHUE UIUTEIBHOr0 nepuoja (CyTku U 0ojiee) B yCIOBHSIX
€ro aKTUBHOCTH.

PaguouactoTHas karerepHass abnanust (PYA) apuTMum — HMHTEpBEHIMOHHOE KaTETEPHOE
BMEUIATEIbCTBO, C UCIOJb30BAHNEM CIIELUAIbHBIX KATETEPOB, IYHKLIIMOHHO BBEACHHBIX B I10JIOCTh
cepAlla yepe3 COCyAbl, M PaAMO4acTOTHOW SHEPruM, HANpaBICHHOE Ha YCTPAHEHUE HApYLIEHUN
CEpJIEYHOr0 pUTMa (ApUTMHUN).

1. KpaTkas nHdopmauums

1.1. OnpepneneHne 3aboneBaHUsA UNU COCTOSIHUA (rpynnbl 3aboneBaHUM unNun
COCTOSIHUWN)

XKenynoukossie Hapymienuss putMa (OKHP) wmm XKemymoukoBas taxumaputmusi (KTA) —
00001IeHHOE Ha3BAaHHE PACCTPOMCTB CEPACYHOTO PUTMA, MPU KOTOPBIX MCTOYHHK SKTOIMUYECKON
AKTUBHOCTH WJIM Kpyra pUEHTPU HAXOAUTCS HIDKe myuyka ['mca, T.e. B ero BeTBsiX, cetu IlypkuHbe
WM B MUOKAap/I€ KEJIyT0YKOB.

HeycroituuBas xenynoukoBas taxukapaus (HYXKT) — 3 u Oonee kommekca QRS,
MPOJOKUTENBHOCTHIO < 30 cek.

VYeroitunBas xenygoukoBas Taxukapaus — KT, nponomkurensHocTh0 >= 30 cek.

Mounomopdnas KT — KT npu Hannuum oguHakoBoi KoHpurypauuu QRS-komriekcos.

[Tonmumopduast KT — HectabunpHasi, MeHstomIasicst KoHduryparus QRS-koMIIeKcos.

Dnektpuyeckuit mropm — 6osee 3 snu3010B KT/DXK B Teuenue 24 yacos.

Tpeneranue XeyA0YKOB — PUTMUYHBIE, BBICOKOAMIUIUTY/IHbIE, YIIUPEHHBIE JIEKTPUUYECKUE
OTKJIOHCHHS JKEITyI0YKOB ¢ 4acToToi O6omee 250 B MuH., BosiHbI T HE onpenemnstoTcs.

OuoOpuAuUs  KETyJOUYKOB — XAOoTWYecKas dDIEKTpUYecKkas aKTUBHOCTh B  BHJE
NOMUMOP(HBIX OCHWILISIUN, TOCTOSIHHO HM3MEHSIIOIIUXCS MO CBOEW KOH(UTyparuu, amIuiuTy/e,
MPOJOKUTEILHOCTH M YaCTOTE, IMara3oH KoTopoi cocrapiuseT oT 300 u Bbiie B 1 MUH.

BHe3anHast cMepTh — HENpeaBUICHHOE CMEpTEeNbHOE COOBITHE, HE CBSI3aHHOE C TPAaBMOW U
BO3HHUKAIOIlee B TeUYeHHWE | 4 ¢ MOMEHTa NOSBIIEHUS CHUMIITOMOB Yy MPAaKTUYECKH 370POBOIO
yenoBeka. Ecnu cMepTh nmpousonuia 6e3 cBHUieTeNe, 0 BHE3aMHOM CMEPTH TOBOPSAT B TOM CIy4ae,
€CJIM TIOTUOIINI HaXOAWICS B YIOBJIETBOPUTEILHOM COCTOSIHUM 32 24 9 0 CMEPTH.

Buezannas cepaeunas cmepth (BCC) — TepMuH npuMeHsieTCsl, €ClIu BHE3alHas CMEpTh
BO3HHUKJIA Y CYOBEKTa C U3BECTHBIM NPH KU3HU BPOKJIECHHBIM MU MIPUOOPETEHHBIM MOTEHIIUAIBHO
datanbHBIM 3a00JI€BaHUEM CepJllla, WM MAaTOJOTHs CEpIEeYHO-COCYIUCTOM cucTeMbl Oblia
BbISIBJIEHA Ha AayTONCHMM U Morja ObITb MPUYMHOM CMEpPTH, WM €ClIH OYEeBHUIHbIE
AKCTpaKapuaIbHble MPUYUHBI CMEPTH MO JAHHBIM ayTOINCHUU HE BBIABICHBI, U HAPYILIEHUE PUTMA
CIIY’)KMT HanOoJjee BepOosITHOW MPUUNHON CMEPTH.

Buesannas ocranoBka cepana (BOC) — HempenBuieHHas OCTaHOBKa KpOBOOOpaAIIeHUS,
BO3HHUKAIOIIas B TeUEeHUE | U ¢ MOMEHTA MOSABIEHUS OCTPBIX CUMITOMOB, KOTOpasi ObLIa yCTpaHeHa
C TOMOIIBI0 YCIHEHIHBIX PEAHMMALMOHHBIX MEPONPUSITH (Hampumep, nepuOpuIIIIun) —
"MpeaoTBpaleHHas OCTaHOBKA cepaua’.
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Wauonartuyeckas JKEIyJOYKOBas TaxHapUTMUS — COOBITHE, KOI/la KIMHUYECKOe
o0creoBaHUE MAIIMEHTa HE TIO3BOJIWIIO BBISIBUTH 3a00J1€BaHMs, TOTEHIIMAILHO aCCOIIMUPOBAHHbBIE C
JKEIYJOYKOBOM TaXUAPUTMUEH.

[TepBuunas npodunakruka BCC — meponpusTus, HanpaBieHHbIe Ha cHUKeHue pucka BCC y
i, uMeronmx nossilieHHbIH puck BCC, HO 0e3 aHaMHe3a yrpoXaroluX >KM3HU apuTMHM WM
MIPEAOTBPALIEHHON OCTaHOBKH CEepILa.

Bropuunas npo¢unakruka BCC — meponpusiTus, HanpaBieHHbIe Ha cHIbKeHue pucka BCC y
JUL, UMEIOUIMX aHAMHE3 YIrpOKAIMIMX >KU3HW apUTMHM WM NPEJOTBPALIEHHONM OCTaHOBKU
cepaua.

Cungpom bpyrana — HacneaCTBEHHBIM CUHAPOM U3 TPYMIbI KaHajgonaTu, ¢ TunudHo DKI -
KapTUHOM U BbIcOKUM puckoM pa3sutus ©K n BCC.

Karexonamunepruueckas monumopdHas sxemymoukoBas taxukapaus (KIDKT) — penkas

HaCJIEICTBEHHAs KaHaJIOMAaTus, XapaKTepU3YIOIIAsCs aJlpeHePTUYEeCKU-UHAYIIHPYEMOM
JBYHaIpaBjieHHOU 1 moaumopduoit XKT.
HepBHO-MBIIeUHbIEe  3a0oJeBaHMs  —  TpyNma  HACJEACTBEHHBIX  3a00JIeBaHUH,

XapaKTePU3YIOMIMXCA  MPOTPECCUPYIOLIUM  NEPBUYHBIM  MOPAKEHHUEM  HEPBHBIX  BOJOKOH
(HefiponaTWM) WM CKEJETHOM MyCKynaTypsl (MUOMaTHH U Muoauctpoduu). Boneuenue
CEpJICYHON MBIIIIBI U MPOBOISIIMX MyTeH BapualOenbHO, U HE KOPPEIUPYET C BBIPAXKEHHOCTHIO
HEBPOJOTMYECKOW U MUOMATUYECKOM CUMIITOMATHKH.

HexomnakTHbIii MuOKapa — OCOOBI BHJ KapIMOMHOIIATUH, KOTOPBIM XapaKTepHU3yeTcs
BBIPQKEHHOW TPaOEKyISPHOCTBIO M TIYOOKHMH MEXKTPAOEKYJISPHBIMH YIIyOJICHUSIMHU JIEBOTO
W/WIA MPABOTO JKENMy0uKa, a TAKXKE 4acTO COYETAeTCs ¢ TOHKUM KOMITAKTHBIM JMHKapIUATbHBIM
ciioeM MHOKapna. JImarno3 cTaBUTCs Ha OCHOBaHMHU 3xXxorpadudeckux w/mmu MPT-kpurtepues (npu
COOTHOILIEHUU TOJIIMHBI HEKOMIIAKTHOTO CJIOSI K KOMIIAKTHOMY > 2). MHorume naiueHTbl ¢
HEKOMITaKTHBIM MHOKapaoMm JIK aGcomoTHO GecCHMNTOMHBI, HO BO3MOKHBI COUYETaHHS CO BCEMHU
M3BECTHBIMHM BUAAMH Kapauomuonatuii, ¢ nporpeccueit 1o XCH, Tpom60oaMO0mnu, apuTMuUK UITU
BCC B anamuese.

HutepBan QT — oTpakaeT 2JIEKTPUUYECKYIO CUCTOJY KEIYAOUYKOB (BpeMsl B MUJUIMCEKYHAAX
oT Havanma komruiekca QRS o xonma 3y6ma T). Ero mpoaonKuTensHOCTh 3aBUCUT OT moda (y
xeHumH QT jnmuHee), Bo3pacta (¢ Bozpactom QT yanuHseTcs) M YacTOThl CEPAEYHBIX
cokpamiernii (HCC) (obpaTHo mporopiuoHanbHo). s o0bekTuBHOM oreHku umHTepBaita QT B
HacToslIee BpeMs MOJIb3YIOTCs KoppurupoanHbeiM (¢ nonpaskoit Ha YHCC) untepBanom QT (QTc),
onpenensieMbiM 1o dopmynam bazerra u @penepuka. B Hopme QTc cocrasnser 340-450 mc st
skeHIuH 1 340-430 mc qist my>xkuuH. [laronoruueckum cuntaercs npu 3HaueHUH 6onee 500 mc.

Cungpom ymmunenHoro wuHtepBana QT (CYUQT) — camblii yacThlii HaclieJCTBEHHBIN
CUHAPOM U3 Tpymnmnbl KaHaionatuid (wacrota 1:3000-1:2500 HaceneHus), XapakTepHU3yIOIIUNCS
yaivHeHneM uHTepBana QT M KU3HEYrpOXkKaIoUMMU KETYyTOYKOBBIMU apUTMHUSIMHU, B OCHOBHOM
IIPOBOLIMPYEMBIMH aIPEHEPIUYECKON AKTUBALIUEH.

Cungpom kopotkoro uHTepBaia QT (CKUQT) — penkas HacieqCTBEHHHas KaHAIOMATHS,
XapakTepusyromasicss ykopoueHueM wuHTepBada QT M TOBBIIIEHHBIM PHUCKOM  pa3BUTHUSA
KU3ZHEYTPOKAIOLINX aPUTMHUH.

1.2. 3Jtmonorma wun natoreHe3 3aboneBaHUsA UM COCTOSIHUMA (rpynnbl
3aboneBaHU UNN COCTOSIHUN)

OcnoBHbIMU Mexanu3MaMu JXTA saBnstoTes:

- MEXaHU3M MOBTOPHOI'O BX0JIa BOJHBI BO3OYKIEHUS (PUEHTPH);

- YCKOPEHHBII HOpMaJbHbII aBTOMAaTH3M;

- aHOMAJTbHBIII aBTOMAaTH3M;

- TPUITEepHAas aKTUBHOCTh, MHAYLIUPOBAHHAsI paHHEH WM MO3IHEN MOCTACNOIpU3aALINEi.
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dopmupoBaHUe YCIOBUN /7151 BOSHUKHOBEHHUSI ()EHOMEHA PUEHTPU B MHOKAP/E JKEITYI0UYKOB,
B BHJI€ 30H 3aMEIUICHHOIO IPOBEAEHUS BO30YXEHUS, YJaCTKOB MBIIILbI CEp/la C pa3HbIMU 110
BEIMYMHE pePAKTEPHBIMH MEPUOIAMH, OOBIYHO CBS3aHO C IAaTOJOTHYECKUMHU W3MEHEHHSIMHU B
muokapae. Iloaromy napokcusmaneHas KT B monaBisitonieM OOJBIIMHCTBE CIIy4aeB OCIOXKHSET
TEUYEHUE TSOKENbIX 3a0oneBaHuid cepaua, Takux Kkak HWBC, o0co0eHHO TmpH HAJIWYUU
HOCTUH(APKTHBIX PYOLIOB M XPOHMYECKOW AHEBPHU3MBbI JIEBOI'O JKEJIyJ0YKa, BOCHAIUTEIbHBIC
3a00JeBaHUA MHOKap/a, KapAMOMHONATUU (IUJIATAllMOHHAS, TUIEPTPOPHUECKasi, apUTMOTCHHAs
JUCIIIa3usl MUOKapJa IpaBoOro >KelyAodka MU Ap.), MHPUIbTpAaTUBHbIE 3a00J€BaHMS MHOKapAa.
OcranoBka cepama, kak mexanusm BCC, B abcomroTHOM OonbpImHCTBE ciaydaeB (Oomee 80%)

Bo3HUKaeT B pe3ynbraTe XK nmm XKT, cymecrsenno pexe (menee 20%) — B pe3yiapTaTe aCUCTOIUU
[205].

1.3. Anugemmnonorusa 3aboneBaHUA UM cocToAsHUA (rpynnbl 3aboneBaHumn unu
COCTOSIHUM)

Buesannas cepaeuHas cMepTh Kak HeoOpaTHMMbIN MCXOJ U pe3yJIbTaT BHE3AHOM OCTaHOBKU
cepaua nocruraet 50% cpenu Apyrux ucxonoB y jauil 35-50 yieT, NpeuMynIeCTBEHHO MYXKCKOTO
10J1a, OJHAKO B TMOCJIETHEE BpeMsl HAOMIOAAeTCsl TEHACHIMS K YBEIMUYCHHIO JOJHU JIUI] )KEHCKOTO
mosia, a TaKXe MOJPOCTKOBOTO M IoHoIIeckoro Bo3pacta. Puck BCC Bblmie y MyX4uH U
YBEJIMUMBAETCSI C BO3pacToM B CBs3u ¢ Ooibliel pacnpoctpaHeHHOCcThio MBC cpeau moxkunbix
mozen [8]. Yucno ciayuaes BCC Bapbupyertcst ot 1,4 Ha 100 ThIc. yenoeko-net (95% AN — 0,95-
1,98) y xxenmH u 10 6,68 Ha 100 THIC. YenoBeko-neT (95% AU — 6,24-7,14) y myxuun. Yucio
ciryuaeB BCC cpenu Mmononioro nmokosieHust cocrapisiet 0,46-3,7 va 100 thic. yenmoBeko-yet [9], uto
tpanchopmupyercs B 1100-9000 cmepteit B EBporie u 800-6200 cmepteit B CLLIA kaxapiii o
[10].

Hanusie o pacnpocrpanennoctd BCC B Poccun orpaHudeHsl, B TOM YUCJIE OCOOCHHOCTSIMU
peructpauun BCC B pa3ubix ctpanax. JJonst BCC Bo Bcex Bo3pacTHbIX rpynnax cocraBuia 49,1%
(15 420 w3 31 428 Bckpwituii, win 123,3 na 100 ThIc. Hacenenus B roxa). Ilpu sTom
pacnpoctpaneHHocTh BCC B Bo3pacte or 1 nmo 45 ner cocraBuna 27,5% (2790 uz 10 132
BCKpbITUi) [11]. OgHako Oosiee OIU3KMMHU K peabHOCTH TpecTaBisitoTes 3HadeHus: 200-250 Thic.
yenoBek B rof [12].

[Toutn B mMONOBHHE Cily4aeB OCTaHOBKa cepana y Jymil crapiie 40 jer mpoucxomuT 6e3
U3BECTHBIX 3a0o0JieBaHMH cepila, OJHAaKo OOJBIIMHCTBO M3 HHUX IPU 3TOM HMEIOT
nenuarnoctupoBannyio MBC [13]. Cuwmxkenue 3aboneBaemoct WMBC wu apyrumu  BuaaMu
CEep/ICYHON IMaTOJIOTUU MPUBENO K YMEHbIIEHHIO KonudecTBa ciydaeB BCC moutu Ha 40% [14].
CorymacHO HEKOTOpPBIM MCCIEAOBAHUSAM, CYIIECTBYET TI'E€HETHYECKas IPEApacloOKEHHOCTh K
BHE3anHou cMepTu. OnucaHo MPOrHOCTUYECKOE 3HAUEHNE CEMEMHOI0 aHaMHe3a BHE3AIMHON CMepTH
— [IPYU HAJMYUHM OJTHOTO CIydas BHE3alHON CMepTH B ceMbe OTHOocUTeNbHBIN pHuck (OP) BHe3anHoM
cmeptu cocraiser 1,89, a mpu AByX ciyuasix BHe3anmHoi cmepTu B cembe OP Bozpactaer no 9,44
(p = 0,01) [15, 16, 17]. B KoroptHOM mOJBICCIEIOBAaHUM B paMkax @OpaMUHIEMCKOro
WCCJIEIOBAHMS TIOKA3aHO, YTO MpU Haauumu cemeitHoro anamae3a BCC BeposSTHOCTh BHE3AIMHOU
cMmepTH Bo3pacraet Ha 50% (OP — 1,46; 95% JIN — 1,23-1,72) [17, 18]. OnucaHo, 4TO CeMEHHBIN
aHaMHe3 BHE3allHOW CMEpPTH 3HAUUTENIbHO 4Yallle BCTPEYaeTcs y JUL, PEaHMMHUPOBAHHBIX MOCIE
@K, yem B koHTpOsBHOU rpymme (OLI — 2,72; 95% AU — 1,84-4,03) [19]. CxoacTBo pe3ysnbTaToB
TUX HWCCIEOBAaHUI yKa3blBaeT Ha BO3MOXKHOCTh T'€HETUYECKOM MpeApacroioKEHHOCTH K
BHE3AIIHOM CMEPTH, KOTOPasi MOXET CYILECTBOBATh AK€ IPHU OTCYTCTBUU AMATHOCTHPOBAHHOIO
HACJIEJICTBEHHOT0 3a0oyieBaHusA. B CBSI3W ¢ 3TUM HEOOXOJUMBI HCCIIEOBAHMS, HAIleJIEHHbIE Ha
oOHapyKeHHE MOJIEKYISIPHO-TEHETUYECKUX MAapKEPOB, CIIOCOOHBIX MpeackasbiBaTh ciaydan BCC B
001Ie TOMyJISAIIUN.

bautenbHOCTP  TO  OTHOIIEHMIO K sJekTpokapauorpapuueckum  (OKI)  u
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XOKapAuorpaUIecKuM TpHU3HAKAM HACJICJICTBEHHBIX APUTMOTCHHBIX 3a00JIeBaHUN SIBIISIETCS
BaXHOW YaCThIO KIMHUYECKOW MPAKTUKH U MO3BOJSET CBOEBPEMEHHO BBISIBUTH JIMIA C BBICOKUM
puckoMm BCC. Onnako 10 cuX MOp HET €IUHOTO MHEHHUS O TOM, JIOJDKEH JIM TaKOW TIATEIbHBIN
MOJIX0J1 pPACHPOCTPAHATHCS HA MAaCCOBBIM CKPUHMHT HaceleHus Ha Hanumuue pucka BCC. B Urtanuu
u Snonun BBeneHnl cuctembl DKI'-CKpUHWHTA B IENSX BBISIBJICHUS JHUI[ C HACICICTBEHHBIMU
APUTMOTCHHBIMU 3a00JICBaHUSIMU, HE HMMEIOMUX Kakoh-mmoo cumnromatuku [20, 21]. Kak B
Esporie u CIIIA, tak u B Poccum o00s3aTenbHBIM SBISETCS CKPUHUHT CIIOPTCMEHOB TMEpe.
COPEBHOBAHUSIMHU, COTJIACHO TpeOOBaHUAM MEXTyHApOIHOTO OJUMITMMCKOTO KomHTeTa [22, 23,
24], xors mocnenHee uccienoBaHue B M3pamie mokasaqo OTCYTCTBHE H3MEHEHUH B YacTOTE
ciydaeB BCC y npodeccroHaIbHBIX CIIOPTCMEHOB MOCTIe BBEACHUS CKpUHUHTA [25].

CKpUHUHT OMIDKaHIIMX POJICTBEHHUKOB KEPTB BHE3AIMHOW CMEPTH IMO3BOJISICT BHISIBUTH JIUIIA
B 30HE PUCKa, HA3HAYUTh COOTBETCTBYIOLIEE JICUCHUE U TEM CaMbIM MPEIOTBPATUTH APYTHUE CIydau
BHE3AIIHOM CMEPTH B 3TOH CEMBE.

1.4. OcobeHHOCTU KoOAMpPOBaHUSA 3abofieBaHUsI WM COCTOAHUSA (rpynnbl
3aboneBaHumn unm COCTOSIHMN) no MexayHapoaHowm CTaTUCTUYECKOMN
knaccudukaumm 6onesHen un npobnem, cesasaHHbIX co 3aopoBbeM (MKB-10)

146. OcTtanoBka cepina

[46.0. OcranoBka cep/lia ¢ yCHelHbIM BOCCTAHOBIICHUEM CEPICUHOMN ACSTEIHbHOCTH
146.1. Bae3anHas cepaeuHasi CMEpTh, TaK OIMMMCAaHHAs

[46.9. OcranoBka cep/iia HEyTOUHEHHAs

147. ITapokcuszmanbHasi TaXUKapIus

147.0. Bo3BpaTHast xe1yJ04KOBasi apUTMHUS

147.2. KenynoukoBas Taxukapaus

147.9. Ilapokcu3manpHas TaXUKapAUsl HEYTOYHEHHAs

149. Ipyrue HapylieHus CEpACYHOTO pUTMa

149.0. ®ulpuIsAIUs U TpeneTaHue )KeIyI0UKOB

149.3. IlpexneBpeMeHHas AENOIAPU3ALNS KETYA0UKOB
149.4. Jlpyras u HeyTOUHEHHas! 1EMOJIIpU3aus

[49.8. JIpyrue yrouHeHHbIE HapyLIEHHs] CEPAECYHOTO pUTMa
149.9. Hapymienne cepieqHOro puT™Ma HEYTOUHEHHOE

1.5. Knaccudmkauusa 3aboneBaHmsa unm coctosiHUA (rpynnbl 3aboneBaHun unum
COCTOSIHUWN)

Knaccuukanus >kenyJIodyKOBBIX HapylIeHMH pHUTMa ceplla OCHOBaHA Ha HECKOJBbKUX
KITFOUYEBBIX TOJIOKEHUSX.

IenecooOpa3Ho BbIACTICHHE CIEIYIOIUX BHUIOB KIMHMUYECKH 3HAUYMMBIX HKETyJOYKOBBIX
ApUTMUIL:

- )KemynoukoBas skcrpacuctonus (XKD — akryanpHa kinaccudukanus no B. Lown u M. Wolf,
a tarke M. Ryan) [26, 27]

- HeycToHuMBas xenynoukoBas Taxukapaus (HYXKT)

- ycToiuuBas xenynoukonas taxukapaus (YKT):

- MoHoMopdHas KT

- nonmumopduas KT

- IOCTOSIHHO penuauBupyomas/Hexynupytomascs XXT u sanexktpudeckuii mropm

- pubpmsanus/Tpeneranue xexynoukon (OXK/TXK)

Ilo sTnonoruu: OTCYTCTBHUC UJIK HAJIMIUC OCHOBHOTI'O CTPYKTYPHOI'O 3a00JIeBaHUS cepana.
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- WamonaTudeckue >KemyqOYKOBBIE apUTMHUM TPU OTCYTCTBUU CTPYKTYPHOTO 3a00JICBaHUS
cepana ("mobpokavyecTBeHHBIC").

- XKenynoukoBble apuTMHUU TIPU OTCYTCTBHH SIBHOTO CTPYKTYPHOTO 3a00JIEBaHUS CepAla MpH
HaJIMYMKU BPOXKACHHBIX CHUHIPOMOB WJIM T. H. KaHajomaThid — '"3JI0Ka4yeCTBEHHBbIE": CHUHAPOM
ynmuHeHHoro wuHTepBasnia QT, cuHapom bpyrama, karexonamMuH3aBUCHUMAas ToduMopdHas
JKEITYIOYKOBasl TAXUKAPUs, CHHIPOM KOpOTKOTro nHTepBaia QT, cuHApOM paHHEH penospu3aiuu
JKEITYTOUKOB.

- JKenymnoukoBble apUTMHH MPU OTCYTCTBUH SBHOTO CTPYKTYPHOT'O 3a00JI€BaHUS Cep/lia Mpu
HATMYUU OOpaTHMBIX METAa0OJMYECKHX WM JIEKAPCTBCHHBIX NPUYUH (HAIPUMEp, BTOPUYHBIN
CHUHJIPOM yJIMHeHHOTro nHTepBana QT).

- JKenynoukoBble apuTMHUH MPU HATHIUH CTPYKTYPHOTO 3a00JIEBaHUS Cep/Iiia.

Bonbiioe 3HaueHue Al KITMHUYECKON MPAKTUKU UMEET pUCK-cTpaThudukanus (tadm. 1).

Ta6nuua 1. Knaccudumkaums xenyaoukoBbix aputmun J.T. Bigger (1984)

Kpurtepuu JoGpokauecTBEeHH [TorennumansHO 3nokauectBeHHble JKTA
cTpaTudUKaIIU pUCKa bie XKTA 3JI0KA4E€CTBEHHBIE
KTA
Puck BCC Hu3zknii Cpennuit Bricokuit
Knunnka Cepauebuenue Cepnauebuenue Cepanebuenue u
CUHKOMNAJIbHBIE COCTOSHUS
Opranunueckoe Her Ectp Ectp
MopaxeHue cep/aia
KenynoukoBas Penkas v Cpennsia unu yacrass | CpenHsis WM yacTas
AKCTPACHUCTOJIHS cpemHsis
[Mapuas XKD unu KT | O6b14HO HET HeycroituuBas XXT VYeroitunbas XT
Lenp neuenus YMeHblIeHHe YMeHbllIeHne CHMXeHHe JIeTalbHOCTH,
CHUMIITOMOB CUMIITOMOB, CHI)KEHHE |TOJIaBJIEHUE apUTMUH,
JIETaTbHOCTH YMEHBIIEHUE CUMIITOMOB

1.6. KnuHuMuyeckas KapTuHa 3aboneBaHusi WUNMU  COCTOAHMA  (rpynnbl
3aboneBaHUM UNU COCTOAHUN)

Knunuyeckue mposiBIeHHs KeTyJOUYKOBBIX TaXHAPUTMHUN MOTYT CYIIECTBEHHO Pa3InyaThCs —
0T a0COTIOTHON OECCUMIITOMHOCTH JI0 cepaleOneHus, AMckoMpopTa B Tpyau, 3arpyAMHHON Oou,
YAYIIbsI, TOJTOBOKPYKEHHUS, TPECUHKOMAIBHBIX U CHHKOMAIbHBIX COCTOSHUHM, MOJTHONH OCTAaHOBKHU
KpoBooOpareHusl. YJaleHHoe cep/iednueHne, mpeaooMoOpodHOe COCTOSSHUE W OOMOPOKH — TPH
HanOosiee BaXHBIX CHMIITOMa, KOTOpbhle TpeOyloT TIiaTenpHOro cOopa aHamMHe3a U
IOIIOJIHATEILHOT0 00cenoBanus g uckiroueHus JKTA.

2. AnarHocTuka

KpMTepMM YCTaHOBKM AnarHosa:

I[I/IaTHOCTI/I‘lCCKOC OGCJ’ICI[OBaHI/IC npu TMOAO3PCHHUHN Ha KCIIYOAOUYKOBBIC HAPYIICHHUA PpHUTMaA
BKJIIOYACT CICAYIOMIUC DTAIlbl:
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- THIATENFHOE U3YUYCHHE KAI00, NCTOPUU 3a00IeBaHUS 1 CEMEHHOTO aHAMHE3a;

- OCMOTp ¥ (PpU3HUKAIBHOE 00CIICIOBAHNUE;

- 1abOpaTOPHO-MHCTPYMEHTAIBHBIE METOJIbI HCCIIEIOBAHMUS: O0JIee MPOCTHIE Ha TIEPBOM dTarie
U CIIO)KHBIE — Ha BTOPOM 3Tarie 00ciieoBaHus (110 TOKa3aHUsIM);

- TaTOJIOTOAHATOMHUYECKOE HWCCIEJIOBAaHUE U MOJIEKYJSPHBIA aHadu3 KEPTB BHE3ATHON
CepACYHON CMEPTH;

- TEHETHYECKOE TECTUPOBAHNUE;

- BU3YQJIM3UPYIONIHE METOAUKH U MOP(OIOTHUECKHE UCCIICTOBAHMS.

2.1. XKano6bbl 1 aHamMHe3

- PexomeHnnyercs npu orpoce namueHTa ¢ KD OLEHUTh TSKECTh KIMHUYECKUX MPOSIBICHUIN
XD [26, 27].

EOK IC (VYP C, VI 5).

KommMmenrtapuii. Xapaktep KIMHMYECKOW cumnTomMaTuku XKD, a Takxke ee 3HaueHue s
MIPOTHO32a 370POBbS U KU3HU MALUEHTOB 3aBUCST OT (JOPM MPOSIBICHUS CAMON SKCTPACUCTOIUH, HO
B enie OONbIIeH CTEIIEHH — OT OCHOBHOTO 3a00JIeBaHMs, KaK NPUYMHBI €€ BOZHUKHOBEHUs. Pekas
onuHouHas KD y Juil, HE UMEIOIIMX MPU3HAKOB OPraHWYECKOHN IMATOJIOTUH CO CTOPOHBI CEpIla,
MOJKET MPOTEeKaTh OECCUMIITOMHO MM MaJOCUMIITOMHO, MTPOSBIISACH JIMIIb OILIYIIEHUEM MepedoeB
CO CTOpPOHBI CepAla, TEPHOAMYCCKH OCCIIOKOSAIIMX TNalMeHTOB. Yactas SKCTPACHCTONUS C
nepuogaMu OUreMUHUHU, OCOOEHHO Y MAalMEHTOB CO CHUKEHHBIMU MOKa3aTeNsIMU COKPAaTUTEIbHON
¢ynkuuu cepaua (MBC, xapmmomuonaruu, apyrue (GopMbl HNOpPaKEHUS MHOKapla), MOMHUMO
nepe0oeB, MOXXET MNPHUBOJUTh K CHIDKEHUIO apTePUAIbHOTO JaBIICHUS, TOSBICHUIO YYBCTBA
c1a00CTH, TOJOBOKPYKEHUIO, MOSBICHUIO M HAPACTAHUIO OJIBIIIKH.

- [Ipu ompoce manueHTa co CTPYKTypHBIM 3a00JIeBaHUEM CEp/Ia, UMEIOIIEro BHICOKHI PUCK
JKEITYTOYKOBBIX apUTMUN, PEKOMEHYETCS IIeJICHANPABICHHO BBISICHATh HAJIMYUE KaJI00, KOTOpHIC
MOTEHIIMAIBHO MOTYT OBITH OOYCIIOBJIEHBI MAPOKCU3MAIIBHBIMH JKETyJOUYKOBBIMU apUTMUSIMH |26,
217].

EOKIC (YYP C, VI 5).

KomMmeHnTapuii. TskecTb KIMHMYECKUX TMPOSBICHUM 3aBHCUT OT YacTOThI CEPICYHBIX
COKpAIIIEHUI BO BpeMsl MapOKCH3Ma, HAIMYUS WU OTCYTCTBHUS CTPYKTYPHOTO 3a00JIeBaHUsI cepiia
Y COIYTCTBYIOLIEH MaToNoruu (HampuMep, aTepockiiepo3 oOpaxuonedanbHbIX apTEepUil).

- XenynoukoBble HapyIIeHUsT pUTMa PEKOMEHJYeTCsl paccMaTpuBaTh B KayeCcTBE OJHOM U3
BEPOSITHBIX TPHUYMH CHHKOMAIBHBIX COCTOSIHHH Y TAIlMEHTOB CO CTPYKTYPHBIM 3a00JIeBaHUEM
cepAla, OCOOEHHO y TMAalMEHTOB, IMEPEHECIINX OCTPbIi HH(ApKT MUOKapAa, CO CHIKEHHOU
(pakuueii BBIOpoca JIeBOro xkenyaouka [26, 27].

EOK IC (YYPC, YA S).

- I[Ipu omnpoce namnuenta pexkomenayercs paccmarpuBate CYNQT u kaTexoiaMuHEpru4ecKyro
nonuMopduyto KT B xauecTBe BO3ZMOXKHBIX NMPUYMH KApAUOTEHHBIX CHHKOIAJIBHBIX COCTOSHUM,
BO3HHUKAIOIIMX Ha BBICOTE (PU3UUECKOM WM SMOIMOHAIBHOM HArpy3ku, 0COOEHHO y MOJIOJBIX
MaIMeHTOB, HE UMEIOIINX CTPYKTYPHOTO 3abosieBanus cepara. [26, 27, 453, 450].

EOK IB (YYP C, Y 5).

KommenTapuii. [Ipu cbope anamuesa nauuentoB ¢ CYUQT pexomeHayeTcs yAensTh Takke
BHUMaHUE TNPUHUMAEMbIM MalMEHTOM JIEKApCTBEHHBIM IIperaparaMm, IOCKOJIbKY YJIUHEHHE
untepBana QT Moryr BbI3bIBaTH MHOTHE HEKapJIUMOJIOTHUYECKHE JIEKAPCTBEHHBIE CpPEICTBA
(ToCTOSIHHO OOHOBIISIEMBIN TEepeueHb MpelcTaBieH Ha caiite https://crediblemeds.org/; Takxke
aKkTyasibHas nHGopManusa o mo00UHbIX 3P (eKTax MeIUKaMEHTO3HbIX MTPenapaToB MpeCTaBIeHa Ha
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caifre https://www.drugs.com/).

- V manueHroB, y KOTOpbIX mpeanonaractcs win umeercss JXTA, pekomeHmoBaH cOop
CeMEHOro aHaMHe3a, HAICJCHHBIN Ha BBISABJICHUE CIydaeB BHE3AIHBIX M HEOOBSICHHUMBIX CMEPTEi
(HarpuMep, YTOIUIEHHE) cpead poiacTBeHHHKOB I-1I cremeHeil pojcTBa B MOJIOJOM BO3pacTe ¢
[CJIBI0 OLIEHKH BEPOSTHOCTH TE€HETHYECKH JIETCPMHHHUPOBAHHBIX KETYIOYKOBBIX HAPYIICHUMN
putMa cepaua [26, 27].

EOK IC (YYP C, VI 5).

2.2. PusukanbHoe oobcneagoBaHue

- BceM oOcneayeMbIM MaleHTaM PEKOMEHYETCsS MPOBOJUTH CICAYIONIUE CTaHIapTHBIC
U3MEPEHUS, B COOTBETCTBUU C JICUCTBYIOIIMMH PEKOMEHIAIIASIMU:

- aHTPOITOMETPUYECKHUE IMOKa3aTeu (POCT, BEC, HHJIEKC MACCHI TeJIa, OKPYKHOCTD TaJIHH);

- TEPMOMETPHSI M OI[CHKA COCTOSIHHS KOKHBIX TTIOKPOBOB;

- OIICHKA HAJIMYHUS OTEKOB U UX PACIpPOCTPAHCHHOCTH;

- OIIPEJICIICHUE YPOBHS CHCTOJIMYECKOTO M TUacToIrmaeckoro AJl;

- majblanus Mmyjabca Ha MnepudepruuecKux apTepusX C OICHKOH YacTOThl M PETYJSPHOCTH
pUTMa;

- OIICHKA HAOyXaHUs W IyJbCAIlMU MICHHBIX BEH, YTO MOXKET CBHJIECTEIHCTBOBATh O HAIMYHUU
BEHO3HOI'0 3aCTO;

- ayCKyJbTallUsl CepAlla, COHHBIX, IMOYEYHBIX M OCJAPCHHBIX apTEpUll IS BBIABICHHS
MATOJIOTUYECKHX ITYMOB;

- MaJbIaIs IUTOBUIHOM KeIe3bl: pa3Mephl, 00JIE3HEHHOCT, ITOABUKHOCTS [26, 28].

EOKIC (YYPC, YOI 5).

KomMmenTapuii. B jomojiHeHHE K OCHOBHBIM I10Ka3aTelsiM PEKOMEHJIOBAHO OICHUBATH
crenupUIeCKUe U3MEHEHHUS C IEJIbI0 MCKITIOYCHHSI OOpaTHUMBIX MPHYWH, KOTOPHIC TMOTCHIIMATBHO
MOTYT OBITH AaCCOIIMMPOBAHBI C JKETYJOYKOBBHIMH HApYIIEHUSMU pHUTMA. BaxXHBIM SBIsSETCS
CKPUHUHT KOXKHBIX MTPOSIBIICHUH PEIKMX CHCTEMHBIX BOCTIAIMTEBHBIX (CKICPOJCPMUS, CAPKOHJI03)
U nHPEKIIMOHHBIX 3a00eBanuii (6ose3np Yaraca, 6oppennos u ap.) [29, 30, 31, 32].

- BblsgBieHMe NpPU3HAKOB I'€MOAMHAMMYECKON HECTaOWUIBbHOCTU (CHUXKEHMSI apTepHalIbHOTO
JIABJICHUS) PEKOMEH/I0BAaHO NpU (PU3MKAIBHOM OOCIEI0BaHMM MAIMEHTOB C MapOKCHU3MaJIbHBIMU
HapyIIeHUsIMU puTMa cepana [33, 34].

EOK IC (YYP C, Y 5).

KommenTtapuii. [Ipu mogasmnsitomiem OOIBITMHCTBE KETYJOUKOBBIX HAPYIICHUH pUTMa Cep/Iiia
npu  (uzMkambHOM OO0C/EOBaHUM TAllMEHTOB BHE MAapOKCH3Ma Kakue-NuO0O H3MEHEHHs He
oTMeyaroTcsi. BHeouepeaHble cepieyHble COKpAIIeHUsl (3KCTPAcHCTOJIbI) MOTYT OBITh OTMEYEHBI
IIpU MOJICUETE MYyJIbCa, U3MEPEHUH apTePHAIbHOTO AABJICHUS WU ayCKYJbTallMM cepAlla NalleHTa.
B penkux ciyuasx npu obcnenoBanuu nanueHTos ¢ BpoxkaeHHbIM CYUQT unu AKIDK Bo3moxHO
oOHapyXeHHe aHOMaJINi OPraHOB UYBCTB (BPOXJACHHAS INIyX0Ta) U KOCTHO-CYCTaBHOM CHCTEMBI.

2.3. llabopaTtopHble AMarHoCTU4YeCK1ue nccrnenoBaHuUA

B paMKax OGCHGJIOBaHI/IH uenecoo6pa3Ho MMPOBCACHUEC CTaHAAPTHOI'O na60paTopHoro
MHWHHUMYMa, BKIIIOYAIOIIETO O6HIGKHHHI/I‘—I€CKI/II71 1 OMOXUMMYECKUN aHaIN3 KpOBH JJIA OIPEACIICHUA
YpPOBH:A O6H.[CFO CCPACUHO-COCYAUCTOI'0 PpHUCKA, C KOHTPOJICM IOOMNOJHHUTCIBHBIX IIapaMCTPOB,
MO3BOJIAIOINIUX TOATBEPAUTE WM HCKIIOYUTH MPEXOOAIIUC KOPPUTHUPYEMBIC HAPYUICHUA,
MNOTCHUUAJIBHO 3HAYUMBIC JIs1 BOSHUKHOBCHUA KCITYJOYKOBBIX HapyIJ_IeHI/Iﬁ puT™Ma cepaua.
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- PexoMenpayercs npoBeneHne o01mero (KIMHUYECKOr0) i OMOXMMHYECKOTO aHaIn3a KPOBH B
paMKax MepBUYHOTO 00CIEI0BaHUs U B MPOLIECCe TUHAMUYECKOr0 HAOIIOCHHS y BCEX MAIlMeHTOB
C JKEIyJJOYKOBBIMHU TaXUAPUTMUSMH JIJIsl HCKIIFOUCHHUSI COIYTCTBYIOLIMX 3a0oseBanuii [594, 596].

EOK ner (YYP C, VI 5).

- PexoMeHyeTCst IpoBe/ICHUE UCCIIC0OBAHIE YPOBHS KPEaTHHWHA, HATPUS, KK, TJIFOKO3bI,
obmiero  Oenka, C-peakTMBHOrO  OejKa, AaKTHMBHOCTH  aclapraTaMHHOTpaHcdepassl
allaHuHaMHUHOTpaHchepassl, 001Iero OMIMPYOUHA, MOYCBOM KHCIOTHI B KPOBH Y BCEX MAIUEHTOB C
JKEIyTOYKOBBIMH TaXHAPUTMHUSMH B paMKaX IIEPBUYHOTO OOCIEAOBAaHHUS W B IIpoIecce
JTMHAMHAYECKOTO HAOJIIOICHHSI [T HCKITFOUEHHSI COMYTCTBYIOIIUX 3a0oeBanuii [597-604].

EOK mer (YYP C, Y/ 5).

- Bo Bcex cnyuasx y manuenToB ¢ )KTA pekomennoBano oOcneoBaHue Ha MOJTBEPKIACHUE
WIM UCKJIOYEHHE Mpexonsiumx (Moauduiuupyembix) (HakTopoB, 3HAUMMBIX IS BOSHHMKHOBEHHUS
JKEITYJOUYKOBBIX apUTMUN (MpUEeM CEpACUHBIX TJIMKO3UJIOB, AHTHAPUTMHYECKUX IPENapaTos,
YpOBEHb Kallud M MarHus B CHIBOPOTKE KpPOBH, MpPHU3HAKKW OCTPOro HH(MapKTa MHUOKapia,
runepTupeos u ap.) [26, 27, 605, 606, 607].

EOKIC (YYPC,YIUN5).

- Jlaumentam co 3HaunMmbIM yanuHeHueMm wuHTepBata QT na OKIT pekomenpoBaHo
IPOBE/ICHUE KOMILJIEKCAa aHAJIM30B JUISl BBIBICHUS NMPEXOAALIMX IPUYHMH (HapuMep, THIIOTHPEO3a,
TUIIOKAJIMEMUH, IIPUEMa JIEKAPCTBEHHBIX MPENapaToB, META0OIMUYECKUX HAPYIICHUH, TPUMEHEHUS
pasHO00Opa3HBIX AUeET U ap.) [26, 27, 605, 606, 607].

EOKIC (YYPC, YAN)5S).

- Ilanmenram, y koropeix Ha OKI' perucrpupyercs bpyraga-narrepH, peKOMEHIOBaHO
NPOBEICHUE KOMIUICKCA AHAJIM30B JJISl BBIABICHHS TNPEXOAANIMX NPUYMH (HAIpUMEp, OCTPOTo
KOPOHAPHOTO CHHIPOMA, TPOMOO0IMOOJIMH JIETOYHOM apTepHH, epruKkapauTa u ap). [26, 27].

EOK IC (YYPC, YA S).

2.4. UHcTpyMeHTanbHbIe AUarHocTu4eckne nccrneaoBaHus

CKpPUMHMHI NauMeHTOoB C npeanonaraeMbIiMU UNuU aokasaHHbiMu XKTA

CrannmaptHas OKI' B 12-TH OTBelE€HHUSIX MOXET CIIOCOOCTBOBATh BBISBICHHMIO NMPU3HAKOB
HaCJIECTBEHHBIX 3a0oseBanui, cBa3aHHbIX ¢ KA u BCC, Takux kak KaHajomaTuu (CHHIPOM
yanuHeHHoro uHTtepsana QT u cungpom kopotkoro nnrepsana QT, cunnpom bpyrana, KIIKT) u
kapauomuonaruu (AKIDK u 'KMII). Ha cTpykTypHYI0 HaTOJOTHIO Cepilla YKa3bIBAlOT TaKue
OKTI'-npusHaku, kak Onokana myuka ['mca, arpuoBeHTpukyisipHas (AB) Onmokana, runeprpodus
xKenmyaouka U 3yoenr Q, XapakTepHbIH Ui UIIEeMUYEcKOW O0Ne3HH cep/ia WK HHPUIBTPAaTUBHON
KapAMOMUONATUU. OJIEKTPOJUTHBIE HapymieHUs: U 3((eKTbl pazIuuHbIX JIEKAPCTBEHHBIX
IpenapaToB MOTYT MPUBECTH K HAPYIIEHUIO PENOJISPU3ALUT U/ UK yIUTMHEHUI0 KoMIuiekca QRS.

W3 nHCTpYMEHTAJIbHBIX METOJIOB IMarHOCTUKH Yallleé BCEro MCIHOJB3YIOT 3X0Kapauorpaduio,
KOTOpass — IO CPaBHEHUIO C MarHUTHO-pe3oHaHCHOW Tomorpadueit (MPT) m kommbroTepHOU
tomorpadueit (KT) cepaua — sBisercs MeHee NOpOTOCTOALIEH, Ooee TOCTYIHOM M MO3BOJISET C
BBICOKOW TOYHOCTBIO JIMArHOCTHPOBaTH 3a00JieBaHMS MHOKapja, KIAlMaHOB cepAala MU
BpPOXJIEHHBIE TOpOKH cepana, cessandbie ¢ JKA u BCC [40]. Kpome Toro, y OoNbIIMHCTBA
NalMEeHTOB OHA MO3BOJISET OLIGHUTh cucToinueckyro (yHkiuio JOK u permonanbHoe nBMXKEHUE
CEepAEYHOMN CTEHKH.

- Brinonnenune OKI’ (pacuudposka, OIMCaHue U MHTEpIpeTanus
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ANIEKTPOKapAUOTpadUIecKUX JaHHBIX) B 12-TH OTBEACHHUSIX PEKOMEHJOBAHO BCEM MAIMEHTaM IPH
IPOXOKICHUH 00CIIEI0BAHKS Ha IPEAMET BBIABICHHUS Keaya04KoBbiX aputmuii (JKA) [26].
EOK IA (YYP A, V]I 1).

- IIpoGa ¢ no3upoBaHHOW (U3HYSCKOW HArpy3KOH pPEKOMEHJOBaHA NAI[UCHTaM, €CIIU
W3BECTHO WM TMPEAINONIaraeTcs, 4YTO >KENYIOYKOBBIE ApPUTMUU IPOBOIUPYIOTCS (U3HICCKON
HArpy3Ko#, JUI1 YCTAHOBKM JHArHo3a, ONpPEICICHHS ITPOrHO3a OIEHKH PEe3yJIbTaTOB
MEIMKaMEHTO3HOM Tepanuu win abnauu. [26, 27, 44].

EOKIA (YYPC, Y/ 5).

- Oxokapauorpadus s oueHku ¢pynkuun JOK u IDK 1 BeIssBIEeHHS CTPYKTYpPHOI NATOJIOTUN
ceplua PEeKOMEHJIOBaHa BCEM MAlMEHTaM C IpexanosiaracMbiMu uMiad AokasaHHeiMH JKTA wmm
UMEIOLIMM BBICOKUH pHCK pa3ButHs Tsokenbix KA uwiu BCC [27, 41, 43].

EOKIA (YVP C, YA/ 5).

KommMmenTapuii. Oxokapauorpaduio cieayeT BBITOJHATh BCEM NAlMEHTaM Npu Hamuuuu KA
U TIOJO3PEHUU Ha CTPYKTYPHYIO IIATOJIOTHIO CEPALA, a TAKKE y NMAalMEHTOB C BBICOKMM PHCKOM
passutus KA wm BCC, Hanpumep, mNpu IWIATAIMOHHOW, THUNEPTPOPHUECKOW WU
IPAaBOXKEITYZ0UKOBOM KapAMOMMONATUH, a TaKXe y MalMeHTOB, MEPEXHUBIIUX OCTPbIM MH(apKT
MHUOKap/a, WIK Y POJACTBEHHUKOB MAIlIEHTOB C HACIEICTBEHHBIMH 3a00JIEBaHUSIMHU C BBICOKUM
puckom BCC.

- Harpysounsiii crpecc-tect  (3neKkTpokapauorpadus/sxokapauorpadus/mepdy3noHHAs
onHOGOTOHHAs OSMHUCCHOHHAs KOMIbIOTepHas Tomorpadgus ¢  (Qu3MdYeckoi  Harpy3Koi)
pexomeHi0BaH nanueHTaM ¢ JKA, UMEIOIIMM CPeHIOI WIH BbICOKYIO BeposaTHOocTh MBC, ucxons
13 BO3pacTa WIM CUMITOMOB, C LI€JIbIO IPOBOKAIIMU UIIEMUYECKUX U3MEHEHHUI WM JKeTy10YKOBBIX
apUTMUM, a TaKKe JJI1 YTOUHEHHUS JMartHo3a u nporHos3a npu Hainuuu JKTA, uHAYIUpOBaHHBIX
busznyeckoil  HArpy3koil, WM  TOJO3PEHUH  HA  JIAaHHYI  MaTOJOTHI0,  BKJIOYas
KaTexojaMuHepruueckyto nonmumopduyro XKT [41, 43, 44, 45].

EOK IB (YYP C, Y 5).

KommMmenTapuii. HekoTtopbiM manueHTaM MokasaHa sXoKapAuorpadus ¢ JeKapcTBEHHOW WIIH
dbuznueckoit Harpy3koit ("ctpecc-0XO"), B ToM uncie manueHTaM, Y KOTopbix KA MOXeT ObITh
CIPOBOIIMPOBaHA MILIEMHUEH, a TaKXKe€ TeM, KTO HE MEPEeHOCHUT (PU3MUECKHE HArpy3KH WIM HMEET
n3meHeHns OKI' B nokoe, 4o orpaHnuuBaeT To4HOCTh DKI' 17151 onpenenenus uiemun.

- Bemonaenne MPT wmm KT cepama y nmanmueHTOB € KENyJIOYKOBBIMU APUTMHUSIMH
PEKOMEH/I0BaHO B cllyyasx, Korja sxokapauorpadus He gaet TouHoi nadopmanyu o Gynxun JDK
u [1K u/mnm o CTpyKTYpHBIX U3MEHEHUSX cepaua. [26, 27].

EOKIA (YVYP C, VI 5).

- Ilpu penkux cumnTomMax (K NHpUMeEpy, CHHKOMNAIbHBIE COCTOSHUS) U HEBO3MOXXHOCTU
peructpaunn OKI' BO BpeMs 3nH301a XOJITEPOBCKUM MOHUTOPHPOBAHUEM PEKOMEHIOBAHO
WCIIOJIb30BaHUE HAPYXHOTO WJIM HMMIUIAHTUPYEMOIO KapJIMOMOHUTOpA Ul JOJITOBPEMEHHOMN
PETUCTpalMU 3JEKTPUUECKON aKTUBHOCTH TMPOBOJAIIECH CHUCTEMBI CepJlia C LENbI0 BbISBICHUS
BO3MOJKHBIX TPaH3UTOPHBIX apUTMHUH, CIOCOOHBIX BBI3BIBATh TaKKe CUMITOMBI [ 36, 37].

EOK IA (YVP B, V1 3).

KommMmenTapuii. KapanoMoHUTOpPEl MMILUIAHTUPYEMBIE, KOTOPBIE MOCTOSIHHO MOHUTOPUPYIOT
CEpJICYHBI PUTM M PETUCTPUPYIOT COOBITHS 3a MEPUOJ BPEMEHHU, M3MEpSEMBI rojaMu, MOTYT
OCYIIIECTBIIATh 3alIUCh aBTOMAaTHYECKH B COOTBETCTBUM C 3apPAHEE YCTAHOBIEHHBIMU KPUTEPUSIMH.
Takue ycTpoWcTBa JAlOT IEHHYIO MH(POPMAIMIO IS JUATHOCTUKH CEPbE3HBIX TaXHapUTMHN H
OpaavapuTMUil Yy TMalMEHTOB C YIPOXKAIOIMMHU CHUMITOMaMH (HampuMmep, CHHKONAJIbHBbIE
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COCTOSIHHUS).

- Curnan-ycpeanennas OKI' pekomennoBana mia ynydmenus: guarHoctuku AKMIT DK y
MAlMEHTOB C JIMarHOCTHUPOBAHHBIMU >KEIY/JOYKOBBIMU HAPYUICHUAMH PUTMA WJIA HMEIOUIUX
BBICOKHI PUCK Pa3BHUTHS KU3HEYTPOKAIOIIMX JKETyI0YKOBBIX apuTMuii [38, 39].

EOK IB (YVYP B, Y/ 2).

KommenTapuii. C momompto curHan-ycpeanennoin DKIT (CY-DKI') ymaercs ynydmuTh
COOTHOIIIEHUE CUTHAI-TIyM sl moBepxHOCTHOW OKI' Takmm 00pa3om, 4TO CTAHOBATCS BUIHBI
HU3KOAMIUIUTYAHbIE CUTHANbl (MUKpPOBOJIbTAX) B KOHIE KoMmiuiekca QRS, kotopbie Takxke
HA3bIBAIOT "MO3MHMMU moTeHnuanamu'. [lo3gHMEe MOTEHIMANbl YKa3bIBAIOT Ha 00NacTH
M3MEHEHHOTO MHOKap/Aa C 3aMeUICHHBIM MpPOBEACHHEM — BO3MOXHBIH cyoctpat st KTA mo
MexaHuzMy pueHTpu. HcnonszoBanne CY-OKIT monmesno ¢ menbio  nuddepeHnuanbHon
JIMarHOCTUKU CTPYKTYPHBIX maTosiorui cepaua, Takux kak AKIDK, y mauuentos ¢ KA.

- MPT cepana nnu KT crnenyer paccmarpuBaTh B KauyecTBE JMATHOCTUYECKOTO METOAA Y
nanuenToB ¢ JKA, ecnu 3xokapauorpadus He 1Mo3BoJisieT TouHO oneHuTh QyHkuuo JOK u [DK
W/WIH CTPYKTYpHBIC n3MeHenus [26, 27].

EOK IIAB (YVYP C, Y/ 5).

Kommenrapuit. Tounoe onpenenenne @OBJDK  BO3MOXKHO Takke C  IIOMOIIBIO
BEHTpPUKYJOrpaduu cepAla WIM KOMIIBIOTEPHO-TOMOIpaMuecKo BeHTpUKylorpaduu, uTo
OCOOEHHO LIEHHO JJISl MAIIMEHTOB, Y KOTOPHIX 3TOT MOKA3aTellb HE yJIaeTCsl ONPEIENIUTh BO BpEMs
9XOKapauorpapuu.

MHBa3uBHbIE MeTOAbI AUArHOCTUKMU

- Koponapayto aHruorpaduio peKOMEHIYETCS PACCMOTPETh IS TOATBEPIKICHUS WU
UCKJTIOYCHHS HATUYUSI TeMOJIMHAMUYECKH 3HAYUMBIX CTEHO30B KOPOHAPHBIX apTEepHil y MalueHTOB
¢ xkus3HeyrpoxaomumMu KA win nepexxuBimux BCC, koTopbsle UMEIOT CPEIHIOI WM BBICOKYIO
BepostHOCTh UBC, yunThIBast BO3pacT u cuMmntomsl [26, 27, 43, 45, 46].

EOKTTAC (YYP C, YOI 5).

- PeHTreHOKOHTpacTHasi BEHTpUKyJIorpadus W/uiau Ouorcus MUOKapja MpaBoro >KeJIyl0uKa
pexomenayercst 1uist nuarHoctuku AKIDK u muokapauTa B citydae, eciii AMarHo3 HE MOXKET ObITh
IIOCTABJICH WM UCKIIOYEH HAa OCHOBAaHMUM PE3YyJIbTAaTOB APYIMX HEHUHBA3UBHBIX HCCIICIOBAHUNU U
coxpanstores mono3penns Ha Hamnurne AKTDK win muokapaura [27, 46].

EOK ITAC (YYP C, YA/ 5).

BHyTpucepaeyHoe anekTpogusnonornyeckoe uccrnegosaHue

Buytpucepaeunoe snextpodusuonoruueckoe ucciepoBanue (OPU) ¢ INICXK ucnonszyercs
st oneHku wHAyKiuu KT, kapTupoBaHUs MOTEHIIMATBHON 00JiacTH abJiialluM, OIIEHKH PHCKOB
noBTopHBEIX 3mu3040B KT wmmum BCC, a Ttakke ans BBIABICHHMS NPUYMH TOTEPU CO3HAHUA,
BO3MOXXHO CBSI3aHHBIX C HapYIICHUSMH PUTMa, W JUIS ONPEICICHUs MOKAa3aHWH K MPHUMEHEHHIO
UMIUIAaHTUPYEMOro KapiuoBepTepa-nedudpmnisropa (MK***).

- [TannenTam, UMEOIUM XapaKTEpHbIE KIMHUYECKHE IMPOSIBICHUA, HO He nMeronmm OKI,
3aperuCTPUPOBAHHBIX BO BPEMs MPUCTYIOB, a TaK)Ke B CIy4asX, KOIrJa AMAarHO3 HE MOXET ObITh
OJIHO3HA4YHO TOCTaBJIeH Ha ocHoBaHuu OKI', 3apernctpupoBaHHOW BO BpeMsl MapOKCU3Ma, AJIS
uaykiun KT u Bepudukanum auar€osa peKOMeHAyeTcs MpoBefeHue BHyTpucepaeuHoro DDU.
[26, 27].

EOK IB (VYP C, YA 5).
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- Bayrpucepaeunoe 9PU pexomenayeTcs npu xagodax Ha 0OMOPOKH M MPU MOJO3PEHUH Ha
OpaauapuTMHUI0O WJIM TaXUAPUTMUIO, C YYE€TOM CHUMIITOMATUKH (Hampumep, ydalleHHOe
cepauneOreHne) Wik Pe3ylbTaTOB HEMHBA3MBHOTO 00OCIEIOBAaHUS, OCOOCHHO JUI MAalMEHTOB CO
CTPYKTYpHO# maTosiorueii cepana. [47, 48].

EOK IB (YYPC, VI 4).

KommMmenTapuii. OOMOpOKH SIBJISIOTCS HEONAronpusiTHBIM TPU3HAKOM Yy TAlMEHTOB CO
CTPYKTYPHOM MaTOJOrHel cepaua, ocoOeHHO mpu BblpakeHHoW auchynkimu JDK. Hammuwme y
nanueHTa Hectokod JKT 1o [gaHHBIM XOJNTEPOBCKOIO MOHUTOPUPOBAHHUSA, OOMOPOKOB U
CTPYKTYPHOH MaTOJIOTHH cepiaua ¢ OOJbIION A0iel BEpOSTHOCTH YKa3bIBAeT Ha MPHUCYTCTBUE
unayuupyemon XKT.

[Ipu coueraHnM CHHKONAIBHBIX COCTOSHUH, 3a00JI€BaHUS Ceplla U CHIKEHHOU (pakiuu
BbIOpOCAa OTMEYAETCsl BBHICOKAS YacTOTa MOBTOPHBIX AMH30/I0B APUTMUU U CMEPTENIbHBIX CIy4aes,
naxe kxorma D®U nmaer otpunarenbHble pe3ynbTaThl. DDU  11emecoo0pa3HO  BBIMONHSITH Y
nanuenToB ¢ auchynkmueit JIK mocie nepeHecenHoro nHdapkra Mmuokapaa (dpakmus Beiopoca <
40%), HO JaHHOE HCCJICJOBAHHE HE SBISETCA UYYBCTBUTEIBbHBIM METOJOM [Jisi TMAlUEHTOB C
HeuleMuyeckoi kapauomuonarue. [Ipu stom naaykuusa nomumopduoit XKT nmn @XK, ocobenno
IPU arpecCUBHOM CTUMYISIMM, He sBisercd cneuuduuabiM MapkepoMm. [Ipu MBC nennocth
JTUArHOCTHYECKON MH(popMaIuy, noixydeHHoi npu IOU moxer qocturatsb 50%.

- Bayrpucepaeunoe DPU pexomennoBano st crparudukanuu pucka BCC y manueHTos ¢
cuapomoM bpyrana, ¢ AKIDK, onnako uHTepripeTanusi pe3ysibTaTOB MCCIENOBaHUS TpeOyeT
0CTOpPOXKHOCTH [26, 47, 48].

EOK IB (YYP B, Y1 3).

KommenTapuii. OrcyrctBue unaykuuu KT win @X B xone uccieqoBaHus yKas3blBaeT Ha
OJaronpusATHBIN MPOrHO3, OAHAKO MporHocThueckas 3HauumocTh MHAYKuuMU KT mimm OX B
HACTOSALIEE BPEMs HE OIIPEEIICHA.

- Bayrpucepaeunoe DPU He pekomenayercs it crpatudukanuu pucka BCC y mannueHToB ¢
CYUQT (curapomom ykopoueHHoro wuHTepBaia QT) W mnpu KaTeXoJaMHUHEPTHYECKOM
nosumopduoit XKT [26, 47, 48].

EOK I (YYP C, YOI 5).

Kommenrtapuil. O06beM IIeHHOM IHarHocTU4YecKod MH(pOpPMalUH, MOITYYEHHOW C MOMOIIBIO
O®U, cyiecTBEHHO BapbUpyeTCs B 3aBUCHMOCTH OT THIA U TSYKECTH OCHOBHOIO 3a00JIeBaHUS
cepAla, HaIM4Yus WK OTCYTCTBUs crioHTaHHOM KT, mpuHMMaeMbIX JIEKApCTBEHHBIX IMpENapaTos,
IPOTOKOJIAa CTUMYJSUUMU U o0nactu crumyinsuuu. Haubonbinas vacTtora MHIAYKIUM U
BOCIIPOM3BOAMMOCTh METOJIa OTMEYeHa Yy TMAalMeHTOB, NepeHeclnX HH(apKT MHUOKapaa.
Juarnoctuueckas WHGOPMATUBHOCTh OTIUYAETCS B PaA3HBIX TPYMMAaX MMAMEHTOB U OOBIYHO
JIOBOJIbHO MaJia MpU OTCYTCTBHM CTPYKTYPHOW MaToioruu cepiana u m3meHenuit Ha DKI' [48] u
YacTo JaeT JIOKHOOTPHIIATENIbHBIC pe3ynabTarhl [49]. V manueHToB ¢ HOpManbHOU (yHKimen JDK u
0e3 cTpykTypHOil matojmoruu cepama ODPU  MoXeT CHpoBOIUPOBATH HECTEIUPUUECKYIO
TaxuapUTMHUIO.

NMpoBokaumnoHHbIe NPoObl B anarHocTuke XTA

AKTHUBHasi oprocTatuueckas npoba. Ouenka nuHamuku uHTepBana QT mpu peructpauuu
OKT B x01e opTocTaTHUECKOM MPpoOBl 001a1aeT TMAarHOCTUYECKONH 3HAYMMOCTBIO, TTO3BOJISIS B psijie
ciaydaeB BbIiBUTH Jull, OonbHBIX CYUWQT. Tlocne mepexoma B BEpPTHUKAIBHOE TOJOKECHHE
OTMEYAETCS YMEPEHHOE YBEIMYEHHE YacTOTHl CHHYCOBOTO PHUTMA, IIPU O3TOM Yy 3J0pPOBBIX
MAalMeHTOB JIMTENbHOCTh MHTEepBasia QT ymenwimaercs, a y 6ompHBIX CYUQT (ocobGenno 2-ro
THUIIA) IPOAOKUTENBHOCTh HHTEpBasIa QT yMEHbIIAETCS MEHEE CYIIECTBEHHO, HE U3MEHSETCS WIH
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yBenuuuBaeTcs. Y umHeHue koppurupoannoro uarepsaia QT (QTc) B oprocraze 6omnee 499-500
MC SIBIIICTCS OJIHUM M3 THArHOCTHYECKUX KpuTepues [572, 573].

[Tpoba ¢ mo3upoBaHHOH (HU3NUECKOI HArPy3KOM Ha Benodpromerpe uin tpeamuie. Hanbomnee
uH(popMaTUBHA OlleHKa JuinTensHocTH uHTepBana QT B mepuon BoccraHoBieHUA. [[nuTenbHOCTD
uHTepBana QTc > 445 Mc B KOHIIE IIEpH0/ia BOCCTAHOBIIEHUS (CIyCcT 4 MUHYTBI I10CJI€ OKOHYaHUS
Harpy3ku) xapaktepHa misg O0oidbHbIX CYUQT 1-ro m 2-ro tumos. Ilpw 3TOM IIUTENHHOCTH
untepana QTc < 460 Mc B Hauane nepuoAa BOCCTAHOBJIEHHUS I103BOJIIET OTIMYUTH OOJBHBIX
CYUQT 2-ro tuna ot 6osmbHBIX CYUQT 1-ro THma. Taxke BenmuunHa uaTepBana QTc >= 480 mc
Ha 4-i MHUHYTE€ BOCCTaHOBJIEHHUS IIOCJIE CTPECC-TECTa MOXKET CUMUTAThCA OJHUM W3 KPUTEPUEB
nuarHoctuku BpoxaeHHoro CYUQT (kpurtepuii, 1Mo 3HAYMMOCTH COIOCTABUMBIA C HaJIUYHEM
anbrepHaiuu 3yona T) [574].

dapMakoI0ruuecKue MPOBOKALMOHHBIE IPOODI:

[Ipo6a ¢ »snuHedpuroM. [lo3Bosser BoIssBUTH OonbHBIX CYMWQTI1, MOCKONBKY MpU ITOU
dopme 3aboneBaHusi TpH TpoBeAeHUH UWHQPY3UU SHuHEpPHHA OTMEYaeTcs MapaJoKCaIbHOE
yBenuueHue anurenbHocT uHTepBana QT. Ilpoba pacueHuBaeTcsl Kak IOJOXKUTENbHAs MpU
yBenuueHuu JurensHoctd uHTepBaia QT > 30 mc Ha done undy3uu >nuHedpuna B no3e 1o 0,1
MKI/Kr B MuH. CleqyeT OTMETHTh, YTO MpaBHiIbHOE u3Mepenue mmutenbHocTH QT Ha Qone
uH(y3uu SnuHepPUHA YacTO 3aTPYJHEHO M3MEHEHUs MU Mopdoioruu 3yoroB T, ocoOeHHO eciu
IpU STOM PETUCTPUPYIOTCS BbICOKOAMIUIMTYAHBIE BONHBI U. ComyTcTByromuii mpuem Oeta-
aZpeHOOJIOKATOPOB CHUKAET JUArHOCTHYECKYI0 3HAuYUMOCTh MpoObl. Cpeau HexeIaTenbHbIX
peaxIuii, BO3HUKAOMUX Ha (oHe nHDy3un >nuHehprHa, HEOOXOAMMO YIIOMSHYTh apTepHAIBHYIO
TUINEPTEH3UIO U MHAYKIIUIO OMACHBIX JJIS )KU3HH HAPYIICHUH pUTMAa.

I[Ipo6a ¢ #rpudocagermaom. s Oompabix CYUQT  xapaktepHO  yBEITUYCHHE
nponospkurenbHocTd uHTepBaioB QT > 410 mc u QTc > 490 mc, perucrpupyemoe BO BpeMs
MUHUMAQJIBHONH YacCTOTHI CEPJACYHBIX COKpAIICHWA NpH WHAYIUPOBAHHON #TpudocaaeHHHOM
Opamukapauu. B Hacrosiiee Bpemsi AMAarHOCTUYECKAash 3HAYMMOCTH JAaHHOM MpoObl M3ydeHa Ha
OTpaHMYEHHOM KOJIMYECTBE NAI[MEHTOB C TeHeTudecku mnoarsepxkaeHHBIM CYUWQT, mostomy
WHTEPIIPETAINS MTOTYYSHHBIX B XOJI€ UCCIIETOBAHM Pe3ylIbTaToB TpedyeT octopokHocTtu. CYUQT
cienyet auddepeHupoBaTh OT IPYTrUX BO3MOKHBIX TPUYMH CHHKOTAIBHBIX COCTOSIHUM, YUUTHIBAS
OTHOCHUTEIIbHO MOJIOJIOW BO3pacT OOJBHBIX, MPEXKIE BCEro, OT JMHJIEIICHU M Ba30-BaralbHbBIX
00MOPOKOB, a TaK)K€ OT JPYTUX BPOXKACHHBIX KEJIyT0UKOBBIX HAPYILIEHUI pUTMa ceplia.

2.5. UHble gnarHocTtuyeckue uccnegoBaHus

MeToabl monekynsipHo-reHeTu4eckon u IHK-guarHocTukm

- [IpoBeneHrEe KOMIIJIEKCHOTO T€HETUYECKOr0 aHAJIN3a Ha BBISBIICHUE BO3MOKHBIX MyTalui B
rerax KCNQI, KCNH2 u SCN5A (CYHUQT 1, 2 u 3-ro TunoB — Hauboyiee pacnpoCTpaHEHHBIE
dbopmbl 3a0051€BaHUs) PEKOMEHJOBAHO BCEM MAIMEHTaM, WMEIOIIMM KIWHUYECKHE TMPOSBICHUS
CYUQT, oTAromeHHbI ceMEWHbIN aHaMHe3 U yaauHeHue uHTepBana QTc, 3apeructpupoBaHHOE
Ha OKI' B mokoe wiu npu MpoBEIeHUU MPOBOKAMOHHBIX JUAarHOCTUYECKUX MPOO0, a TaKkKe BCEM
nanueHTam, He uMeromum xapakTepHbixX Ui CYNQT kIMHUUECKUX CUMIITOMOB, IPU PETUCTPALVH
Ha OKI' ymmnenus untepBasia QTc > 500 Mc mpu OTCYTCTBHHM JIPYTrMX BO3MOXHBIX IPUYHAH
ymaenust uatepsaiga QT [50, 51, 52].

EOKIA (YVYPC, VI 3).

KommenTtapuil. MeToasl  MOJNEKYISIPHO-TEHETHUECKOW JIMAarHOCTHUKH HMEIOT OOJIbIoe
3HaueHne B juarHoctuke CYUQT u onpenenennn mnporHo3a mnanueHtoB. [Ipm mposeneHunn
KOMILJIEKCHBIX T€HETHYECKMX aHaJM30B MYTALUU yJaeTcs OOHapyKUTh HpUOIU3UTENbHO Yy 75%
MAlEHTOB, ITIO3TOMY OTPULATEIBHBIN pPe3yabTaT TEHETUYECKOT0 aHAIN3a HE TTO3BOJISET OJIHOCTHIO
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uckiounth nuario3 CYUQT.

- [IpoBeaeHre KOMIJIEKCHOTO FEHETUYECKOT0 aHAINM3a Ha BHISIBJICHHE BO3MOXKHBIX MyTallUi B
rerax KCNQI, KCNH2 u SCN5SA pekoMeHI0OBaHO MAallMEHTaM, HE HMMEIOIIUM XapaKTEpHbIX
CYHNQT-cumnromoB, nipu peructpanuu Ha OKI' ypnmunenuss untepBana QTc > 480 mc npu

OTCYTCTBHUH JIPYTUX BO3MOXKHBIX MPUUKH yaauHenus uarepsana QT [50, 51, 52].
EOKIA (YVYPC, YOI 5).

- B cnyuae obnapyxkenust y nanmuerata ¢ CYNQT reHernueckoil MyTanuu Mmpu MpOBEICHUN
CKpUHHUHTA, HANpaBJIEHHOTO Ha BBISBICHHE 3TOH MyTallud, PEKOMEHIOBAHO BCEM OJIU3KUM
POICTBEHHUKAM, Ja)Ke IPU OTCYTCTBUHU Yy HUX XapaKTEPHBIX IS 3TOT0 3a00JIeBaHUS KJIMHUYECKUX
nposiBiienuii u uameHennii DKI U1 olleHKH WHIUBUAyaIbHOrO IporuHo3a [51].

EOK IIaB (YVP C, VI 5).

KommenTapuii. MeTopl MOJIEKYISIPHO-TEHETHYECKON JHUArHOCTUKHM TaKKe PEKOMEH]IOBaHbI
JUIsL IMarHOCTUKK CUHApoma bpyrazna, olHako TIeHETHUYECKHWE MYTallUd y TMalMeHTa yaaercs
OOHapyXUTh JHIIL NpUOIU3UTeNbHO B 30% ciaydaeB (reéH OCHOBHOW CyObEIUHUIIBI HATPHEBBIX
kaHaioB SCNSA), mo3ToMy OTpHUIATEIBHBIM pe3yabTaT TC€HETUYECKOTO aHaju3a HE MO3BOJISIET
MOJIHOCThIO HCKIIIOYUTH JUAarHo3 cuHjapoMa bpyraga. B ciydae oOHapyxeHHs y ManueHTa ¢
cugapomoM bpyraga reHeruyeckol MyTaluMM INpPOBEIACHME CKPUHMHIA, HANPABICHHOIO Ha
BBISIBJICHHE 3TOI MyTalllid, PEKOMEHIOBAHO BCEM OJIM3KUM POJCTBEHHUKAM, JIaXKe MPU OTCYTCTBUU
y HUX XapaKTepHbIX Jyist 3Toro 3adoneBanus usmenenuii OKI'.

- IlpoBeneHue MOJIEKYJISIPHO-TEHETUYECKUX HCCIEAOBaHUM JuiaM, umeromuM KT -
U3MEHEHUs 2-ro0 ¥ 3-r0 TUIIOB CHUHApoMa bpyrajga, mpu OTCYTCTBUHM Yy HHMX KIMHHUYECKHX
nposiieHud u oTsromenHoro mno BCC cemeiiHoro aHamMHe3a B HACTOSIIEE BpeMs HeE
pexomenoBano [50, 51, 52].

EOK IIIC (YYP C, VI 5).

- IlpoBeneHne MoJEKyJISIpHO-TEHETHUECKOIO MCCIEI0OBAaHUS Ha OOHapy)KEeHHE MyTaluil B
rerax RyR2 u CASQ2 pekoMEHJOBaHO BCEM [AllUEHTaM C KaTeXOJaMUHEPTrUYeCKOU
nonumMopduoit XKT u manueHTam, KIMHUYECKHUE MPOSBIECHUS KOTOPBIX € OOJBIION BEPOSATHOCTHIO
MOTYT OBITh O0YCJIOBJIEHBI 3TUM 3a00JI€eBaHHEM, OCOOEHHO MPH OTATOIEHHOM CEMEWHOM aHaMHe3e
s crpatudukanun pucka [50, 51, 52].

EOK IC (YYP C, Y 5).

- B ciydae oOHapykeHHs y TanHWeHTa MATOTHOMOHHUYHOW TE€HETHYECKOW MYyTalliH MpU
MOJIEKYJISIPHO-T€HETUYECKOM HCCIIEZIOBAaHUH, HAMpPaBIEHHOM Ha BBISABIECHHE ATON MyTalluu, BCEM
ONMM3KUM POJCTBEHHHMKAM TNAIMEeHTa PEKOMEHIOBAHO TPOBEICHHE MOJICKYIISPHO-TEHETHIECKOTO
CKPUHHUHTA, IaKe ITPU OTCYTCTBUH y HUX KIMHHYECKUX MpOsiBICHUI 3a0oneBanus [50, 51, 52].

EOK IC (VYP C, YAA S5).

- TlanmentaMm ¢ cuUHAPOMOM KOpoTKOoro wuHTepBaia QT pekoMeHI0BaHO MpoOBeACHUE
KOMIIJIEKCHOT'O MOJIEKYJISIPHO-TEHETUYECKOT'0 CKPUHUHTA (BBISIBJICHHE Han0oJiee YacThIX MyTaluil B
renax KCNH2, KCNQI1 u KCNJ2) niist BoisiBIIeHHs IepcoHambHbIX puckos [50, 51, 52].

EOK IC (YYP C, YA 5).

KommenTapuii. CrneyeT yduThIBaThb HHM3KYH0 YYBCTBUTEIBHOCTH METO/JOB B JIMarHOCTHKE
3a00JeBaHMUA.

- B ciyyae oOGHapykeHus y MarfieHTa MaTOTHOMOHHUYHOW TE€HETHYECKOW MYyTallid B TeHaX
DSC2, DSG2, DSP, JUP, PKP2 u TMEMA43 npoBeneHue CKpUHHMHIA, HAIpaBJIECHHOTO Ha
BBISIBJICHHE 3TOW MYTalluM, PEKOMEHJIOBAHO BCEM OJM3KUM POJICTBEHHUKAM, AK€ TPU OTCYTCTBUU
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y HUX KIIMHUYECKUX TposiBiieHuit 3abonesanus [50, 51, 52].

EOK IC (YYP C, YA 5).

- IlpoBeneHre KOMILJIEKCHOIO WJIM II€JIEBOTO TEHETHYECKOTO CKPUHUHTA Ha BBISIBJICHUE
HauOosiee yacTeix MyTanuii B renax DSC2, DSG2, DSP, JUP, PKP2 u TMEM43 pekomeHA0BaHO
BCeM nanuenrtam npu nopo3pennn Ha AKIDK [50, 51, 52].

EOK IIaC (YYP C, Y1/ 5).

- IlpoBeneHne KOMILJIEKCHOIO WJIM II€JIEBOTO TEHETHYECKOTO CKPUHUHTA Ha BBISIBJICHUE
HamOosiee wyacThix Mytanmuid B renax DSC2, DSG2, DSP, JUP, PKP2 u TMEM43 He
pexomeHnoBaHo 1nipu HHM3KOM BeposTtHocTM AKIDK (Hanuume TOJNBKO OJHONO MAajoro
Jauarsoctuaeckoro kputepus) [50, 51, 52].

EOK IIIC (YVYP C, YA 5).

NaTonoroaHatomnyeckoe unccnegoBaHWe U MONEKYNSAPHO-FeHeTUYECKUMN
aHanus y XXepTB BHe3anHoOu cepaeyHon CMepTH

- Ayroricusi peKOMEHI0BaHa Uil YCTAHOBIICHHS MPUYMH BHE3AITHON CMEPTH M BBISCHCHUS
¢axros, sBiserca mu BCC cnenctBuem HapylnieHHUH puUTMa WIM IPYTHX MEXaHU3MOB (K IpUMEpY,
pa3psiB aHeBpu3MbI aopThl) [51, 52, 53].

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

- HesaBucuMo OT CpOKOB TpOBENCHHS AYTONCHH HapsAy C IaTOJOT0aHATOMHUYECKUM
UCCJIEIOBAaHHEM  pPEKOMEH/OBAHO  BBINOJHEHHWE  I1aTOJOrOAaHATOMHYECKOTO  HCCIICTIOBAHUS
OuorcuiiHOro (ONepalroOHHOr0) MaTepuaa Cepaua, BKIOYas HCCIIEJOBAaHME MEUYEHBIX OJIOKOB
NONEPEYHBIX ~ CPe30B  MHOKapAa  O0OMX  JKEIy[O0YKOB,  OONajalommMx  JI0OCTaTOYHON
penpesenTatuBHOCTHIO [51, 52, 53].

EOK IC (YYP C, Y 5).

- IlocmepTHOE MccnenoBaHue 0OpaslloB KPOBU U JAPYTUX OMOIOTMYECKUX >KUIKOCTEH AJist
IIPOBEJEHUS TOKCUKOJIOTMYECKON M MOJIEKYJISIPHO-TEHETHYECKON 3KCIEPTU3bl PEKOMEHI0BAHO BO
Bcex ciryuasx Heoobsicaumoit BCC [51, 52, 53].

EOK IC (YYP C, Y 5).

- [TocMepTHBINM MOJIEKYIAPHO-TEHETUUECKHUI aHaTU3 JJI1 BO3MOXHOW MIEHTU(UKAIIUN T€HOB,
MIOTEHLMAJIBHO ACCOLMUPOBAHHBIX C pPa3BUTUEM BPOXKIACHHOM MATOJIOTMU CEpALa, CIEIyeT
paccmatpuBath y Bcex kepTB BCC, s KOTOpPBIX BEpOSTHO HAIMYME KaHAJOMATHH WITH
Kapauomuonaruii [52, 53, 54].

EOK IIaC (YVYP C, VI 5).

3. leyeHme

3.1. JleueHne OCHOBHOro 3aboneBaHusa cepgua UM nNepBuYHas nNpocdunakTmka
BHe3anHoOMu cMepTun

BakHelmMM  ycIOBHMEM  YCIIEIIHOTO JIEUYEHUS JKEIyAO4YKOBBIX aputmuii (OKA) wu
npenoTBpauieHusi BHe3anmHoW cepaeuHoi cmeptu (BCC) sBusercs s¢dekTuBHOE JiedeHHe
OCHOBHOTO 3a00JieBaHUsl cepAlla U comyTcTByromux 3aboneBanuil. MBC sBisiercss OCHOBHOM
natosiorueit cepama, seisromeiicss npuunHo KTA m BCC. Jleyenne ocHOBHOTO 3a00JeBaHUs,
apisonerocs: npuunHoi Bo3HUKHOBEHMsI JKTA n BCC, n0mKkHO OCyIIECTBIATHCA B COOTBETCTBUU
¢ netictyromumu KP no paccMmarpruBaemMbIM 3a00J1€BaHUSM/COCTOSHUSM.

1713 121


http://disuria.ru/
https://аптека-омск.рф/

KnuHnyeckme pekomengaumm — XKenyaoukoBble HapyleHns putma. XKenyaoykoBble TaxMkapAany 1 BHe3anHas cepaeyHasi cMepTb —
2020-2021-2022 (10.06.2021) — YTBepxaeHsl MuHsgpasom PO

Jleuenue UBC

OcCTpbI KOPOHAPHbLIA CUHAPOM U OCTPbIN MHMAPKT MUOKapAaa

Yacrora KA npu OKC Ha rocnuTajbHOM 3Tane B IOCIEAHHUE NECATHIIETUS CHU3UIIACH,
[JIaBHBIM 00pa30M 3a CUeT paHHEW M aKTUBHOUM peBacKyJspU3allMd U CBOCBPEMEHHOM aJeKBaTHOM
dapmakorepanuu. Tem He MeHee, y 6% mnamuentoB ¢ OKC B mepBbie 48 9acoB ¢ MOMEHTa
MOSIBJICHUS CHMIITOMOB pa3BHUBarOTCs xkenynoukoBble Taxukapauu (KT) wmm  ¢ubpumnsauus
xemynoukoB (PXK), gamie Bcero 10 uiu Bo BpeMs pernepdysun. YcrpaneHuto JXKA B 3Toi cutyaruu
CIOCOOCTBYIOT obIcTpast u MOJIHAS ~ PEBACKyJspHU3alus  KOPOHApPHBIX apTepuii,
He(apMaKOJIOTUYECKUE BMENIATEIhCTBA  (KapauOBepCUs, NeUOPWILIANUS, CTUMYISIHUS U
KarerepHas abmnarus) U gapmakoTepanus (QHTHAPUTMHYECKUE W IpYyrue mpemnaparsl) [55, 56, 57,
58].

Ecnmu nma OKI' mo mnm cpasy mociie peaHUMAIlMOHHBIX MEpPOMNPUATUN OTMEUYaeTCsl MOABEM
cermenTta ST, HeoOXoqUMa IKCTPEHHAsT aHTHOTpadus ¥ peBaCKYISIpU3aIHsl, KaK U BCEM IMAllHCHTaM
¢ UM ¢ nmombemom cermenta ST [59]. OmHako naxke mpu OTCyTCTBUHM mojabema cermeHta ST
BIIOJIHE BO3MOXXHO OOCTPYKTHBHOE WJIM JIaXe TpPOMOOTHYECKOE TOpakeHne HH(APKT-
aCCOLIMMPOBAHHON KOPOHApPHOU apTepuu, 4To oTMedaercsa B 25-85% cnydaes [59, 60]. YuutsiBas
BBICOKYIO PaCIpOCTPAHEHHOCTh OKKIIFO3MH KOPOHAPHBIX apTePU M BO3MOXKHBIC CIIO)KHOCTH
untepnperanuu JKI' mocie ocTaHOBKHU cepilia, cleAyeT pacCMOTPETh BBHIMOJIHEHHE KOPOHAPHOMN
anruorpadM BCEM TAIMCHTAM, IIEPSKHUBIIMM OCTAaHOBKY CepJIla BHE CTCH JIe4eOHOTO
YUpEXKJIEHUS, Cpa3y IOCie TMOCTYIJICHUS B TMPUEMHBIA TMOKOH WM OTACNEHUE WHTCHCHUBHOU
TEpaIuy IS HCKITFOUEHHUS HeCePICUHBIX MPHYUH OCTaHOBKH ceparia [61].

B cnyuae OKC u moBTOpHO# cToiikoil w/mnu remoguHamuuecku 3HauuMon KT mmu DK
ObICTpasi W YyCIeNIHas pPEeBacKYJSIpU3alysl HMEeT KIIIYeBOC 3HAYCHUE IS TPOPUITAKTHKU
HOCJICAYIONIMX apUTMHU#I U TOJDKHA BBIMOIHATHCS 63 nmpomeienus [55, 56, 57].

- Jlns Bcex MalMeHToB ¢ OOJsIMU 3a TPYAMHOM PEKOMEHAYETCSl COKpAalllaTh BPEMSI MEXIY
MIOSIBJICHUEM CHUMIITOMOB U IIEPBBIM KOHTAKTOM C BPauoM, a TAKXKeE OT IIEPBOr0 KOHTAKTA C BpauoM
no peniepdysuu [26, 27, 43, 45, 62, 63].

EOK IA (YYP A, Y/ 1).

KommMmenTapuii. Pekomennyercs oOydeHMEe M HaJJIexallee OCHAIleHHe Opurajx CKopou
nomomy g auarHoctukn OKC (mpu HEOOXOIMMOCTH € MCIOJIB30BaHUEM O0OpPYHOBaHMS IS
3anucu OKI' w/unu teneMeTpun), a Takke I MPEIOTBPAIICHHUS OCTAHOBKU CEpJIlla C TTOMOIIBIO
OCHOBHBIX PEaHMMAIIHOHHBIX MEPONPHUIATHI 1 nepulpuismn [64].

- Ilpu pa3BUTUM KIMHUYECKOH CMEPTH PEKOMEHIYeTCS BBIMOIHATh OCHOBHBIE U
JOTIOTHATEIIFHBIC ~ PEaHUMAITMOHHBIC  MEPOIPHSITHS B COOTBETCTBHM C  QlTOPUTMaMH,
pa3pabotannbiMu EBponeiickum (ERC) n HarmonansabiM coBeToM 1o peanumaruu (HCP) [26, 27,
43, 45, 62, 65].

EOK IB (YYP B, YA/ 2).

- DKCTpeHHast KopoHaporpadus, Ipu HeOOXOIUMOCTH C PEBACKYIISPU3aIiel, pEKOMEHI0BaHA
nanueHTaM ¢ noBTopHbIMU stm3oaaMu KT wmim @K, korma He ymaeTcs HCKIOYNTH HIIEMHUIO
mMuokapna [27, 62, 66].

EOK IC (YYP C, VI 5).

- Ilpu UM c nomeemoMm cermenta ST pekoMeHIyeTcs JKCTpeHHas penepdy3us s
YMEHbIIIEHUS UIIEMUYECKOTO MOBPEKICHUS U AJIEKTPUIECKON HECTaOMIBbHOCTH MHOKapaa [68, 69,
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70].
EOK IA (VYP A, VI 2).

- [Tanmentam ¢ UM 6e3 mogbeMa cermeHnta ST U3 TPYyMIBl BEICOKOTO PHCKA, B TOM YHCIE C
yrpoxkaromum Ku3Hu JKA, pekoMeHIyeTcs KOpoHapHas aHruorpadus U Mpu HEoOXOIUMOCTH
KOpOHApHAasi aHTHOIJIACTUKA B TEYCHHE 2 U TOCJC MOCTYIUICHUS JUISI YMEHBIICHUS UIIEMHYECKOTO
MOBPEKICHHS U 3JICKTPUYECKOH HecTabmIbHOCTH MHOKapa [55, 56].

EOKIC (YYPC, VAN 5S).

- Jlns ycTpaHeHHs MIIEeMMM MHMOKapAa, KOTOpas MOKET IPHUCYTCTBOBATH y IALIMEHTOB C
noBropHbIMA  snm3ogamu KT wmimm @K, pekoMeHIyeTcss 5HKCTpeHHas pPEeBaCKYJISpU3aLus
KOpOHApHBIX apTepwii [55, 56, 59, 60].

EOKIC (YYPC, YA 4).

- IlocryruieHne B OT/AEIECHHE WHTECHCHBHOM Tepanud DPEKOMEHIOBAHO JUIS IMAIMEHTOB,
BBIKHUBIIINX IIOCJIC OCTAHOBKHU Cepnua BHC CTCH He‘le6HOFO y‘-Ipe)KIIeHI/IFI U HaxXOoIAIIUXCA B
KOMAaTO3HOM COCTOSIHHMH, 0€3 3IeKTpoKapauorpadguyeckux npusHakos M ¢ mogbeMoM cermMeHTa
ST na OKI nocie peanumanuu [27, 59, 60, 62].

EOK I1aB (YYP C, V]I 5).

- YV ManueHToB, BBDKMBIIMX IOCTIE OCTAHOBKH CEp/Ila BHE CTEH JEUYEOHOTO YUPEKICHUS U
HaXOJALIMXCSI B KOMAaTO3HOM COCTOSIHUH, IPU OTCYTCTBUHM JAHHBIX 32 HEKOPOHApHbIE MPUYMHBI
PEKOMEH/I0BaHO CPOYHOE BBINOJIHEHUE (< 2 4) KOPOHApHOUN aHruorpaguu, 0COOEHHO y MalueHTOB
¢ HecTabMIBHOM remoauHamukoii [59, 60, 71].

EOK IIaB (YVYP B, Y1/ 2).

Kommenrtapuii. OcTpas uiieMust sBisSeTCS NPUUYUHONW 3JIEKTPUYECKOM HECTaOMIBLHOCTH M
nposoiupyer BozHukHOBeHHE KA mpu OKC [72]. [nst ymenbiuenust BepositHoctu KT/DXK mpu
OKC pekomeHyeTcsi Ha3HadeHHe OeTa-aJpeHOO0JIOKaTOpOB B paHHeM mepuone [73, 74]. B
HEKOTOPBIX CJIy4asx IIOMOTaeT KOMIIEHCAllMsl THUIOMarHMeMHH U THUIoKaaueMud. CTaTHHEI
YMEHBIIAIOT CMEPTHOCTh cpenu nanueHToB ¢ BC, riaaBHbIM 00pa3oM 3a cyeT MpeaoTBpalleHus
MIOBTOPHBIX KOPOHAPHBIX COOBITUH, U SIBIISIFOTCS YaCThIO CTAHJAPTHOTO JICYCHHUS! TAKUX TMAI[MCHTOB
[56, 57]. Bo3HukHOBEHHE (GUOPHILIAIMH JKETYIOUYKOB B paHHEM MepHOe (T. €. B TeueHue 48 yacoB)
npu OKC conpoBoxiaeTcsi MATHKPATHBIM MOBBIIICHUEM PUCKA FOCITUTAIBHON CMEPTHOCTH [75].

Crtpatucpukaums pucka BHe3anHOM cepaevyHOM CMepTU B OCTpbIA nepuon
(nepBble 10 gHeNn) nHapkTa MMOKapaa

BonbmnHCTBO MCCIEAOBaHUM, B KOTOPHIX OLEHUBAIM 11€JI€CO00pa3HOCTh HEMHBA3UMBHBIX
CHoco00B cTpaTU(UKALMM PHCKa, TPOBOIMINCH HA MAIIMEHTaX ¢ BhIpakeHHbIM cHUkeHneM OBJDK
(< 40%) unu B cMemaHHbIX rpynnax. Pesymbratsl uia manuentoB ¢ ®BJDK > 40% nubo He
co00IaIiCh, MO0 MOATPYNIBl TaKMX MAIMEHTOB OBLIM HACTOJIBKO Mallbl, YTO HE IO3BOJISUIN
BBIIIOJIHUTH JIOCTOBEPHBIM AaHAIM3 W WHTEPIPETUPOBATH IIOIYYEHHBIE AaHHbIE. B HacToAmMMA
MOMEHT HET JOCTaTOYHO CHEHM(PHUYHBIX M YYBCTBUTEIbHBIX HEHMHBA3MBHBIX METOJOB
CTpaTH(UKAIMK pUCKa y ManueHToB, nepeHecmnx VM u nmeromux HopmanbHyto ®BJDK. Ecth
OTpaHUYEHHBbIE JaHHbIEC, TMOJY4YEHHblE B MOArpyNNHax OOJBIIMX  HUCCIEIOBAHUMA, YTO
nporpaMMupyemast KemyJI0uKoBasi CTUMYISALNS MOXET MPUMEHSThCS Ul CTpaTU(QHUKAIMKA pUCKA
nociie UM y narmmenTtoB co cpenneir @BJIK wmu OBJIK > 40% [76, 77, 78]. DToT MeTO ceitvac
OLIGHUBAIOT B paMKax mpopospkatomerocss uccienoanuss PRESERVE-EF no crpatuduxanun
pucka y nanueHToB ¢ coxpanHo ®BJIK.

- HewnBa3uBHbIE METONBI (HampuUMep, OIEHKA anbTepHaruu 3yoma T, auchyHKIUU
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BEreTaTUBHON CUCTEMBI WK CUTHaN-ycpenHeHHoW DKI') He pekOMEeHIyIOTCs aMsl CTpaTU(UKAINN
pricka B panHuii nepuoa mociae UM [79, 80].
EOK IIIB (YVYP C, Y11 4).

- Pannsas (mo Bemmcku) oreHka ®BJIDK pekomeHnmoBaHa BceM NallMEHTaM, IEPEHECIIUM
octpeiit UM [27, 62, 66, 81, 572]
EOK IB (VYP A, Y1/ 2).

- Ilpu cHmwkeHHON ¢pakiuu BBIOpOca JeBOro xemyaouka (Menee 35%) pekoMeHmyeTcs
MOBTOpHAsl OIleHKa dYepe3 6-12 Hemenp mocine MM ¢ menbro ompeaeneHus HEOOXOAMMOCTH
UMIUTAHTAlUU KapauoBeprepa-nedudpuumstopa (MKA***) nns nepBuunoit npodunaktuku BCC
[27, 62, 79, 80].

EOKIC (YYPC, YA 5).

KomMmenTapuii. B ocoObix ciyuasix, Hampumep, I[P HEMOJHOW pPEBACKYJISpPU3ALINU,
npeamectBytomeM Hapymenun ®BJDK u nosiBiaenun apurmun cirycts 48 yacoB ot pazsutust OKC,
MOKHO paccMoTpeTh paHHIO (< 40 nueit) ycranoBky MKJ[*** wnu Bpemennoe (< 40 nneir)
MPUMEHEHHE HOCUMOTO KapauoBepTepa-aeduodpumisatopa. [Ipu atom ciemyer yauteiBath THI JKA
(MonomopdHas, noaumopdHas, mieomoppHas KT wmum DXK), a rtakke mamuny nukna KT
(HeCcTOMKHME KOPOTKHE IUKIbI H HECTOMKWE JUIMHHBIC [UKIbI). Eciu  BBIOTHSAETCS
nporpaMMupyeMasi CTUMYISALUS, JONOJHUTENBHO OIICHMBAIOT WHAYKIMIO U TUIl MHIYyLIHPYEMOM
aput™uu (MoHoMopduas KT, nomumopdnas KT, DXK) [58, 81, 82].

- PeBackynsipuzanusi KOpOHapHBIX apTepuil pekoMeHayercs Uil cHkeHus pucka BCC y
nanueHToB ¢ ®XK u npenmecTByOIUMHE €if TpU3HAKAMK UIIEeMUH MUOKapaa [27, 62, 83, 84].
EOK IB (YYP C, Y1 4).

AHeBpu3Ma neBoro xenyaouka. Mwemunyeckana kapauommonatusi. XpoHu4yeckas
cepAeyHass He4OCTaTOYHOCTb

Yactora pa3Butuss u Tsxkecth KA Bo3pactaror mo Mmepe yrsokeneHus CH, oanako
NpOTHOCTHYECKoe 3HaueHne JKA Ui OIGHKM pHCKa BHE3allHOW CMEpPTH IIOKa HEsCHO.
OnTtumanbHas MeAMKaMeHTO3Has Tepanust wuHruOutopamu All® (wnmm  anrmorensuna 11
AQHTaroHUCTaMM TpU HemnepeHocuMOocTH uHruobutopos Alld), OGera-agpeHobiokaTopaMu WK
AQHTAarOHUCTAMU allbJIOCTEpOHA pekoMeHoBaHa nanueHTaMm ¢ CH u cucronnyeckoit nuchyHkuuen
neBoro xenynouka (PBJIK <= 35-40%) ans cHmkenus odmieit cmeptaoctr u pucka BCC [85, 86,
87, 88].

- Xupyprudeckas peKOHCTpYKIHs jeBoro xenynouka (XPJIK) pekomennoBaHa nanueHTam ¢
XCH HIVIV ¢yukumnonanpaoro kinacca no NYHA, 6omnsiioit anepusmoit JOK, 60nbmmm TpoMOoMm,
3MM30J]aMHU TPOMOOSMOONIMH B aHAMHE3€ M NPU YCIOBUH, YTO AHEBPU3MA SIBIISETCS MPUYMHON
aputmun [89, 90, 91].

EOK lla (YYP A, Y 2).

KommenTapuii. Hens XPJIK — ynanenue pyO1ioBoii TKaHU ITPH MOMOIIU PE3EKLUHU SHI0Kapa
U DHJIOBEHTPUKYIAPHON IUIACTHKU C HOopManu3auuedl ¢opmsl U odbema JDK g ymydmeHus
JUACTOJIMYECKON M KOHIIEHTPUYECKOW CHCTONNYECKOW (GYHKIMM, MCKIIOYEHHE 30HBbl PUEHTPU,
yCTpaHEeHHE WIIEMUH MHOKap/a, UCIIpaBJiIeHUe qUIaTalluy Kojblla MUTpaibHOro Kitanana [89, 90].
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3.2. JleyeHune xenyao4KkoBbIX apuTMUN U NpocunakTuka BHe3anHoOM cepaevyHomn
cMepTHU

MeagunkameHTO3HOE neyvyeHue

[Ipu ompeneneHuu Jse4eOHOrO MOAXOAA y TMAUUEHTOB C >KEIYIOYKOBBIMU aAPUTMHUSIMH
OCHOBBIBAIOTCS HA HAJIMYUU WM OTCYCTBUHM CTPYKTYPHOU MaTojoruu cepama. [lepedeHb OCHOBHBIX
AHTHAPUTMUYCCKUX IMPEmapaToB, IOKa3aHWS K HA3HAYEHHUIO, J03bl M TOO0OYHBIE 3P HEKTHI
npuBeneHbl B [Ipunokennn A3. WX uWcmonb30BaHHE BapbHpPYeTCS B 3aBHCHUMOCTH OT 3334 —
kynupoBanue npucryna XXT uinn npopunakTnieckoe Ha3HAYCHHE.

MeankameHTO3Has aHTMApUTMMUYECKas Tepanusa Xenyao4YKOBOW 3KTONMUYECKOMN
aKTMBHOCTM Y NauMeHTOB 6e3 CTPYKTYpHOM naTonoruu cepaua/amceyHKumm neBoro
Xenyaouka

- Y nmanueHToB 6€3 CTPYKTYpHOU MaToyioTuu cepaua/auchyHKIun JeBoro xenynouka (JIK)
MEIUKAMEHTO3HOE JICUCHHE KEITYJOUYKOBOM HKTOMUYECKON AKTUBHOCTH HE PEKOMEHIOBAHO, TaK
KaK y 3TUX MallMeHTOB HU3KUH pUCK BHe3amHoi cepaeunoit cmeptu (BCC) u He Tpebyercs ee
npoduiakruka [103, 106, 576, 577].

EOK IIA (YYP A, VI 1).

Kommenrapuit. B OTCyTrcTBHME CTPYKTYpHOM NIATOJIOTMM CEpALIA TaK Has3blBacMmas
"uauonaTuyeckas" >KeIyI0uKOBas SKTOMUYECKAsh aKTHBHOCTh MOXET ObITh NMpEACTaBlIeHA B BUJEC
OJIMHOYHOM, MMapHO# >KeNTy104K0BOM dKcTpacuctomu (XKD), mpobekek Kemy109KOBON TaXUKapIuu
(OKT), a Takxe aHaJOTHYHBIX MPOSBICHUH XenyqoukoBoil napacucronuu. C nozunmu pucka BCC
MAIUEHTHI 0€3 CTPYKTYPHOU MAaTOJIOTHH CePAIla UMEIOT OJIaronpUsTHBIN MPOTHO3 BHE 3aBUCHMOCTH
OT BHUJIA JKETYJOYKOBOI IKTOMMYECKON aKTUBHOCTH, 001Iero konuyectsa KO B CyTKU U BETHMYUHBI
untepBaia cuervienus XKD [92, 93, 94, 95].

- YV namnueHtoB 0e3 cTpykTypHOH mnarosoruu cepaua/auchynkmun JDK nexapctBeHHOE
nedyeHue JKD peKOMEHIOBaHO B CIIydasiX, KOTJa AapUTMHUS COIPOBOXAAETCS KIMHUYECKOU
CHUMIITOMAaTUKOM JMOO NMPUBOIUT K JWJIATAllMM TOJOCTeH cep/lla W CHIKEHUIO COKPAaTUMOCTH
muokapna JOK Ha ¢oHe yacToi »enyZouKOBOM 3KTONMUYECKOM aKTUBHOCTH, MpeBbilIatomien 15%
OT OOILIero KOJUYECTBA CEPACYHBIX COKpALEHWH B CYTKH IO JIAHHBIM MOHUTOPHPOBAHUS
snextpokapauorpammsel (OKI) o Xoarepy (XMDKT') [92, 93, 94, 95, 96, 97, 98].

EOK IC (YYP A, Y 3).

- Jlna nmedeHus: KemyJ0YKOBOM IKTOMUYECKON aKTMBHOCTH Yy TMAIMEHTOB 0€3 CTPYKTYPHOM
naronorun cepaua/nuchynkunn  JDK pexkomeHnoBaHO Ha3HaueHHe OeTa-aJpeH00I0KaTOPOB,
O650KkaTopoB  "MEMJEHHBIX"  KaJbLUUEBBIX KAaHAJIOB C TNPSMBIM BIMSHMEM Ha  cepiue
(#Bepamammiia®™*), a Ttaxxke antuaputMuueckue npemnapartbl | u Il kmaccoB mo knmaccupuxanuu
E.M.Vaughan-Williams B monu¢ukanuu B.N.Singh u D.C.Harrison. (cm. [IPUJIOXKEHUE b.) [96,
97,578, 579]

EOK IIaB (YVYP C, YA/ 5).

KommenTapuii. Haubonee »>¢dextuBHbIMU cpeacTBamu  jedeHus KD  sgBasiorcs
AHTHAPUTMUYECKUE IpenapaTsl Ic KJjlacca (mpomaheHoH™*,
JTUATUIIAMUHOTIPOTTMOHMIISTOKCUKapOOHMIIaMUHO(GEHOTHA3HH U JIANIaKOHUTHHA THIpoOpoMua™*™®, a
Takke aHThaputmMudeckue mpemnapatel III kmacca (cotamon®* wu amuonmapon**). IlepedeHb
npenapaToB, PEKOMEHIOBAHHBIX JJISi JIEYCHHUS JKEITYJAOYKOBBIX apUTMHHA, C YKa3aHHEM WX
CTaHJapTHBIX TEpaIeBTHUECKHX 1103, peacTasieH B [IPUJIOXKEHWU A3. [96, 98].
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- ¥ nanueHToB 6e3 CTpYKTYypHOI nmaTonoruu cepana/muchynkunu JOK Hammune mapokcu3smMoB
moHoMmopduor KT (mamonaruueckorr JKT) He yBenmnuuBaer puck BCC u He Tpebyer ee
MeIMKaMeHTO3Ho# npodwmnaktuku [94, 99, 100, 101, 102].

EOK IA (YYP A, Y 1).

Kommenrtapuii. C mnosummmu pucka BCC B OONBIIMHCTBE CIIydaeB MAIMEHTHI C
uauonarndeckuMu JKT umeroT GiaronpusTHbIA IPOTHO3 JKU3HU, OAHAKO JIAaHHBIE ApUTMHUU MOTYT
COIIPOBOKJATbCS BBIPAKCHHBIMUA HAPYIICHUSIMH CHCTEMHOH TeMOJWHAMHUKH (OOMOpOK, OTEK
JETKUX), a HPU AJUTEIbHO MEPCUCTUPYIOIIEM TEYEHUH — IPHUBOAUTH K MPOrPECCUPYIOIEMY
CHIDKEHHIO COKPAaTHUMOCTHM MHOKapia M Pa3BUTHIO TaXUKAPIUOMHUOIATHH. DTH COCTOSHUS TPHU
OTCYTCTBUM 3()P(PEKTUBHOTO aHTUAPUTMHUUYECKOIO JIEUYEHHMsS MOTYT HPEICTaBIATh ONACHOCTb VIS
YKU3HH MaIUCHTOB.

- Ilpu nanuuuu XT y nanueHToB 6€3 CTPYKTYpHOI MATOJOTHH cepaua A NpOPUIaKTUKU
MOBTOPHOTO BO3HMKHOBEHHUS YCTOMUYMBBIX TPHUCTYIIOB PEKOMEHJOBAHO Ha3HAaueHUe OeTta-
aZpeHO0IOKAaTOPOB, #BepanaMuiia™™, a Takke aHTuapuTMudeckux npenaparos I u 111 kimacca [100,
101, 102, 103, 104, 580].

EOK IIaB (YVYP C, Y/ 5).

Kommenrapuii. Bei6op npenapata asisi aHTHAPUTMHUYECKON TEPAIUU C TENbI0 MPO(QUIaKTHKH
peruauBoB KT 1omKeH OCYIIeCTBIATHCSA ¢ YYETOM MHIMBUIYaTbHBIX IPOBOLUPYIOMINX (HaKTOPOB
U xapakTepHblx st pasHbix ¢opMm KT wmi3menenwmit DKI'. bera-ampeHo0n0KaTOphl SBISIOTCS
npenapatamu BbiOopa npu KT, mpoBomupyembix ¢usndeckoir Harpyskoil. [Ipodunakruyeckuit
npueM #Bepanammia®* menecoobpaseH s JedeHus HemapokcuaManbHou KT u mpeaynpexacHus
MapoKCU3MOB  (haCHUKYISIPHOM JIEBOXKEITYAOYKOBOM Taxukapauu. HaumbGonee sddekTuBHBIMU
CPEICTBAMHU TIPEAYIPESKICHUS PEUUINBOB IMapOKCH3MaIbHOH MoHOMOpdHOM KT sBistoTcs
antuaputmuueckue npenaparsl [ u Il kmacca. Ilepeyens mpemnaparoB, peKOMEHAOBAHHBIX JIS
JCYECHUS KEIYJOYKOBBIX AapUTMHUH, C YKa3aHWEM HX CTaHJApPTHBIX TEPANEBTUYECKUX 03,
npezcrasien B [IPUJIOXXEHNUU A3, tabmuna A3.1 [103, 104].

MeaukaMeHTO3HaA aHTUAPUTMMUYECKaa Tepanua XXenyaoYKOBOW 3KTOMUYECKOMU
aKTUBHOCTM Yy NaLUMEHTOB CO CTPYKTYpPHOW nartoniorven cepaua/gucegpyHkumen
neBoOro xenyaouka

- JlexapctBeHHas aHTHaputMudeckass tepanus (AAT) XD y nmanueHTOB co CTpPYKTYypHOI
naronoruedt  cepaua/muchynkuumeit  JDK  pexkomenpoBaHa B ciydasx, KOra — apUTMUs
COIPOBOXKAAETCA KIMHUYECKONH CUMIITOMATUKON JINOO MPUBOJUT K AUJIATAIlMM MOJIOCTEN cepAla U
CHIDKEHHMIO cokpatumocT Muokapaa JDK Ha ¢oHe dwacTol >keayZoOdyKOBOH SKTONMHUYECKOH
aKTUBHOCTH, TpeBblmatoned 15% or obIero Koau4ecTBa CepACYHBIX COKpPALIEHUN B CYTKH I10
nanabiM XMOKT [96, 120, 121, 581].

EOK IC (YYP C, YA 5).

- Ilpy HanM4MU KEITyJOUYKOBOM SKTOMUYECKON AKTUBHOCTH Y MAIIMEHTOB CO CTPYKTYPHOMH
naronorueit cepaua/muchynxiueir JOK mosemmen puck BCC u pekomeHayercss HpoBeleHHE
aHTHApUTMUYECKON Tepanuu i ee mpodunaktuku [103, 104, 105, 106, 107, 108, 110, 111, 112,
113, 115].

EOK IA (YYP A, V1] 1).

KoMMmeHnTapuii. ¥V manueHToB co CTpyKTypHOM natojorueil cepauna puck BCC 3aBucut or
XapakTepa JKeNyJAOYKOBOM HKTOMMYECKON aKTUBHOCTHM U BbIpaXeHHOCTH auc@ynkuuu JDK.
Hanuune y manumeHToB cO CTPYKTYPHBIM NopaxeHueM cepana dactoi XKD (6onee 10 XKD B yac),
MHOECTBEHHBIX (HOPM KEITYJOUYKOBOM IKTOMUYECKON akTUBHOCTH (mapHoit KO, mpobexek XKT)
W/WIIN CHWKEHHOM cokpaTtutenbHoll pynkiuu JDK (3Hauenue ¢pakuun Beiopoca (PB) JDK menee
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40% mo manHbIM 3x0Kapauorpaduu (OXOKI)) conpspkeHno ¢ mosbimeHHbIM puckom BCC [105,
106, 107, 108, 109].

- Jlnga nedeHus] MaLMEHTOB CO CTPYKTYPHBIM IMOpaxkeHHeM Muokapnaa/auchynkmuen JDK,
MMEIOIUX TMOoBbIIEHHBIA puck BCC u Hykmamomuyxcd B €€ NEePBUYHOW WM BTOPUYHOMU
npo(duIaKTUKe, peKOMEHOBAHO Ha3HAYCHHE MpernaparoB Tpymibl Oera-aapeHobiaokaropos [105,
106, 107, 108, 109].

EOK IA (YYP A, Y/ 1).

KommenTapuii.  bera-aapeHoOnokatopbl  (MPEANOYTUTEIHLHO  CEIEKTHUBHBIE  OeTta-

aapeHo0JI0KaTOPhl) JOKHBI HA3HAYATHCS C yYETOM MPOTHBOIOKA3aHUNW K WX MPUMEHEHUIO U
BO3MOXHBIX T000uHBIX 3G ¢dexron [110, 111, 112, 113, 114, 115, 116].

- IIpumMeHeHne aHTHAPUTMHUYECKON Tepanuu (3a UCKIIOYCHHEM OeTa-aApeHO0I0OKaTOpOB) HE
peKOMeHJI0BaHO sl cHWxeHuss pucka BCC y mnmanueHTOB €O CTPYKTYpPHOM MaToJIOruein
cepaua/muchynkiuert JOK [117, 118, 119, 129, 130].

EOK ITIIA (YVYP A, Y/ 2).

Kommenrapuii. Mcnonp3oBaHWe aHTHApPUTMHUYECKHX TpenapaToB Ic kmacca (610KaTopsl
HATPUEBBIX KAHAJIOB) W OJIOKATOpOB "MENJEHHBIX" KaNbIMEBBIX KAHAJIOB Yy MAIMEHTOB CO
CTPYKTYpHOU matojoruerd cepauma/mucynkmueiit JOK MoxeT NpuBOAWTH K YBEITHMUEHHIO PHUCKA
BO3HUKHOBEHHUSI JKM3HEYI'PDOXKAIOIIMX JKEIYJOUYKOBbIX Taxuaputmuid u BCC, a Takxke
IIPOrPECCUPOBAHUIO SBJICHUN CEpJCYHON HENOCTAaTOYHOCTH; a MPUMEHEHUE aHTHApPUTMUYECKUX
npenapatoB III kmacca (0J0KaTopbl KalMEBBIX KAaHAJIOB) y TaKUX MAlMEHTOB HE YIyYIIaeT UX
nporuHos [117, 118, 119].

- YV [NanueHToB € HUMIUIAHTHUPOBAHHBIMU MEAMIIMHCKUMH M3ACTUSMU IS TPOBEICHUS
cepleuyHor pecuHxpoHusupytomei tepanuu (CPT), Hanmpumep, 371€KTpOKapIUOCTUMYISATOPOM
UMIUTAHTUPYEMBIM ~ PECHHXPOHM3UPYIOIIEH  Tepamuu,  KapAHOBEpTepOM-neGUuOpHILIsSTOpOM
UMIUIAHTUPYEMBIM I CEPACUYHOM PECUHXPOHHU3UPYIOIIEH Tepanuu (Jajnee — MMIUIAaHTUPYEMOE
CPT-yctpoiicTBo) mpuMeHeHue JiekapcTBeHHO AAT pekoMeH0BaHO AJis MMoAaBieHus yactoit K3
B CITy4asix, KOTJja OHa IPUBOJMUT K CHIDKCHHIO MPOIEHTA HABSI3aHHOTO OMBEHTPUKYJSIPHOTO pUTMA
HIDKE PeKOMEHI0BaHHOTO ypoBHs [117, 118, 119].

EOK IIaB (YVYP B, Y1/ 2).

KommenTapuii. J{ns moctmwxkenus Hawmnydiero 3¢gdexra CPT HeoOXoauMO CTpEMUTHCS K
MaKCHUMaJIbHO BBICOKOMY IPOILIEHTY HaBA3aHHOTO OMBEHTPHUKYISIPHOTO puTMa. ONTUMATBHBIM IS
npoBeneHuss CPT cunraercs Hanuuue He MeHee 93% OMBEHTPUKYISIPHBIX HABI3aHHBIX KOMILIEKCOB

(Mo aHHBIM MHTEPPOTUpOBaHHUS UMILTaHTHpoBaHHBIX CPT-yctpoiicts mmm XMOKI) [122, 123,
124].

- B kauecTtBe cpenctB aHTHapuTMUueckoro JyiedeHus JKO y HalMEeHTOB €O CTPYKTYpHOU
natojorueit cepaua/mucynkiueit JOK pexomennoBaHo Ha3zHaueHHE OeTa-aapeHOOJIOKaTOpOB,
cotanosna**, amuogapona*™*, nubo koMOMHaLUU OeTa-aJApeHOOI0KaTOpOB U amuoaapoHa** [115,
125, 126, 127, 130, 134, 135].

EOK IA (YYP A, Y] 2).

KommenTapuii. bera-anpeHoOI0KaTOpl HEOOXOAUMO paccMaTpUBaTh B KayeCTBE OCHOBHI
AAT xenynoukoBblx aputmuii. Cotanmon** Oornee s>ddexTuBeH, yem OeTa-aapeHOOIOKaTOPEI,
MOJABIISIET  JKEIYIOYKOBYIO  OKTONMWYECKYI0 AaKTHBHOCTh, OJHAKO €ro TPUMEHEHHE He
pexoMeH10BaHO manueHTaM, umerorum 3aderns @B JDK menee 20% nmo DXOKI', runeprpoduro
muokapaa JDOK 6omee 14 mm mo manubeiM DXOKT', a Takke mpu3HAKKM CEPICUHON HEJO0CTATOYHOCTH
(CH). Amuomapon** B kauecTBe MOHOTEpalmMM M B KOMOHMHAIMM C OeTa-aapeHOo0JIOKaTOpaMu
npejcTaBisieT cobolt Haubonee S(Q(EKTHBHBIA aHTHAPUTMHUYECKHM MpermapaT A JIeYeHUs
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JKEIYJOYKOBBIX apUTMUHN y MALUEHTOB CO CTPYKTYPHOM IaTrosoruer cepaua. B To ke Bpems, ero
IPUMEHEHHE COIPSKEHO C Hanbosiee BBICOKUM PUCKOM Pa3BUTHSI TAXKEIbIX MOOOYHBIX 3(PPEKTOB.
BenenctBue storo, ammomapon®™*  menecooOpazHo Ha3zHauaTh OpU  HEIP(PEKTUBHOCTH WIU
HEBO3MOXXHOCTH IPUMEHEHMs JpPYyruX aHTHApUTMUYECKUX cpencTB. llepeueHs mnpenaparos,
PEKOMEH/IOBAaHHBIX ISl JICYCHHUS JKEIIYJIOYKOBBIX ApPUTMHH, C YKa3aHWEM UX CTaHAApPTHBIX
TepaneBTHUECKUX 103, npeacrasien B [IPUJIOXXKEHNUU A3, rabmuna A3.1 [125, 126, 127, 128].

- He pekomMeHI0BaHO NMPUMEHEHHE aHTHAPUTMUYECKHUX IpenaparoB | kmacca u O6I0KaTopoB
"MeIJIeHHBIX" KaJblUEeBbIX KaHAIOB JJIs JieueHHs JKD y MalueHTOB CO CTPYKTYPHBIM MOPaKEHUEM
cepaua/muchynkiuert JOK [117, 118, 129, 130, 131, 132].

EOK IIIA (YYP A, VI 2).

KoMMmenTapuii. AHTHapuTMHuUecKHe npenaparbl | kjgacca He JOJKHBI IPUMEHATbCA AJIs
nedyenus XKD y manueHToB ¢ nmemudeckon 6onesnwto cepana (MbC), B ToM uncie mepekuBIINX
uH(pApKT MHUOKap/a, a TakXKe y MAlHEeHTOB C JpyruMH (GopMaMHu CEpJSYHON MAaTOJIOTHH,
OPUBOAIIMMH K CHIKeHHIO cokpartutenbHor ¢yHkiuu JDK (3nauenus @B JDK menee 40% mo
naaabiM OXOKI) w/mnm nposiBnenusim xponmdeckod CH. Ha3nHaueHue aHTHApUTMHUYECKUX
npenapaToB | kjacca Takke MPOTHUBOMOKA3aHO MAalMEHTaM, UMEIOLIUM TUNEPTPOdUI0 MUOKapa
JOK (tommmnua muokapna yieBoro skenynouka Oonee 14 mm mo ganaeiM DXOKI'). Briokartopsr
"MeICHHBIX" KaJIbIIUEBBIX KaHAIOB (#BepanmamMumn** u qunruazeM™*) ManodGpHeKTUBHBI B JICUCHUH
JKEITYTOYKOBBIX apUTMUN Y MAIUEHTOB CO CTPYKTYPHBIM MOPAKEHUEM Cep/illa U MOTYT yXYAIIATh
nporuo3 nauueHTos ¢ aucyukiueit JOK u CH.

- OueHky >(QQEeKTUBHOCTH M O€30MaCHOCTH TIIOJABJICHUS JKEIYIOYKOBOW 3KTONMUYECKOU
AKTUBHOCTH MPH MOMOIIM aHTHAPUTMUYECKON Tepanuu y MalueHTOB CO CTPYKTYpPHOU maTojorueit
cepaua/mucynknueir JIK pekoMeHIOBaHO MPOBOIUTH IMOJ KOHTpoJieM moBTopHOTO XMOKT,
BBIMIOJTHEHHOTO Ha (DOHE MpHeMa aHTHAPUTMUYECKON Tepanuu B TEPAreBTUYECKON J03€ B TEUCHUE
BPEMEHH, JIOCTaTOYHOTO JUIsi HACTYIUICHUS aHTHAPUTMUYECKOTO dPeKTa Ha3HAYaeMbIX JEKapCTB
[106, 133, 134].

EOK IlaC (YVP A, YIA 2).

Kommenrtapuii. TutpoBanue OeTa-aApeHOOIOKATOPOB Ieneco00pa3HO MPOBOJIUTH Ha 3-5
CYTKH UX TIpHEMa, coTanojia** — Ha 5-7 CyTKH MMOCJ€ Ha3HA4YCHHS IMperapaTta, aMruogapoHa™™* — e
paHee, yeM uepe3 5 Henedb OT Hadajga ero npuema. HasHaueHue KaXIoro mnociIeayroLIero
AHTHApPUTMUYECKOTO CpPEJCTBA JOJUKHO IPOBOJUTHCS HE paHee, 4YeM dYepe3 S5 TNepuojoB
MOJYBBIBEJICHUS MpeblIyIero, A aMuoaapoHa*® — He paHee, yeM depe3 1,5 Mecsia mocie ero
orMeHbl. [l omeHKHM APPEKTHBHOCTH TECTHPYEMBIX AaHTHAPUTMHUYECKUX  IIPETapaToB
pPEKOMEH/yeTCs UCMOJNb30BaTh CIEAYIOIIME KPUTEpUU: TpH IpHUEMEe AaHTUAPUTMUYECKHUX
IpenapaToB B TEPaNeBTUUYECKOM J103€ PErUCTPUpPYETCs CHUXKEHHE olIero konuuecta XKD Oornee,
yeM Ha 50% wW/uiuM yMEHbIIEHME KOJMYECTBA 4YacoB B CYTKM, B TEUEHHE KOTOPBIX
peructpupoBanach XKD 6osee, ueM B 2 paza OT TAaKOBOT'0, IPOBOIUBIIETOCS B YCIOBUSAX OTCYTCTBHUS
aHTHApUTMUYECKOro JiedeHus. [lapannenbHO ¢ 3TUM y NAlMEHTOB JOJKHO PErucTpUpOBATHCS
yMeHblIeHne koiaudecTBa napHeix JKO B 10 pa3 u Gozee, a Takxke MMOJHOE yCTpaHEHHE MPOOEkKEK
XKT.

- Ha3nauenue amuomapona™* unm koMOMHaUMU amuogapoHa** c Gera-apeHoOI0KaTOpaMH
pexoMeHioBaHO Tpu Hanmuuuu npuctynoB KT/®X y manueHToB co CTpYKTypHOH marosioruen
cepana win auchynkuuer JOK, ecnu onm oTkaspiBatorcs ot umruiantanuu UK*** nubo sta
orepalys He MOXeT ObITh BBITIOJIHEHA M0 KaKUM-TH00 ApyruM npudunam [ 140, 141].

EOK IA (YYP A, Y] 2).

KomMmenTapuii. ¥V manueHTOB, HYXIAIOIIMXCS B MEPBUYHON M BTOPUYHOU NpPOdUIAKTHKE
BCC, amumomapon™* wnm ero KOMOMHUPOBAaHHOE IpHUMEHEHHe C OeTa-aapeHo0IoKaTOpaMu
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SBIISIIOTCSl €IMHCTBEHHOM JieKapcTBeHHOM anmbTepHatuBoit MKI***, crocoGHON mpenynpexaarh
Bo3HMKHOBeHHE JKT/DX u yBenmuuumBath MPOMODKUTEIBHOCTh JKU3HU IMalMEeHTOB. llepeueHb
MpenapaTroB, PEKOMEHJIOBAHHBIX Ui JICUYCHUS JKEIYJOYKOBBIX AapUTMUM, C YKa3aHUEM HX
CTaHJAPTHBIX TepaleBTHYECCKUX /103, npeacTaricH B [IPUJIOXKEHUWU A3, tabnuma A3.1.

- Antmaputmuyeckuii mpemnapat Ib kmacca (#peHUTOMH**) pPEKOMEHIIOBAaH B KauyeCTBE
cpeactBa "BTopoil nuHMM" mpu dacThix penuauBax JKT/®XK y manweHTOB CO CTPYKTYpHOM
naToyiorueit cepana u umiuianTupoBanubiMu MKJ***, mpu nenocrarounoit a¢pdexruBnoctn Gera-
aZpeHO0IOKATOPOB, coTanoja** um aMuomapoHa™*, a Takke NMPU HEBO3MOXKHOCTH MX IpHEMa B
CBSI3U C aOCOJIOTHBIMHU MPOTHBOIOKA3aHUSIMU WU TSDKEIBIMU MOOOYHBIMU 3 (eKTaMu JICUCHHUS.
#benutonn™* pekoMeHIyeTCs IS JUTMTEIIBHOTO premMa BHYTpbh B 103ax 200-400 mr/cyTku (v B
no3e 900-1200 mr, pa3gesieHHOW Ha TpU BBEIEHHUS C MepepbliBOM B 12 4yacoB (A0 MOSBICHUS
Huctarma)). [lepedenp npenaparoB, peKOMEHIOBAHHBIX JUISl JICYCHHS KENyI0UYKOBBIX apUTMUH, C
yKa3aHUEM UX CTaHAAPTHBIX TEPANleBTUUECKUX /103, peactasieH B [IPUJIOXKEHNU A3 [153, 142,
143, 144, 145, 146].

EOK mer (YYP C, Y1 4)

- Jleuenue mnanueHToB c mnapokcuzmamu JKT/DXK A0mKHO NPOBOIUTHCS MapajuIeNbHO C
BBISIBJICHHEM U YCTPAHCHUEM WHIMBHIYATBLHBIX ATOTCHETUUYECKUX (PAKTOPOB, JIKAIIUX B OCHOBE
BO3HHUKHOBEHHS apuTMHUecKuX mpuctynoB [120, 124, 147, 148, 149].

EOK IC (VYP A, Y1/ 2).

KomMmenTapuii. [loTeHIManbHBIMM TATOr€HETUYECKUMH (aKTOpaMH, MPOBOIUPYIOIIUMHU
BO3HUKHOBeHHE KT, ABISAIOTCS apUTMOI€HHOE JICMCTBHE JIEKAPCTBEHHBIX IPENApaToB,
AIEKTPOJIUTHBIE HapYIIeHHs (TUIOKATMEMUsl, TUIIOMArHUEMHUS) U OCTpasi UIIeMHUs MUOKap/a.

KynupoBaHue yCTOM4YMBbLIX NAPOKCM3MOB XeJlyAO4YKOBOM TaxuKapaum

Anroput™m kynupoBanus napokcusmoB JXXT npencrasien B [Ipunoxxenun b (cxema 1). o3sl
npenaparos i Kynuposanus napokcusmos KT npencrasnens B [IPUJIOKEHNN B2.

- IIpu ocranoBke kpoBooOpamenus (JKT c¢ orcyrctBuem nynbca mwin ®XK) pekomenayercs
HE3aMEUINTEIbHOE ITPOBEJEHUE KOMIUIEKCA CEPAECYHO-JIETOUYHbIX PEAHUMAIIMOHHBIX MEPOIPUITHH
(CJIP) [150, 151, 152, 165].

EOK IC (YYP A, Y 2).

- Ilpu ocranoBke kpoBooOpamenuss (KT c¢ orcyrctBuem mynbca uinn ®XK) kiroueBbIM
AJIEMEHTOM  peaHuMauuu (T.e. OJHO3HAYHO PEKOMEHJIOBAaHHBIM)  SBISETCSA  SKCTPEHHAs
aneKkTprueckas aepuodprwutsanus cepama [150, 151, 152].

EOK IC (YYP A, Y1 2).

- Hpu OX/KT c orcyrctBueM mynbca Tocie TpeX HedPPEKTUBHBIX Pa3psoB
nedubdpumisTopa peKOMEHI0BAaHO BHYTPUBEHHOE OOFOCHOE BBeAeHHE amuojapona™* 300 mr Ha
¢done nmponomkenust CJIP ¢ nenpio noswieHus: 3(p(HEKTUBHOCTH MPOBOJUMBIX PEaHMMAIIMOHHBIX
MEpOTIPUATHIA U MPEAYIPEKACHUS HeMeuIeHHbIX pernauBoB JKT/DXK. [150, 153, 154, 155, 175]

EOK IA (YVYP A, VI 2).

KommenTapuii. Beenenune monomaurensubix 150 Mr amuogapoHa™* pekoMeHI0BaHO MOCie 5
Hed(PPEeKTUBHBIX pa3psI0B 1ePUOPHILIATOPA.

- BuyrpuBennoe BBeaeHue nmpokanHa** Ha ¢one npomomkeHuss CJIP pexomenmyercs B

ciyyae Hed(PPEKTUBHOCTH AeHUOPMILIAIMM MM HENPEPHIBHOIO PEIMIMBUPOBAHMS apUTMHM IS
NOBBILIEHUS aHcoB KynupoBanus OX u npenynpexaenus HemeaieHHbIX peunauBoB XKT/DXK B
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cityuae, eciu amuoaapon** vemocrymnen. [154, 155, 156, 157].
EOK IIaB (YVP A, Y 2).

- BuyrpuBenHoe BBenenue snuHeppuHa*™* 1 mMr kaxkaple 3-5 MHH. TIOCJE BBEIEHUS HEPBOM
7036l  pekoMeHJaoBaHO B xonxe okasaHus CJIP, 1o BoccraHoBieHMs 3((HEKTUBHOTO
KPOBOOOpAIIIEHUsI, HE3aBUCHUMO OT PHTMa, COMPOBOXKIAIOIIETO OCTAHOBKY KPOBOOOpAIIECHHUS, C
1IEJIbI0 MOBBIIEHUS () (PEKTUBHOCTH MTPOBOUMBIX pEaHMMAITMOHHBIX Meponpustuii [ 150, 157, 158,
159, 160]

EOK IIbA (YYP C, Y 5).

Kommenrtapuii. [1o 1aHHBIM KIMHUYECKHX HCCIEIOBAHMMA, IPUMEHEHHE 00jiee BHICOKHX 103
npenapara He o0J1aZjaeT IPEeUMYIIECTBOM 10 CPABHEHUIO CO CTAHJAPTHOM 10301 1 M.

Bpemss BBeneHuss mepBoW 1036l dnuHEPpUHA**  3aBUCHUT OT CEPACYHOTO PHUTMA,
COIIPOBO’KAIOILET0 OCTAHOBKY KPOBOOOPALICHHUS:

- [pU pUTMAX, NOMISKAIMX AePUOPWIUIAIMM WO KapJUOBEpPCHM, IiepBas J03a
snuHeppuHa** BBOAUTCS mocie TpeX HedPEKTUBHBIX pa3psa0B aehudpuiiaTopa;

- IPY PUTMAX, HE TIOJUICKAIIHIX JCUYCHHUIO pa3psiioM aehuOprusTopa (3J1eKTpoMeXaHnIecKast
JMCCOLMALIUS U aCHCTOJIUS) NepBasi /103a SMuHeppruHa™** BBOAUTCS HEMEIJICHHO IOC/IE YCTaHOBKU
BHYTPHUBEHHOTO JIOCTYTIA.

Beenenue snekapcts He JomkHO mpepbiBaTh CJIP 1 3anepkuBaTh Takue BMEIIATEIbCTBA, KaK
nepUOPHILIALINS T KapIHOBEPCHSL.

- DKCTpeHHas dIIeKTpHUecKas KapuoBepcus pekomenaoBana npu KT, conpoBoxaromeiics
OCTPbBIMHU HapyLICHUAMU IreMOJMHaMHUKN (CI/IMHTOMHaﬂ apTcpraJibHadg THUIIOTCH3U,
CHHKOIAJIbHOC/IPECUHKOIATIBHOE COCTOSHUE, TPH3HAKM OCTPOW HIIEMHH MHOKapa, OTeK
aerkux/octpas CH) [150, 151].

EOK IA (YYP B, Y]/ 3).

- [Ipu oka3aHUM HEOTIONKHOW METUIIMHCKON MOMOIIM MapOKCU3MbI TaXUKAPAUH C IIUPOKUMU
komiuiekcamun QRS pexomennyerca pacuenuBath kKak KT 3a HMckiIroueHueM cUTyalui, Korja
JMarHo3 HapkerymoukoBoi tTaxukapanu (HXXT) ue Bei3siBaeT comuenus [169, 170, 171, 172, 583].

EOK IC (YYP C, Y 4).

KommenTapuii. WHrepnperanuss TaxukapAuu C IIAPOKUMH Komiulekcamu QRS  kak
HAJKEITYJOYKOBOM TOJIBKO HA OCHOBAaHMM OTCYTCTBHMS OCTPBIX HapyIIEHHH TIeéMOAVNHAMMKHU
ABJIIETCS ~ PACHpPOCTPAHEHHOM  KIMHUYECKOM  OMMOKOW. AHTHApUTMUYECKHE  CPENICTBa,
ucnonb3yemsle a1 KynupoBaHus KT, sdpdextuusl u npu HXT, B To Bpems kak mpemnaparsl,
npuMmensiemble g KynupoBanus HXKT  (#Bepamamun™*) wmoryr BbI3bIBaTH CHHXKEHUE
apTepuanbHOro aasieHus (AJl) ¥ NpUBOIUTH K OCTPHIM HAPYLIEHUSM F'eMOJANHAMUKY y MAIlEeHTOB
c KT.

- BuyrpuBenHoe BBeaenue [Ipokamnammpa** pexomeHayerca Uil KyNHpPOBaHUS
napokcu3MmoB XK T, npoTekaronux 6e3 OCTpbIX HapylleHuid reMoauHamuku [171, 172, 173].
EOK IIaA (YVP B, Y11 2).

- BuyrpuBenHoe BBeneHre AMUOAApOHA™* pekOMEeHAyeTCs A KYMUPOBAHUS MapOKCHU3MOB
KT, mpoTekaromux 63 OCTPBIX HapyIIeHn# remoauHaMuku [173, 174, 175, 176].
EOK IIbB (YYP B, Y11 2).

- BuyrpuBeHHoe BBeaecHHE ~OeTa-ampeHobOsokaropoB  (Metomponon**,  Dcmomon)
peKoMeHAyeTcs [l KYMUPOBaHUs U MPpeoTBpallieHus HerpepbIBHOTo peruauBupoBanus KT/DXK,
IpOBOIMPYeMOit uiiemuent Mmuokapaa [179, 180, 584].

EOK IIAB (YYP A, YO 1).
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- BuyrpuBenHoe BBeaeHue #Bepamammia** pexomenayercs s kKynupoBanus KT, HO
TOJIBKO B cllydae, €ciii JuartHo3 #Bepanamuia-ayBcTBuTeNbHONW KT He BbI3biBaeT comHeHui [179,
180, 181, 182, 183, 184].

EOK IB (YYP C, Y 4).

KommenTapuii. Ocobo#i, He dacTto BcTpedaromelcs (GopmMol  MmapoKCHU3ManbHON
MoHoMmopdHo# KT saBnserca dacuukynsgpHas JeBOXKETyI0UYKOBask TaXUKap/Ans, B OCHOBE KOTOPOH
JSKUT MEXaHU3M IIOBTOPHOTO BXOJA BOJIHBI BO30YyXaeHHs (reentry) ¢ ydacTHeM B IIeNH
LUPKYJIALUU BOJIHBI BO30Y)KJEHHUsS 3aJHE-HI)KHErO pa3BETBIECHMS JICBOM HOXKM Iyuka ['mca
(uHOrza mnepenHe-BepxHero pasBeTBieHMs). Kommuexkcel QRS Bo BpeMmsi mapokcusmMa HMEIOT
KOH(QUIypalnuoo, XapakTepHylo A OJjiokaabl NpaBod HOXKM Iyuyka [Hca ¢ OTKIOHEHHEM
JIEKTPUYECKON OCH CEp/lia BIEBO. Y4acThe NPOKCUMAaJIbHBIX CTPYKTYp cucteMsbl I uca-Ilypkunne B
(GOopMHpOBaHMN MEXaHU3Ma TaXWUKaApAUU SBIAETCS NPUUYMHOW JApYyruxX ee ocoOeHHocTen: 1)
IPOJODKUTENBHOCTh KoMIulekcoB QRS peaxo mnpespimaer 120 mc; 2) mapoKCU3Mbl MOTYT
UHULMMIPOBATBCSI HE TOJBKO JKEIYAOYKOBBIMM, HO M IPEACEPAHBIMU 3SKCTPACUCTOJIIAMHU
[mpencepaHbiMu 3KCTpacTuMyidamu Bo Bpemst DDU]; 3) #Bepamamuin BBICOKO I(PQPEKTHBEH B
Ky[IMPOBAaHUU 3TOH TaxuKapAuM [0 3TUM MpHUYMHAM ee 00O3HauyaroT TakkKe Kak '"#Beparmamui-
yyBcTBUTENBHYIO JKT", a BHyTpUBEHHOE NIPUMEHEHHE #BepariaMuia CIyKUT HE TOJIBKO CIIOCOOOM
YCTpaHEHUS MapOKCU3MOB, HO U CBOEOOPA3HBIM JUArHOCTUYECKHUM JIEKAPCTBEHHBIM TECTOM,
HAJC)KHO TMOJATBEP)KIAIOIIMM HMMEHHO TaKOM MEXaHM3M Taxukapauu]; 4) OTUeTIMBBIN
aHaromuueckuil cyocrpat KT — 3anHe-HUKHSAS BETBb JIEBOM HOXKKM Iyuka ['Mca, Kak y4acTHHK
e PUEHTPH, — 30HA BBICOKOA((EKTUBHOW KaTeTepHOW abiamuu mpu 3TOH (opMe TaxHKapAHH.
dacuuKyIspHas JEBOXKEIYI0UKOBasi TaXUKapIus BbIABIIAETCS, KaK MPABUIIO, Y MOJIOJBIX JIUII, HE
UMEIOIIUX MPU3HAKOB OPTaHUYECKOTO 3a00JIeBaHUS CEpld, YTO MPUHIMIAAIBHO OTJINYAET UX OT
HOJABJIAIONIET0 OOJIBLIIMHCTBA JPYyruxX MauueHToB ¢ napokcusmamu KT, um mo Tsxectu
KJIIMHUYECKHUX IPOSBICHUM MPUCTYIOB, U IO MPOTHO3Y *KU3HU ¢ no3unmu pucka BCC.

#Bepanamuin** MokeT BbI3bIBaTh CHWXEHHE AJ] M NPUBOIUTH K OCTPHIM HapyLIECHHUSIM
reMOJUHAMHUKH, T03TOMY MPOTUBOIIOKA3aH NanueHTam ¢ Apyrumu ¢popmamu XKT.

- BuyrpuBeHHoe BBeneHUEe #TpudocaneHnHa pexkomeHnayercs ans kynupoBanus KT, HO
TOJIBKO B ClTydae, €Clid JUarHo3 ajeHo3nH-uyBcTBUTENbHOM JKT He BhI3bIBacT comHeHmi [ 185, 186,
187].

EOKIC (YYPC, VI 5).

KomMmenTapuii. UyBcTBUTENBHON K #TpudoOcaIeHUHY SIBISIETCS TaXUKapIus, UCXOMAAIIAs U3
BBIHOCSIIIIETO TpaKTa MPaBOro kemyaouka. [{ns Takoll TaxuKapauud THIUYHBI XapaKTepHas
Mopdomorus kommiekcoB QRS na OKI', yacTtora purMa Bo Bpemst Taxukapauu B mpenenax ot 100
mo 150 B MuHyTy, HempepslBHOE penuauBupoBaHue. [opa3zno pexe aHajmoruunas ¢opma
TaxuKapJuu MOXKET BO3HUKaTh B BbIHOCsIIEM Tpakte JDK. [lomumo #rpudocanennHa, qaHHBIC
(bOpMBI TaXUKAPINU TaKXKe SBISIOTCS YyBCTBUTEIFHBIMU U K #BepanaMuiny™*.

#TpudocaleHUH MOXET BBI3bIBATh CHIDKCHHE AJl W NMPUBOIUTH K OCTPHIM HAPYIICHHUSIM
reMOJUHAMHUKHM, a TakKe MOTeHUIHPOBaTh "(GeHOMEH OOKpaablBaHUA" M YCYryOJIsTh HIIEMUIO
MHOKap/ia, MOATOMY MPOTHUBOTIOKA3aH MalueHTam ¢ apyrumu popmamu XT.

INeyeHwue Xenyno4dkoBbiX apMTMMf"I npn oCTpoOM KOPpOHAapHOM CMHApPpOMe

X3 u neycroitunBas KT uacro ormewarorcs y manueHToB ¢ OKC, ocoGeHHO BO Bpems
NEPBUYHOT0 KOpoHapHOro BMmemarensctBa npu UM ¢ moasemom cermenta ST (Tak Ha3piBaeMble
penepdy3noHHble apuTMuK). OHM peAKO MPUBOAAT K HAPYLUICHUIO TeMOJUHAMUKUA U HE TPEeOYIOT
cnenuduyeckoi Tepanuu. JJIMTENbHO COXPAHSIOIASACS U YacTas >KeIyJTO0YKOBas SKTOMHSI MOKET
CBHUJIETEJILCTBOBATh O HEOOXOJIMMOCTH JallbHEHIEeH peBacKymnsapu3aluu (HarpuMmep, MOBTOPHON
aHTHorpaduu/9pecKOKHOTO KOpOHApHOTO BMemarenbcTBa) [56, 57]. Eciu weycrovumBas KT
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COTMPOBOXKAACTCSA HAPYIICHHEM IeMOJIMHAMUKH, CIEIyeT PaCCMOTPETh Ha3HAUYCHHWE aMHuoJapoHa™**
(300 mr BuyrpuBeHHO cTpyiiHO) [26]. IloBropHas croiikas JKT, ocoOeHHO MOIUMOPGHHOrO
xapakrtepa, win noropHas @K moryt ObITh MPU3HAKOM HEMOJTHOW perepdy3uu wim BO3Bpara
ocTpoil umemud. B Takux ciay4asx cieayeT pacCMOTPETh BBINOJHEHHE HAKCTPEHHOM
koponaporpaduu. [losropuast momumopdnas KT ¢ nepexomom B @K MokeT oTBeuaTh Ha TEpPaITUIO
OeTa-anpeHoboKaTopaMu. YMeHblieHuo uyncia »mu3070B KT wmm X Takke crmocoOcTByeT
riyookas cenauus. Jlig ObICTpOro mnoJaBiIEHUS T'e€MOAMHAMMYECKHM 3HAuMMbIX KA MOXKHO
HCIONIB30BaTh aMmuogapon™* (150-300 Mr BHyTPUBEHHO CTPYHHO).

- IIpumenenue npyrux antuapurmudeckux npenaparos npu OKC (Hanpumep, IpoKauHaMu[I,
npornadeHoH) He peKoMeHa0BaHo [26, 74].
EOK IIIA (YYP C, VI 5).

- C umenpro mpodummaktuku KA y TalMEHTOB CO CTPYKTYPHOM TIaTOJIOTHEH cepiara
peKOMEHyeTCs Ha3HavaTh Oeta-aapeHobokaTopsl [26, 73, 74, 88, 135, 191, 393].
EOK IA (YYP A, Y11 2).

- Hasnauenue Oera-agpeHoOinokatopoB BHYTpb st mnpodmiaktukn KA u BCC
pekoMeH10BaHo i Beex narueHtoB ¢ OKC Bo Bpems rocnMTaiu3aliy U MOCe BBINUCKU, IIPU
OTCYTCTBHUH MMpoTHBONOKa3anwuii [188, 189, 190].

EOK llaB (YVP A, VI 1).

- Jleyuenne OeTa-aApeHOOIIOKATOPAMU  PEKOMEHIOBAHO TIPU  TOBTOPHBIX  3IMH30/aX
noaumopduoit XKT [27, 62, 73].

EOK IB (YYPC, VAU 5).

Kommenrapuii. Menukamentosnas tepanusi ycroituuBoil JKT nomkHa ObITh HampaBieHa Ha
MaKCUMaJbHYI0 cuMIatudeckyro Onokamy [190, 191, 192]. B wuccnemoBanuu MADIT-II y
narenToB ¢ MKJ***, monydyaBmmx makcuMasbHbIE 03Bl OeTa-aJpeH00]I0KaTOpPOB, HaOII0aIN
CYLIECTBEHHOE YMEHbIIeHHe uuciaa NOoBTOpHbIX snu3040B KT wm @XK, TpebosaBmmx
BMematensctBa MWMK***, 1o cpaBHeHMIO ¢ ManmueHTaMu, KOTOpble He TNojdy4anu Oera-
aapeno6mokaropsr [190, 191, 192].

Jlob6aBneHne amMuofapoHa** He yBeNIMYMBAJIO BBDKMBAEMOCTb B IpyIie KOMOMHHUPOBAHHOM
TEpanuu Mo CPaBHEHUIO C TPYNIOH, TJ€ HMallMeHThl MOoJIy4yalld TOJbKO cTaHAapTHyio Tepanuio CH
[190, 191, 192]. Jleuenue amuomapoHOM** B coueTaHud C Oera-aApPeHOOIOKATOPAMHU
COTPOBOXAAIOCH CYIIECTBEHHBIM yYMEHbBIIIEHHEM pucka cpabarbiBanuii UK/[*** mo cpaBHEeHUIO C
MOHOTepanueil Oera-apeHoOJI0KaTopaMu M ¢ MOHOTepanuei cotangoioM. OpHako B TpyIme
coTajiofia U B TpyIne KOMOMHMPOBAHHOW Teparuu aMUOAApOHOM™** u OeTa-aApeHOo0JIOKaTOpOM
ObLIa BbIIIE YaCTOTa OTMEHBI IIpenaparoB. Tak, 4acTOTa OTMEHBI UCCIIeyeMOoro npemnapata yepes 1
roJl OT Hayajna jedeHus coctaBmina 18,2% nns amuomapona*™*, 23,5% nns cotanmona u 5,3% s
Oera-agpenoOnokaropa. B uccnenoBanun SCD-HeFT nanuments! ¢ qucynknueit JOK u CH ©K 11
i 11l no NYHA nonyuanu crangaptayto tepanuto CH, ctannaptayto tepanuto CH B couetanun
¢ amuonapoHoM™** unu crapgaptHyto Tepanuio CH B coduerannu ¢ omHokamepubeim MKJ[*** [127,
118].

- Ilpumenenue amuonapoHa** pexkoOMEeHIOBaHO IJs ycTpaHeHHs cumnToMoB XA vy
nanueHToB nocie M, ogHako Takas Tepanus He BIMSET Ha MOKa3aTelu cMepTHocTH [27, 62, 125,
126].

EOK —ner (VVP A, YII/I 2).

- BayrpuBenHoe BBeneHHEe aMuoAapoHa™™® pexomeHa0BaHO I JedeHus: moauMopduoit KT,
aCCOLIMMUPOBAHHOMN C OCTPBIM KOPOHApHBIM cuHIpomoM [121, 125, 125, 137, 140].
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EOK IC (VVP C, V]I 3).

- Koppekuust HapymeHHH 3J€KTPOJUTHOTO OajlaHca pEKOMEHJOBaHA MalMeHTaM ¢
noBTopHbIMU dnu3o1amu KT wim @XK s kynupoBanus U npo(UIAKTUKHE MPUCTYIIOB apUTMUHU
[147, 191, 193].

EOK IC (YYP C, Y1 2).

- BHyTpuBeHHOE BBeJCHHE JHIOKaHA™* PEKOMEHIOBAHO IS JICUYCHHS IOBTOPHBIX STH30/10B
croiikoii XT wmm @XK, He oTBedaromedl Ha Tepanuio OeTa-aJpeHOOIOKATOpPAMH WM
aMUOJapOHOM™**, a TaKKe NMPH HAJUYMH MPOTUBOIOKA3aHUK K JICYCHHIO aMHojapoHoM™* [155,
195, 578].

EOK IIbC (VVYP A, Y/ 2).

HemegukameHTO3HbIe MeToabl nevyeHnsa XT

AnekTpuyeckas aemopmnnaumna. dnekTrpmyeckas CTUMynaums

- DKCTpeHHasl DJJEKTpUYeCKas KapIuoBepcHus WM JIeUOPWILIANUS PEKOMECHIOBaHA
narueHTam ¢ ycroiunBoi KT wnmu @X ana kynupoBanus npucryna aputmuu [27, 62, 150, 151,
152, 195].

EOK IC (YYP A, V] 2).

KommMmenTapuii. Ecnin octaHOBKa cep/iiia mpou30Inia B JIe4eOHOM YUIPEKACHUH, HEOOXOIMMO
Cpa3y BBINOJTHUTH AePUOPHIUISAINIO, MOCKOIBKY B 3TOM CJly4ae BBIIIE BEPOSTHOCTH TOTO, YTO
NPUYMHOW OCTAaHOBKHM cepjAla Oblla CTOWKas OKeIyJAo4ykoBas TaxwapuTmus. [lpu 3TOM
neuOpUIUIALINI0O HAYMHAIOT ¢ MAaKCUMAaIbHOW MOIIHOCTH. [l nmedeOHBIX YUpexJAeHUN cambIM
yIOOHBIM BapHAHTOM SIBJISTIOTCS TTOJTyaBTOMAaTH4ecKue aepuOpmmsaTopel. BHyTpuBEeHHOE BBEACHHE
amuogapoHa®™* mosbimaeT 3(HEKTUBHOCTh NeUOPHIUIALIMK W/WIK TPEIOTBPAIIACT ITOBTOPHBIC
anm30/6l KT nimm @X B ocTphIX ciydasx.

- DIeKkTpHuecKas KapIuOBEepCHs pPEKOMEHAOoBaHa manueHTaM ¢ MoHomopdHou XT u
HECTaOMJILHOW T'€MOJMHAMHKOW JUIS KYIMHPOBAHUS TMPHCTyNa ApPUTMHH M BOCCTAHOBJICHUS
s dexTuBHON cepaeunoit aesirenbuoctr [150, 151, 152, 193, 194, 195].

EOK IC (YYP A, YT 2).

OnexTpuueckas KapAHOBEpPCHsl PEKOMEHIyeTcs g KynupoBaHus mnapokcusma KT, He
COMpPOBOXKAAIOIIETOCS ~ OCTPHIMM ~ HapyHIEHUSIMM ~ IeMOJUHAMHUKH, Tpu  HEIDPEKTUBHOCTU
AHTUAPUTMUYECKON TEpaIllUM, MPOTHUBOIOKA3aHUU K UX INPUMEHEHHIO, a TaKXKe B ClIy4ae, €Clld
JeYaluii Bpad ¥ MAIMeHT OTJAIOT MPEINOYTeHHE dTOMY CIIOCO0y BOCCTaHOBJIEHHUs puTMa |26, 27,
57, 65, 196].

EOK IIbC (YYP C, YA 5).

- Yyamaroniasi CTUMYJISIIUS JKEITYJ0YKOB PEKOMEHI0BaHa Ul KyMHPOBAaHUS MOHOMOP(HOMN
KT u Tpeneranus XeayJOYKOB U BOCCTAHOBIEHUS 3(P(PEKTUBHON cepaedHol nesTensHocTH [197,
198, 199, 200].

EOK IIaC (YVYP C, Y /1 4)

Kommenrapuii. KpatkoBpemeHHas "3ammoBas’ CTUMYISIHS JKeTyI0ukoB "maukamu’ u3 8-10
UMIIYJIbCOB ¢ yacToTod, mpebimatonieid uactoty KT (burstpacing) s KynupoBaHUS
MoHoMoppuoit KT wmoxer ObITh MpoBeneHAa C UCHOJIb30BAHUEM CHCTEMBl BPEMEHHOM
TPAHCBEHO3HON CTUMYISIIMK cepAua (MpH HAIMYMM LEHTPAIbHOTO BEHO3HOTO JOCTYMa), JU00 C
MOMOIIbI0 MMIUIAHTUPOBAHHBIX YCTPOUCTB (JIEKTPOKAPIAUOCTUMYIATOPOB™**, kapauoBepTepoB-
nepubpuiaropo™***, ummnantupyemsix CPT-yctpoiicts). [annbiii Meron HeaddekTuBeH mis
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kynupoBanusi @K u nomumopdnoii XKT Tuna torsade de pointes.

- TpaHcBeHO3Hasi KaTeTepHas Yyyallalouas CTUMYJANUS 1o Tuny  "oBepapaiiB"
PEKOMEHIOBaHA B TOM Clly4ae, €CJIM BO3HHKAIOT 4acTble MOBTOpHBIE 3mu30/bl KT, HecMOoTpst Ha
JeYeHWEe AaHTUAPUTMHYECKMMHU TIpenaparaMy, a KaTeTepHas aOnamus y JaHHOTO MalueHTa
HeBo3MmokHa [197, 198, 199, 200].

EOKIC (YYPC, YO 4).

- BpemeHHas TpaHCBEHO3Has CTUMYJSALUS PEKOMEHJOBaHa IMAllUEHTaM C CHMITOMaMH
CHHYCOBOM Opamukapauu mis npoduinaktuku Bo3HUKHOBeHHS JKT/DXK, HecMoTps Ha jedeHwue
npernaparamu ¢ MoJIOKHUTEILHBIM XPOHOTPOITHBIM 3 dekrom [27, 57, 62].

EOKIC (YYPC, YN 5).

- BpeMeHHaSI TpaHCBeHOSHaH CTI/IMYJISII_[I/ISI peKOMeHI[OBaHa ImagueHraMm ¢ CHUMIITOMaMHnu
TSIKEIION AB-6J’IOK8.,I[LI 663 CT8.6I/IJ'H:>HOFO 3aMCIIAIICTO pUTMa IJIA HpO(I)I/IJIaKTI/IKI/I BO3HHUKHOBCHUS
KT/DK [27, 57, 62].

EOK IC (YVP C, V] 5).

Xupypruyeckoe rnedyenume XT

Xupypruyeckue METO/Ibl B IEPBYIO OYEPEIb OKA3aHbl MALIMEHTaM, UAYILIMM Ha Olepaluio Ha
OTKPBITOM CEp/lle, a TaKXKe MallMeHTaM, Y KOTOPbIX ApPYyrue crocoObl JIeYeHUs He Jald JOJDKHOTO
pe3ynbrara. K Xxupyprudeckum MeTo/iaM JIEYEHUs JKEIyJOYKOBBIX HApyIIEHUH pPUTMa OTHOCSTCS
abnanus u pe3ekuus sHI0Kapaa. Xupyprudeckas abyaus MOXKET BBITOJHATHCS SHA0KApIUAIBHO U
ANUKApANaIbHO TOKOM BBICOKOM 4acTOThl (paZno4acToTHAsl abjaiusi) WIK C IOMOILBI0 HU3KHUX
Temneparyp (Tak HaszbiBaemas Kpuoabnauus). Jlokanuzanus 30H KA nomkHa ObITH BbISIBIEHA C
nomouibio DU o onepanuu U yrouHeHa Npyu MPOBEICHUN KapTUPOBAHUS BO BpEMsI Ollepallii Ha
OTKPBITOM CEPALE.

- Xupyprudeckas a0ianusi, BBIIOIHAEMAs B CIICIMATTU3NPOBAHHBIX IIEHTPaX C 00sS3aTebHBIM
ANIEKTPO(U3NOIOTHUECKUM KapTUPOBAHUEM JO U IOCIE ONEpalny, PEKOMEH/I0BaHA MaIllMeHTaM C
pedpaxrepnoit KT, He oTBewaromieil Ha Tepanui0 AHTUAPUTMHUUYECKUMHU MpenapaTamu, IpH
HEYCHENHON MOMbITKE KaTeTepHOM aldnanuu A KyNMUpOBaHUS U NPOQPHIAKTUKHA BO3HHUKHOBEHUS
KT/DK [203, 204, 205, 206, 207].

EOK IB (VYP C, YA 4).

KommenTtapuii. OCHOBHBIE TEXHHKH XHPYPTUYECKON aOJlalliyl JIETIM B OCHOBY METOIHUK
KaTeTepHOM abylaluy, BKJIIOYash OTHOCUTENBHO HOBYIO TEXHUKY Moaudukanuu cyoctpata [206,
207, 208].

- DHJIOKApAPKTOMHMSI BO BpeMsl XUPYpPrUYecKoi peKOHCTPYKLUU JieBoro xenynouka (XPJDK)
pPEeKOMEH/I0BaHa MalMeHTaM C TOCTUH(ApKTHOM aHeBpu3Moil jeBoro xemnynouka (AJDK), y
KOTOPBIX JIMarHOCTUPOBaHA JKEIYJOYKOBas TaXWUKapAus IJs KYNMUPOBAHUS U NPOPUIAKTHKU
Bo3HukHOBeHus JKT/DXK [201, 202, 206, 207].

EOK IIaA (YVP B, Y1 3).

KomMmenTapuii. Pezekuus sHAOKapAa NMoOKa3aHa MallMEHTaM, HANpPaBICHHBIM Ha ONEPALUIO
XPJDK, y xoropeix pmarHoctupoBaHa KT ¢ mnomompro BHyTpucepaeuHoro O®PM  nHa
JIOONIEPALIMOHHOM JTare, a TaKke ocTaabHbIM nanueHtam ¢ AJDK, KOTOpeIM HE NpOBOAMIIOCH
O®U, BBuay TOro, uro puck paszsutus KT y mamuentoB ¢ noctuHdapkTHoit AJDK cocrasnser
50%.

- ITanmentam mocne omepauuu XPJDK ¢ uapyumpyemoinn KT pekomeHoBaHa ycTaHOBKa
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WUKI*** B panHeM niepuojie uist KynupoBanus 3mu30,108 XK T/DXK nocne oneparuu [91, 202, 203].
EOK IlaB (YVYP A, Y1 2).
KommMmenTapuii. B psiae cimydaeB mocie cyOTOTaIbLHON SHAOKAPIIKTOMUU /WK abianuu mpu
BHYyTpH cepaeunoM DDU noxymentupyercs peunaus KT y 2,5-20% nanueHToB, 4acTo B IEPBBIE
90 mueit [202, 203].

AHTHapuTMHnyeckmne ycTpoucTBa. UMnnaHTupyembin KapauoBepTep-
aednbpunnaTop
NMnanTupyeMsblit KapauoBepTep-1epuopuiIIsaTop (UK JL***) — YCTPOMCTBO,

IpeJHA3HAYCHHOE [UId IPEpbIBaHMs KU3HEYTPOXKAIOIIUX apUTMUI € ILEIbl0 NPEeIOoTBPAILIEHUS
BHe3anHoW cepaeunoit cmeptu (BCC) [204]. Ilpumenenne UK/ *** B npodumnakruxke BCC
OCHOBaHO Ha apuTMHueckoM MexaHusMme pasButus BCC. BocctaHoBieHune CHHYcCOBOro (MU
HOJUIEXKALIET0) PUTMA IPOMCXOIUT C IIOMOIIBIO HAHECEHUS IEKTPUUECKOrO pa3psiia B HECKOJIBKO
JIECATKOB JDKOYJIeH, TM00 Madek 3JeKTPUYECKUX CTUMYJIOB, KOTOpbIE SIBISAIOTCA 0€30071€3HEHHBIMU
JUIsl TallMeHTa M JHepreruyecku MeHee 3arpaTHbiMu. WKJ[*** cnenyer paccmarpuBarh Kak
OCHOBHOE CPEJICTBO NMEPBUYHOM M BTOPUUHOM MPO(PUIAKTUKU BHE3AHON cepledHoit cmeptu [205,
209]. UmmutanTanys 0OBIMHO TPOBOIMTCS IO MECTHOM aHECTE3HEH.

NMoka3aHuAa 1 npoTuBONOKa3saHuA K umnnadtauuu UKQ

K]l ¢ uenbio BTOPUYHON MNPO(MMIAKTUKMA BHE3AHON cepaeuHoi cMepTH (BTOpUYHAs
npo(UIaKTUKA BHE3AIHON CepAEUHON CMEPTH)

- Ummmanranus UK*** pexomennoBana nanuentam ¢ nokymentupoBanHod ®XK umu XKT ¢
BBIPAKEHHBIMH U3MEHEHUSIMUA F€MOJMHAMUKH, IIPH YCIOBUHM OTCYTCTBUSA MPEXOJAIIMX MPUUUH HUX
pa3BuTUA U nocine 48 4 OT MOMEHTa pa3BUTHS HH(papkTa Muokapaa. [lanMeHTsl JOKHBI MONIyYaTh
ONTHMAJIBHYIO0 METUKAaMEHTO3HYIO Tepanuto [27, 213, 214].

EOKIA (YYP A, YOI 1).

- Wwvmnanranms HUKI*** wnm BpeMeHHOE TNPUMEHEHHE HAPY>KHOTO KapAuoBepTepa-
negulpuiaTopa pekoMeH10BaHbl B TeueHue 40 nneit nociae M y oTAenbHBIX MallMEHTOB (Ipu
HEMOJIHOW peBacKyJsIpU3aliy, MpeAlecTBYOmed TMCHYHKIMN U CHUKEHUH (Qpakuuu BbeIOpoca
nesoro kenynouka (PBJDK), nosasnenunm aputmuii nocine 48 4 ot Bo3HMKHOBeHMs OKC,
noiumopduoit KT wm OXK) [210, 211, 212].

EOK IIbC (VYYP B, VI 3).

- Ummnanranms UKI*** pexomenmoBana maruentam ¢ yctoiuuBon XT, mpu ymepeHHO
BbIp@)KEHHON JuchyHKkuuu JeBoro skemynouka (PBJDK wmenee 45%), BHe 3aBUCHUMOCTH OT
BO3MO>XHOCTH BBITIOJIHEHUSI KaTeTEpPHOUN abnainuu U pe3yabTaToB mpouenyps! [124, 129, 138, 139,
579].

EOK —ner (VVP A, YVI/T 1).

KommenTapuii. Ummnantanus UK*** manmentam ¢ ycrowumBoit KT compoBokmaercs
YBEJIMUYEHUEM BBIKHBAEMOCTH TI0 CPAaBHEHHUIO C aHTHAPUTMHUYECKON Tepammeil. Ha cerogHsmHuii
JIeHb HET HMCCIIeI0BaHuM, B KOTOPBIX Obl cpaBHUBANIHU pe3ynbraTel UK]***-Tepanun u xaTetepHoii
abnaruu 6e3 UK/ *** y marmenToB ¢ ycroitunBoii JKT. YauteiBas HEOONbIION 00beM JaHHBIX U
BBICOKYIO 4acTOTy penuauBoB ycroitunBoil KT mocne karerepHoit abmanum, yctaHoBka MKJ[***
nenecooOpasHa BceM mnaruerTam ¢ auchynkiueit JOK (dbpakius Beiopoca < 45%) u ycTOMUUBOI
XKT.

- Mmvrmnanranus UKJ*** pexomennoBana maunuentam ¢ HeyctoiumBoit KT, Bciencrsue
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nepeHeceHHoro nHgapkTa MHOKapaa, ¢ AuchyHkiuei igesoro xenynouka (OBJDK menee 40%) u
uHaynupyemoit  ycrouuoir KT wmmum ®XK npu  mpoBeaeHUM  3IEKTPOPU3HOIOTHUECKOTO
uccnenoBanus [215, 216, 217].

EOK —ner (YYP A, V1 2).

NMepBMyHaa npodunakTuka BHe3anHOW CepAevYHOM CMEepPTU U XKenyao4vKOBOM
Taxmkapaum

B pannomMu3upoBaHHBIX HCCIENOBAHHUSIX W METaaHaau3ax ObUIO MPOJIEMOHCTPUPOBAHO, UTO
pPHCK BHE3aIHOM CcepAeYHON cMmepTH cBs3aH ¢ HapymeHuem Qynkuuu JDK, a ucnompzoBanme
HUKJ*** B xauecTBe cpeactBa mnepBuyHoW mnpoduinaktukd BCC 3HauyuMO BJIMSET HAa ypOBEHB
CMEpPTHOCTH JITaHHOM KaTeropuv NAlMEHTOB KaK C HIIEMUYECKOW, TaK M C HEUMIIEMHUYECKON €€
npupooii [58, 82, 216, 217, 218, 219, 220, 221, 222, 223, 224, 225].

Jnst Bcex mokazaHuil Kk npumenenuto UKJ[*** pemenue B 1mosib3y MocieAHUX NMPUHUMACTCS
TOJIBKO B ClIy4ae, KOrJa MporHo3upyemasi NpoAoJKUTEIbHOCTb )KMU3HU NAlMEHTa IpeBbIaeT 1 roa.
HeoOxonuMocTh B aJeKBaTHOM peBacKyJIspU3allud MHOKapJa, Hapsjay cO CTPEMIIEHUEM
PaANKaJIbHOTO YCTPAHEHUS! apPUTMUU, SIBJIAIOTCS NPUOPUTETHBIMU IO OTHOUIEHUIO K MTPUMEHEHUIO
NUK]***-repanuu.

- Ummnantamus UK *** nnsa nepsuunoit npodunaktuku BCC He pekoMeH0BaHA B TEUECHUE
40 nueit mocie UM [27, 58, 62, 82].
EOKIA (YVYP B, Y1 2).

- Wmmnantanmus UKI*** pexomennoBana nns ymenblieHuss pucka BCC mnanuentam c
muchynkiueit neoro xenynaouka (PBJDK — 35% u menee) u cepaeunoit HenoctarouHocthio (11
wm [II ®K mo NYHA), BcienctBue nepeHeceHHoro He meHee deM 40 mHeil mocne mHpapkra
muokapaa [124, 129, 138, 139, 579].

EOK IA (YYP A, VI 1).

- Wmmmantanma UKI***  pexkomeHgoBaHAa y TMalMEHTOB C  KapJAHMOMHOINATHEH
HEHIIEMHYECKOTO TeHe3a, AucyHkiuei geporo xenynouka (PBJDK — 35% u menee) u cepaedHon
HenocratouHocTeio, 11 mmm 11T @K mo NYHA [215, 218, 219, 220, 234].

EOKIB (YYPB, Y1 1).

- Wmmnantaums MKI*** pekomennoBana pns npopunaktukn BCC y manueHros,
OXKHJIAFOIIUX TPAHCIUIAHTAIMIO Cep/Illa BHE JIeYeOHOTo yupexaenus [227, 228, 229].

EOK IIAC (YYP A, V1 2).

Cocrosnus, npu kotopeix UK/I-Tepanus He mokazaHa Wiy NpOTUBOINOKa3aHa:

- IMPOTHO3UPYEMBIIl CPOK JKU3HHM MALMEHTOB C YIOBJIETBOPHUTEIbHBIM (DYHKIIMOHAIBHBIM
CTaTycoOM He IpeBbIlIaeT 1 roj, Jaxke eciau OHU UMEIOT NOKa3aHus, cooTBeTcTRyomue 1-5 VJI/1;

- TanueHTaM,  CTPAJAlONIMM  HEMPEPBIBHO-PEIUIUBUPYIONIUMHI  JKEITYJI0YKOBBIMA
TaXUKAPAUSIMHU WU PUOPHIIIALINEH KeTyJOUKOB;

- TAIMeHTaM C BBIPAKEHHBIMH TICUXUYECKHMHU 3a00JIEBaHMSIMH, KOTOpPBIE MOTYT OBITh
ycyryOJeHbl MMITIaHTaled Tpubopa WK IpensTCTBOBATh CUCTEMAaTHUYECKOMY HAOII0IEHUIO;

- MalMeHTaM ¢ XpoHudeckoi cepaeuHoi HegocrtatouHocThio [V OK (NYHA), pedpaxrepHoii
K JIEKapCTBEHHOM Teparuu, KOrja OHU He SBJIAIOTCSA KaHAWJaTaMy Ha TPAHCIUIAHTALIMIO CepALa;

- TanueHTaM ¢ OOMOpOKaMH HESICHOTO TeHe3a 0e3 WHIYIUPYEMBIX JKEeTyI0YKOBBIX
TaXUapUTMUH U 6€3 CTPYKTYpPHOI MAaTOJIOTUH CEePLIA;

- B CIIydYasx, KOTJIa JKEITyIOYKOBash TaxXUKapaus WM (pUOPHUIUIAIUS JKEITYIOUYKOB SBISIOTCS
YCTPaHUMBIMU PAJAUKAIBHO, XUPYPTUUYECKH MM C IOMOIIBIO KaTeTepHOW abialuu: apuTMHH,

32un3 121


http://disuria.ru/
https://аптека-омск.рф/

KnuHnyeckme pekomengaumm — XKenyaoukoBble HapyleHns putma. XKenyaoykoBble TaxMkapAany 1 BHe3anHas cepaeyHasi cMepTb —
2020-2021-2022 (10.06.2021) — YTBepxaeHsl MuHsgpasom PO

cBa3aHHble ¢ cuHapomoM BIIB (WPW), taxukapauu M3 BBIBOJHOTO TpAaKTa JKEJIYAOUYKOB,
dacuukynspasie U uanonaruueckue KT, mpu OTCYTCTBUU CTPYKTYpPHOM MAaTOJIOTUN CEPIa;

- MAlMEHTaM, Yy KOTOPBbIX OJIHU30J JKEIYJOYKOBOM TaXMapUTMUU BO3HUK BCIIEJCTBUE
MPEXOAAIIUX WM 0OpaTUMBIX PacCTPOUCTB (HampUMep, OCTPhId MHPAPKT MHOKapia, HapylIeHUuE
AIIEKTPOJIUTHOTO Oanianca, moOodHble A(P(EKTHl MEIUKaMEHTOB, TpaBMa), KOI/Ia KOPPEKIHUs
paccTpoiicTBa BO3MOKHA M MOXET 3HAYUTENIBHO CHU3UTh PHUCK MOBTOPHOTO BO3HUKHOBEHHUS
apUTMUHU.

CeppaeyHasa pecuHXpoHu3upyrowasn tepanus y naumeHtToB ¢ XCH ana cHuxeHus
pucka BCC. Kom6uHupoBaHHble CPT-[] ycTtponcTBa

O¢dexruBnocts CPT mpogemoHcTpupoBana B MHorouncieHHbix KM m meraananuzax npu
KapJIMOMHUOTIATHH KaK MIIEeMHYECKOro, TaK W HeWIIeMudeckoro rexesa [219, 267, 268, 269, 270,
271, 272, 273]. JlanHble €BpOIEHCKOr0 0030pPHOTO PETHUCTpa CBUACTEIBCTBYIOT O 0OJice HU3KOM
CMEPTHOCTH Yy MAlIMEHTOB ¢ KOMOMHUPOBaHHBIMU ycTporicTBamu CPT-J*** [274]. bonee noporue
U CJIO)KHBIE KOMOMHHPOBAHHBIE CHCTEMbI B OOJIBIIEH Mepe CIeAyeT MPEANOoYecTh Yy MAIHCHTOB,
HY>KJAIOMIMXCS BO BTOPUYHON MpOo(UIaKTUKE, WK NEPBUYHON MPOoQUIAKTUKE BHE3ATHOW CMEPTH
IpU OTCYTCTBUU BBIPAKCHHOW KOMOPOHMIHOCTH M B OTHOCHTEIBLHO MOJIOAOM Bo3pacte [232].
NmrnanTtanys CPT 0ObIYHO TPOBOIUTCS IO MECTHOM aHECTE3UEH.

- Wmnnanrauus CPT-ycTpoilcTB pexkomMeHIoBaHa Il CUMITOMHBIX mnanueHToB ¢ XCH,
cuHycoBsIM putMoM 1 Mopdororueit QRS ¢ BJIHIIT, mnurensHocthio QRS >= 150 mc, ®BJIK <=
35%, Ha GOHE ONTUMAIBHON MEIMKAMEHTO3HOHN TEeparvu, C b0 YMEHBIIICHHUS CHMITTOMATHKH,
CHIDKEHHS MOPOMIHOCTH M prcka cmeptH [219, 267, 268, 275, 276, 277, 278, 279, 280].

EOKIA (YVP B, V11 2).

- Mmnnmanrauus CPT-ycTpolicTB pekoMeH0BaHa uisi cUMOTOMHbIX mnanueHToB ¢ XCH,
cunycoBbsiM putMoM U QRS-mopdonorueit BJIHIIT, murensrocteio QRS 130-149 mc, ®BJIK <=
35%, Ha doHE ONTUMAIBHON MEIMKAMEHTO3HON Tepanuu, ¢ HEeNbI0 YMEHBIIEHUS! CUMITOMATUKH,
CHIDKCHUSI MOPOUIHOCTH 1 pucka cmept [279, 280].

EOK IB (YVYP B, VII/I 2).

- Wmnnantauus CPT-ycTpoilcTB pekomMeHmOBaHa Il CUMNTOMHBIX mnanueHToB ¢ XCH,
cuHycoBbIM puTMOM U QRS-mopdonorueii, He coorBerctByromeit BJIHIIL, amutensHoCcThIO QRS
>= 150 mc, ®BJIK <= 35%, Ha (oHE ONTUMAIBLHOW MEIMKAMEHTO3HOW TEpanuu, C MEeJbI0
YMEHBIIICHHs] CHMIITOMATHKH, CHI)KEHHUST MOPOMITHOCTH U prcka cmeptu [279, 280].

EOK IIAB (YVYP B, Y11 2).

- Wmmnanrauus CPT-ycTpoilcTB pekoMeHIOBaHA s CUMNTOMHBIX mauueHToB ¢ XCH,
cuHycoBbIM puTMOM u QRS-mopdonorueii, He coorBerctByromeit BJIHIIL, nmurensHocThi0 QRS
130-149 mc, ®BJDK <= 35%, Ha ¢oHE ONTUMAIBHOW METUKAMEHTO3HOW TepamuH, C IICNTBIO
YMEHbBIICHUSI CHMITOMATUKH, CHIYKEHUSI MOPOUIHOCTH | pucka cmept [ 280, 281].

EOKIIBB (YVYP C, Y/ 3).

- WMmmnantanus CPT-ycrpolictB He pexkomennoBaHa ansi  nagueHtoB ¢ XCH wu
mmtensHocThio QRS menee 130 mc [281, 282, 283].
EOK ITIA (YYP A, Y/ 1).

- WmnnanTtanus CPT-ycrpolictB pexkomennoBana ans namueHtoB ¢ XCH, III-IV ®K no

NYHA, nmurensaoctbio QRS >= 130 mc, ®BJDK <= 35%, ¢ pubpumnsanuet npeacepauii Ha ¢poHe
ONTUMAJIBFHOW MEIMKAMEHTO3HOW Tepalnuu, C LEeAbl0 YMEHBUIEHUS CUMITOMATHKH, CHHUXKEHUS
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MOPOMJHOCTH ¥ pucka cmepTu. llammeHtam JomkHAa OBITH oOOecrmeueHa TOCTOSHHAsS
OMBEHTPHKYJIIpHAst CTUMYJISALNS ¢ 9)(HEKTUBHBIM 3aXBaTOM KeITy10ukoB [284, 285, 286, 287, 288].
EOK IIAB (YYP A, V]I 1).

- Ilarmentam ¢ CPT-ycTpoiicTB u GubpwLIsMen npeacepauid, B ciiydae HedpHEKTUBHON
OMBEHTPUKYIAPHOH CTUMYJISIIMK, PEKOMEHIOBAHO CO3JaHHe OJOKaael cepiaua ¢ IOMOIIbI0
KaTeTepHOI abialuu aTpHOBEHTPUKYIspHOTrO y3ia [289, 290, 291, 292, 293, 294].

EOK IIAB (YYP B, Y1/ 3).

- Wwmmnantamus CPT-ycTpoiicTB  pekoMmeHa0BaHa I TAIlMEHTOB ¢  (GuOpuuisiuen
Mpeacepanid, HEKOHTPOJUPYEMOM YaCTOTOM JKEIyAOYKOBOIO PUTMA, KAaHIWJIATOB Ha CO3JaHUE
OJ10Ka 1Bl Cep/Iria ¢ IOMOIIBIO KaTeTepHo# abmarun AB-y3ma [295, 296, 297, 298, 299].

EOK IIAB (YVYP B, Y/ 3).

- Mmmnmanrauus CPT-ycTpolicTB pekoMeH0BaHa uisi cUMOTOMHBbIX nanueHToB ¢ XCH,
OBJDK < 40%, koropble HMEIOT MOKa3aHUS K IIOCTOSHHOM KEyJOYKOBOM CTHUMYJISALIUU,
BCJIE/ICTBUE OpaJuKapIuy, C IEeNbI0 YMEHbIICHUS! CUMIITOMATUKN U CHUKEHHSI MOpOUIHOCTH [ 284,
290, 300, 301].

EOK IA (YYP A, V]I 1).

- UmnnanTanus CPT-ycTpolicTB peKOMEHJ0BaHa B KauecTBE 3aMeHbl uMmerorerocs DKC***
wmm UKI*** nna nanmentoB ¢ OBJDK < 40%, koTopble HYXITAIOTCA B TMOCTOSITHHOMN
JKEITYJOYKOBOM  CTUMYJISIIMM, C TIPOTPECCUBHBIM  YXVAIIEHUEM COCTOSIHUS, BCJICJICTBHE
nporpeccupoBanus XCH, HecMoTps Ha oNTUMAalIbHYIO MeAuKaMeHTo3HYyIo Tepanuto [302, 303, 304,
305, 306, 307, 308, 309, 310, 311].

EOKIA (YVYP A, VI 2).

Kommenrapuii. Pemmenne Bonpoca o Beioope tuma ycrpoiictea CPT-DKC*** ymu CPT-J***
JOJI’KHO OCHOBBIBATHCS Ha CYIIECTBYIOIIMX TMOKa3aHUAX Juis mpoBeaeHus MKI***-repanuu u
JIeTATFHOM OOCY)KJIEHUH TAaHHOT'O BOMPOCA C MAIMEHTOM U €r0 POACTBEHHUKAMH, C YYE€TOM TOJIb3bI
or wummiantauun CPT-UKI*** u BO3MOXHBIX OCIOXXHEHHH, IIOCIEICTBUM, CBS3aHHBIX C
HEO0OXOUMOCThIO U3MEHEHUS )KU3HEHHOTO YKJIa/1a, CUTyalluid, TpeOyromux aeaktupauun CPT***-
HUK]JI***, a Takke BO3ZMOXHOCTH HaOMIOJEHHS 32 MAIlMEHTOM B TE€YEHHE JUIMTEIHHOTO MepHoja
BpPEMEHU.

MoAaKoXHbLIM UMNNAHTUPYEMbIN KapaunoBepTep-aAechubpunnaTop

Cno’KHOCTH IPUMEHEHUSI SHIOKApIUAJIbHBIX JIEKTPOAOB Y HEKOTOPBIX ITALIUEHTOB MPUBEIH K
MOSIBJICHUIO TOJKOXHOro Jepuldpwiuisitopa ¢ OJHUM WM JIBYMSl 3JEKTPOAAMH, KOTOpPbIE
MMIUTAHTUPYIOTCSA MOJKOXHO, BHE TPYAHON MOJOCTU. DJIEKTPUUYECKUIN pa3psj HAHOCUTCS MEXIY
KOPIIyCOM YCTpOMCTBAa M JUIMHHOW CHUPAJbI0 Ha JAMCTAIBHOM 4YacTH JJIEKTPOAAa B IIPABOM
xenynouke [312]. Pe3ynbraThl HEMHOTOUUCICHHBIX MCCIICIOBAHUI MOKA3bIBAIOT, YTO MOKOMKHBIC
neGuOpHIIIATOPEl MOTYT MpEAOTBpaIlaTh BHe3anHyto cMepth [313, 314, 315]. IToakoxusie MK
MO’KHO MCIIOJIb30BaTh Ui nepBUUHOM npoduiaktukn BCC, onHako Ha CEroAHsIIHUNA J€Hb HET
JIOJITOCPOYHBIX HCCIIEOBaHUM ¢ OOJbIION BHIOOPKON TakWX MAIMEHTOB W COOTBETCTBYIOIINE
s dextor mpumenenns noakoxkHeIX MK/ eme He onmucans [314, 316]. K HacTosmeMmy BpeMeHU
IIPOJOJDKAIOTCST NPOCIIEKTUBHBIE PAaHJOMU3MPOBAHHBIE HCCIEIOBAHUS, B KOTOPBIX MPOBOJIUTCS
cpaBHeHHE Y(H(PEKTUBHOCTH U OCIIOKHEHUH y MAIIMEHTOB C MOAKOXHBIMU U cTaHaapTHeIMA UK.

- VmmnanTanus MOJKOXKHOTO JAeUOpUILIATOpa PEKOMEHOBaHA B KA4E€CTBE albTEPHATHUBBI
nebuOpmIIATOPY € PHAOKAPIUATBEHBIMU JJICKTPOJAaMH y MalMeHTOB ¢ nokazanusmu Kk UKJ B Tex
clIydasix, Korga He  TpeOyrorcs  aHTHOpaauKapaudeckas  CTUMYJSIUS,  cepiaeyHas
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PECHHXPOHU3HPYIOIAsl Tepanusi U aHTUTaxukapamdeckas crumymsimus [313, 314, 315, 316, 317,
318].
EOK ITAC (YYP B, Y1/ 3).

- VMnnanTanus NoJK0XKHOTO JAeuOpUILIATOpa PEeKOMEH0BaHA B KAayeCTBE albTEPHATHUBHI
neuOpUILIATOPY C SHIAOKAPIUATBHBIMU JJICKTPOJIAMHU TPU OCIOKHEHHOM BEHO3HOM JIOCTYIIC, TIPU
MH(EKIMOHHBIX OCJIOKHEHUSX, CBSI3aHHBIX C MPEIbIIYIIUM YCTPOICTBOM, BO BCEX CIlIydyasix, KOrjaa
MPUMEHEHUE HHAOKAPIUATIBHBIX 3JIEKTPOJIOB HEBO3MOXHO, HELEIECOOOpa3HO WIM MOTEHIUATBHO
omacuo [313, 314, 315, 316, 317, 318].

EOKIIBC (YYP C, YA 5).

- OOcyX/IeHHEe BO3MOXKHOT'O M3MEHEHUs YKJa/la XU3HHW B CBSI3U ¢ MMIUTaHTaruenn MKJ[***
PEKOMEHI0BAHO JIJIsl BCEX MalMeHTOB, KoMy moka3ana MK/[***-repanus [326, 327, 328].
EOKIC (YYPC, Y/ 4).

- OneHka MCUXUYECKOT0 COCTOSIHUS U JICUCHHE TICUXWYCCKUX PACCTPOHCTB PEKOMEHIOBAHO
BCEM MMAI[MEHTaM C YacThIMK cpabareiBanusmu MKJ*** [63, 326, 327].
EOK IC (VYP A, Y1/ 2).

- Bo3smosxknocts neakruBaiin UK/ *** Bo BpeMsi KpUTHUECKUX [IEPHOIOB TEUCHHS OOJIC3HH U
Y TEPMUHAIBHOM COCTOSTHUM PEKOMEHIYETCsl pacCMOTpPETh enie 10 uMrutantammu UKJ*** [328,
329].

EOK —uer (YYP C, Y 4).

- Heob6xoaumocts B neaktuBanmu UKJ[*** pekoMeHayeTcss KOIEKTUBHO PAaCCMOTPETh MPHU
3HAYUTEIPHOM YXY/IIICHHH COCTOSHUS MAIlMCHTa W B TCPMUHAIBHOU cTamuu 3aboneBanus [328,
329].

EOK —ner (YVP C, YA 4).

- IlporpammupoBanne MKJ[*** pexomeHqyeTcss OCYLIECTBIATh TakKUM 0OOpa3oM, 4YTOOBI
CBECTH K MUHMMYMY BEPOSITHOCTh HEOOOCHOBaHHBIX cpabaTriBanuit MKJ[*** [330, 331, 333, 334].
EOK —ner (VVP A, VII/I 2).

- IIporpammupoBanue UKJ/[*** pexomenayeTcsi ocyllecTBIATh TaKuM oOpa3oM, YTOOBI IO
BO3MOXXHOCTH 3aMEHHMTh BBHICOKOBOJIBTHBIE Pa3psabl HA aHTUTAXUKAPAUYECKYIO CTUMYJISILMIO TPU
KyIIUPOBAHUU apuUTMHUii Oe3 yiepOa s 6e3omacHocTr marenta [330, 331, 332, 334].

EOK —ner (VVP A, VII/1 2).

- IlepenporpammupoBanue panee ycrtaHoBieHHoro WKJ[*** pexkomengoBaHo B ciyyae
YaCcTBIX HEaJeKBaTHBIX CpabaThiBaHuil ycTpoiicTBa [27, 62, 332].
EOK —ner (YYP C, VI 5).

KaTeTtepHasa abnauus y naumeHTOB 6€3 CTPYKTYPHOM naTtonorum cepgua

OO05acTh BBIXOJHOTO TPaKTa MPABOTO W JICBOTO JKEIYJAOYKOB YacTO SIBIIICTCS MCTOYHUKOM
uanonatuuecknx KT u XKD [335, 336, 337, 338]. B 70% cmydaeB 310 BbIBOAHOW TpakT [1K
(BTIDXK, B ocranbHbIX ciayyasix — cuHychl Bambcanbsbl, BeiBogHOM TpakT JOK (BTJDK), Gonbiias
BEHA CEp/la, SMUKApIUAIbHBIE 30HBI, A0PTO-MUTPAIbHOE COEAMHEHHE, PEeXe MPOKCUMAaTbHBIN
OTJIEJ JITOYHOW apTepHH HETMOCPEACTBEHHO HaJ MyJIbMOHAIBHBIM KiamanoM [339, 340, 341, 342,
343, 344, 345, 346, 347, 348]. WauonaTwueckas ouaroBas >KENyJOYKOBas TaxHKapIus W3
BbiBojiHOTO TpakTta (OKT-BT) oObluHO BO3HHMKAeT y NalMeHTOB 0€3 CTPYKTYpHOW MaTOJIOTUU
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Cep/lla, OJHAKO Yy HEKOTOPHIX MAaIMEHTOB OBbUTM BBHISBICHBI HE3HAYUTENbHBIC HW3MEHEHHS I10
nanabiM MPT. Wawonmarmueckass XXT-BT o00byHO mMMeeT HOOpOKadyeCTBEHHBIM XapakTep, HO B
HEKOTOPBIX CiIydasx Bo3MoskHa 3nokadectBennas KT [349, 350, 351, 352, 353, 354]. Ouens penko
HAOIOIAI0T COYETaHHWE HECKOJbKUX pa3nuyHbix Mopdororuit XXT, uro mMoxkeT ykas3biBaTh Ha
Hanmuue pyorosoro cyocrpara XKT, kak, Hapumep, npu AKIDK.

I[Ipu PYA npumeHsieTcss aKTUBAlMOHHOE KapTUPOBAHME W/WIIM KapTUpOBaHHWE Ha (QoHe
CTUMYJISILUU B Pa3IMYHbIX To4ykax Bo Bpemsa DOPU, naumnas ¢ BTIDK (Bkirouass oGnacte Ha
KJIallaHOM JIETOYHOM apTepHuH), 3aTe€M B KOPOHAPHOM CHHYCE, B CHHYCAaX aOpTaJbHOIO KJaraHa U
3akaH4MBas dHAOKapAnanbHOW wacThio BTJDK. Ecnu abmammst B TOYKE paHHEH KEITyI0YKOBOU
AaKTHBALMU HE MO3BOJISET YCTPAHUTh KIIMHUYECKYIO APUTMHUIO, CIEAYET PACCMOTPETh BBIIOJIHEHHE
AMUKApAUATBHOTO KapTUpoBaHUs. PYA OOBIYHO BBITIONHSETCS TIOJ MECTHOM aHeCTe3Hew,
NepUKapIUaIbHbIN T1OCTYH OCYILECTBISETCS MO UHTYOAlIMOHHBIM HAPKO30M.

XenynoukoBas TaxukapAaus M3 BbIXOQHOrO oTAena cepaua

- Brmonnenne xaterepnoit abmammm JXKT/KD u3 obmactm BOIDK pexkomeHmoBaHO mpu
HAJIMYUU CUMITOMOB W/WIM B ciiydyae Hed(p(HEKTUBHOCTH aHTHAPUTMHUYECKON MEIMKAMEHTO3HON
Tepanuu (K Tpumepy, Oera-afpeHOOIOKATOPOB), a TaKXKe Yy TMAalMeHTOB C HapyIICHUEM
cucroinyeckoit Gpynkuuu JOK Ha done gacroit XKT/XKD [94, 98, 355, 580].

EOK IB (VYP A, Y1/ 2).

Kommenrapuii. Ilammentam ¢ JXKT-BTIDK/JKD pexkomeHnmoBana KkaTeTepHas alOyianusi B
KadecTBe MeToa mepBoro BbIOOpa, Torma kak npu KT-BTJDK/KD ee BwimonmHenue ciemyer
paccMaTpuBaTh TOJIBKO MPU OTCYTCTBUH (D (PeKTa aHTHAPUTMUYECKOM TeparuH.

- JleueHue aHTHAPUTMHYECKUMU TIpenaparamu Ic kimacca (OJ0KaTOphl HATPUEBBIX KaHAIOB)
peKoMeHI0BaHO TIpu Haimuumu cumnTomoB mnanueHtaMm ¢ JKT w3z BOJDK, oGmactu aopTtanbpHOTO
Kiamana wiu snukapauansHoi XXKT/KD [120, 343, 346, 383, 427, 581].

EOKIC (YYP C, VI 5).

- BrimonHeHue OMBITHBIMU CHEIUATUCTaMU KarterepHou abnaruu mis nedenus KT/KD uz
BOJIK, obnactu aoprasbHOro kiamaHa wid snukapauansHoi KT/ KD pexomenmoBaHo 'y
CUMITOMHBIX MMAIIMEHTOB MPHU HEBPPEKTUBHOCTU MpueMa >= 1 aHTMApUTMHUECKUM Npenaparom Ic
KJlacca, a TaKKe NPU HEKEIAHWM IMAlMEHTOB HAaXOJUTHCS Ha JOJITOCPOYHOM aHTHAPUTMHUYECKON
MennKaMeHTo3Ho# Tepanuu [120, 343, 346, 383, 427, 581].

EOK IIaB (YVP C, Y/ 4).

- Karerepnas ab6nmanus nns nedenus JKT/KD u3 cunycoB BanbcanbBbl peKOMeHI0BaHA
TOJILKO MU HE3(PPEKTUBHOCTH METUKAMEHTO3HOW Tepanuy aHTHapUTMUYECKUMU IpernaparaMu Ic
kinacca [120, 343, 346, 383, 427, 581, 582].

EOK IC (YYP C, Y1 4).

- OnukapauaneHeli  monaxon ans  abmamun  JKT/2KD  pekomeHaoBaH TONBKO —MOCHe
HeadexTuBHOM SHIOKapAHansHON abmanuu BT-)KT/XKD [340, 341, 359, 416, 445, 447].

EOK IC (YYP C, Y 4).

Kommenrtapuii.  bompmumHcTBO — ouaroBeix — snukapavaneHbix KT Bo3HuKaroT B
HEMOCPECTBEHHON OJIM30CTH OT OOJBIIMX CEPJIEUHBIX BEH WJIM KOPOHAPHBIX apTEepHii, U TJIaBHBIM
PHCKOM TaKOW MpOLEAyphl SBISETCS MOBPEXKICHHE KopoHapHoi aptepuu [358, 359, 360].
VYenemnas abnauus KT u3 obmacT 1eroyHoil apTepun OmHMcaHa TOJIBKO B €MHUYHBIX CIydasx
WK B HEOOBININX cepusix HaOmoaenui [354, 357, 361].
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MavonaTnyeckas neBoxenyaoykoBas Taxukapaus

Yame Bcero Bcrpevaercs (acuukyispaas KT ¢ mokanu3anueil 1eny pueHTpu B 00JacTh
pa3BeTBICHUI 3a/1HEN BETBU JeBOW HOXKM myuka ['mca (> 90%), uspenka — nepenHel BETBH,
KOTOpasi pa3BUBACTCS TJIABHBIM O00Pa30M Yy MOJIOJBIX JIIOJCH 0e3 CTPYKTYpPHOM MMAaTOJIOTHH CepJla
[362]. MeTomom nepBOro BeIOOpA JIJIsl JICUCHHS TAKKX TTALMCHTOB B CIICHMATM3UPOBAHHBIX [ICHTPAX
SIBJIICTCS KaTeTepHas abjalus, OCKOJIbKY 3a00JICBaHIE BCTPEYACTCS B OCHOBHOM Y JIUI] MOJIOJIOTO
BO3pacTa, u JUIUTEIHHOE MEANKAMEHTO3HOE JIeueHUe B 3TOM ciaydae HeaddektuBHo [363, 364, 365,
366, 367]. HacToTa pennaIMBOB TaXMKapAWH TOCEe ycnenmHon abnamuu kojeosnercs ot 0 mo 20%
[181, 368, 369, 370, 371, 372]. )KT ¢ uupkysaiuei Bo30yxIeHUS 10 HOKKaM y4ka ['nca oObI9HO
HAOJII0JIaeTCS Y TMAIlMCHTOB C PaHEe CYNICCTBOBABIIMMH HAPYIICHUSIMH BHYTPHIKEIYI0YKOBOTO
NpOBE/ICHUS, BKJIIOYas yaiinHeHne natepsana H-V u Gnokanay Hoxxku mydka ['uca [373, 374, 375].
Takass Taxukapaus XOPOIIO MOJJIAETCs JICYCHHIO C IMOMOIIBI0 KaTeTEPHOM adiianuu, 1Mo KpahHeh
Mepe B CHEIHAIM3UPOBAHHBIX IIeHTpaxX. Yaie Bcero BBIMOIHSIOT a0JallUI0 MPaBOW HOXKKHU, PEKE
JICBOM HOXKHM II. ['Hca, pe3ybTaToM 4ero sBisieTcss oTcyrcTBue wHaynupyemoi KT u, mo cyrw,
nosnuoe uzneuenue ot KT [375, 376].

)Kenyp.oqkosaﬂ TaxXxuKkapamsa n3 nannnnAapHbIX MbILUL

- Ecniu neuenue XXT/KD u3 obnactu manuuisspHBIX MBI aHTHAPUTMUYECKUM MPEnapaTom
Ic xmacca w/mnm 6era-aapeHo0I0KaTopaMHu OKa3ajloCh HEYCHEITHBIM, PEKOMEH/IOBaHA KaTeTepHas
abuarusi, KoTopasi 0ObIYHO TaeT HyxHbIH 3 ekt [378, 379, 380, 383].

EOK IC (YYP B, YA/ 3).

KommenTapuii. ¥ HeOonbmioro ymcna naudeHtoB uauomnatudeckas KT wmm XKD moryr
BO3HUKATh B oOsactu mamwuisapHbix Mermn [DK wm JDK [377, 378, 379]. dusa XKT, ucrouHrKOM
KOTOpOM sBNsieTcs 3aAHssl nanusuigpHas mbimma JDK, xapakrepHa Mop@osaorus mo Tuiry OJ10Kaabl
npaBoi HOXKKH 1. ['uca, cmemenue ocu QRS BBepx BIpaBo M BieBo U JyurenbHocTh QRS > 150
Mc. OHaKO TP KapTHPOBAHUH U BBHITTOIHEHUM a0llalliy B 30HE MAMMJUIPHBIX MBI JOCTATOYHO
CIIOHO JIOCTUYh CTAaOMJILHOTO TIOJIOKCHHST KareTepa, B CBSI3M C YeM PEKOMEHIYETCS
TpaHCCENTANbHBIA JOCTYH B psA€ CIy4aeB M KOHTPOJb C TOMOIIBI0 BHYTPUCEPICYHON
sxokapauorpaduu. YcnemHas a0namusi MOXKET OCIOXKHATHCS MHTPATBHOH —PEerypruTaiuei,
KOTOpasi, 0JTHAKO, BCTPEYALTCS PEIKO.

XenygoukoBaa Taxukapaus M3 o6nacTM Konbua MUTPanbHOro Wnu
TpexcTBOpYaToro KnanaHa

- IIpu orcyrctBum >ddekra ot neyenus KT/KD u3 obmactu Kojblla MUTPATBHOTO WU
TPEXCTBOPYATOrO KJallaHa aHTHApPUTMUYECKUMHU Tpenaparamu Ic  kimacca wu/munm  Oera-
azpeHo0JoKaTOpaMM PEKOMEHJI0BaHA KaTeTepHas alnamus (B CHEUUAlIM3UPOBAHHBIX IIEHTPax)
[378, 379, 343, 380, 383].

EOKIC (YYPC, VI 4).

KommenTapuii. Okosno 5% Bcex uanonatudeckux KT u XKD Bo3HHMKArOT B 00JIaCTH KOJbIIA
muTpaigsHoro kinanana [380, 381, 382]. lns Hux xapakrepHa Mop¢oiorus OJI0Ka bl MPaBOl HOXKKU
n. ['uca, nmepcuctupyromas BojHa S B OTBEAEHMU VO U paclooKEHUE IMEPEeXOJHOM 30HBI B
oTBeZicHUU V1, a B HEKOTOPBIX ciydasx u Mexay orBeneHusmu V1 um V2. Tlopsanka 8% Bcex
uauonatudeckux KT u XKD Bo3HHKAIOT B 001acTH KOJbIa TPEXCTBOPYATOTO KjamaHa. B atom
ciIy4dae OTMeJaroT MOp(dOIIOTHIO OJT0KA B IEBOM HOKKHU M OoTKJIOHEeHHe ocu QRS BieBo.
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ManonaTtuyeckas ¢pmbpunnauma xenynoyukos

- HWmmnantamus UKIA***  pexkomengoBaHa  manmueHTaM,  IEPEKHUBIIAM  AIH30/1
uaronatndeckoil pubpmmsuu sxernynouko ais nedeHus XKT/OXK u npodunaktuku BCC [13,
62, 384, 385, 439, 497, 540, 546, 550].

EOK IB (YVYP B, Y1/ 3).

- Ilpu wammuuum penuauBupyromiei JKI-UHIyIUPOBaHHOW (DHOPHIUISAIMK >KETyTOYKOB H
nokazanuii k MK***-tepanun pexomenmoBano st snedenus KT/PXK u npodunaktuku BCC
BBINOJIHEHHE KaTETEPHOM abIaluu ONbITHBIMU criernanucramu [387, 388].

EOK IB (YYP A, Y/ 2).

- Ilpu vHamuuum KD, sBIAONIEHCS NPUYMHOW HJIEKTPUYECKOTO INTOpMa, JJISl JICUCHUS
KT/®XK n npopumnaktukn BCC pekOMEHJ0BaHO BBHIMOTHCHHE KATETEPHOW a0Jlalliy OMBITHBIMU
cnenuanuctamu [29, 180, 200, 390].

EOK IIaB (YVYP C, YII/1 4).

KaTtetepHaas a6bnauMa y nauuMeHTOB CO CTPYKTYpPHOW  natonoruven
cepaua/guccyHKLnen neBoro xenynoyka

Y manuentoB ¢ guchynknuedn JDK wm croiikoit KT maropu3noiorndeckuii MexaHW3M
apUTMUU BO MHOTHUX CIy4asiX 3aKjiro4aercs B (OpMHpPOBAHUHU Kpyra pueHTpU Ha (poHE pyOI1IOBBIX
W3MEHEHHH, U LEeNbl0 adianuu sBIsSeTCS KPUTHYECKUH mepernieek B obOmactu storo kpyra. KT y
TaKUX MAIMEHTOB Yallle BCEro MMeeT MOHOMOpGHBIN xapakrep. B Hacrosiiee Bpemsi HET €IMHOTO
MHEHHS O BBIOOpe KpuTepueB 3G (EeKTUBHOCTH HpoIeaypsl. boiee mpeanoyTuTensHON KOHEUHOU
TOUYKOW MOKET OBITh OTCYTCTBUE JI0OBIX HHAYIHpYeMbIX JXKT. B ciiydae pa3BUTUS 3JEKTPHUUECKOTO
IITOpPMA BBHIMOJIHEHUE KaTETEPHON aliialliil MOXKET CHOCOOCTBOBAThH €r0 MPEKPALICHHIO, a TAKKe
CHHM3HTh YacTOTY TTOBTOPHBIX MTU30/I0B I10 CPABHEHHIO C MEANKAMEHTO3HOM Tepanueii [389].

B menom, ycmex mpoueaypbl B KaKIOM KOHKPETHOM CITydae 3aBUCHT OT pa3MepoB
HOCTUH(APKTHOrO pyOla, KOTOPHII MOYKHO OLEHUTh MO OOJIACTSIM HHU3KOTO BOJIbTAXa IMPU
anekTpoaHaromudeckoM kaptupoBanuu [390]. HeoOXomuMBIM YCIIOBHEM SIBIISICTCS BBITIOJHECHHE
abnaru OpUTaION OMBITHOTO CHEIMATH3UPOBaHHOTO IeHTpa [391].

- BbInonHeHUe HEOTIOXKHOW KaTeTEpHOW abllallui B CICIUAIM3UPOBAHHBIX M OMBITHBIX
IIEHTpaX PEKOMEHJOBaHO mNanueHTtaM c¢ HenpepblBHOH JKT WM 3JIEKTPHYECKHM IITOPMOM,
TPUBO/ISIIUM K TOBTOPHOMY HaHeceHwuto mokoB MKJ[*** 389, 390, 391].

EOK IB (YYP C, V11 4).

- Hasnauenwme amwonapoHa** wnm kareTepHas aOnamusi PEKOMEHIOBAHBI IAlUEHTAM C
noBTopHbIMHU mokamMu MKT*** Beneacteue yeroiunBoit XKT [143, 154, 180, 392, 393, 394, 395].
EOK IB (YYP A, Y1/ 2).

- PexoMeH10BaHO Ha3HAYCHHE aMHUOJApOHA™* WIIM BBITIOJHEHUS KATCTCPHOW a0yaluy mocie
perucTtpanuu nepBoro 3muzona ycroitunoi KT y mammentoB ¢ MKJ[*** [127, 135, 138, 393, 394,
395, 396].

EOK IIAB (YVYP C, Y1 4).

- ¥V mnamuentoB ¢ guchynkumeirt JDK, HampaBmeHHBIM Ha KaTeTepHylo aoOmammio KA,
NpenpoueaypHas WIM BHYTPUIPOLEAypHas BU3yalu3alusi PEKOMEHAYETCS il HCKIIOYEHUs
Tpombo3a mostocteit cepama [397, 398, 399, 400, 401, 402].

EOK IB (YYP A, Y/ 2).
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- ¥V NanueHTOB ¢ HEHLIEMMYECKON MM HMIIEMHYECKON KapJUOMMONATHSIMM, HalpaBICHHBIX
Ha kateTepHyro abmanuro KT, pexomenmoana MPT-Busyanuzanusi MUOKapaa ISl TTOBBIIICHUS
3 PEKTUBHOCTH BMEIIATEIbCTBA M CHIXEHHS BeposTHocTH peunausoB KT [402, 403, 406, 407,
408, 409, 410, 411].

EOK IIAB (YVP B, VII/1 2).

- V manueHToB ¢ pyber-acconunpoBanHor KT pexomeHgoBaHa abmanusi cyOcTpara st
MOBBIICHHUS 3(PPEKTUBHOCTH BMEIIATEIILCTBA W CHW)KCHHS BeposTHOCTH peruanBoB KT [416,
417].

EOK IB (YVYP B, Y1/ 2).

- PexomeHI0BaHO MyIJIBTHUINEKTPOAHOE KapTHUPOBAHHE BBICOKOW IJIOTHOCTH [Uisi Ooliee
MOJTHOM XapakTEepPUCTUKA APUTMOTEHHOW TKAaHM BO BpeMs KaTeTepHoul abmammm pyoderr-
accounupoBanHoit KT mns mnobiieHuss 3(PGEKTUBHOCTH BMENIATEIbCTBA W CHIDKEHUS
BepositHocTH pennauBos JKT [418, 419, 420].

EOK IIAB (YVYP B, Y1 /1 2).

XenypnoukoBass 3KCTPACUCTONUA y MNaLUMEHTOB CO CTPYKTYPHOM natonoruen
cepaua/guccyHKunen neBoro xernyaoyka

- ¥V manuMeHToB CO CTPYKTYpHOU maTojorueil cepana / aucyHKIUEH JIEBOTO KEIyAo4Ka C
YaCTOM CHMIITOMHOM JKEIIyJOYKOBOM JKCTPACUCTOJMEH WIM HEYCTOMYMBOW IKEIyJOYKOBOU
TaXHKapaAuel peKOMEHJ0BAaHO BBIMOJIHEHHE KaTeTepHOi abaanuu [421, 426, 427, 428].

EOK IIAB (YYP B, Y11 2).

- Ilpn wammumn muchynkmun JDK, acconumpoBaHHON C HKETYJTOYKOBOH 3KCTPACHCTOIHUCH,
PEKOMEHI0BaHO MIPOBEICHUE KaTeTepHo abnarmu [426, 427, 428].
EOKIIAB (YYP C, Y1/ 4).

Henpomoaynauus

Monynauus akTUBHOCTH BEreTaTUBHOM HEPBHOM CHUCTEMBbl (HEWpPOMOAYISAIMS) A
NpopWIAKTUKNA ApPUTMHHA SBISETCS HOBBIM TEpaNeBTUYECKHM IOAXO0J0M. XOTS aBTOHOMHas
MOJYJIALIMS UMEET JOKa3aHHYI J(PQEKTUBHOCTh ISl ONPEAENIEHHBIX COCTOSHUM (TakMX Kak
CHUHJIPOM YIJIMHEHHOTo MHTepBaia QT, karexomaMuHepruyeckas MoJMMop¢Has >XKelyl04KoBas
TaxUKap/us), CyIIECTBYIOT OTPaHUUYEHUS J0Ka3aTeIbCTBA MPUMEHEHUS TAKUX METOJIOB JICUEHUS Y
6oJiee MUPOKOI rPYMIIbI MAMEHTOB C KeNyJOUYKOBBIMU APUTMHUSMHU.

B Hacrosmee Bpems CyImIECTBYIOT OIPAaHWYEHHBIE JAHHBIE O pOJIM  CTUMYJISLUU
OMy)KJalolero HepBa M CTUMYJSIIMM CHOUHHOTO MO3ra JUIsl NPO(UIAKTHKH JKEITyIO0YKOBBIX
apUTMHI ¥ BHE3aITHOM ceplieuHOl cMepTH y Jitoiel, U, TakuM 00pa3oM, MOKa3aHusl K MPUMEHEHHIO
HEWPOMOIYJISAIMH OTpaHUYEHBI [62].

- ¥V nanuenToB ¢ snekTpudeckuM mropmom ¢ JKT/DXK, y koTopsix GeTa-aapeHO0I0KaTOPEI,
Ipyrue aHTHapUTMHUYECKHE MpernapaThl U KaTeTepHass abnauus Hed(p(EeKTUBHBI, HENEePEHOCHUMbI
WM HEBO3MOXHBI K IIPUMEHEHUIO, PEKOMEHIYETCs BBIIIOJIHEHUE CUMIIATUYECKOM JEHEpPBaLlUU
cepana Ui KynupOoBaHUs apUTMUHU U CHUKEHUS BEPOSITHOCTH peuuauBoB XKT.

EOK IIbC (YYP C, YA 4).

KommenTapuii. Jlns snektpuyeckoro mtopma Beienctue XT/DXK, pedpaxrepHoro
JICYCHUIO METOJIOM KaTeTepHO#l alnanuu, mokazaHa 3QQeKTUBHOCTb CUMIIATHYECKON JIeHEepBalUU
cepaua B  HECKOJbKMX HEOOJbIIMX HAOMIOAATEIbHBIX  HMCCIEAOBAHUAX M B  OJHOM
PaHAOMH3MPOBAHHOM KOHTPOJIHPYEeMOM HcciefoBanuu [429] B BHIE YMEHBIICHUS HArpy3KH
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aputmueii [430, 432]. Ilpeanonaraercsi, 94To OunarepaibHas CHMIIATUYECKas IEHEpBAIHs Cep.ra
MOXeET ObITh Oosiee dpdexTuBHON. [leHepBaIus MOYCUHBIX apTepuid ObliIa IPEII0KeHa KaK METO/
JICUYCHUST OKENYAOYKOBBIX aApPUTMHKA Yy TAIUEHTOB C JKEIYJAOYKOBBIMH  TaXUKaAPAHUSIMH,
pedpakTepHBIMUA K aHTHAPUTMHUYECKOW TEparuu U KaTeTepHOH adialuuy, a TaKkKe y MalHueHTOB C
MPOTUBONOKA3AHUAMH K KaTETSPU3AIMU CEPIIA.

MpodmnakTrka BHe3anHOM cMepTU Nocrie TpaHCcnnaHTauum cepaua

Pa3BuTHE mNATONOTMYECKMX TMPOIECCOB B MEPECAKEHHOM CEpAIle MOXKET IPUBECTH K
noBbllIeHHOMY pucky BCC y HEKOTOpBIX TALMEHTOB; IIPH 3TOM puck coctasisieT ot 10% 1o 35% B
HaOmoaaTeNbHBIX HcchenoBanusax [432, 433]. Kak peakuust orTropxkeHust, Tak u cHmxenue GBJDK
apisatoTes npeaukropamu BCC. Mexanusmel, nexaiue B ocHoe BCC y naiMeHToB ¢ nepecaakon
cep/la, BKIIOYAOT B ce0s MOBPEXKICHUE MPOBOIIICH CHCTEMBI Cep/lia, )KEITyI0UYKOBbIE apUTMUHN
BCJICJICTBHE BAaCKYJIOMATHH KOPOHAPHBIX apTEPHH WIIM BO BPEMsI SITU30/10B OCTPOTO OTTOPIKECHUS.

- V ManueHToB ¢ TPAHCIUIAHTUPOBAHHBIM CEepIIEM U TsDKEJIOW BacKysomnaTuel amnorpadra co
camkenneM OBJDK ans nmpodunaktuku BCC pexomenayercs ummuiantauus WK***) ecnu
OKHJaeMast poI0JDKUTENILHOCTD JKU3HU > 1 roja.

EOK IIaC (YVYP B, Y/ 3).

KomMmenTapuii. B Heckonbkux HEOONBIINX HAOMIOAATEIbHBIX HMCCIEIOBAHUSAX, B KOTOPBIX
OIICHUBAJIACh YacToTa ajekBaTHoro cpabateBanmss WKJ[*** Obuto Moka3aHo, 4YTO HaIHYUE
HUKJI*** moxkeT OBITH Ieleco00pa3HO y HEKOTOPBIX KaTeropuil manumeHToB. B uacTHOCTH, Yy
NAllMeHTOB C BBIPAKCHHOM BacKyJomaTHed amtorpadra, HEOOBSICHUMBIMH OOMOpPOKaMH,
BoIpaxxeHHOU auchynkuuent JOK [434, 435, 436]. [lokazanusa xk BTopuuHoil npodunaktuke BCC
nyteM umintanTanuu MK*** takue xe, Kak Ui APYrux naueHToB [62].

3.3. JleyeHne XenyaouvyKoBbIX TaxuMaputMum U npodunakTuka BHe3anHOU
CMepTU B OTAENbHbIX Fpynnax

OOt anropuT™ JIedeHUs! KeNyJOUKOBOM apUTMHMM MpU HUIIEMUYECKOW OO0JIe3HM cepila U
HEeHILIEMHYECKON KapiuoMuonaTun npejactasieH B [Ipunoxenun b (cxema 2).

ApUTMOreHHas KapauomMuonaTus NpaBoro Xxenyao4ka

- [Narmentam ¢ AKIDK nns npodunaktiku BCC pekoMeHyIoT BO3IepKaThCs OT y4acTHs B
COpPEBHOBATENLHBIX BHIaX criopta [432].

EOKIC (YYPC, YA 3).

Kommenrtapuii. Ilog copeBHOBaTenbHBIMM BHIAMH CIIOpTa MOAPA3yMEBAIOT JHOOUTENBCKYIO
WIA TMpOo(EecCHOHABHYIO CIOPTHUBHYIO JESITEIbHOCTh Ha PETyJIsSpPHOMl OCHOBE C YdYacTHEM B
OpPTraHNU30BaHHBIX COPEBHOBAHMSX.

- bera-anpeno0iokaTopsl B MaKCUMaJbHO MEPEHOCUMON /103€ PEKOMEHJIOBaHbl B KayeCTBE
Tepanuu nepoi JuHuu nanuentaM ¢ AKIDK mist yerpaneHust cMMIITOMOB y MAllMEHTOB € YacTOM
KEIyTOYKOBOU IKCTPACHCTOIUCH U HEYCTOHUNBOM KelyT0UKOBON Taxukapueii [27, 349].

EOKIC (YYPC, YAUA5).

- Ummnanranus UK*** g sropuynoit npodpunaktuku BCC pekoMeH10BaHa MalueHTaM ¢
AKIDK c¢ BHe3amHOW OCTAaHOBKOW cepjalla B aHaMHE3€ U JKEIYyJAOYKOBOW TaxHKapAuel ¢
HapyIlIeHusIMU remoanHamuku [438, 439, 440].

EOKIC (YYPC, YA 4).

40 n3 121


http://disuria.ru/
https://аптека-омск.рф/

KnuHnyeckme pekomengaumm — XKenyaoukoBble HapyleHns putma. XKenyaoykoBble TaxMkapAany 1 BHe3anHas cepaeyHasi cMepTb —
2020-2021-2022 (10.06.2021) — YTBepxaeHsl MuHsgpasom PO

- Jlna ycrpanenuss cumntoMmoB y nanueHToB AKIDK ¢ wacroit KO u HeycToiumBoit
KEIyTOUKOBOW TaxXUKapauei, KOTOpble HE MEpeHOCIT OeTa-aJpeHOoOJOKaTOpbl WM HMEIOT
IPOTUBOIIOKA3aHUsS K HUM, PEKOMEH/IOBaHO Ha3HaYeHue amuoaapona** [439, 440, 441].

EOK ITaC (YVP C, Y1/ 4).

- Broimonnenue karteTepHod abialid PEKOMEHJIOBAHO B CIECHHAIM3UPOBAHHOM IIEHTPE Y
nanrentoB AKIDK ¢ wactoit cumnromuon JKO/XKT, He oTBedaromed Ha MeIMKaMEHTO3HYIO
TEpaIuio, B IEJSIX YCTPAHESHUSI CAMIITOMOB U MPEeNoTBpaiieHus cpadateiBanmii MKJ[*** [441, 442,
443, 444, 445, 446].

EOKIB (YYPC, Y/ 3).

- PexomennoBana ummnantamus MK/[*** y manmentoB ¢ AKIDK um ycroiuusoit KT 6e3
BBIPQKEHHBIX HAPYIICHUH TeMOJIMHAMHUKH, ¢ yueToM puckoB MKI*** (Bxirouast puck OTAaIeHHBIX
OCJIOXKHEHHU ) U T0JIb3bI TAKOM Tepanuu s manuenTa [233, 234, 235].

EOK IIaB (YYP B, VI 1).

- Ummnantauusa UK*** pexomennoBana y B3pocibix nauueHToB ¢ AKIDK ¢ onnum nmm
Ooee (PaKTOpPOB pHUCKA KEITyJOYKOBOW APUTMHUU TPH OKUAAEMOW TPOJOIDKUTEIBHOCTH SKU3HU
CBBILIE OJHOTO TI0Ja, IOCJIE TINATEIBHOrO O0OCIEeI0OBaHUsA, C YYETOM pHCKa OTAAJEHHBIX
OCJIO’)KHEHUH, a Takke BausHus UKJ[*** na o0pa3 ku3HM, COUAIbHO-DKOHOMUYECKUI CTaTyC U
NCUXHYECKOE 3J0POBBE ManueHTta [27].

EOK IIbC (YYP C, YA 5).

Kommenrtapuii. K ¢akropam pucka OTHOCAT HEOOBSICHHMBIE OOMOPOKHM, YacCThl€ SMHU30/IbI
HEYCTOWYMBON JKEIyJTOYKOBOM TaXMKapAWM, CEMEHHBIM aHAMHE3 BHE3AaIIHOW CMEPTHU B MOJIOJAOM
BO3pacTe, TSKEIO0e MOPaKEHUE IPaBOro KeENylodka, BblpaxkeHHoe pacmmpeHue QRS, Hammume
MO3/IHETO TaJOJMHUEBOTO YCWJICHHUS NPH MarHUTHO-PE30HAHCHOW ToMmorpaduu (B TOM UHUCIE C
BOBJICYEHUEM JICBOTO JKEIyJO0UKa), AUCHYHKIMIO JIEBOTO KeIyJo4YKa, UHIYKLHUIO KEIyA0YKOBOMH
TaXUKapJIuu BO BpeMs JIEKTPOPHU3NOIOTHIECKOTO UCCIIEI0OBAHUS.

- Hns crparudukamuun pucka BCC pexkoMeHIOBAaHO BBHIMOTHEHHE HSHIOKAPIHUAIBHOTO
EKTPOPUINOIIOTHIECKOTO UCCIICIOBAHMS C MMPOrPAMMUPOBAHHON cTUMYyIsuei kemympodka |30,
48, 76, 134, 448, 450, 508].

EOK IIbC (VYP A, Y/ 2).

HacnepcrtBeHHbIe nepBnYyHbIe apUTMUN

CuHapom yanunHeHHoro uHtepsana QT

Cpennuil BozpacT MaHudecTaluy KIMHUYECKUX nposiBieHuil — 14 ner. ['ogoBoii mokasarensb
BCC y nanuenroB ¢ HeneueHHbiM CYUQT cocraBasier ot 0,3 mo 0,9%, Torma kak CHHKOINE
BO3HHUKAIOT ¥ 5% B rox [457]. Beuiu BeIsiBIIeHsI MyTaluu B 13 renax, accormupoBantbie ¢ CYUQT,
OOJNBIIMHCTBO U3 KOTOPBIX KOJUPYIOT CYOBEIUHHIIBI SJIEKTPHUUECKH AaKTUBHUPYEMBIX HOHHBIX
KaHaJOB: KaJHeBBbIX, HATPHUEBBIX WJIM KalblLUEBbIX. ['€HETHMUECKUNH CKPUHUHT BBISBISAET
natojorudyeckue myranuu B 75% ciydaeB CYMQT B Ttpex ocHoBHBIX reHax (KCNQI, KCNH2 un
SCN5A — tumer CYUQT 1, 2 w 3 cooTBeTCTBEHHO), 4TO cocTaBisieT 90% TOI0KUTEIBHO
TeHOTUIIMPOBAaHHBIX ciiydaeB. CTpaTH(UKaAM HHANBUIYAIBHOTO PHCKA OCYIIECTBIISETCS C YUETOM
KJIMHUYECKUX,  3JEKTpoKapauorpa@uyeckux W  reHeTmdyeckux  mapamerpoB  [243]. K
npodmiaktuueckomy npumeHennto MKJ[*** crnemyer mnoaxoauTh HHIAMBHIYaIbHO Yy BCEX
MAlEHTOB TPYIIIBI BEICOKOTO PUCKA, B YaCTHOCTH y »keHIIHH ¢ reHoTtunoM LQT2 u QTc > 500 mc,
y manueHtoB ¢ QTc > 500 mMc u mpu3HAKaMH SJEKTPUUYECKOH HECTaOMIBHOCTH, a TaKXke Yy
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MAIMEHTOB C TEHETUYECKUM MpOo(]uieM BBICOKOTO pUCKAa (HOCUTEIBCTBO IBYX MYTAIlMii, B TOM
yucie curapoma Jxepsemna-Jlanre-Hunbscena u cuaapoma Tumotn).

Ha ceropnsiminuii 1eHb HET AAHHBIX, CBUIETEIBCTBYIOIIMX O MPOTHOCTUYECKON 3HAUUMOCTHU
uHBazuBHOro JPU ¢ mporpaMMUpOBaHHON CTUMYJISIIUEH KEITYA0YKOB Yy MAI[UEHTOB C CUHAPOMOM
yuHeHHoro uHtepBana QT [449].

Crenyromye MEpONPUTUS [0 KOPPEKLUU 00pa3a JKU3HU PEKOMEH/IOBAHbI BCEM MALUEHTaM C
JMarHOCTUPOBAHHBIM CHHAPOMOM Yy UTMHEHHOTOo uHTepBana QT:

a. M3beratb mpueMa MEIUKAaMEHTOB, CIOCOOCTBYIOUIMX YAJUHEHHIO uHTepBasa QT
(mepedenp Ha caiite www.crediblemeds.org).

b.  KoppektupoBaTb  HapylleHHs  3JEKTPOJUTHOro  OamaHca  (TMIIOKAIMEMHUIO,
THIIOMarHUeMHIO, TUTIOKAJIBIIMEMHUIO), KOTOPhIE MOTYT Pa3BHBATbCA Ha (OHE JHApEH, PBOTHI WU
METa0O0IMYECKUX HapyILIEHHUH.

c. M36erarp cienn(uveckux TPUTTEPOB apUTMUU (aKTHBHOE IUIaBaHUE, 0COOEHHO mpH 1-M
TUIIE CUHJIpOMa yaiauMHeHHoro uHrepBasa QT, M BO3AEHCTBHE I'POMKHUX 3BYKOB NpPH 2-M THIIE
3aboneBanus) [450, 452].

- BblsiBieHHe W ycTpaHeHHE NpPUYUH yaiuHeHus: uHTepBana QT (mpexime Bcero, oTMeHa
JTOOBIX  JICKAPCTBEHHBIX CPEJCTB, CHOCOOHBIX ymiuHATH, uHTepBan QT, ecnum  TakoBbIe
IPUMEHSIIOTCSI, ~ KOPPEKLHUSl ~ JJICKTPOJIMTHBIX  HApYIICHWH,  yCTpaHEHHE  OpaJuKap.uu)
pexomeH1oBaHo nanueHtaM ¢ nonumopduoi XXT tuma torsade de pointes [243, 450, 454, 455, 512,
575].

EOK Ila (YYP C, Y1 4).

KommeHnTapuii. BbIsiBUTh M yCcTpaHuTh NpUYMHBI yaiauHenus uHTepBaia QT ymaercs, kak
IMMOKAa3bIBACT IMPAKTHKA, B IIOJABJIAIONICM OOJIBIINHCTBE CJIy4acB, HO IIOYTH HHUKOrga 3TO HC AacT
OBICTPOTO pe3yibTara, YTo TpeOyeT MPOBEIACHUs JICYCOHBIX MEPONPHSATHH, HAMPABICHHBIX Ha
ykopouenune uarepBana QT u npodunakTuky pernuanBos torsade de pointes.

[Maruentam ¢ cunapomoMm yanuHeHHoro wuHTepBana QT s npodumaktuku BCC
peKOMeHI0BaH npuemM Oeta-aapenodaokaropos [20, 116, 450, 451, 452].
EOK IB (YYP C, Y 4).

- Hasznauenue Oera-agpeHoOmokaTopoB it mnpodunaktuku BCC pexkomeHAOBaHO Y
HocuTenei reaetuueckoi mytaru LQTS ¢ HopmansabiM QT-untepsanom [20, 116, 467].
EOK Ila B (YVYP C, Y/ 4).

- BpemenHass osnekTpokapauoctumyisinusg ¢ vactorod 100 u  Oonbiie B MHUHYTY
pexoMeHayeTcs Uit yKopoueHust mHTepBaia QT W mpeaynpexaeHusl peruIuBOB MOIUMOPGHON
KT rtuna torsade de pointes npu otcyrcTBuu 3pdexTa OT BBEIACHHS MarHusi cyibdara ** [197,
199].

EOKIC (YYPC, VI 4)

Kommenrtapuii. BpemeHHas cTUMynsiusi MOKeT OBITh TNpoOBeleHa C MCIOJIb30BaHUEM
CHUCTEMBbI TPAHCBEHO3HOMW DJIEKTPUYECKONW CTUMYJANHMH cepana. HamsseiBanue Oosee BBICOKOM
YacTOThl COKpAllleHU#l cepana NpUBOAMT K ykopoueHuto uHTepBana QT wu cmocoOcTByer
npeaoTBpanieHuto pernuanBoB noauMmopdHoit KT Tuna torsade de pointes. [IpogomkuTenbHOCTD
AIIEKTPOKAPIUOCTUMYIISILIMM OTIPENIENIIeTCSl BpeMeHeM, HEOOXOAUMBIM ISl YCTPaHEHHs MPUYUHBI
yuuHeHus: wHTepBana QT, Hampumep, BpeMEHEM OHKCKpPEIMH TOT0 WM HWHOTO TIIperapara,
SIBUBIIIETOCA MPUYMHON yanuHeHus unrepnana QT.

Ecnu npuunnoit ymuinaenus uarepBana QT ¢ pazsutuem noaumopdnoii KT Tuna torsade de
pointes sBIseTca Opanukapaus (HampuMmep, IMpPH TOJHOM aTPUOBEHTPHUKYJSIpPHOW OJoKase),
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AIIEKTPOKAPINOCTUMYIISIIIMS JOJDKHA OBITH NMEPBBIM U OCHOBHBIM 3TAllOM JICYCHHS, a PH HATWYUU
COOTBETCTBYIOIINX BO3MOYKHOCTEH cpasy xKe PEKOMEHYeTCS MOCTOSTHHASI
AIIEKTPOKAPINOCTUMYIISIIAS C UMITJIAHTAIIMeH UCKYCCTBEHHOTO BOJUTENS pUTMA CepALIA.

B cnydae BozHukHOBeHusi moiumopduoit KT Tumna torsade de pointes y mamueHTOB C
UMIUIAHTUPOBAHHBIMU KapauocTumyisitopamu, MKJ*** wmm yctpoiictBamu s obecriedeHus
CPT BO3MOXXHO BpEMEHHOE HW3MEHEHHE 0a30BOM YacCTOThI CTUMYJISIMH HMILIAHTHPOBAHHOTO
YCTPOMCTBA.

- C uensro kynupoBanus mnoigumopdHoit KT tmma torsade de pointes npumeHeHHE
AHTHAPUTMUYCCKUX IMpermapaToB (OCOOCHHO aHTHAPUTMHUYSCKHUX TpenaparoB la kmacca u
aHTHapuTMU4eckux npemaparos Il kiaacca) He pekomenmoBano [453].

EOK IIIC (YVYP C, Y/ 4).

- BuyrpuBeHnHOe BBejeHHME MarHusi Cyibdara** peKOMEHIOBAHO IS MPEAYIPEKICHUS
peumauBoB nmomumopduoi KT tumna torsade de pointes [453, 454, 455].

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

Kommenrapuii. BBenenne maruust cynbgara** Hepenxo okaspiBaetcs 3()()EKTUBHBIM, B TOM
YUCIIE U Y MAMEHTOB ¢ KCXOAHO HOPMAIBbHBIM YPOBHEM #Maruusi B KPOBH.

- UmmnanTamus UKJ*** B couetanuu ¢ mpuemMoM OeTa-aapeH0OI0KaTOPOB PEKOMEHI0BaHA
NalMeHTaM C CHHAPOMOM YiuIMHeHHOTro uHTepBaia QT, mepekuBIIMM OCTaHOBKY cepaua [116,
242, 456, 459].

EOKIB (YYPC, YA 4).

- Wvmnantamuro UKI*** B coderanuu c mpueMoM OeTa-aapeHOOIOKATOPOB CIICTyeT
PEKOMEH/I0BaTh MAlMEHTaM C CHHIPOMOM YUIMHEHHOro wuHTepBaia QT W CHHKOMAIBHBIME
cocrosiausmu v/ JKT Ha poHe npuema aeKBaTHOM 103kl OeTa-apeHo0IoKaTopoB [242].

EOK IIaC (YVYP C, Y1/ 4).

- DBrinmosiHeHWe  TpyAHOW — JIGBOCTOPOHHEW  CHUMIATHYECKOM  JEHEepBauuu  cepaua
PEKOMEHJIOBAHO Y CHUMMOTOMHBIX TMAIMEHTOB C CHHAPOMOM YmiuHeHHoro wuHTepBaia QT B
CIICTYFOIINX CITyYasiX:

a. Ilpuem Oera-aapeHoOI0KaTOPOB HEID(HEKTUBEH, IIIOXO MEPEHOCUTCS, TUOO0 HMEIOTCS
MIPOTUBOIIOKA3AHUSI.

b. UKJ[***-Tepanust npoTUBOMOKa3aHa UM UMEETCS 0TKa3 MaIHeHTa.

c. Ilauuentsl ¢ ummnantupoBaHHbiM WKJ[*** Ha ¢one mpuema Oera-anpeHOOI0KATOPOB
MPOJIOHKAIOT UCTBITHIBATh MHOXKECTBEHHBIE pa3psbl aedudpminstopa [431, 432, 457, 458, 472,
473].

EOK IIaC (YVYP C, YI/1 4).

- Jleuenue #panonazunom (45 mr/u B TedeHue 3 yacos, 3areM 90 Mr/4 B Te4eHUE 5 4acoB)
PEKOMEH/IOBAaHO B KayeCTBE JOMOJIHUTENBHOM TEepanuu C LEIbl0 YMEHBLIEHUS AJIUTEIbHOCTH
uHTepBana QT y manMeHToB ¢ CHHAPOMOM YUIMHEHHOro uHTepBana QT 3-ro Thna u yBeau4eHueM
QTc > 500 mc [460].

EOK IIbC (YYP C, YA 4).

- Wwvmnantanus HUKJ***  pexkomenmoBana B  JONMONHEHWE K Tepanuu  Oera-
a/IpeHO0JI0KATOpaMH Y aCUMITOMHBIX HocuTeneil natonornyeckoid mytanuu B reHax KCNH2 wnn
SCNS5A nipu ysenuuenuu QTc > 500 mc [243, 246, 462].

EOK IIbC (YYP C, VIO 4).
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Cungpom kopoTtkoro uHtepsana QT (CKUQT)

CHuHIpOM XapaKTEePU3YETCs YMEHBIICHHOW MPOAOIKUTEIHHOCTBIO PEIONISIpU3AIMN CEeplla,
KOTOpasi SIBISETCS CyOCTpaTOM JUIsSl PA3BUTHS KUZHEYTPOKAIOIMMX apuTMuid. UneHTudummpoBaHbl
gtk TeHoB, cBs3aHHBIX ¢ CKHMQT: KCNH2, KCNQI1, KCNJ2, CACNAIC u CACNB2b. Ho
MIOJIO)KUTEJIbHBIA  pE3ysIbTaT TEHETHYECKOI'0 CKPUHMHra OcTaeTcs HEBBICOKUM (Bcero 20%).
3aboseBaHue SIBISETCS JIETAJbHBIM BO BCEX BO3PACTHBIX TpyMIax, BKIOYas IETEH B TEPBBIC
MECSIIbl JKM3HU, U BEPOSITHOCTh MEPBOM OCTAHOBKHU cepja k Bo3zpacty 40 jer coctaBusier 40%.
Becbma BepositHo, uto CKHQT sBisieTcsi HEI0auarHOCTUPOBAHHBIM COCTOSHHEM B 0OIIeH
MOMYJISALIUH.

[Tokazanusa k npumenenuro MKJI[*** B kaxaoMm ciaydae paccMaTpUBAIOT WHIWBHUIYAIbHO,
YUYUTHIBASI CEMEUHBIA aHAMHE3 U Hainuue ykopoueHHoro QTc, ogHako aJisg o0UX peKOMEHIalnii
Ha JaHHBI MOMEHT HEIOCTATOYHO JaHHBIX [460].

Ha ceromHsmHuii J€HP HET JaHHBIX O TOM, YTO MPOTPaMMHPOBAHHAS CTUMYIISIUS
JKEITYJI0YKOB TO3BOJIIET MPOTHO3UPOBATH APUTMHUUYECKHE COOBITHS y MAllMEHTOB C CHUHAPOMOM
kopoTtkoro uHtepsana QT.

- Mmmnantanust UK*** g npodunaktuku BCC pekomeHn10BaHa NallMeHTaM ¢ CUHAPOMOM
Kopotkoro uaTepBana QT, koTopsre:

a. Ilepexxuiin OCTaHOBKY cepia 1/uiin

b. MeroT TOKYMEHTHPOBaHHYIO ClIOHTaHHY0 ycroiunByro KT [245, 246, 462, 463].

EOK IC (YYP C, Y 4).

- Hasnauenue cotamona pexomengoBano st npoduiraktukn BCC y mamweHtoB ¢
JMarHOCTUPOBAHHBIM CHUHAPOMOM KOpOoTKOoro uureppaia QT, umerommx nokasanus k MKJ[***-
Tepanuu, B cilydae, KOrJa JlaHHas Ipoleaypa NPOTUBOIOKa3aHa WM MMEETCS OTKa3 MallMeHTOB
[461].

EOK IIbC (VYP C, VI 5).

- Hasnauenme coranmona** pexomenmoBano mius npodwmwiakTuku BCC y acHMOTOMHBIX
MAIUEHTOB C JUArHOCTHPOBAHHBIM CHHIPOMOM KOpOTKOro MHTepBaia QT, UMEIONMX CeMEHHBIN
aHaMHe3 BHE3aIHOM cepaeuHoi cmeptu [461, 462].

EOK IIb C (VYP C, Y/ 4).

CuHpgpom Bpyrapa

Cunnpom bpyraga — KaHajomatuss C JIOMHHAaHTHBIM HAcl€IOBaHMEM U Pa3IMYHON
NEHETPAHTHOCThIO, 3aBUCHUMOM OT BO3pacTa M IOJa: KIMHUYECKUE NPOSBICHUS 3a00JeBaHUS
BCTPEUAIOTCS Yallle Y B3pOCIbIX M B § pa3 yalle y MYyX4MH, uyeM y >keHIuH. @K BcTpeuaercs B
cpeaneM Bo3pacte 41 + 15 sieT, HO MOKET BO3HUKATH B JIFOOOM BO3pacTe, 0OBIYHO BO BpPEMSs OTAbIXA
win cHa. Jluxopajka, upesmepHoe ynoTpeOaeHHe alKkoros U 0OUIbHOE MUTAHUE — 3TO TPUTTEPHI,
KoTOpble N03BOJIAIOT BbIABUTH OKI' 1-ro tmma m mpeapacnonararor k ®B. Cunapom bpyrana
JTUAarHOCTHPYETCS Y TAIMeHTOB ¢ moabeMoM cermenta ST ¢ mopdomorueii 1-ro Tuna >= 2 MM B
OJTHOM MJIM HECKOJIbKUX MPaBbIX MPEKOPIUATBHBIX OTBEJCHUAX V1 w/umu V2, pacronoXeHHBIX BO
BTOPOM, TPEThEM WJIM YETBEPTOM MexXpeOepbe, BO3HHMKAIOMIMX JMOO CIIOHTaHHO, JHOO0 mocie
IIPOBOKAILMOHHOI'0 JICKAPCTBEHHOI'O TECTa C BHYTPUBEHHBIM BBEICHUEM AaHTHUAPUTMUUYECKOIO
npenapata Ic kimacca (Takoro Kak NpokamHamua), wian npu perucrpanuun OKIT B BepXHHX
PEKOPIUABHBIX OTBEACHUSAX (MEXpeOepHbIX MPOMEXyTKax Ha 1-2 pebpa BbIlIe MOJIOXKEHUN
A1eKkTpoaoB B V1 u V2.

EnuncTtBeHHas Bo3MokHOCTh cHM3UTH puck BCC mpu cunapome bpyrana 3akirodaercs B
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ucnonb3oBanuu MKJ[***, xoTopblif pekoMeH10BaH BceM HanueHTam ¢ noarsepkacHHoi KT wim
®X u npu cnonranHoM nosiiennn DKI' 1-ro tuma, a Taxke npu HATHIUH OOMOPOKOB B aHAMHE3€.
HenaBHo mnosiBUIMCH CBENEHUS, YTO SIUKApAMAIbHAs KaTeTepHas abOjanus INEepeqHEl CTEHKH
BbIBoJHOrO Tpakta IDK mo3BonsieT npesoTBpaTuTh 3NIEKTPUYECKUIl INTOPM Yy HAIMEHTOB C
NOBTOPHBIMU 3IU30/1aMH, OJHAKO O3TH JaHHbIE TPEOYIOT JOMOJHUTEIHHOTO IOATBEPKACHUS,
MPEKE YeM UX MOKHO Oy/IeT UCIIOJIb30BaTh B KIIMHUYECKON IIPAKTHKE.

- Crnenyromie MEpOTIPHSITHS 110 KOPPEKIMK 00pa3a KU3HU PEKOMEHIOBAHbI BCEM MallMEHTaM
C IMarHOCTUPOBAaHHBIM CHHIPOMOM bpyrana:

a. M30erarh mpreMa MeIMKaMEHTOB, KOTOPBIC MOT'YT IPOBOIMPOBATH 3jieBalnio cerMeHTa ST
B IIPaBbIX TPYJIHBIX OTBeAeHUAX (Www.brugadadrugs.org).

b. M36eraTh H30BITOYHOTO YHOTPEOICHUS ATKOTOJIS U TIEpEeTaHMUS.

c. HememieHHO NPHHATH MEpHl Ui CHUKCHHUS TEMIIEpaTypbl Tella MPH BO3HUKHOBCHHH
JUXOpaJKu Jr00ro reresa. [247, 464, 465, 466, 468]

EOK IC (YYP C, VI 5).

- Ummnantanus UK*** pexomengoBaHa MmanMeHTaM € JIUAarHOCTUPOBAHHBIM CHUHIPOMOM
bpyrana, kotopsie:

a. [lepexxunm OCTaHOBKY cep/ia u/uin

b. IMeroT TOKYMEHTHPOBaHHYIO crioHTaHHY0 yctoiunByto JXXT [247, 464, 465, 466, 468].

EOKIC (YYPC, VI 4).

- Wmmnantaums MHKIO***  pexomenjoBaHa y mauuMeHTOB co crnoHTaHHbiMH OKI -
nposiBIeHUsIMU 1-T0o THma cuHapoma bpyraja m CHHKONMAIBHBIMUA COCTOSIHUSMU B aHamHese [247,
464, 465, 466, 468].

EOK ITaC (YVP C, Y1/ 4).

- Mmmnanranus MKJ[*** pekomeH0BaHa y MalMeHTOB C AUArHOCTUPOBAHHBIM CHHJIPOMOM
Bbpyrama, y KOTOpbIX pa3BUBaeTcs (GUOPMILIAIMS >KEIYIOYKOB BO BpEMS IPOTPaMMHPOBAHHON
KENyTOYKOBOWH CTUMYJISIIMM B ABYX TOYKax € 2-Ms WM 3-Ms 3KcTpacTumyinamu [247, 464, 465,
466, 468].

EOK IIbC (YYP C, YA 4).

- Brimmosraenne KaTCTepHOfI a6na111/11/1 PEKOMCHAOBAHO Y MAOMCHTOB C HAJIMYUEM B aHAMHE3C
DNIEKTPUYECKOTO MITOPMAa WM TIOBTOPHBIX MOTHBHPOBAaHHBIX cpabareiBanmii MKI*** ¢
HaHeCeHueM MIoKoB [466, 467].

EOK IIbC (YYP C, Y/ 4).

KatexonamuHepruyeckas nonumMmopdHas xxenyaoykoBasa Taxmkapaus

OTO  penkoe  HACIEACTBEHHOE apUTMOTE€HHOE 3a00JeBaHUE,  XapaKTepu3ylolleecs
aJpeHEePTrUIECKU-UHIYIIUPYEMOI ByHanpaBieHHON U moaumopdroii XKT. 3abomeBaeMoCcTh UMeEET
npemnonaraemyto pacrnpocrpaneHHocTs 1 Ha 10 000. beimn naeHTHGUIIMPOBAHEI 1Ba TEHETHUECKUX
tuna KIDKT: noMuHaHTHBIA BapuaHT H3-3a MyTalMid B T€HE, KOAUPYIOIIEM TIE€H peuenTopa
KapauainpHOro puanonnHa (RyR2), n penkuil periecCuBHBIN BapuaHT, BBI3BAHHBIM MyTalleld B reHe
kapauansHOTo KanbeekBecTpuHa (CASQ?2). Knuanveckue nposisnenus KIDKT o0praHO BO3ZHHUKAIOT
B TEPBOM JECATHJIETHH >XM3HH U BBI3BaHBl (U3NYECKOH AKTUBHOCTBIO HIIM SMOLMOHAIBHBIM
cTpeccoM. JlMarHoCTHKa SBISETCA CIIOXKHOW 3amaded, mockoipKy manveHTsl ¢ KIDKT mmeror
HopManbHyt0o OKI' m 53xokapauorpammy; [si YCTAaHOBJEHMS JUarHo3a pEKOMEHAYETCS
XOJTEPOBCKOE MOHUTOPUPOBAHME W/MIU TECT C (PU3MUECKON HArpy3Koi, BO BpeMsl KOTOpPOTO
HOSBIISIOTCS MPEJICEPHbIE U XKETYI0YKOBBIE apUTMUU (JIByHanpaBieHHas win noaumopduas XT).
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HesaBrcUMBIMU TIPOrHOCTHYECKHMH (aKkTOpaMu MIJii apUTMHYECKUX COOBITUN B clydae
KIDKT sBnsitorcss BbIsiBIeHHE 3a00jieBaHUSI B JIETCKOM BO3pacTe, OTCYTCTBHE Tepanuu Oera-
aapeHoOJIoKaTopaMu W TMEPCUCTHPYIOIIHUE CIIOKHBIE apuTMHH. CuuTaercs, 4To MepBas IUHUS
tepanun  KIDKT  Brirowaer HecenekTHBHBIE —Oera-ampeHoO0KaTOphl  (0€3  BHYTpEHHEH
CUMIIATOMUMETHUYECKOW aKTUBHOCTH) U MoauduKanuio ob0pa3a KHU3HH C OTpaHHYCHUEM
bu3nYECKUX HArPy30K.

JIeBOCTOPOHHSISI CUMITAaTUYECKas IEHEPBAIIHsI CEP/Illa OKA3bIBACT ONMpPEACIeHHBIN dPPEKT mpu
KIDKT y nauueHToB, KOTOpble HE MEPEHOCAT OeTa-aApeHOOJ0KATOPhl, OJHAKO HEOOXOIUMbI
JIOTIOTHUTEIIFHBIC JaHHBIC U 00Jiee IIUTEbHOS HAOIIOACHHE ISl KOJIMYECTBEHHON OIICHKU ITOTO
s¢dexra. I[lanmentam, mnepeXUBIIMM OCTAaHOBKY CEpJla, PEKOMEHIOBAaHbI TIpueM Oerta-
anperobmokaropoB U MKJ[***-tepanus; ecnu Takoe Jie4eHUE MO pe3ybTaTaM CTpEcC-TeCTa He
MO3BOJIIET JOCTHYb IOJHOTO KOHTPOJS apUTMHHM, CIEAYeT PpaccCMOTpPeTh KOMOWHUPOBAHHYIO
AHTHAPUTMUYECKYIO TEPATHIO.

Nmvmnanranus UKJ[*** Bosmorkna y nanmenToB ¢ KITDKT, koTopsle He OTBEUYalOT Ha JIeUeHHE
Oera-aapenobiokaropamu. [Ipu nmporpammupoBanuu UK*** yBennauBaroT mpoaoKUTEIFHOCTh
netekiuu JKT, MOCKONbKY HAaHECEHHE Pa3psAI0B MOXKET ObITh OOJE3HEHHBIM M CHOCOOCTBOBATH
MOBBIIIICHUIO CHMITATUYECKOTO TOHYCA M IPOBOIMPOBATH IMOBTOPHBIC MMHM30JIbI APUTMHUHU, YTO B
KOHEYHOM UTOTe BeIeT K BOSHUKHOBEHHIO TIOPOYHOTO KpyTa ¢ peuuauBupyomumu XA, BIUIOTh 10
CMEPTEIHHOTO UCXO/Ia.

- Bcem mammeHTaM ¢ JIMarHOCTHPOBAHHOM KaTEXOJIAMUHEPTHYECKOW IMOJMMOP(HOMI
KEITYJIOYKOBOM TaXWKapIuel peKoMeHayeTcsi u30eraTh COPEBHOBATEIBHBIX BHIIOB CIIOPTA,
CHJIOBBIX TPEHHUPOBOK M CTPECCOBBIX cuTyaruii [248, 249, 469, 470, 471].

EOKIC (YYPC, YO/ 4).

- IIpuem OGera-apeHOOIOKATOPOB PEKOMEHJOBAH Ul JIEUYCHMs apUTMUU M NPO(UIAKTUKH
BCC Bcem mammeHTaM ¢ JIUarHOCTUPOBAHHOM KaTEXOJAMHHEPTHYECKOW  MOIMMOp(hHON
JKEIYJOYKOBOM TaxUKapAUEH, YUUTHIBAas HAJIMYME JOKYMEHTHUPOBAHHOM CIIOHTAHHON HIIU CTPECC-
unaynupoBannoi XA [247, 468, 469, 470, 471].

EOK IC (YYP C, Y 4).

- Ummnanrauus UK/ *** nomonnurensHo kK mpueMy OeTa-aipeHOOIOKATOPOB B COYETAHUU
win 6e3 aHTHapuTMHueckumu mpenaparamu [ umm Il kmacca pekomeHJ0oBaHa MAJsl JICUEHUS
aputMun ¥ npodunaktukn BCC mammeHTaM ¢ AMarHOCTHPOBAHHOW KaTeXOJIAMHHEPTUYECKOM
HOJIMMOP(HOIN KeTyJOYKOBOM TaxXWKapAueHd, MEepeKUBLUIMM OCTAaHOBKY CEplla, HMEIOIIMM B
aHaMHe3€ TIOBTOPHBIE CHHKOIAJIBHBIE COCTOSHHS WM SIU30/bI MOTMMOpP(HOI/ IByHAIIpaBIeHHON
KT, HecMOTps Ha ONTUMATBHYIO METMKAMEHTO3HYIO Tepanuto [247, 248].

EOK IC (YYP C, Y 4).

- Tepanusa Oera-aapeHoOIOKaTOpaMH PEKOMEHJIOBaHA pPOJCTBEHHUKAaM MalMeHTa s
npopmwiaktukn BCC mnpu BbISIBIEHHMM TE€HETHMYECKMX MYTalUH, Jake MpH OTPULATETHHOM
pe3ysbTaTe Harpy304HOro TecTupoBanus [248, 469].

EOK ITaC (YVYP C, Y/ 4).

- BeimonHenue TpygHON  JIEBOCTOPOHHEW  CHUMIATUYECKOW  JIEHEpBalMHU  cepiua
PEKOMEHIOBAHO Y TMAIMEHTOB C JAMAarHOCTHPOBAHHON KaTEXOJIAMUHEPTUYECKOW MOTMMOPQPHON
)KGJIYJIO‘IKOBOP'I TaXHKap)IHeﬁ )51 IMOBTOPHBIMHA CHUHKOITAJIBHBIMHA COCTOSAHHUAMMU,
nonuMopduoit/aByHanpasiennoit KT, HECKOTbKMMH MOTHBHPOBAHHBIMU CpadaThIBAHUSIMU
UKJI*** ¢ HaneceHnem paspsioB Ha (POHE U30JMPOBAHHOTO MpHEMa OeTa-aapeHO0I0KATOPOB WIIH
B COYETAaHWU C aHTHapUTMHUeckumu mpernaparamu | wmm III kmacca, a Takke NpU HATUYUU
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HEMEepPEeHOCUMOCTH MM IPOTUBOIIOKAa3aHui K ux npuemy [471, 472].
EOK IIbC (VYP C, VI 4).

JleueHune XT/BCC y geTen 1 naumMeHTOB C BPOXAEHHbIMU NOpPOKaMu cepaua

JleyeHune Xenyno4ykoBbLIX apuUTMUKA Yy neten 6e3 opraHu4yeckoro 3aboneBaHusi
cepaua

- lletsim ¢ penkoit, 6eccumnToMuor KT, y KOTOPBIX mpesroiaraeTcss KpaitHe HU3KUHA PUCK
BCC wu noOpokauecTBEHHBIH XapakTep TeueHUs 3a0oyieBaHMs, B OOJBIIMHCTBE CIIy4yacB HE
PEKOMEHI0BAaHO Ha3HAYCHHE aHTHAPUTMHUIECKOH Tepanun. [27, 474].

EOK IB (YA 5, YYP C).

KommenTapuii. Takue netu HyX)AarOTcsl B aMOyJIaTOPHOM HaOIIOJEHUH C IEJIbI0 PaHHETro
BBISIBJICHHSI Pa3BUTHS CHMITOMOB U IPO(MIAKTUKY BO3MOXKHBIX ocioxHeHu#. Jleuenune KT moxer
OBITH MEAMKAMEHTO3HBIM (aHTHAPUTMHUYUECKAS TePAMKsl) U XUPYPru4ecKuM (MHTEPBEHIIMOHHBIM). B
CBOIO Ouepe/lb, MEAMKAMEHTO3HOE JIEYEHHUE COCTOUT U3 JIBYX HallpaBJIICHUH: Tepanuu,
HAIpaBIIEHHOW Ha JKCTpeHHOoe KynupoBaHue mpuctyna JKT, W NPOTEKTOpHON Tepamuu s
IpeyNpexIeHNs BOSHUKHOBEHUSI TPUCTYNOB. Cxema MeaukaMeHnTo3Horo jedenus JKT 3aBucur ot
BBIPQXECHHOCTU KIMHUYECKUX MPOSBICHUH (4acTOTa, IIIUTENLHOCTh U TshKecTh napokcu3moB JKT),
HAIMYUS WM OTCYTCTBHSI CTPYKTYpPHOW maroyioruu cepana, (akropoB pucka BCC, Bo3pacra,
JIOKalIM3aluu cyocTpara apuTMuu, 3pGEeKTUBHOCTH UCIIONIBb3yEMbIX PaHee MpernapaToB.

- MenukaMeHTO3HAsI Tepalvs WIA KaTeTepHas aliamus peKOMEHIOBAHBI JIETAM C 9acTHIMHU
KD mnu KT, koropble MOTYT BBI3BaTh AUCQYHKIIHIO KenynoukoB [27, 474, 475, 476, 477, 478,
479].

EOKIC (Y14 4, YYP C).

- Jeram c¢ mnocrosHHO-BO3BpaTHOM JKT B OTCcyrcTBME HapylleHUss LEHTPAIBHON
reMO/IMHAMHUKH, HO C HAJMYMEM HayalbHBIX MPOSBICHUN apUTMOTE€HHOM MUC(HYHKIMM MHOKapna
PEKOMEH/I0BaHO NPOBEJCHHE Tepanuu aHTHapuTMudeckumu npenaparamu | u Il knacca, Gera-
aapeHoOIoKkaTopamMu U OJI0KaTopaMu "MenJeHHBIX " KalblIMeBbIX KaHanos [474, 475, 476, 477, 478,
479, 480, 486, 590, 591, 592].

EOK nwer (Y111 4, YYP C).

- PexkoMeHZ0BaHO mNpuUMEHEHHE aHTHAPUTMUYECKUX IpernaparoB Ic kiacca B KauyecTBe
aJIbTEpHATHBBI OeTa-apeHoOnokaTopamM MM #Bepanamuiny** y nereir ¢ XXT BbIBogHOrO Tpakra
[27, 475].

EOK ITaC (YAZ 5, YYP O).

- Jleuenne XKT/XKD #Bepanamunom™* He pekOMeHIOBaHO JeTsAM B Bo3pacte 10 1 roma [27,
481].
EOK IIIC (YA 5, YYP C).

- Brmonnenue karerepHoil abnamuu y aeteil ¢ cumnrtoMHoN wauomnarndeckon KT/ KD uz
obomactu BTIDK wmnm 5eBokenymo4koBOM (acHMKYISIpHOW TaxuKapJuel, 4YyBCTBUTEIBHOW K
#BeparmaMuiay, pPEKOMEHJIOBAaHO B Ciy4yae, €ClId MeJMKaMEeHTO3Has Tepamnusl OKas3ajlach
Hea(ekTUBHOIM MK HeXxenarenbHoi [27, 475, 476, 477, 478].

EOK IIaB (YA 4, YVP C).

- BeimonHeHne KaTeTepHOi abnaluu B CIeNUaTU3UPOBAHHOM IIEHTPE Y JeTe ¢ CHMITOMHOMN
uauonatudeckot JXT-BTJDK, obGmactu aoprampHOro KjiamaHa wWiu snukapauainsHoit KT/ KD
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PEKOMEHIOBAHO B Cy4yae, €ClId MEIWKAMEHTO3Has Tepamus oKaszalach Hed((EKTHBHOW, WU B
Ka4yeCTBE allbTCPHATHBBI MIOKM3HEHHOW MEIMKaMEHTO3HOM Tepanuu [27, 474, 475].
EOK IIaB (YAZ 5, YYP C).

- Karerepnas abnarmus JKT/2)KD He pekoMeHI0BaHA NETAM MIIAAIIE S5 JIET, 32 UCKIIOYCHUEM
ciydaeB HedI(p(EKTUBHOCTH MeaukameHTo3HoM Ttepanmuu U KT ¢ TsHKenpIMH HapyHICHUSMHU
remMoauHamMuku [27, 481].

EOKIIIB (YA 5, YYP C).

MNpuMeHeHne MMNNaHTMpPyeMoOro KapauvoBepTepa-aedubpunnaTopa y Aeten u
nauveHTOB C BPOXAeHHbIMU NOpOKaMu cepaua

- Wmmnanramus K] pekomenmoBana i BTopu4HOM mnpodunaktuku BCC y nereid,
BBDKUBILUX TOCJI€ OCTAHOBKM KpPOBOOOpAIEHMs, B TOM CiIy4ae, €ClH TIIATEJIbHO BBIOJIHEHHOE
o0ciieZloBaHUE HCKIIIOYAaeT BO3MOXKHOCTh YCTPAaHEHHs €€ TNPHYUH, KaK CpeAu MaIeHTOB 0e3
CTPYKTYPHOM naronoruu cepaua, Tak u npu Hanuuuu BIIC, KMII unu BpoxaeHHON KaHanonaTuu
[27, 260, 261, 262, 263].

EOK IB (Y1 4, YYP C).

- Ummmanramus KJ[ pexomengoana mamuentam ¢ BIIC ¢ ycTOWYMBBIMU CHMIITOMHBIMU
napokcusmamu JXKT [27, 260, 261, 262, 263].

EOK IB (YA 5, YYP C).

Kommentapuii. IlammeHTam  JOMKHO OBITH  BBIIOJIHEHO HMHBA3MBHOE  HCCIICIOBAHUE
reMOJUHAMUKA W  WHBA3WBHOE  JJICKTPOPHU3HONIOTHYECKOe  HuccienoBanue. HeoOxomumo
pPaccCMOTpPETh BO3MOXHOCTh IPUMEHEHHUS aJbTCPHATUBHBIX METOJIOB JICUCHUS, TaKUX Kak
KaTeTepHas almanus WM XHPypruueckoe BMemarenbcTBO s ycrpaHenus JKT. B cmyuasx
HeBO3MOKHOCTH ycTpaHeHus KT maHHbIME MeTonaMu moka3aHa umrmantanus UKJ[*** [27, 259,
260, 261, 262, 263].

- I[Ipumenenne UKJ[*** pexomennoBano y nauuentos ¢ BIIC u o6MopokaMu HEH3BECTHOTO
IPOUCXOXKACHNUS B COYETAaHHM C TSDKEIOW IUCOYHKIUEH >KEeNylO0YKOB W/WIM HHIYyLHPYEMOM
ycroiturBoii XKT/®XK npu nposeaennu s3u100DPU [27, 260, 262, 263].

EOK ITaB (Y1 4, YYP C).

- Umnnanranus UK/[*** pexomennoBana B3pocisiM namueHtam ¢ BIIC u auchynxmueit
cucreMHoro kenymouka (OB < 35%), cumnromuoit XCH Ha ¢oHe onTUMaIbHOMN
MemukamenTo3Hoi Tepanu ¢ 11 mum 111 ®K mo NYHA [27, 265, 266].

EOKIC (YA S5, YYP C).

- Ummnanranus UKI*** pekomeH0BaHa y HEKOTOPBIX MAIMEHTOB C TeTpagoi damino u
HeckoibKkuMH ¢akTopamu pucka BCC, Brmowas auchynkuuto JOK, HeyctoituuByro KT, QRS >
180 mc wn unaynupyemyto yeroiuuyro KT npu TTCXK [27, 260, 266, 267, 484].

EOK IIaB (YAA 5, YYP C).

- Wvmnantamus UWKI*** pexomeHnoBaHa Yy TMAlUMEHTOB C TKEJNOH AuchyHKUIMEH
€IMHCTBEHHOTO KeNyJ04YKa WIM CUCTEMHOTO MPAaBOro XelyI0uKa MPH HAIWYUU JPYTUX (HaKTOpOB
pucka, Brimodas HeycronuumByro KT, XCH II wmm III ®K nmo NYHA wu BelpaxkeHHYyIO
peryprutainuio Ha cuctreMHoM AB-kianane [27, 261, 485].

EOK IIbB (Y14 4, VYP C).
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KaTtetepHasa abnaumsa XXT y aeteMm um nauumeHTOB C BPOXAEHHbIMW MOpPOKaMu
cepaua

- IIpoBenenue PUA ouara KT pekomeHnnoBaHo y ferei ¢ remMoauHaMuuecku 3HauumMont KT
WK HAJIMYMEM apuTMOTreHHOU aucyHKIMKU MUOKapaa [27, 475, 476, 477, 478, 479, 486, 487].

EOK —uer (YOI 5, YYP CO).

KommenTapuii. PUA wmoxkeT OBITh TpUMEHEHA Kak 1-g JUHUS Tepanuu, JHO0 MOXKET
npoBoauThes npu HedddexktuBnoctn AAT.

- PexomennmoBano nposenenne PUA y npereit nmpu Hamuuuu (acuuKyJIsSIpHOH, #BeparaMmmu-
gyyBcTBuTeabHOM KT [27, 475, 476, 477, 479, 486, 487].

EOK IIaB (YA 5, YVP C).

Kommenrtapuii. PYUA wmoxer ObITh NpUMEHEHa Kak |- JIMHUS Tepanud, JUO00 MOXKET
poBoIUTHCS Mpu HedhhekTuBHOCTH AAT.

- IIpoBenenue PUYA pexkomennoBano y aereir ¢ cumnrtomMHod KT M3 BBIXOJHOrO TpakTa
npaBoro xenynouka [27, 475, 476, 477, 479, 485, 486].

EOK IIaB (YA 5, YVP C).

Kommenrtapuii. PUA MoxeT mnpoBoAMThCS Yy JAeTedl C NOJUMOP(HON IKeIyl0uYKOBOM
apuUTMHEH, B Cilydae JOMHHHPOBAHHUS OJHOW M3 MOPQOJIOTHHA WM KOT/a M3BECTEH TPUITEp, Ha
KoTOpblii Oyner HampaBieHo PU-osneiictBue. PanuouactoTHas abnanus —KelyJOYKOBOH
TaxUKapJIuu He pexkomeHayercs y aereid ¢ OeccumnromHod JKT, korma He mporHosupyercs
pa3sBUTHE APUTMOTEHHOM JUCQYHKIMM MHOKapjaa. PanumouactoTHas aOmanus KeiyJ0uyKOBOH
TaXWKapJAUW HE pEKOMEHAyeTcs B TexX ciydasx, koraa JKT oOycioBieHa mNpexoasumMu
NpUYMHAMH, TAKUMH KaK OCTPBIH MUOKApIUT, TOKCHUECKOE BIMSIHUE MEINKaMEeHTOB U T.1. [486].

- Karerepnas aOmanusi pekoMeHIOBaHA KaK BCIOMOTATENbHBIA METOJA JICYCHHS WIH
anprepHatuBa UKI*** y manmentoB c¢ BIIC u penuamBupyrOIIMMU 30U30JaMH  yCTOWYMBOMN
MoHoMoppuoit KT wmnmm anexBatHbiMM cpabarbiBaHusiMu UKJI*** xoToppie He MOryT OBITh
KOPPEKTUPOBaHbI TiporpammupoBannemM MKJ[*** unn MeaukaMeHTO3HOH Teparnueit [27, 264].

EOKIC (YA 5, YYP C).

- Bbimonnenue kareTepHOW aOnalnuMu  pPEKOMEHIOBAHO B KauecTBE aAIbTEPHATHBBI
MEAMKAMEHTO3HON Tepamuu NpH CUMOTOMHOHM ycroilunBoi mMoHoMmopdHOM XT y manueHToB ¢
BIIC u UKI*** [27, 264].

EOK ITaB (YA 5, YYP C).

- BebimonHeHue Xupyprudyeckod abianuu B COYETAaHUM C 3JIEKTPO(PU3HOIOTHYECKHM
KapTUPOBAaHUEM PEKOMEHJ0BaHO Yy manueHToB ¢ BIIC, koTopeiM mpencTouT omnepanusi Ha cepale,
npy Hanmuuuu kimHudeckoi ycroiuusoit KT u maaynupyemoii ycroitunoit MoHOMop¢HO# KT ¢
YCTaHOBJIEHHBIM KPUTUYECKUM Tepereikom [27].

EOK IIbC (YA 5, YVYP C).

- Karerepnast abnanust u npoduiakTHuecKoe MPUMEHEHHE aHTHAPUTMHUYECKUX IpenapaToB
HE PEeKOMEHJIOBaHbl B ciayyae GeccuMnTOMHBIX, penkux KO y manuentoB ¢ BIIC u crabunbHO
byHKIHEH Kemy1049KoB [27].

EOK IIIC (YA 5, YVP C).
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BocnanutenbHble, peBMaTU4YeCKne MNOPaAXEeHUA cepaua M ero KranaHHoro
annapara, 6one3Hn HakonneHus

- HaLII/IeHTOB C yrpO)KaIOH_II/IMI/I KU3HU YCTOﬁqHBbIMH )ICGHYI[O‘IKOBBIMI/I TaXI/IapI/ITMI/ISIMI/I nu
KIIMHUYCCKUM IMOJO3PCHHUEM Ha MI/IOKapI[I/IT/ IEpUKaApaIuUT PCKOMCHAYCTCH HaIpaBJIATb B
CHeL[HaJIH?»HpOBaHHBIC L[eHTpBI, A€ BO3MOXHBI MOHI/ITOpI/IHF Ir¢eMOJMHaAMHKU, KaTeTepI/ISaI_[I/ISI
cepaua U SHAOMHOKapJaualbHas 6I/IOHCI/IH, a TaKXE IIPHUMCHCHUC YCTpOﬁCTB MEXAHUYECKOU
HOI[Z[ep)KKI/I CepI[e‘IHO-JIeI‘O‘-IHOfI NCATCIIBHOCTU H CHeL[I/I(bI/I‘-IeCKI/IX METOAOB JICUCHUSA apI/ITMI/Iﬁ
[487, 488, 489].

EOK IC (VVYP C, VI 5).

- BpemeHHBII KapIUOCTUMYJIATOP PEKOMEHAOBAH MAaleHTaM ¢ OpaauKapaued u/mimm
Onokazoil cepaua, KoTopeie nMpoBoIHpyoT KA Bo BpeMsi ocTpoil (ha3bl MHOKapAWTa/TaHKapaAuTa
[487, 488, 489].

EOK IC (YYPC, YA S5).

- PexomenmoBaHO Ha3HaueHHE AHTUAPUTMUYECKOW TEpalmMu MalUCHTAaM C CHMIITOMHOMN
HeycToiunBoil mim ycroitunsoi KT Bo Bpems octpoii da3sl Mmuokapauta [487, 488, 489].
EOK ITaC (YVYP C, YA/ 5).

- PexoMeHZ0BaHO TpH BOCHAJIMTEIBHBIX 3a00JIEBAaHHIX Cepllla PacCMOTPETh BOIPOC 00
umriantanud UKI*** uin kapauocTumMysisTopa mociie pasperienust octpoit ¢aser [490, 491, 493].

EOK IIaC (YVYP B, Y/ 3).

KommenTapuii. [lpumenenne MKI*** y nmanuentoB ¢ ycroiunBoi KT u HapymeHusMu
reMOJIMHAMUKH 1eJIeCO00pa3Ho MOCie pa3peuieHns ocTpoi (as3pl B Cilydae Pa3BUTHS BTOPHUUHOU
KapJIMOMUOIATUH, €CIIU OKUAAaeMas IPOAOIKUTENBHOCTh XKU3HHU COCTaBIIsAET 00jee OJHOro roja ¢
XOpoImuM (HyHKIMOHABHBIM cTaTycoMm [491].

- PexomennoBaHo mnpuMeHeHHe AepUOpHIUIATOpPA HOCHUMOM CHCTEMBl JUIMTENIbHOU
perucTpanu CepJeyHoro putMa (HocuMoro naepuOpwIsTOpa) A MNOAJAEPKKH B MEPUOA
BBI3/I0pOBJIeHUST MM 10 yctaHoBkM MKJ/I*** manmenTtam ¢ BocmamuTenbHBIMH 3a00J€BaHUSAMU
cepalia M octaroyHo Tspkenod mauchynkuuert JDK w/umm ayekTpuyueckoil HeCcTaOMIbHOCTBIO
xemynouka [492, 493].

EOK IIaC (YVP B, V11 3).

- PexomMeH10BaHO paccMOTpeTh BOIpoc O paHHeM npumeHeHun WKI*** y nmanueHtoB c
TUTaHTOKJIETOYHBIM MUOKApAUTOM WJIM CapKOMJI030M, UMEIOIIMX ycToHunBYI0 KA ¢ HapylieHueM
FeMOJMHAMUKHA WIM INEPEKUBIIMX OCTAHOBKY CEPALIA, YYUTHIBAs IUIOXOW IIPOTHO3 IPU AAHHBIX
3a00JIEBaHUAX, €CIIM OXHJaeMasi MPOJOJIKUTENbHOCTh JKU3HHM COCTaBJsIET Oojiee OJHOro rojaa c
xoporuM (pyHKInoHasHbIM cTatycoM [30, 254, 495, 584].

EOK IIbC (VYP A, Y1 2).

KommenTapuii. Hannuue nepcuctupyromeid BocaiuTeabHO HHGMIBTpAM MUokapaa (1o
JTAHHBIM UMMYHOTHMCTOXMMHYECKOTO aHaln3a) W/WIN aHOMAJbHBIX CKOIJICHUH (uOpo3HOW TKaHU
(mo manubiM MPT) mocne ocTporo MmuokapauTa MOXXKHO paccMaTpUBaTh Kak JOIMOJHUTEIbHBIN
Mapkep Bbicokoro prcka BCC npu BocnanurenbHbIX 3aboieBanusx cepaua [494]. Ipu octpom u
MOJIHUIEHOCHOM MHOKapJIuTE€ B [JOMNOJHEHHWE K MEIMKaMEHTO3HOW Tepanuu pPEKOMEHAYETCs
arpeccuBHas MOJJECPKKAa FEMOJMHAMUKU C ITOMOILBI YPECKOKHOM CUCTEMBI CEPACUHO-IETOYHOU
NONJEPKKU WM BHYTPHAOPTAJIbHOM OaJJIOHHOM KOHTPIIYJIbCAllUM, YTOOBI COXPAHUTH KHU3Hb
HalMeHTa B TSDKENIYI0, HO MPEoJOJMMYI0 OCTpyro ¢a3y 3aboneBanus. [lepexon kK 4pecKoXHOH
CUCTEME CEepJIeYHO-JIETOYHOM MOAIeP>KKH HEOOX0IMM B TOM ciiyuyae, eciu pedpakrepras KT wnum
@K He oTBeUaeT Ha HECKOJIBKO MOMBITOK AepuOpmusanun (0T Tpex 1o msatu) [496].
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Nmmnnaaranuio  UKJ***  pekoMeHAyeTcss OTIOXKUTh JIO pa3pelieHusl OCTpoil  (a3sl
muokapauta. Ilockonbky B 3TO BpeMsi MHUOKApAUT YXKE MOMKET TIOJTHOCTHIO PpPa3pelIuThCs,
nokazanusa kK UK/[*** u BpemeHHble paMKH OCTAlOTCS CIOPHBIMH, A€ IOCIE OCTpoil (hasbl
3aboneBanus. IlepcnektuBHbiii MeTon nedeHus KT m @K Ha ¢oHe MHOKapauTa, KOTOPBIH
IIO3BOJISIET IIPEOOJIETh KPUTUUECKUHM TIEPUOA U TOKIATHCSI IIOJHOTO BBI3IOPOBIIEHHUS, 3aKIIIOUAETCS
B IIPUMEHEHUH J1ehuOpUIIITOpa HOCUMON CUCTEMBI JJIUTEIBHON PEerucTpaly CepIeyHoro purMa
(HocuMoTO KapauoBeprepa-aehudpuisatopa) [493, 494, 497].

[Ipu 3nokauectBeHHoi XA wunm Onokaae cepiaua NpU THMTAHTOKIETOYHOM MHOKapAWTE,
Oone3nu JlaiiMa (kiemieBoit Ooppennos), MUPTEPUHHOM MHUOKAPIUTE JTUOO CApKOUI03€ Ccepila
pexomeHnnoBaHa umiantauus WKJ*** B pannem mnepuone, yduThiBash BBICOKHUH pHUCK
ApPUTMHYCCKOM CMEPTH M OTPEOHOCTH B TpaHCIUTaHTaIMK cepra [497].

VY nmanueHToB ¢ noATBepkAeHHON ycToiunBor JKT HEACHOM 3THOIOTHH, COMTPOBOKIAIOIICICS
KJIMHAYECKOW CHUMIITOMAaTUKOW, TaK)K€ CIENYyeT MCKIIOUYNTh quarHo3 muokapaura. MPT y Takux
MAIMEHTOB MOJKET MOKa3aThb aHOMAaJIbHbIE y4acTKU (UOpPO3HOM TKAaHU B TOJIIE MHUOKap[a, yaile
BCEro B CyOdmHUKapauaibHOW W HMHTpamypaibHOW 30HaxX [494]. OmnwucaH yCHEIIHBIH OIBIT
pPaZMoOvYacTOTHOM KaTeTepHOU abialuu SMUKapAUaIbHBIX apUTMOTEHHBIX 0YaroB IMPHU MUOKapAWUTE

[498].
dHaoKapAanT

[Tosnenne KA y nanueHToB ¢ WHMEKIIMOHHBIM SHIOKAPIUTOM CBHUJIETEILCTBYET 00 OUEHBb
wioxoMm mporHose [499]. OxHako KakKux-1u00 CIIEIHATBHBIX PEKOMEH AW 110 JICYCHUIO apUTMHN
B 3TOH rpynime nanreHToB HeT. PopmupoBanue abdciecca B o01actu (UOPO3HOTO KOJbIa KilaraHa
(dame aopTaJIbHOTO, PEXKE MUTPAIHHOT0) MOXKET MpuBecTU K Onokane cepaua | wim I crenenu.
[Tpu mepBoM smu30/1e ONOKAABI Cep/la y MalueHTa ¢ SHIOKAPIUTOM CIIEAYeT cpa3dy HCKIIOYUTh
abcrecc cepaua.

- Xupyprudeckoe JieueHHe PEKOMEHIOBAHO MPH OCTPOM HAPYIICHUH T'€MOJHHAMHUKH B CBSI3H
C OCTPO BO3HHKIIEH a0pTabHON peryprutanueit Ha ()oHe SHI0KapIUTa, KOTOPOE MOXKET MPUBECTH
Kk ycroituusoii KT [501, 505].

EOK IIbC (YYP C, VI 4).

Bone3Hb Yaraca

- Ummunantanus UKJ[*** pekomennoBana y nauueHToB ¢ 6one3nbto Yaraca u @BIDK < 40%,
IpU  OXKMJAEMOHW TIPOJOIDKUTENBHOCTH XH3HH Oonee 1 roma ¢ XopomuM (yHKIHOHAIBHBIM
crarycom [31, 255, 256, 257, 425].

EOK ITaC (YVP C, Y/ 4).

NMopaxeHne KNanaHoB cepaua

[TopaxeHnue ki1araHoB cep/ia, o BCeil BEpOSITHOCTH, SIBJISIETCS [VIaBHOM MpUYUHON 0K0J10 7%
oOpamienuit s ycranoBku UKJ[*** B nenax Bropuunoit npodunaktuxu. [To ganueim F. Yang u
coanT. [501], mareHTsl ¢ TOpaKEHHEM KJTAlaHOB cepia u octaTouHoi auchynkimen JIK mocme
olepaldy Ha KIamaHe, KOTOpbIM Obul ycTaHoBieH MKJ[*** nns mepBuuHON mpoduiIakTHKH, C
Y4€TOM HHIUBUIYalIbHBIX OCOOEHHOCTEH, HMMEIM TaKyl Ke OOIlyl0 BBDKHBAEMOCTb U
BBDKMBAEMOCTh OT apUTMMMA, KaK M MalUEHThI ¢ UIIeMUYecKol kapanomuonarueil. HenaBHo 66110
MOKa3aHO, 4YTO JMJI MAalHMEHTOB C MOpPaXEHHEM KIAallaHOB CepJlla, KOTOPbIM YCTaHABIMBAIOT
NK*** B nenax nepBu4HOM uiu BTopuyHOi npodunaktuku BCC, xapakTepHbl Takas ke 4acToTa
obocHOoBaHHBIX cpabateiBanuii WMKI[*** wu Takme »xe moka3zaTread CMEPTHOCTH, 4YTO M JJIA
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narrenToB ¢ MBC wmm JIKMIT [502].

- UKJ]*** pexomeHI0BaH MalueHTaM ¢ 3a00JIeBaHUSIMH KJIAMIAaHOB CEpJllla, KOTOpbIE MOCIe
XUPYPIMYECKOM PEKOHCTPYKLMH KianaHa MMEKT II0Ka3aHWs K IIEPBUYHOM WJIM BTOPUYHOU
npodumnaktuke BCC [502, 503].

EOKIC (YYPC, YA 4).

KomMmentapun. Xupyprudyeckass KOppeKUHs OCTPON aopTaJIbHOM perypruTaivi, BO3HUKIIEH
Ha (OHE SHIOKApIUTA M CONMpOBOXKIatomieiics ycroiunBoit XXT, pekomeHnoBaHa IpU OTCYTCTBUU
POTHBOIIOKA3aHKH K TakoMy MeToy sedenus [503, 504, 505].

- Boinonnenne D®U ¢ karerepHoil alnanueidl peKOMEHJIOBAaHO y NAIMEHTOB, y KOTOPBIX
nocje onepanuy Ha kianahe cepaua nosBuwiack JXKT, B nmensax BeiaBineHus u ycrpanenus KT c
UPKYJIALKEi BO30YXIeHus 1o Hokkam mydka ['uca [505, 506, 507].

EOK ITaC (YVP B, Y/ 3).

HepBHO-MbIlWeYHbIe 3a6oneBaHUA

DTO TpyIIa HACICICTBEHHBIX 3a00JICBAHUIA, TOPAKAIOIINX CKEJICTHBIC U CEPICYHBIC MBIIIIIHL.
BoBieuenue cepana MpoUCXOAMT B BHJE JIET€HEpaTHBHOro mporecca ¢ (Gudpo3upoBaHHEM U
JKUPOBOM 3aMeHOl Muokapaa. Hanbosiee yacTeie mposiBIeHUS — AWIATAIIMOHHAS KapIHMOMUOTATHS
U HapylIeHHs MPOBOAMMOCTH, KOTOpbIe MOTYT couderaThcs. [Ipu BceX MBIMIEUHBIX AUCTPODUIX
MOPAKCHHUE JIBIXaTSIBHBIX MBI MOKET BIHUATh HAa KA4eCTBO M IMPOJOJDKHTEIHLHOCTh JKU3HU, U
JOJKHO YYHMTHIBATHCS, KOTJIAa paccMaTpUBAaeTCSd UMIUIAHTAIUs MPOQPUIAKTUYECKOTO YCTPOMCTBA.
Bosneuenne cepama Hambosee dYacTto BeTpedaeTcs npu guctpodusix JlromeHHa u bekkepa,
MuoToHn4ecko muctpopuu tumna 1 (Gomesup Illreiinepra), muctpodhuu Omepu-Lpeiibyca u
muctpodun koHeynocrer 1B tuna.

- [animenTam ¢ HEHPOMBIIIIEYHBIMU 3200JICBAHUSIME U COMYTCTBYOITMMH JKA peKoMeHayeTcs
TaKOE JKe JICUeHHe, KaK U narrenTam ¢ JKA 6e3 HeiipoMbiieynbix 3adonesanuii [507, 508].
EOK IC (YYP C, Y11 4).

- Ummumanramus UK/*** pexomenaoBana y manueHTOB ¢ MUOTOHUYECKON AuCTpodueit 1-ro
tuna (6one3np lTeiHepra), MplmeuHoi auctpodueit Imepu-peiidyca 1 KOHEUHOCTHO-TTOSICHOM
quctpopueidt 1B Tuna npu HaMMUMM MOKAa3aHUM K CTUMYJSLIUU U TNPU3HAKOB JKEITYJO0YKOBBIX
aput™uii [508, 509, 510].

EOK IIbB (YVP B, Y11 4).

JleueHune XXT BO Bpemsi 6epeMeHHOCTH

- Jleuenne Oera-aapeHOOIOKATOPAMH PEKOMEHAYETCS BO BpeMsi OepeMeHHOCTH H B
MOCIIEPOJOBOM MEPHUOJIE MAIIMEHTKAM C CUHApOoMOM yanuHeHHoro uHtepBaia QT umu KIDKT [27,
62, 511, 512].

EOK IC (YYP C, Y 5).

- Hasnauenue wmertomnponona**, #mnpompanomona** wmm #Bepamammia** Bo Bpems
OepeMEHHOCTH BHYTPb PEKOMEHAYETCS IS JUTUTENLHOM Tepanmuu WAMONATHYECKON yCTONYMBOM
XKT [512].

EOK IC (YYP C, YA 5).

- DKCTpeHHas JJIEKTpUYecKas KapJIMoBepcHs BO BpeMsi OEpEMEHHOCTH PEKOMEHIYETCs JUIs
KynupoBaHus aputMuu npu ycroitunBoit KT, ocobenHo ¢ HapyiieHneM reMoanHamMuky [513, 514,
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515, 517, 523].
EOK IC (YYP C, Y1 2).

- Ilpy Hanuuuu COOTBETCTBYIONIMX IIOKA3aHWI BBIMOJIHEHWE WMIUIaHTanuu WKJ[***
pekoMenayeTcs Bo Bpems 6epemennoctu [512, 513, 514, 515, 517, 523].
EOKIC (YYPC, YOI 3).

- BuyrpuBeHHoe BBeaeHHE coTanoja** wiam mpokamHamuaa** Bo BpeMs OepeMEHHOCTH
PEKOMEH/IOBAHO ISl SKCTPEHHOH KoHBepcuu MoHoMOpdHOM ycroituuBoit KT 6e3 Hapymenuit
remoaunamuku [512, 515, 517, 523].

EOK ITaC (YVYP C, Y/ 3).

- BHyTpuBeHHOEe BBeleHHE aMHOJapoHa™™* Bo BpeMs OEpEeMEHHOCTHM PEKOMEHJOBAHO IJis
OKCTPEHHOH KOHBepcuu MOHOMOp¢HOU ycToiumBoii KT ¢ HapylmieHneM TreMOAMHAMUKH,
pedpakTepHOl K 3JIEKTpUYECKOW KapIMOBEPCHUM WIM HE OTBevarolled Ha MeAMKaMEHTO3HYIO
tepanuto [153, 512, 515, 517, 523].

EOK ITaC (YVYP C, Y/ 3).

- BrimosiHeHne kareTepHO# abnaruu BO BpeMsi OEPEMEHHOCTH PEKOMEHIOBAHO ISl JICUCHUS
pedpakTepHbIX K MEIMKAMEHTO3HOHN Tepalluy U TUIOXO MEePEHOCHMBIX Taxukapami [512, 513, 514,
515, 516, 523].

EOK IIbC (YVYP C, YA 5).

KommenTapuii. bepeMeHHOCTh accOLMMpPOBaHa CO 3HAYUTEIbHBIM PUCKOM HEOIArOnpUsITHBIX
COOBITHI Yy KEHIIMH CO CTPYKTYpHOM martonmorued cepaua [511, 513, 514, 515]. V xeHmuH ¢
BPOXKJCHHBIM CHHJIPOMOM y/UTMHEHHOTO WHTepBaia QT oTMedaroT CyIIECTBEHHOE TOBBIIICHUE
pHCKa CepJIeUHbIX COOBITHI B MOCIEPOI0BOM Tepuoe (B Teuenue 40 Heaenb mocie poioB), B CBSI3U
C YeM MM HEOOXOAMMO TNpPHUMEHEHHE OeTa-aApEeHOOIOKATOPOB BO BpeMs OCPEMEHHOCTH U B
MOCIEPOFOBOM TIEpUoe. Y KEHIIUH C CHHAPOMOM bpyrana 6epeMeHHOCTb, POl M MOCIEPOI0BBIiA
nepuo ] 00OBIYHO TIPOXOAST 0€3 AOMOIHUTEIBHBIX pUcKOB [516, 517]. Puck moBTopHOo# XKT BbITIE Yy
nanueHTok ¢ KT B aHaMHe3e U CTPYKTYpHO# maronorueit cepaia [512, 518, 519].

ApuTMuUK, cBA3aHHbIE C NOCNEepPOJOBON KapanomMmuonaTmen

[TocmeponoBast  (mepumapTaibHas)  KapAHNOMHUOINATHS  XapaKTePU3YeTCs  pPa3BUTHEM
cuctonnueckoit nuchynkuuu JDK u  cepaeuHoil HEZOCTAaTOYHOCTM Ha TO3JHUX CPOKax
OCpeMEHHOCTH WJIH B TEUYECHHE HECKOJIBKHX MecsieB mociie poaos [511, 520, 521]. CneactBuem
MOCNIEPOAOBON KapJIMOMHOIIATUU MOTYT OBbITh clokHble JKA M BHe3amHas OCTaHOBKa cepamna. Y
BCEX IMAlMEHTOK ¢ BriepBbie Bo3HuKIeH KT B mociennue 6 Hemxenb OEPEMEHHOCTH WM B paHHEM
MIOCJIEPOIOBOM MEPHOJIE CIICAYET UCKITIOYHUTh TIOCIEPOIOBYIO KapAruoMuonaTuio [522].

[Ipn pa3BUTUM YrPOXNKAIOUIUX SKU3HH IKEMyJOYKOBBIX TaXHMAPUTMHUI mpuOErarnT K
anekTpudeckoi kapauosepcuu. [pumenenne UK[*** y marmentok ¢ KA unu HU3KOU (pakmme
BBIOpOCa Cle/lyeT CTaHAAPTHBIM peKOMEeHIAusAM. [Ipu 3TOM ciieIyeT yUuThIBaTh BBICOKYIO YaCTOTY
(50%) CrIOHTaHHOTO pa3peIIeH s TUTATAIHOHHON KapIHOMHUOIIATHH ocie poaoB [523, 524].

O6CTPYKTUBHOE HOYHOE anHo3

- Pexomenayercs paccmarpuBaTh B KayecTBE MNPHYMHBI TMpH  AuddepeHnnaIbHon
JMarHOCTHKE OpaguapuTMHI CHHAPOM HOYHOTO amHod [525, 526, 527, 528, 529, 530, 531, 532,
533].

EOK IIaB (YVYP B, V11 3).
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- Pexomennyercss paccMarpuBaTh HOYHOE allHO? M CHUKCHHE CaTypallid KHUCIOpoAa Kak
daktopel pucka BCC y manueHToOB ¢ HapylIeHHEM JbIXaHus BO Bpems cHa [525, 530, 531, 532,
533].

EOK IIbC (YVP B, Y1 3).

KomMmenTapuii. Pe3ynbpTaThl mOCIEAHUX UCCIICIOBAaHUN YKA3bIBAIOT HA CBSA3h OOCTPYKTUBHOTO
HOYHOT'O aITHO? C MOBBIIIEHHOW CMEPTHOCTHIO [526, 527]. BexyTcs criopbl 0 HATUYUU CBSI3U MEKITY
stuM 3aboneBanneM u BCC. Iloka3aHo, 4yTOo OOCTPYKTMBHOE HOYHOE alHO? C yMEHBIICHUEM
cpeaHel HOYHOW caTypanuu Kuciaopoja < 93% v MuHMMallbHAs HOYHAs caTypalus Kucjiopoaa <
78% siBnsroTcss HezaBUCUMbIMU (akTopamu prcka BCC [525]. Ilo 3rToii mpuuuHe ITUArHOCTHKA
00CTPYKTUBHOT'O HOYHOT'O allHO? JIOJDKHA BXOJUTH B &JITOPUTM OOCIIEIOBaHUS Ul CTpaTU(DUKALIUN
pucka BCC. Haubosee yacThiMu HapymIEHUSIMH PUTMA MPH CHHIAPOME HOYHOTO ArHO3-THIIOITHOD
SIBJISIFOTCSL CHHYCOBasi OpaJiuKapausi, CHHYCOBbIC Tlay3bl, AB-0yokanpbl 1-i crenenu u 2-i CTeneHu
tura Moourti I, a Takxke dacteie XKD [525, 528, 529, 530, 531, 532, 533]. Ha ceroaHsmHuii 1¢Hb
HET JIJaHHBIX, KOTOpPbIE YKa3bIBaIH Obl HA HEOOXOIUMOCTh OTJEIbHBIX PEKOMEH/IAIUHN 10 JICYCHUIO
KA npu cuHIpOME HOYHOTO amHO3-TUIIONHO3. Kpome Toro, 10 cux mop HEsSCHO, KaKoe 3HAUCHHE
UMEEeT TOKa3aTelb IIOCTOSIHHOTO TOJOXHUTEIBHOTO JaBJICHUS B JbIXATENbHBIX MYTSIX IS
npodunaktuku KA u BCC [525, 534, 535, 536, 537]. B Hacrosimee Bpemsl HCCIEAYIOT HOBBIC
METOJbl JIEYCHHs] IEHTPATbHOW (POPMBI HOYHOTO aMHO3-TUIOINHO?, TaKHe KaK CTUMYISALHUA
nradparMansbHOTO HEPBA U BEPXHHX JIBIXATEIbHBIX MyTeH MpH 00cTpyKTHBHOM THITE [538].

MnepTpoduyeckasa kKapauommonaTus

ITpu runeprpoduyeckoit kapauomuonaruu (I'KMII) oTmeuaeTcss 3HaUMTENbHOE YTOJIICHUE
creakn JDK, xotopoe He MOXeT OBITh OOBSCHEHO HCKIIOUUTEIFHO YCIOBUSIMH TOBBIIICHHOU
Harpy3ku Ha JDK. JlaHHOE ompezneneHue OTHOCUTCS K JETSM U B3pOCIABIM M HE IPEAIONAracT
HUKAKUX CHEIU(PUUECKIX ITHOJIOTUYECKUX MPHYUH, HO JUIA LEeJel HACTOSIIMX PEKOMEHIAINH 110
npopwiaktuke BCC mnpeanonaraercs, 4ro B JaHHYIO TpYOIy HE BXOAAT MAaLUEHTHl C
MeTaboNMYeCKUMH, WHQUIBTPATUBHBIMU 3a00JIEBAaHUSAMHU, JUJISI KOTOPBIX HMMEIOTCS YEeTKue
KJIIMHUYECKHE TPU3HAKU U TIPOTOKOJIBI JICUEHUS.

OOmiast rooBasi CMEPTHOCTh OT CEpPJEYHO-COCYIUCTBHIX 3a00JIEBaHMM M CMEPTHOCTb WIIU
yactora cpabareiBanuit UK/[*** mo moBoxy KT/®XK y B3pocnsix nanuentos ¢ 'KMII cocranser
1-2 u 0,81% cootBercTBenHO [539, 540]. IpyruMu OCHOBHBIMHU MPHUYUHAMH CEPJICTHO-COCYAUCTON
cmeptu ipu 'KMII sBisitorest XCH, tpomO0o3M60manu u AB-6mokana. Kanskynstop pucka BCC B
TE€YEHUE 5 Jer (Risk-ICD) pacIoIoXeH B WHTEpHETE o aapecy:
http://doc2do.com/hcm/webHCM.html [230, 541].

- ITatmentam c¢ I'KMII BBuny Beicokoro pucka BCC He pekoMeHayeTcs yyacTue B
COPEBHOBATEIILHBIX BHIAX criopta [226, 231, 544, 547, 548].
EOKIC (YYP B, YA 3).

- Pexomennyercs ummnantanus UK*** y nanuentoB ¢ 'KMII, nepenecmnx ocTaHOBKY
cepaua no npuunHe KT mmm @K, mnm y nanveHToB co crnoHTaHHOM ycrtoiumBoil KT,
OpUBOJANIE K TOTepe CO3HAHUS WM HapyUIEHUI0 TIEeMOJWHAMUKH, TpU OXKUAAEMOMN
NPOIOJDKUTEIBHOCTH xu3HU > 1 rona [230, 542, 543, 544, 545, 546, 547].

EOK IB (YYP B, YA/ 3).

- Crpatudukanus pucka y mnauumeHToB ¢ ['KMII pexkomeHzayercss ¢ HCIOJIb30BaHHEM
kanpkynaropa Risk-ICD ans ouneHku pucka cMepTu B TeYeHHE 5 JIeT y MalueHToB crapiie 16 yer
6e3 anamHesa ycroitunBoil KT (mpuBojsIeit K HAPYIIEHUIO TeMOIMHAMUKH UJIH [TOTEepPE CO3HAHMUSA)
wim @K [231, 232, 541, 545, 546].
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EOK IB (YVP B, V1 4).

- IlaTuneTHuil pucK BHE3AMHON CMEPTH PEKOMEHIYETCS OIEHHUBATh MpPH MEPBOHAYAIHLHOM
0o0cieJoBaHUM TMALMEHTa, a TAKXKe Kaxiable 1-2 roga wiv npu U3MEHEHUU KIMHMYECKOTO CTaTyca
[231, 238, 240, 540, 541, 543, 544].

EOK IB (VYYP C, VI/1 4).

- Ummmaaramus UKJ[*** pexomenayercs manueHTam ¢ MPeanoyiaraeMbIM S-IETHUM PUCKOM
BHE3AIIHOM CMepTH >= 6% M 0XHMJIaeMOW MPOJOJDKUTENBHOCThIO JKM3HM > 1 roma mnocie
MOJPOOHOr0 KIMHUYECKOro OO0CIEOBaHUA C OICHKOM pHUCKAa MOCIEAYIOUIMX OCIOXHEHHH U
BmusHUs UKJ[*** Ha 00pa3 »XW3HU, COLUMATBHO-DKOHOMHUYECKUI CTAaTyC M ICHUXOJOTHYECKOE
3mopoBbe [230, 543].

EOK IIaB (YVYP B, Y11 3).

- Ummnanranua UK/ *** pexomeHmoBaHa B OTAEIbHBIX TpyINIax MAIMEHTOB C S-JIETHUM
puckom BCC ot >= 4 50 < 6% u oxumaeMoil IpoAoKUTEIbHOCTRIO XKU3HM > 1 roja mocie
MOJPOOHOT0 KIMHUYECKOro OOCIEOBaHUS C OIICHKOM pHUCKAa MOCIEAYIOUIMX OCIOXHEHHH U
Brnusaus UK/ *** na 00pa3 >ku3HU, COIMAIBHO-’KOHOMHUYECKHM CTATyC W TICHXOJIOTHYECKOE
3poposbe [230, 540, 543].

EOK IIbB (VYP B, VI 3).

- UmmnnanTtamus UKJ[*** pekomennoBana y OTA€IbHBIX MallMEHTOB ¢ 5-1eTHUM puckom BCC
< 4% npu HATUYUHM KIMHUYECKUX XapaKTEPUCTHUK C JOKA3aHHBIM MPOTHOCTHYECKUM 3HAYCHUEM, U
KOrJla B pe3yjbTaTe OLEHKH pUCKa MOCIenyroImuXx ocnoxHenuin u Bausaus MK*** na oOpa3
JKU3HH, COIMATIbHO-9KOHOMUYECKHI CTaTyC M IMICUXOJIOTHYECKOE 3/I0POBbE IMpeAroaracTcs ooriee
MOJIOXKHUTEIbHOE BIusiHMe umiutanTanuu UKJ[*** [230, 540, 543].

EOK IIbB (YVP B, Y11 3).

4. Peabunurtauus

XKenynoukoBele HapylIeHHs pUTMa Cepilla, 3a PEAKUM HCKIIOYEHHEM (MIuomaThyecKas
KENyJOUYKOBasi HKCTPACUCTOJINSA), OTHOCATCS K YIPOXKAIOUIMM JKU3HM apUTMHAM. WX Hanndue
MOJKET OBbITh KaK OJHUM M3 INEPBBIX MPOSBICHUM KIMHUYECKH 3HAUYMMBIX CEpJEUYHO-COCYAMUCTHIX
3a0o0JeBaHM, TPEOYIOIUX TMPOBEIACHUS KOMIUIEKCa IHArHOCTHYECKUX HCCIEI0BaHUM, Tak H
OCJIO’)KHEHUEM JaHHOM martosoruu. B Hacrosiee BpemMs IporpaMMbl peabUIUTaI|K [ TAallUEHTOB
C JKEIyJIOYKOBBIMM HapyIICHHUSIMH pUTMa CEpAlld, KaKk TaKOBOM, HE CYILIECTBYET.
PeabunuranimoHHble MEpONPUATUS JIOJDKHBI OCYHIECTBIATHCS B COOTBETCTBUM C OCHOBHBIM
3a0oyeBaHUEM, SBIISIOMIMMCS TPUYUHON apUTMHUH, eciu TakoBoe mMmeercsi [548]. Orpanundenue
(Gu3nUeCKUX Harpy30K PeKOMEHJIOBAHO MallMeHTaM B COOTBETCTBUU C MMEIOIIMMCS 3a00JIeBaHHUEM
Cep/IeYHO-COCYUCTON cucTeMbl [548]. B ToM 4mcie, B COOTBETCTBUU CO CTAaIUCH, TSKECTHIO U
CTETIEHbI0 KOMIIEHCAIIU OCHOBHOTO 3a00JIeBaHMS.

- [TarieHTaM, MepeHeCIUM YCIICITHYI0 KaTeTEPHYIO a0JIalnio, peKOMEHIOBAHO OTPaHHYCHUE
¢du3nveckoit akTuBHOCTH B TeueHue 1 mecsma [27, 336, 338, 364, 392, 424].

EOK —uer (YYP C, VI/1 5).

KomMmenTapuii. [lanmentaM, mepeHeCHIMM YCHENIHYIO KaTeTEepHYIO alllalldio IO TOBOAY
JKEITYJTOYKOBBIX HAPYIICHUH pUTMa, TTOKa3aHO OTpaHHYCHUE (PU3NICCKOW aKTUBHOCTH B TeueHHUe |
MecsiIa IMOCJIe OMEPATHBHOTO JICUEHHUS, €CIM ATO HE MPOTHBOPEYUT OTPAHUYEHHUSIM IO MOBOAY
OCHOBHOUM CEpJICYHO-COCYIUCTON MMaToJIOTHH. [Ipr OTCYTCTBHM OCIIO)KHEHHWU BMENIATEIbCTBA
MPOBEJICHUS CIICIUATBHBIX PeaOMINTAIIMOHHBIX MEPONPUITUN HE TpeOyeTcCs.
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- TlanmeHTaM ¢ BO3ZHUKIIUMHU OCIOKHEHUSMHU TIOCJE KaTeTepHOW abdnamuu peKOMEHIOBaHA
CKOpeiiIas roCIuTaIn3alus B ClIeHalIn3upoBaHHbIil craimonap [359, 360, 361, 396, 442].

EOK —uer (YVYP C, Y 4).

KommenTapuii. B ciydasx BO3HUKHOBEHHS JIOOBIX OCIIOKHEHHH OCIIe KaTETEPHOU abJaluu,
B TOM YHCJIE OTCPOUYCHHBIX, IMOKa3aHa CKOpeWIasi TOCHUTANIM3alus B CHEIUATU3UPOBAHHBIN
KapAHOJIOTMYECKUI/KapIMOXUPYPTUUECKUI CTallMOHAp ISl MPOBEACHUS HEOOXOIMMBIX JeueOHO-
JTUATHOCTHYECKUX MEPOTPUSTUH.

5. NMpodmnakTuka

- 3anuch u ananu3 DKI' pekomeHi0BaHbI BceM JuiiaM ¢ BbicokuM puckom BCC.

EOK —ner (YVP C, Y/ 3).

Kommenrtapuii. bauTenbHOCTh 1O OTHOLIEHHIO K 3iekTpokapauorpaduueckum (OKI) wu
IXOKapAUOTpaPUIECKUM MpU3HAKAM HACJICJICTBEHHBIX APUTMOTCHHBIX 3a00JICBAaHUM SIBIISECTCS
BOKHON YaCThbIO KJIMHUYECKOM MPAKTHKUA U TO3BOJIIET CBOEBPEMEHHO BBISIBUTH JIMIA C BBHICOKUM
puckom BCC. OgHako 10 cuX MOp HET €IMHOr0 MHEHHUS O TOM, JIOJKEH JIM TaKOW TIATEIbHbIN
MOIXO/ PACIPOCTPAHATHCS HA MAaCCOBBIM CKPUHUHT HacejeHus: Ha Hannuue pucka BCC. B Uranun
u Snonum BBeneHbl cucteMbl DKI'-CKpHHWHTA B LENSAX BBISABICHUS JIMII C HACJICICTBCHHBIMH
APUTMOTCHHBIMH 3a00JICBAaHUSIMHU, HE UMEIONIMX Kakoi-muOo cumnromaruku [20, 21, 549]. B
EBponie u CIIIA o00s3aTenbHBIM SBISCTCS CKPHHHHI CIOPTCMEHOB II€pe]l COPEBHOBAHUSIMH,
cormacHO TpeOoBaHUSIM MEXIYHAPOIHOTO  OJMMUMIMHUCKOTO KOMHUTETa, XOTsA IOCJEIHEe
uccienoBanre B M3pamne mnokazajgo OTCYTCTBHE HW3MEHEHMH B dactore ciydaes BCC vy
npodeCCHOHATBHBIX CIOPTCMEHOB TOCJIC BBEICHHS CKpUHKHTa [22, 23, 24, 25].

- B Hacrosimee BpeMs He PEKOMEHIOBAaHO IpoBeJeHHE oluienonyssiuonHoro OKI -
CKPHHMHTAa B CBSI3M C HEIOCTATKOM HH(POPMAIMKA O €ro 3KOHOMHYECKOH 3(PPEKTHBHOCTH U
HEM3BECTHOM KOJIMYECTBE JIOKHOIOJOKUTEIbHBIX U JIOKHOOTPHULATENIBHBIX pe3yibTraTtoB [550,
551].

EOK —ner (YYP C, Y/ 5).

KommenTapuii. B coorBercTBuM ¢ coBpeMeHHbIMH pekoMmeHnanusmu EOK 2015 roma mo
JICYEHUIO JKENyJOYKOBBIX apUTMHMM U MPENOTBPALICHUIO BHE3AIHOM CEpIECYHOM CMEpPTH, B
HACTOsIIee BpeMsl SKCIEPTHBIM KoMuTeT EBpomeiickoro o0riecTBa KapIuoJIOroB BO3JAEPKUBACTCS
0T (GOpMHPOBAaHUS PEKOMEHJAIMK IO MpoBeAeHUIo obmenonyasnuonHoro OKI'-ckpuHuHra B
CBA3M C HENOCTaTKOM HMH(OpPMAIMM O €ro 3KOHOMHYECKONH 3((EKTUBHOCTH U HEU3BECTHOM
KOJIMYECTBE JIO)KHOIOJIOKUTENBHBIX U JIOKHOOTPULIATENBHBIX PE3YJIBTATOB.

- Peructpanus OKI' B 12-Tu oTBeIEHUSIX PEKOMEHIYETCS MPHU IUIAHOBBIX JUCIAHCEPU3ALMIX
B3pocioro Hacenenus [25, 550, 552, 553].

EOK —ner (YYP C, Y/ 5).

Kommenrapuii. B cooTBeTrcTBHM ¢ Ipuka3oM MuHucrepcTBa 3apaBooxpaHeHust Poccuiickon
Oeneparun, peructpamus OKIT B 12-Tu  oTBeJeHMAX MpPEIyCMOTpPEHAa IMIPH  IUIAHOBBIX
JUCIIaHCEPU3ALINAX B3POCIOTO HACEICHHUS:

- I MY)X4YuH cTtapme 36 JeT W JKeHIIUH cTapuie 45 JeT Npu KaKIOM IPOXO0KJIECHUU
JIUcIiaHcepu3anuu (To ecTh 1 pas B 3 rona);

- I8 MY)KUMH B BO3pacTe A0 36 JIET M JKEHIIMH B Bo3pacTe 10 45 neT npu NEepBUYHOM
MPOXOXKICHUU TUCTIaHcepu3anuu [552].

- YV HecoBepLIEHHOJNIETHUX NpeaycmarpuBaercs: peructpanus IKI npu npodumakTHueckux

MEJIUIIMHCKUX OocMOoTpax B 1 rox, 6, 15, 17 ner, a Takke npu mpeaBapUTEIbHBIX MEIUIMHCKHX
OCMOTpax Mepea MPUEeMOM B CPEIHHE U BBICIINE OOpa30BaTelIbHBIC YUPEKIACHUS, BBIOJHECHUE
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3XOKC B 6 ner [550, 551, 552, 554].

EOK —mner (YYP C, Y/ 3).

Kommenrapuii. I[lpussaTelii B HacTosiee BpeMs MOPSAOK IIPOXOXKACHUS MEIULIMHCKUX
OCMOTPOB HECOBEPIIEHHOJIETHUMH. OCOOEHHO Ba)KEH I'€HEAJOTMYECKUH METOJ aHalu3a y JIUI]
MOJIOZIOTO BO3pacTa, CTPAJAOIIUX PEUUAUBUPYIOIMIMMHU IPUCTYIIAMU IIOTEPU CO3HAHUA WIH
umeromux anomanuu Ha DKI [554, 555].

- Momudukamus oOpa3a XKHU3HH PEKOMEHJOBaHA BCEM TAIMEHTaM C JKENyI0YKOBBIMU
ApPUTMHUSAMH [T IPEAYIPEKICHUS UX peruauBoB [554, 555].

EOK —ner (YYP C, Y/ 5).

Kommenrtapuii. Moaudukanus o0pasza »KU3HU BKIFOYACT B ce0s HOpMaIHM3alMIO Beca, OTKa3
OT KypeHUus, VIOTPeOJCHHsS aJKOrojisi, MPOAYKTOB, COAEpXKAMUX KOPEeHuH, U CHUTYyaluH,
BBI3BIBAIOIINX CTPECC, OECIOKONCTBO, HAPYIICHUE PEKHMa HOYHOTO CHA.

- bmwkalmmM poOACTBEHHHMKAaM JKEPTB BHE3AIHOM CMEPTH CIIEAYeT COOOIIUTH O
CYLIECTBYIOIIEM JJIsi HHUX pHUCKE BHE3allHOM CcMepTH M HeoOXOAMMOCTH OOC/IeOBaHUS Y
kapauosiora B ciaydae BC, mpu KOTOpoil MarosioroaHaTOMUYECKOE HCCIIEJOBAaHME W aHaU3 He
BBISBJISIFOT OYEBHUJIHBIX aHOMaJIMKA. KOHTAKT ¢ TaKUMU MMallUEHTaMU U UX POJCTBEHHUKAMHU JIOJKEH
OPOMCXOMUTh C YYETOM HX TICHXOCOLUMANBHBIX TOTPEOHOCTE H ¢  HCHOJh30BAHHUEM
MEKIUCIUIUTMHApHOTo moaxoxa [460, 557, 558, 559, 560, 561, 562].

EOK —nuer (YYP C, Y/ 3).

Kommenrtapuii. IlpumepHo B 1OJIOBUHE Cily4aeB Yy pOACTBEHHHKOB xepTB BAC
YCTaHABJIMBAIOT JMAarHO3 HACJIEJICTBEHHBIX AapUTMOIEHHBIX 3a00JIeBaHUM, MPEXKIE BCErO,
KaHaJlonaTtui (Hampumep, CUHApoMa yaiauHeHHoro wuHTtepBana QT, cunzapoma bpyraga wim
KIDKT), pexe — HauanbHbBIX [posBIeHUN Kapauomuonatuii [mpexzae Bcero ['KMII u
apUTMOTE€HHON Kapauomuonatuu mpaBoro kemyaouka (AKIDK)], a Ttakke cemeiiHoi
runepxonecrepuHemun. Ecium npu CBHC wmu BHCH, a takke nmpu BAC wmm CBCH
[IaTOJIOTOAHATOMHUYECKOE MCCIIEJOBaHNE noruourero HEBO3MOXKHO U Korzaa
[aTOJIOTOAHATOMHYECKOE MCCIIE0BAaHUE HE BBIABISET CTPYKTYPHBIX aHOMAaJMil, a pe3yibTaTbl
TOKCHKOJIOTMYECKOTO aHalM3a B HOpME, OMIKaHIIMM pOJCTBEHHUKAM ClEAyeT COOOLIUTH O
CYLIECTBYIOIIEM [UIsI HMX pPHCKE BHE3allHOM CMEpPTH M HEOOXOAMMOCTH OOCIIEIOBAHUS Y
kapauosora. CemeitHblit anHamHe3 MoBTOpHBIX ciydaeB CBHC B mononom Bo3spacte (10 40 net) uinu
IpY HaJIMYMKM HACJIEJICTBEHHBIX 3a00JIEBaHUM ceplla SBISIETCS HEONPOBEPKUMBIM JOBOJOM B
10JIb3y 00CIIEIOBaHUS BCEX UJICHOB CEMBH.

- CKpUHUHT PpOJCTBEHHHMKOB JKEPTB BHE3alHOM CMEPTH PEKOMEHIYeTCS BECTH IO
MPEJICTaBICHHOMY  MPOTOKOINY, YUUTBIBasE ~ DKOHOMHUYECKYIO u  uHOOPMALUOHHYIO
1es1eco000pa3HoOCTh Kaxkaoro Metoaa [54, 560, 564].

EOK —ner (YYP C, Y1 4).

KommenTapuii. [IpennoxkeHo HECKOIbKO pa3HBIX MPOTOKOJIOB Uil CKPUHUHTA POJICTBEHHUKOB
KEPTB BHE3aITHOHU CMCPTH. B ocHoOBe Bcex 3THX IIPOTOKOJIOB JICKHUT MOIIArOBBIHN moaxona, Koraa B
MEPBYI0 OYEpe/lb HCIONB3YIOT HAaUMEHee JOPOrOCTOSIIHNE METOABl OOCIIEOBaHMS, AAIOIINe
MaKCUMaJIbHBIA 00BEM IIEHHON MH(OpMAIKH, TTOCIIEe Yero Ha OCHOBAHHWH TIOJYUYCHHBIX PE3yJIbTaTOB
U C YUETOM JaHHBIX CEMEIHOro aHaMHe3a MEPEeXOoIAT K JOMOJIHUTEIPHOMY oOcienoBaHuio. Eciu B
Xonae 06CJ'I€)IOBaHI/I$I BBISIBIIAKOTCA CTPYKTYPHEIC niim OJICKTPHUICCKUEC HN3MCHCHUA,
CBUJICTENHCTBYIOIINE B TOJB3Y KOHKPETHOTO JMArHo3a, HEOOXOJIMMO CIIeJIOBaTh CTaHAAPTHOMY
MIPOTOKOJTy OOCIIEJIOBaHHS TI0 COOTBETCTBYIOIIEMY AWarHo3y. [lepBbIM IIaroM B TOCTAaHOBKE
MOCMEPTHOTO JHMarHo3a, [0 Hayana oOCJIeJOBaHMs POJICTBEHHUKOB TIOTHOIIETo, SBISETCS
THIATENBHBIA CcOOp aHaMHe3a. Y MOJIONBIX JIUI[ B TIEPBYIO OUYEpelh CJEIyeT HCKIIOYHTh
KapAMOMHUONATUA U KaHAJIONaTHH. PeKOMeHIyeTcsi OlleHKAa MPEeANIeCTBOBABIINX CEPACYHBIX
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CHUMIITOMOB (B TOM 4YHcJe OOMOPOKOB WJIHM CYIOPOXHBIX MPUIANKOB) U TIIATEIbHOE H3y4YCHHE
00CTOSITENECTB CMEPTH, a TakKe cOOp M aHAIN3 MPYKU3HEHHBIX KapIHOJIOTHYECKUX 3aKIIOYCHHH.
VY nun crapme 40 et B mepBylo ouepens UCKIoUaT GakTopsl pucka MBC (Hanpumep, akTHBHOE
WIN TIaCCHUBHOE KypEHHE, AWCIUIONPOTEHHEMHIO, apTepUAIbHYIO THIIEPTECH3UIO WM CaXapHbIA
nuabet). HeoOXoauMMo COCTaBUTH POJOCIOBHYIO TOTHOIIET0 B TPEX IMOKOJCHHUAX, B KOTOPOU
JIOJDKHBI OBITH OTPa)KCHBI BCE CIIydyad BHE3AaITHOM CMEPTH U POJCTBEHHHKH C CEpJACYHBIMU
3a0oneBanusAMu. CrieayeT MO BO3MOXKHOCTH TOJYYUTHh ApXUBHBIE MEAMLIMHCKHAE KapThl W/WIH
pe3yJIbTaThl MATOJOrOaHATOMHYECKOTO HCCIenoBaHUs. B mepByro ouepens o00cienoBaHHIO
HOJIeXKAT POJICTBEHHUKHU C MPU3HAKaMH 3a00JIEBaHUI cepAla, TAKUMH KaK 0OMOpPOKH, YJall[eHHOE
cepaueOuenne wim Oomu 3a rpyauHoi. Ecmm B ceMbe OTCYTCTBYET IMAarHoO3 CepACYHBIX
3a00JIeBaHUl, CIIEAYeT MPOBECTH CKPUHUHI MalIeHBKHX JeTedl xors Obl ¢ momormipio OKIT u
9XOKapANOTpaHH.

- DOxoxkapauorpaduss (OXOKI') sBnsieTcss peKOMEHJOBAHHBIM METOJOM JJIsi CKPHHHHTA
MAalUMEHTOB MpPU HAJIMYMU MOATBEPKICHHOIO JMarHo3a WIM IOJ03PEHUS Ha KEIIyJOYKOBbIE
HapyIIEHUS PUTMA.

EOK —ner (YYP C, Y/ 3).

KomMmenTapuii. Oxokapauorpadus — HanOoJiee 4acTO MCIOIb3YeMbld METOJ| BHU3yalu3alluu
cepiala, KOTOPBIA, II0 CpPaBHEHUIO C MAarHUTHO-pe30HaHCHOW ToMorpadueit (MPT) wu
kommbrorepHor ToMorpadueit (KT) cepama, sBisieTcst MeHee TOPOTOCTOSIINM, BCETa TOCTYITHBIM
Y TIO03BOJIET C BBICOKOW TOYHOCTHIO AHMArHOCTUPOBATH 3a00JI€BaHMs MHOKapa, KJIalaHOB Cepia
WIM BPOXKJEHHBIE MOPOKMU cepAla, cBs3zaHHble ¢ Bo3HMKHOBeHHEM KA u BCC. Kpome Toro, y
OOJIBIIMHCTBA TMAIIMEHTOB OHA MO3BOJSET OIEHHUTHh CUCTOIMYeckyto ¢yHkiuio JOK u nokanbHyio
COKpPaTUMOCTb CTEHOK CEepJILa.

Ilo sroil mpuumHe »sXxokapauorpadus IMokazaHa BceM namueHTam ¢ JKA, y KOTOpBIX
IpeIoiaracTcs Wid UMEeTCsl CTPYKTypHas MaToJIOrHs cep/ua, a TakkKe B rpynnax MalueHTOB ¢
BbICOKUM puckoM pa3Butus KA win BCC — nanpumep, y nauuenton ¢ JJKMII, 'KMII u AKIDK, a
TaKKe y TMaIMEeHTOB, MEPEKMUBIINX OCTPhI uHGpapkT muokapaa (MM), u y poACTBEHHUKOB
MAIMEHTOB C HACJIEICTBEHHBIMH 3a00JeBaHUsMU ¢ BbIcOKUM pruckom BCC [40].

OpraHm3aums okasaHus MeaULMHCKOU NOMOLLMU

Bung nomomm u mopsaok ee okazaHus 3aBUCHT OT atvojoruu JXT wu comyrcTByronien
natonoruu. CTpykTypHas win (yHKIMOHAIbHAS TMATONIOTHSA CepAlla, OCOOEHHO TpH ee
MIPOTPECCUPOBAHUU, MOKET ABJIATHCS OCHOBHBIM MTOKA3aHUEM ISl TOCITUTATN3 AU Y.

BosmoxHOCTH aMOynaTOpHOM TOMOINM TAalMeHTaM C JKeNyJ0YKOBBIMU TaXUAPUTMHUSIMU
OTPaHUYMBAIOTCSA CICAYIOIIUMU CIy4dassMu:

- TlarueHTsl ¢ XpOHUYECKUMH CTAaOWJIBHBIMU apUTMUSAMH 0€3 HapylIeHU TeMOIMHAMUKH:
JKEIIYZJOUKOBOM  DKCTPACUCTOIMEH, HEYCTOMYMBOM IKEIYJAOUKOBOM TaXHUKapAUEH, pPEIKUMHU
npuctynamu MmeaieHHbIx JKT.

- O6cnenoBaHue y MalUEeHTOB 0€3 CTPYKTYPHOM MAaTOJIOTUH CepAla AJs BBISBICHUS CKPHITON
MaToJOTHH cepala, kpurepues pucka BCC.

- [ToaroToBka K rocIUTATU3alMU TPU CTAOUIFHOM COCTOSTHUY TAIIHEHTA.

- HaGmronenue mocie XUpyprudyecKux W MHTEPBEHIIMOHHBIX BMEIIATEIbCTB, UMIUTAHTAIIUN
ANIEKTPOHHBIX ycTporcTB (QKC***, UK[***, CPT-/).

NMokasaHua onAa nnaHoOBOM rocnuTanusauum

- BHepBLIe BO3HHUKIIAsA CHUMIITOMHAaA XCEJIYAOUYKOBasA SKCTPACUCTOJIMA, COIMPOBOXAANOIIAsACA
Pa3BUTHEM WJIN 3HAYUTCIIbHBIM yCYFY6J'ICHI/ICM CGpI[C‘-IHOfI HEAOCTATOYHOCTH.
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- BriepBbie BO3HUKIIINE WX PELUANBUPYIOIINE SMU30/IbI HKEITYA0UYKOBON TaXUKAPIUH.

- IlporpeccupoBanne OCHOBHOTO 3a0OJIEBaHMS B CIIy4asX, KOrJa apuTMUs HE SBIISICTCS
reMOJUHAMUYCCKH 3HAUUMOM.

- Ilpu HedhPEKTHBHOCTH AOTOCHUTAIHHOTO JICYCHHUS CHUMITOMHBIX XPOHHYECKHUX
crabunpHbIX XKD, HXXT, meanennnix XKT.

MNMoka3aHua ans 3KCTpeHHOﬁ rocnutanunsauummn

OO0s13aTeNIbHON TOCIUTATU3AlMU TOJIeKAT MAlUEHThl, Y KOTOPBIX Ha (OHE >KeTyT0YKOBOI
TaxXUapUTMUU HMEIOTCS IIPU3HAKU apPTEPUAIBHOM T'MIIOTOHHUH, OCTPOM JIEBOXKEIYJOYKOBOU
HEJOCTAaTOYHOCTH, AHTMHO3HOTO CHHJIPOMA, YXYIIIEHHS MO3roBoro KkpoBooOpamieHus. Ilpu
NOJO3peHNH Ha HH(APKT MHOKapaa HEO0OXOAMMO OJKCTPEHHO JOCTaBHUTh B MEIUIIMHCKOE
YUpEXKICHUE.

- Benenue nmanuenTa mociie peaHuMaIMi PEKOMEHIYEeTCS B CIICIUATN3UPOBAHHBIX IICHTPaX C
MYJIbTHIUCIMIUIMHAPHBIM TIOAXOJIOM K WHTCHCHUBHOW TEpalMd W BO3MOYKHOCTBHIO BBIMIOJTHEHUS
MIEPBUYHBIX KOPOHAPHBIX BMEIIATEILCTB, IEKTPOPUZNOIIOTHIECKOTO HCCIICIOBAHUS,
UMIUIAHTAIMKA  BCIIOMOTATENILHBIX JKEIyJOYKOBBIX CHCTEMa i MEXaHMYECKOW IOJICPKKU
KPOBOOOpAIICHHSI, XUPYPrUYECKHX BMEIIATEILCTB HA CEpPAIEe M COCyJaX H TEpareBTHUECKON
runotepmun [65, 153, 165, 194, 196, 324, 546].

EOK IB (YYPC, YA 5).

- Koponapnas anruorpadgusi ¢ BO3MOXHOW TMOCJIEIYIOIIEH aHTUOIUIACTUKON B TEUeHUE
NEPBBIX 2 YACOB TOCHUTAIM3ALMN PEKOMEHI0BaHa NalueHTaM Bbicokoro pucka ¢ UM clIST, B Tom
YUCIIE C )KU3HEYTPOXKAIOIIMMH JKEITYyI0YKOBBIMU apuT™Musimu [55, 56].

EOK IC (YYP C, YA 5).

[Ipu ocTaHOBKE KpOBOOOpAIIEHUS TOCIUTANIN3ANNS TpeOyeTcs cpasy ke Mocie KymupOBaHUs
MPUCTYIIa U BOCCTAHOBJIEHWS HOPMAJIbHOW CEpJCYHOM AesTenbHOCTH. Eciu peaHnManuOHHbIE
MEPONPUITHS HE TIPUHECTH HeoOxoaumoro 3ddexTa, manreHTa TpaHCIIOPTUPYIOT B CTallMOHAp 0e3
co3Hanud. [Ipu 3TOM 1O 1OpOTe HEMPEPHIBHO BBIMOJHSIIOT HCKYCCTBEHHYIO BEHTUJIALIMIO JIETKUX U
HEIIPSIMOM Maccax cepaua.

[TatmeHTOB ¢ mpHCTynamMyd NApOKCU3MAIBHOM KETYIOYKOBOM TaxWKapAuU  CIEIYeT
TOCMIUTATM3UPOBATh B CiIy4ae OTCYTCTBUSA d3(p(dekTa OT HEOTIOKHOH Tepamuu, a Takke IMpH
HaJIMYMHA TPU3HAKOB OCTPOM JIEBOXKEITYJTOYKOBOM HEAOCTATOYHOCTH, YXYALIEHUS MO3TOBOTO
KpOBOOOpAIIeHHsI, apTepUATbHON TUIIOTOHUHU, AHTHHO3HOTO CHHAPOMA.

lNocnuranu3zanuu nomiexar Jvia, NEPEHECIINe MNPUCTYN KEITYJ0YKOBOW TaxUKapIWH,
YCIICIIHO KYNUPOBAaHHBIM Ha JOTOCHUTAIBHOM JTale MPU HAJUYUU CTPYKTYPHOU HATOJIOTUH
cepala WIW TpU OTCYTCTBHHM PE3yNbTAaTOB KapAUOIOTUYECKOTO OOCIEAOBaHWSA, NpPU HAIUYUU
COITYTCTBYIOILIMX 3a00JI€BaHM, BHICOKOM PUCKE Pa3BUTHS OCIOKHEHHH.

NMoka3aHuA K BbINUCKEe nauueHTa us CTaunoHapa

[lenecooOpa3HocTh  najpHeWmiero mpeObIBaHUS B CTallMOHApe H  BO3MOXHOCTH
aMOyJIaTOPHOTO JIEUYEHUS ONPEAETSIOTCS 0 UTOTaM 00CiIeI0BaHUSI.

- Pannss (mepenm BeIMUCKON u3 crammonapa) ouenka OB JIK pexomenmoBaHa Bcem
narueHTam mocie napapkra Muokapaa [42, 56, 218, 493, 572].
EOKIC (YYP B, YA/ 3).

[TarieHTHI MOTYT OBITH BBITTMCAHBI U3 CTAIIMOHAPA B CICIYIONTUX CITyJasiX:
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- BrimosnHeHue pajMKaIbHOTO WIM TMaTUaTUBHOTO XUPYPTUYECKOIO M HMHTEPBEHIIMOHHOTO
J€YCHUSL.

- UMnnanTanus kapauoBepTepa-aepuopuiuaTopa, ciy He TpeOyeTcs IPOA0IDKEHUE Tepanuu
B YCJIOBHSIX CTallMOHApa 110 OCHOBHOMY 3a00JIEBaHHIO.

- D PexTuBHBII MOIO0P AHTHAPUTMUYECKON TEPANUU U TEPAITUU OCHOBHOTO 3a00JICBAHU.

- YcTaHOBJIEHHE MarHo3a U IMPOTHOCTUYECKOTO 3HAYCHHS KETYyJ0UYKOBOM TaXMapUTMHU, HE
TpeOyrolee CpOYHOW KOPPEKIMH aHTHAPUTMHUYECKOHW  TEpanud, XHUPYPrHUecKOoro WId
MHTEPBEHIIMOHHOTO BMEUIATENILCTBA, MMIUTaHTaru MK J[***.

MHble opraHn3auymMoHHble TeEXHOJTIoOTnn

ABTOMaTH4ecKMe HapyXHble AehunbpunnaTopbl B MecTax CKOnfeHus nogen

- ABTOMaTHYeCKHE HapyXKHble JePUOPWILIATOPHl PEKOMEHIYETCS YCTaHABIMBATh B
OOIIECTBEHHBIX MECTaxX, IJie CYIIECTBYET 3HAYUTEIbHAS KOHIIEHTPALUS JIFOACH, YTO CYIIECTBEHHO
HOBBIIIACT BEPOSTHOCTh BOBHUKHOBEHHUSI CUTYAllMK C BHE3AIIHOM OCTaHOBKOM cep/ia (Harmpumep, B
IIKOJIaX, a’pOIopTax, Ha BOK3ajJax W CTaAMOHAX), WM B MECTaX, I HET WHOH BO3MOXKHOCTH
nehuOprUIAINY (HapUMep, B MOe3/1ax, Ha KPYH3HBIX JlaiiHepax, B camoJjieTax u T.1.) [ 322, 323].

EOK IB (YYP B, V]I 2).

KommMmenTapuii. B 0opIIMHCTBE CllydyaeB OCTaHOBKA cep/ilia IPOUCXOAUT BHE CTEH JIEUEOHOI O
yupexxaenus [324]. Tlpu skcTpeHHOH AehUOPHIUIAIIMK [IAHCHl HA BOCCTAHOBIICHHE HOPMAJIBHOTO

puTMa W CTaOMIIBHOTO CEPAEYHOr0 BBHIOPOCA HAMHOIO BBIIIE, YEM IPH OTCPOUEHHOM
neubpuusanuu [322, 323, 325].

- PexomeHn1oBaHO 00ydeHHE OCHOBHBIM IIPUHIIAIIAM PEAHUMAIIUU POJICTBEHHUKOB MMAIMEHTOB
¢ BbicokuM puckom BCC [323, 325].
EOKIIBC (YYP C, Y/ 4).

MoryT OBITh UCTIOJIb30BAHBI:
- TenemeMIMHCKOE KOHCYJIbTUPOBAHUE MALMEHTOB.
- Y 1aneHHbIit MOHUTOPUHT aMOyJIaTOPHBIX MAllMEHTOB C UMIIAHTUPYEMbBIMH YCTPOHCTBAMH.

B okazanuu nomoum nauuentam ¢ KT u BCC nenecoobpa3Ho BblielIeHHE YPOBHEH OKa3aHUS
MIOMOUIY C Pa3IU4YHBIMU BO3MOXKHOCTSIMU OKa3aHMsI TOMOLIU. YUYHUTHIBas )KU3HEONACHBIN XapaKTep
KT mpu 3KCTpEeHHOM TOCHUTAIU3AINN 1EIeCO00pa3HO HAIpaBJICHHE MAIMEHTOB B IEHTPHI Oosee
BBICOKOT'O YPOBHS.

Otan KBaTu(UIUPOBAHHON TTOMOIITH:
- peaHuMaIMOHHasl TOMOILb

- KapanoBepcust/aepuopuaus

- aHTHAPUTMHUYECKast TEPaIus

- KopoHaporpadus/peBacKyIIpu3ausl

Dran CrenuaTu3uPOBAHHON TTIOMOIIIH:

- KopoHaporpadusi/peBacKyIsIpu3aIms

- sHAOKapauaipHoe DOU

- karetrepHas abmammst KT

- IMIUTAHTAIMS KapAnoBepTepa-nepuopuisitopa
- UMITIAaHTAIHSI KapIMOPECHHXPOHU3ATOPA

DKcrepTHbIE HEHTPHI:
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- KopoHaporpadus/peBacKyIIpu3aIusl

- SHJOMUOKapAuaIbHasi OUOTCHs

- TCHETUYECKOE TECTUPOBAHUE

- sHAOKapauaipHoe DOU

- karerepHas abnammst KT

- UMILIaHTalMsl KapuoBepTepa-aepuopuiiaTopa
- IMIUTaHTAIMS KapIMOPECUHXPOHU3ATOpa

- BCIIOMOTaTeJIbHOE KpoBOOOpallieHme

- TpaHCIUIaHTALMs cepAaLa

B otnenpHbIX cyObekTax P® moryr ObITh choOpMHpPOBaHBI OTIEIbHBIE JOPOXKHBIE KapThl
OKa3aHUsl MOMOINM MallMeHTaM C KETyJOYKOBBIMU TaXUapUTMHSIMU W CO3JIaHbI PETHOHAIbHBIC
LHEHTPbI/PETUCTPHI )KU3HEONACHBIX TAXUAPUTMUIN 1 BHE3AITHOW CMEPTH.

- PekoMeHT0BaHO pacCMOTPETh BO3MOYKHOCTh CO3/IaHHSI PETHOHATIBHBIX CETEH M0 SKCTPEHHOM
MOMOIIM TIPH OCTAHOBKE Cepjlla, 4TOOBI YIyUIIUTh IMOKA3aTeIH BbDKMBAEMOCTH W PE3YyJIbTaTh
JICUCHMSI CPEIH CIIACeHHBIX JinIy [27, 62, 66].

EOK I1aB (YYP C, VI 4).

[Ipu omnpeneneHuy TMOKa3aHUH K HMHTEPBEHIIMOHHOMY HIIH XHPYPIrHUECKOMY JICUCHHIO
HApyIICHHs] pPUTMa WIA [POBOJMMOCTH CEpAlla, a TakkKe B CIOKHBIX ciaydasx (Ipu
Hed(D(PEKTUBHOCTH MEIMKAMEHTO3HON TEpalmuM WK PEHUIAMBE TaXHAPUTMUHU IOCIC KaTCTEPHOMH
aOJIaIiK, WK MPH HATUYUH Y MAIIMEHTa UMILTAHTHPOBAHHOTO JIEKTPOHHOTO YCTPOUCTBA KOHTPOJISI
WIN JICYCHHS PUTMA, a TaK)Ke B JPYIHX CIIydasx) HEOOXOAUMO OOCYKICHHE TAKTHKH BEICHHUS CO
CIEIUATCTOM, HMEIOIINM JIOCTATOYHBIN OIBIT JICUCHHSI HAPYIICHUH puTMa. TakuM CreHaIncTOM
MOYET OBITh Bpa4-KapAHOJIOT, CEPACUYHO-COCYAMCTBIA XHUPYPr, Bpad pPEHTIECHIHIOBACKYIISIPHOU
JTMArHOCTUKH W JICUCHHUSL.

6. [HononHutenbHasa wWHdoOpmMauus, BNUSKOWEAA HaA Te4YyeHMe U ucxopn
3aboneBaHun

CoBMeCTHOE NPUHATUE peLueHUM

B Teuenne Oomnblneil yacTh CBOEH KHM3HM JIIOJH MPEAIOYUTAIOT AEIaTh BCE, YTO BO3MOXKHO,
nust npepotepaiiennss BCC v nipojyieHus u3Hu. TeM He MeHee, MHOTHE JIFOJIH MOTYT JJOCTHTHYThb
OIIpEJICTICHHOW TOYKM B CBOed u3HHM, B KoTopoii BCC He sBnseTcss HaMXyALUIMM HCXOJOM.
[ManmeHTsl WHOTJA COOOIIAIOT O MPEANOYTEHHH YMEpPEeTh BO CHE, NMPH CPaBHEHUU C APYTHMHU
BEPOSTHBIMH CIIEHApHUsMH TaHaToreHe3za [564]. Permenus, cszannbie ¢ mpodunaktukoii BCC,
MOTYT OBITH JOBOJBHO SMOIIMOHAJIBHBIMHU; B COOTBETCTBHU C MOKEIAHUSIMH MallMeHTa COBMECTHOE
pellICHHEe OTHOCUTENILHO TEpaliy B KOHIIC )KU3HH MOXET OBbITh MPHHSATO B COCTaBE Bpadya, WICHOB
ceMbH /Wi py3eit [62].

KomMMeHnTapuu k peKkoMeH1alusM:

1. BaxHO y4uTHIBaTh MPEANOYTEHHS NALIUEHTA JIs JUATHOCTUKH JKEITYA0YKOBBIX apUTMHUI U
NPUHATUS pelleHus O BeaeHuu. lIpennmouTeHus MalMeHTOB WHBA3MBHOW TEpaluyd U TPUHATHE
pucka BCC BapbupyloTCs UM MOTYT HM3MEHSAThCS Ha MNpoTsHkeHWu Bcedl Oonesnu. Iloaxon x
COBMECTHOMY IMPHUHATHIO PELIEHUI MOXET ObITh YacThlO OOLIEH cTpaTeruu BeJeHHS MAalleHTOB C
KeNmyTouKoBbIMU apuTMusiMu U puckom BCC. OOGmenpuHsToe OIpeaeneHue COBMECTHOTO
NPUHSITHS PEIICHUH BKIIIOYaeT B ceOs 4 kommoHeHTa [565]: 1) MuHuMYyM 2 yuyacTHUKA: Bpad W
HalueHT; 2) obe CTOpoHbI aensTcs MHpopmanuei; 3) o0e CTOpOHBI MPEeNNPUHUMAIOT LIard JUls
dbopMupoBaHMs OOIIETO TMOAX0/1a K MPEAMOYTHTEILHOMY JISUEHUI0; 4) COTJAIlICHUE O pean3alluu
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nedenus. [logenuThes pelIeHHWeM — HE 3HAYUT TMPEJOCTABUTh TMAIMEHTY CIUCOK PHUCKOB H
MPEUMYIIECTB JICUCHUS U MPEUIOKUTh MPUHSITH pelleHue (TakoW MOAXOJ HEKOTOpble ABTODBI
Ha3Baiu "ocTtaBineHueM" [566]. Pekomengalys, OCHOBaHHAsI KaK Ha HAyYHBIX JJOKAa3aTEIbCTBAX, TaK
Y Ha MOHMMAHUU IIeNIM JICYCHHUs], MPEANOYTCHUNH M LIEHHOCTEeHW MalleHTa, BaKHA IJii UCTHHHOTO
COBMECTHOTO MPUHATHS pemeHuid. Takxke, BO3MOXKHOCTHh JACaKTHBAIMK uMmerorerocst WKJ[***
cienyer oOCyAUTh ¢ MAllMeHTaMU B TEPMUHAJILHON CTauu 3a00JIeBaHUSI.

2. UKJ*** npojuieBaloT XH3Hb, KaK MOJYEPKUBACTCS BO MHOTHX pa3jeiiaX HaCTOSIIMX
pexkoMennanuid. Tem He Menee, manueHT ¢ XCH wmiu TsoKenbIM HEKapAHAIBHBIM 3a00J€BaHUEM
MOXET OTKa3aTtbesi OoT 3aMeHbl MKJ[*** mnpu CcTONKHOBEHMHM C TEpPCHEKTHBON IOCTOSHHOTO
YXYALIEHUS 30pOBbs U (PYHKUHMOHAIBLHOTO cTtaryca. K coaneHuio, pe3ylnbTaThl HCCIEI0BaHUMN
MOKA3bIBAIOT, YTO MAIMEHTHI TUI0X0 HHPOPMHUPOBAHBI, KOTJA CTAIKHBAIOTCS ¢ TOHUMaHUEM PHUCKA,
MOJIB3bI W TOCHEeAyoImero opemMeHu umiuiantupoBanHoro MK/[***. ¥V mamuentoB ¢ MKJ[***
OTMEUAeTCsl TEHACHIIUS K TIEPEOIICHKE €ro MOJb3bl U HEIOOIEHKA aCCOIMMPOBAHHBIX PUCKOB [567,
568, 569]. Arasloru4HBIM 00pa30oM, MAMEHTHI, KOTOpbIe OTKa3biBatoTcs oT MKJI***, takke yacto
HepooneHuBaroT TuaHbI puck BCC [570, 571]. MccnenoBanus NpUHATHS KIMHAYECKUX PEIICHUN
MOKA3bIBAIOT, YTO BPa4yM YaCTO MEPEOLEHUBAIOT MPEUMYIIECTBA U B TO K€ BpeMs MPEYMEHbIIAIOT
noTeHIMaabHbIi Bpen [569]. B mMomeHnT, korma ompemensioTcs mokasaHus K 3ameHe WMKJI***
NAlMEHT ¥ Bpaud JOJDKHBI BMecCTe OOCYIUTh, MO-MIPEKHEMY JIM COOTBETCTBYeT 3ameHa WMKJ[***
uenu jeveHus. Uto umeno cMpici B 70 e, MoxxeT He uMeTh cMmbicaa B 80 ser. IlanuenTsr MoryT
UMETh Iporpeccupyromiee 3aboieBaHne WM HU3KOE KadecTBO KHU3HU. Bce 3Tu QakTopsl MOTyT
WU3MEHUTH COOTHOIIIEHUE PUCK/TIONB3a 0T UK/[*** 1 moB/MATh HA MPEANOYTCHHIE MAIUEHTOB.

PekomeHgauum no NMPUHATUIO obGwero peweHusn

- Y n[amueHToB C JKENyJOYKOBBIMHU apUTMUSIMU WJIM MOBbIIIEHHBIM puckom BCC
KJIIMHUIIUCTAM PEKOMEHIYETCSl IPUHSATH MOAXO0J K COBMECTHOMY MPUHSTHIO PEIICHHUS, IPU KOTOPOM
pelleHre O JCYCHUH OCHOBAHO HE TOJIBKO Ha HAWIYYIIUX JOCTYIMHBIX HAay4YHBIX JAaHHBIX, HO U Ha
[[EJIA TalMeHTa B OTHOIICHWH COOCTBEHHOTO 3JI0POBBSI, MPEAMOYTCHUSX U €r0 IEHHOCTSIX [565,
566, 567].

EOKIB (YYPC, Y/ 4).

- B cmyuae paccmorpenuss umiantanud HoBoro WMKJ[*** wumm 3amensl umeromerocs
HUKJ[*** B cBsa3u ¢ paspsgoMm Oarapen y maiueHTa, peKoMeHAyeTcs MHGOPMHpPOBAThH ero/ee o0
unauBuayansHoM pucke BCC u pucke HeBHe3anmHoW cmepT oT XCH wunm HecepaedHbIx
3a0oneBaHuii, a Takxke 00 3¢hdexTuBHOCTH, 0€30MACHOCTH M TOTEHIUATBHBIX OCJIOXKHEHHUIX
HK]J[*** B cBeTe 1eiu caMoro maiyueHTa B OTHOLIEHUH €T0 3/I0POBBs, MPEANOUTEHUN U IIEHHOCTEH
[565, 567, 568].

EOK IB (YYP B, Y1 3).

KpMTepMVI OLUEHKM KayecTBa MeAULMHCKOW NOMOLLMU

N Kpurepuii kauectBa EOK Onenka
Knaccm YVYP V]JJI BemonHe
YPOBEHb HUSA

1. TlaumeHTy c OCTaHOBKOW KpOBOOOpaIieHus /
CHUHKOITAJIbHBIM 3113070M BbInoHeHO OKI' u npn
nuarHoctupoBanuu napokcusma XXT/DXK Beimonnensr 1B A 2 Ha/uer
peaHUMAIIMOHHBIE MEPOTIPUSATHS H SKCTPEHHAS
KapuoBepcHst/ 1epuOpILIALIHSL.
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2. TlanmeHTy ¢ yCTOHYMBOM ey TOUKOBOW TaXUKapIuei
BBITIOJIHEHO KYITHPOBAHUE apUTMHUHU IB A
(MeaukamenTo3Hoe, DUT).

N

Ha/uer

3. Bemonneno OKI -uccnenoanue mokos B 12-tu
OTBEJICHUAX U/WUJIM XOJITEPOBCKOE MOHUTOPUPOBAHHE
OKI' (XM-OKTI') nanientaM npu npoxoxKJIeHUH IA A 2 Ha/uer
o0cIieZIoBaHUS Ha IPEMET BBISABICHHS eIy TOUKOBBIX
apurmuii OKA).

4. BrpmonHeHo X0KapauorpaduIeckoe UCCIe0BaHNE
W/WIK IpyTHUe BU3YaTU3UPYIOLIUE UCCIeI0BaHuUs s
oueHku ¢pynkunu JOK u BBIABIECHUS CTPYKTYPHOMR
MaToJOTHM cepala y namuenta ¢ KA.

1A A 1 Ha/aer

5. Hauara/mponomxkeHna tepanus 6era-
a/lpeHO0JI0KaTOpaMu B JICUEHUH BCEX KaTeropui
MAIMEHTOB CO CTPYKTYPHBIM MTOPaKEHUEM
muokapaa/aucynkuueit JOK, nmeronux
nosblieHHbIN puck BCC u Hyxnaromumxcs B ee
HNEPBUYHOMN MM BTOPUYHOM NMPO(UITAKTUKE.

1A A 1 Ha/uer

6. IIpoBenena ontuManbHasi MEIUKAMEHTO3HAs Tepanus
uHruoutopamu All® (wnu anrunorensuna Il
AHTaroOHUCTAMHU MIPH HETIEPEHOCUMOCTH UHTHOUTOPOB
All®), 6eta-agpeHobI0KaTOpaMU M AHTarOHUCTaMHU 1A B 2 Ha/uer
anpaoctepona nanueHtaM ¢ XCH u cuctonnueckomn
muchynkueit JOK (OBJDK <= 35-40%) ¢ nensio
CHIKeHHUs obueit cmeptHocTu U pucka BCC.

7. Ilpu noBTOpHBIX cpabaThiBaHMsIX/moKkax MK J[***
Beaencteue ycroitunsoit JKT nposenena
aHTHapUTMUYECKas Tepanus, Npu He3(pPEeKTUBHOCTU
WJIM HEBO3MO>KHOCTH KOTOPOM NAalMEHT HAaIIPaBJIEH Ha
KOHCYJIbTAIIMIO K Bpauy, ClIeUaIU3UPYIOIIeMYyCsl Ha
JUArHOCTHKE U JICYEHNN HapyIIEHUN pUTMa cepaua
(KapAMOoIIOTY, CEPAEUHO-COCYIUCTOMY XUPYPTY, Bpauy
PEHTTEHIHI0BACKYJIIPHON TUAarHOCTUKY U JICYEHHUS)
JUISl peIIeHUs] BOIIPOca O HEOOXOUMOCTH BBITTOJIHEHUS
KaTeTepHoH abianuu.

A 2 Ha/uer

8. IlaumeHT c coxpanstoulencs AUuchHyHKIHUEH JIEBOTO
xenynouka (PBJIK — 35% u MeHee) u cepedHoit
HepoctaTouHOCThIO (11 wm 11T @K mo NYHA), gepes
40 nmueli mocie nH(papKTa MUOKAp/1a, HAIIpaBJIeH Ha
KOHCYJIbTALMIO K Bpauy, ClIEHUAIN3UPYIOLIEMYCS Ha
JMAarHOCTHKE U JICUEHUN HApYLIEHUI pUTMa cepia 1A A
(kapAMOIIOTY, CEepAEUYHO-COCYIUCTOMY XHPYPTY, Bpauy
PEHTTE€HIH/I0BACKYJIIPHOU TUArHOCTUKY U JICUESHHUS )
WIH B CIIEHUAIM3UPOBAHHBIA KapAHOIOTHUYECKUM
LEHTp I pellleHus: BOIpoca 0 HEOOXOAUMOCTH
uMIutanTamn MK J[***,

[EY

Ha/aer
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9. [Ilpu HenpepriBHOH Hekynupyomeics KT nau
JIEKTPUYECKOM LITOPME, MPUBOASILIUM K
MHOTOKPaTHOMY IIOBTOPHOMY HAaHECEHUIO IIIOKOB
UKJI***, ¢c BpauoMm, crieHaIn3upyIOMUMCS Ha
JUArHOCTHKE U JICYEHNU HapyIIEHUN pUTMa cepaua IB A 2 Ha/uer
(KapauoJI0roM, CepIeYHO-COCYAUCTOM XUPYPTOM,
BpPauyOM PEHTI€HIHI0BACKYIISIPHON AUATHOCTHKH U
JIeYeHHs1) 00CYKIeHa HEOOXOIUMOCTh KaTeTePHOM
abianuu B CHEMATN3UPOBAHHBIX U OTBITHBIX LIEHTPAX.

10 TIIpu Ge3ycHemHoCTH MeIMKaMEHTO3HOW TeparuH,
coxpanenuu npuctynoB KT, Hanmuuuu quchyHKIIIN
JDXK, acconMupoBaHHOM C XKEIyA0UYKOBOU
SKCTPACHCTOJIMEH, MAI[eHT HaIlpaBJIeH Ha
KOHCYJIBTAIIMIO K Bpady, CIEIHATHN3UPYIOIEMYCsl Ha
JTUArHOCTHKE M JICYCHUU HapyIICHUH pUTMa cepaua
(KapAHMOIIOTY, CEePACUYHO-COCYIUCTOMY XHPYPTY, Bpady
PEHTTEeHIHI0BACKYJIAPHON TUATHOCTHKY U JICUCHUS)
WJIY B CHEUUAIM3UPOBAHHBINA KapAUOJIOTHYECKHUI
LEHTp I PeIlieHus: BOIpPOca 0 HEOOXOAUMOCTH
KaTeTepHOH abianuu Uit IpOQUITAKTUKA PELUIUBOB
apUTMUU U TIOBTOPHBIX cpabaTeiBanuii MK/I.

A 2 Ha/ner
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Muxaiinos Eprenuit Hukonaesuu (Cankrt-IlerepOypr)
Hemunymuit Hukonait Muxaiinosuu (Mocksa)
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UiieH rpymnimsl
UiieH rpymnimsl
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UiteH rpymnisl
UieH rpymibl
UieH rpymibl
UiteH rpymsl
UiteH rpymnsl
UiieH rpymibl
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Kyunnckas Enena AnnpeeBHa HiteH rpymnisl Mocksa

JlaiioBuu (Hecrepenko) Jlana FOpbeBHa UieH rpymiibl Mocksa
Jlebenea Buktopus KumosHa UiieH rpynimbl Cankr-Iletepoypr
JlIrobumiieBa Tamapa AnekceeBHa UiieH rpynimbl Cankr-Iletepoypr
Makapos Jleonnn MuxaninoBud HiteH rpymnisl Mocksa

Mamuyp Cepreit EBrenbeBnu HiteH rpymnisl Kemeposo
MenseneB Muxaun MapkoBud UiieH rpynibl Cankr-Iletepoypr
MupounoB Hukonaii FOpreBuu UiieH rpynimbl MockBa
Mutpodanosa JIro6oBs boprcoBHa UsieH rpymnibl Canxkr-IlerepOypr
ITonos Cepreii BanentuHoBUY HiteH rpymnisl Tomck
PeumBunn Amupasn [lloraeBuu Unen rpyniibl MockBa

P3aeB ®apxan ['yceliHoBuY UiieH rpynmsl Mocksa

PomanoB Anekcanap bopucoBuu UiieH rpynmsl HoBocubupck
Tarapckuit Poman bopucosuu UieH rpymisl Canxkr-IlerepOypr
TepmocecoB Cepreit ApTypoBuY UieH rpymisl Mocksa
YuymyeBa Maauna J[>kaBatoBHa UiieH rpynsl Mocksa

Xapnan Mapus CepreeBHa UiieH rpynsl MockBa
Haperopoaues mutpuii AnekcanipoBuy UieH rpymnisl Mocksa
IkonpHUKOBAa Mapust AnekcanIpoBHa UieH rpymisl Mocksa

[IIneskoB Hukonait bopucosnu UiieH rpymnimsl Mocksa

[nsaxTo EBrennii Bagumuposuy UiieH rpymnimsl Cankr-IlerepOypr
Hlyouk FOpuit Buktoposuu UieH rpynibl Cankr-IlerepOypr
Ammna Cepreit MuxaiinoBud Unen rpynibl Cankr-Iletepoypr

Unensl Pabouelt rpymnmbl MOATBEpAWIM OTCYTCTBHE (DMHAHCOBOW MOANEPKKU/KOH(INKTA
uHTEepecoB. B ciydae cooOuieHns o HalU4MK KOH(IMKTa WHTEpEecoB, wieH(bl) paboueil rpymmbl
ObL1(1) UCKITIOUYEH(bI) U3 00CYKIEHUS Pa3/IeoB, CBI3aHHBIX C 00JaCThI0 KOH(IMKTa MHTEPECOB.

ITpunoxxenne A2

MeTomoJsiorusi pa3padoTKki KIMHAUYECKUX PEKOMEHIAlM I

[IpencraBnennsie Pekomenmanmu pa3paboTaHbl HA OCHOBE KIMHMYECKUX PEKOMEHIAIUHN T10

MPOBEJICHUIO AJIEKTPOPUIUOIOTUUECKUX HCCIEAOBAaHUN, KaTEeTEpHON abialuu W MPUMEHEHHUIO
UMIUIAHTUPYEMBIX ~ aHTHAPUTMHYECKUX  YCTpOWCTB Bcepoccuiickoro HaydHOro oOImecTBa
CHEIHUAMCTOB MO0 KJIMHUYECKON JJIEKTPOPU3UOIOTUH, APUTMOJOTHH U KapAHOCTUMYISIIUU
(BHOA) 2017 roma, pexomeHaaruii oOIecTBa CIENHAIMCTOB IO HEOTIOXHOM KapJHOJIOTHH
"XenynoukoBeie aputmMuu y B3pocibix" 2015 roma, Pexomenmanumii EBpomeiickoro oOrectBa
KapJIMOJIOTOB TIO JICYCHUIO OOJIBHBIX C KEIYJOYKOBBIMH HAPYIICHUSMH PUTMa U MPOQPUIAKTHKE
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BHe3anHou cMmeptu 2015 rona, BeepoccHilckux KIMHUYECKUX PEKOMEHIALMN MO0 KOHTPOJIIO Hal
PHCKOM BHE3allHOM OCTAHOBKHM CepJla W BHE3alHOH cepJeyHOl CMepTH, NpOPUIAKTHKE U
okazaHuio nepBoil momomu 2018 roja, co3laHHBIX, B CBOI OYepe/lb, HA OCHOBE aHaIM3a
umeroerocst 6osiee yem 20-JI€THEr0 OMbITA PA3IUYHBIX [0 LEJIAM, MPOTOKOJIaM M o0beMaMm
KPYIHBIX HCCIIEOBaHUM, MPOBEACHHBIX [0 Ppa3IMYHBIM AacleKTaM JHAarHOCTHKH W JICYCHHUS
KEITyJOUKOBBIX TaXHMaPUTMUH.

B PexoMeHnpanusix H3I10’K€Hbl OCHOBHBIC MPHHLMUIBI JTUATHOCTUKHU, CTpaTH(HKAIUK pPHCKa
BHE3aITHOM CMEPTH U JICUCHUs NALEHTOB, B TOM YHUCIIE U B pAJE KIMHUYECKUX CUTYalUi, KOTOpbIE
ObUIM TIONYYEHbl B PaHJAOMH3UPOBAHHBIX KOHTPOJUPYEMBIX HCCIEA0BaHMUIX. Vcmonp3yercs
KOMILIEKCHBIN MOAXO0J C y4ETOM 3THONATOreHe3a, UHIUBUAYAJIbHBIX OCOOCHHOCTEH MEXaHHW3MOB
pasBUTHS M TEYeHUs 3a00JIeBaHUS, HCIIOJIB30BAaHHUS MEIMKAMEHTO3HBIX, WHTCPBEHIMOHHBIX W
XUPYPIUYECKUX METOJIOB JICUECHUS.

LieneBas ayaMTopumsa AaHHbIX KNTMHUYECKUX peKOMeHAaLun

1. Bpau-kapauosor

2. Bpau-cepneuHo-CoCyUCThIN XUpypr
3. Bpau-TepamneBT

4. Bpau o011ieii mpakTHKH

EOK — B Tekcre HACTOAIINX KIIMHUYCCKUX peKOMeHI[aIlI/Iﬁ JOIOJIHUTCIIbHO YKa3aHbI
MOKa3aHUs K TE3MCaM B COOTBETCTBUU C PEKOMEHAAIUSAMH EBpONEHCKOro KapauojorHYecKOro
obmectra (EOK).

BcenencrBue Toro, 4to uiaeHsl POCCHIICKOTO KapIuoJIOrHYecKOro oOIIecTBa BXOAAT B COCTaB
EBpomneiickoro oOmiecTBa KapAHOJOTOB M TaKXKE SBISIOTCA €ro 4jJeHaMH, BCE PEKOMEHJIAlUU
EBpomneiickoro obmectBa kapauonoroB (EOK) popmupyroTcs ¢ yuacTreM poCCUHCKUX KCIIEPTOB,
KOTOpBIE SIBJIAIOTCS COABTOPAMM €BPOIEHUCKUX peKOoMeHaanuil. Takum o0pa3oM, CyIIEeCTBYIOIINE
pexomennaimn EOK otpaxkaroT oOmee MHEHHE BEIyIIUX POCCHUUCKUX U EBPOMEHCKUX
KapauosioroB. B cBs3u ¢ atuMm (opmupoBanue HarmoHanbHBIX peKOMEHAAIMI MTPOBOJUIOCH HA
ocHoBe pekoMeHganuii EOK, ¢ yueToM HarmoHanapHOU crieliuuKu, 0COOEHHOCTEN 00CIe0BaHuUs,
JICYCHUS, YUUTHIBAIOMIMX JIOCTYIMHOCTh MEAMIIMHCKOW moMomu. [lo 3Tol mpuumHe B TEKCTE
HACTOSIIIMX KJIMHUYECKUX PEKOMEHJAlUMK OJHOBPEMEHHO HCIOJIb30BAaHbl JBE IIKAJIbl OIEHKU
JIOCTOBEPHOCTH JI0KAa3aTeIbCTB TE3MCOB PEKOMEHJIAIUNA: YPOBHH JIOCTOBEPHOCTH JOKA3aTENIbCTB
EOK ¢ VVP u VYIJ. [HoGaBnensl kimaccel pekomenmanuii EOK, mo3Bomisionme OLEHUTh
HEOOXOMMOCTh BBITOJIHEHHUS Te3uca pekomenaanuit (Tadmuuer 1, 2, 3, 4, 5).

Ta6nuua 1. Knaccbl nokasaHunW cornacHo pekomeHpaumam EBponenckoro
O6uwectBa Kapaunonoros (EOK)

Knacc Onpenenenne IIpennaraemas
PEKOMEH 1aluii dbopMynupoBKa
EOK
I Jloka3aHo Uiy O0IIEeTIPU3HAHHO, YTO IUATHOCTUYECKAs PexomennoBano/
MpoIIeIypa, BMENIATEIbCTBO/ICYCHUE SIBIISTFOTCS MOKa3aHo

3¢ (HEeKTUBHBIMU U TTOJE3HBIMU

I [TpoTHBOpEUMBHIC TaHHBIC /UM MHEHUS 00
3¢ (PeKTUBHOCTH/TIOIb3E€ TUATHOCTHYECKOHN MPOIeyphI,
BMEIIATENIbCTBA, JCUCHHS

IlenecooOpa3zHo
MIPUMCHATH
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la BonbmmMHCTBO TaHHBIX/MHEHHHA B TIOJIB3Y
3¢ (eKTUBHOCTH/MONB3bI IUATHOCTUYECKON MPOLIEAYPHI,
BMEUIATEIbCTBA, JICUEHHUS

b D¢ dekTuBHOCTH/TIONB3a IUATHOCTUYECKON POLIETYPHI, MoxHO
BMEIIATENIBCTBA, JICUCHHSI YCTAaHOBIICHBI MEHEE PUMEHSTh
yOeIuTenbHO

i JlaHHBIE WM €IMHOE MHEHHUE, YTO JHAarHOCTUYECKAs He pexomenayercs
npolLeaypa, BMEIIATEIbCTBO, JIeUeHHE OSCIIoNIe3HbI/HE PUMECHSTh

3 PEKTUBHBI, a B psAJ€ CIy4aeB MOTYT IPUHOCUTH BPEI.

Tabnuua 2. YpoBHM JOCTOBEPHOCTU A0OKa3aTeNbCTB COrNacHO peKkoMeHaauusm
EBponenckoro Obwectea Kapanonoros (EOK)

YpoBHU 10cTOBEpHOCTH JT0Ka3aTenbcTB EOK

A HaHHHC MHOT'OYHCJICHHBIX PAHAOMU3HUPOBAHHLIX KIMHHUYCCKUX WUCCIICOBaHUN MU
METaaHaJIn30B
B HaHHHC MOJIYYCHBI 110 pe3yjibTaTaM OJHOI'0 PaHAOMHU3HUPOBAHHOI'O KIMHHUYCCKOI'O

HCCIICA0OBAaHMA WU KPYIIHBIX HCPAHIOMHU3UPOBAHHBIX I/ICCJIGI[OBaHI/Iﬁ

C CorylacoBaHHOE MHEHME OJKCIIEPTOB W/MJIM pPE3yNIbTaThl HEOONBIIMX HCCIIEA0BAHUM,
PETPOCIEKTUBHBIX UCCIIEOBAHUM, PETUCTPOB

Ta6nuua 3. LLikana oueHKn ypoBHEeN JOCTOBepHOCTU AokasaTtenbceTB (YOO) ansa
MeTOA0B ANarHOCTUKMN (AMarHOCTUYECKNX BMeLLaTeNIbCTB)

yaa PacimmdpoBka

1 Cucremarndeckue 0030pbl HCCIIEIOBAHUNA C KOHTPOJIEM PEPEPEHCHBIM METOJOM HIIH
CUCTEeMAaTUYEeCKUH 0030p paHIOMHU3UPOBAHHBIX KJIMHUYECKUX  HCCIECJOBAHUM  C
IMPUMCHCHUCM MCTaaHaIN3a

2 OTI[GJ'IBHBIG HCCIICAOBaHHA C KOHTPOJIEM pe(l)epeHCHBIM METOAOM HWJIHN OTIACIIBHBIC
PAaHAOMHU3UPOBAHHBIC KIMHHUYECKUEC HCCICAOBAHHA W  CUCTCMATHUYCCKUC O630pI>I
HCCIIeT0BAaHUM 000ro0 ,Z[H3aI>’IHa, 3a HCKIIFOUYCHUCM PAHAOMU3HUPOBAHHBIX KIIMHUYCCKUX
I/ICCJ'IGJIOBaHI/II\/II, C IPUMCHCHUECM MCTaaHAJIM3a

3 HccnenoBanust 0e3 IOCIEIOBATENBHOTO KOHTPOJIA PE(PEPEeHCHBIM METOAOM MU
UCCIIEIOBaHUsI C pe(epeHCHBIM METOJI0OM, HE SBIAIOLMMCS HE3aBHCHUMBIM  OT
HCCIIETyEMOT0 METO/Ia WJIK HEPAHIOMU3UPOBAHHBIE CPABHUTENbHBIE HUCCIIEI0BAHUS, B TOM
4KCJIe KOTOPTHBIE UCCIIE10BAaHUS

4 HeCpaBHI/ITeJ'II)HI)Ie HCCIICOO0BAaHNA, OITMCAHNE KIIMHUYCECKOTO CiIydas

Hmeercs aump 000CHOBaHUE MEXaHU3Ma }IeﬁCTBHﬂ HJIM MHCHUE OKCIICPTOB

Ta6nuua 4. LLikana oueHKn ypoBHen AOCTOBEPHOCTU Aoka3saTenbcTs (YOO) ans
MeToooOB MNpodoUNakTUKK, rneyvyeHuss U peabunutaumm (NpodpUNakTUYeCKUX,
neyvye6HbIX, peabunUTaLMoHHbIX BMELLAaTeNbCTB)

YA PacimmmidpoBka

10513 121


http://disuria.ru/
https://аптека-омск.рф/

KnuHnyeckme pekomengaumm — XKenyaoukoBble HapyleHns putma. XKenyaoykoBble TaxMkapAany 1 BHe3anHas cepaeyHasi cMepTb —
2020-2021-2022 (10.06.2021) — YTBepxaeHsl MuHsgpasom PO

1 Cuctemarnueckuit 0030p PKU ¢ npuMeHenneM MeraaHanmsa

2 Otnenbubie PKU u cucremarnueckue 0030pbl HCCIENOBAHUN JIIOOOTO 1u3aiiHa, 3a
uckmouenneM PKU, ¢ npuMeHeHnemM meTaaHanusa

HepaHZ[OMI/I?;I/IpOBaHHBIe CPaBHUTCJIbHBIC UCCIICIOBAHUS, B T.4. KOTOPTHBIC UCCIICAOBAHUA

HecpaBuurenbHble UCCIEI0BAHMS, ONMMCAHUE KIMHUYECKOTO CIy4asi UM CEPUH CIIydaes,
HCCIIeIOBaHUS "'Cily4aii-KOHTPOJIb"

S) Nmeercs numb 000CHOBaHHME MEXaHW3Ma JCHCTBHSI BMEIIATENLCTBA (IOKIMHHUYECKHE
UCCIIETIOBaHM) UM MHEHHE YKCIIEPTOB

Ta6bnuua 5. WLkana oueHkn ypoBHen yb6eautenbHoctu pekomeHgauun (YYP)
AN MeToAoB nNpodMNakTUKW, [UarHOCTUKKU, JleYeHUA U peabunutauum

(I'IpO(bl/IﬂaKTVI‘-IeCKVIX, ANarHoCcTtmn4yeckKux, ﬂe‘-le6Hb|X, peaGMﬂMTaU,VIOHHbIX
BMeLLUaTenbLCTB)

YVP PactmmdpoBka

A CuiibHasi pekoMmeHaanus (Bce paccMaTpuBaeMble KpuTepud 3(DPEKTUBHOCTH (MCXOJIbI)

SABJIIIOTCA Ba)XHBIMH, BCC HCCICAOBAHHMA HMCIOT BBICOKOC WM YAOBJICTBOPUTCIBHOC
METOJIOJIOTUYECKOE KadecTBO, WX BBIBOJBI IO HMHTEPECYIOIIUM HCXOJaM SIBISIOTCS
COTJIAaCOBAaHHBIMHU)

B YcnoBHas pekoMeHaus (He Bce paccMaTpuBaeMble KpuTepuu 3 (HEeKTUBHOCTH (MCXOIbI)
SBIISTIOTCSl BaKHBIMHU, HE BCE MCCIICAOBAHMS HMMEIOT BBICOKOE HIIM YIOBJIETBOPUTEIHLHOE
METOJIOJIOTUYECKOEe KayeCTBO W/WIM HMX BBIBOJABI MO MHTEPECYIOUIMM HCXOJlaM He
SIBJIIFOTCSI COTJIACOBAHHBIMM )

C Cnabast pexomeHpanus (OTCYTCTBHE JOKa3aTeNbCTB HAAJIeXKAIIero KadecTtBa (Bce
paccmatpuBaeMble KpuTepuu d()PEKTUBHOCTH (MCXOMBI) SIBISIOTCS HEBAXHBIMHU, BCE
WCCIICJIOBAHKUS HWMEIOT HH3KOE METOJOJIOTUYECKOe KadeCcTBO M WX BBIBOJBI 110
WHTEPECYIOIINM UCX0JIaM HE SIBJISIFOTCSI COTTIACOBAHHBIMHU )

Mopsanok 06GHOBNEHNA KITMHUYECKUX peKoMeHaauumn

Mexanusm OOHOBJIEHUS KJIMHUYECKUX pEKOMEHIalnii MpeayCMaTpUBaET 1709
CHUCTEMAaTUYECKYIO aKTyalIU3allli0 — HE PEXEe YeM OJIMH pa3 B TPU rojia WM MPH MOSBICHUA HOBOU
uH(OpMaIMK O TaKTUKE BEJACHHS MAIMEHTOB C JaHHBIM 3a0oJjieBaHHeM. Pemienne 00 0OHOBICHHUH
npuHuMaer M3 P® Ha OCHOBE NPEANIOKEHHH, MPEACTaBICHHBIX  MEAUIMHCKUMHU
HEKOMMEpPYECKUMH TIpoecCHOHaNbHBIMU  opranu3anusiMu. CHOpMUPOBAHHBIE TPEIIOKEHUS
JOJDKHBI ~ yYUTBHIBATh  PE3YNbTaThl KOMIUIEKCHOM  OLIEHKM JIEKAPCTBEHHBIX  IPENapaTos,
METUIIMHCKUX U3/CIIUN, a TAKXKE PE3YJIbTaThl KIIMHUYECKON arpoOaliyu.
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ITpunoxxenne A3

CBsi3aHHbIE AOKYMEHTBI

CBsi3aHHble AOKYMEHTbI

1. Ilpuka3 MunzapaBa P® ot 15 nos6ps 2012 r. N 918 "O6 yrBepxaenuu Ilopsiaka
OKa3aHUs MEAUIIMHCKON OMOIIH OOJIbHBIM C CEPJICYHO-COCYAUCTHIMU 3a001eBaHUSIMU "

2. Ilpuka3 MunzapaBa P® or 9 Hos0ps 2012 r. N 710m "OO yTBepKIeHMH CTaHIapTa
CHIeIMATM3UPOBAHHON MEIUIIMHCKOM MOMOIIHU MPHU KETYA0UYKOBON TaXUKapauu'".

3. [Ipuka3 Munzapasa PO ot 15 uronsa 2016 r. N 5201 "OO6 yTBep>KA€HUU KPUTEPHEB OILICHKH
KayecTBa MEQUIIMHCKON momomu".

4. Tlpukaz Munzgpasa P® ot 28.02.2019 N 103n "OO yTBepkIeHUU TOpSAJKA U CPOKOB
pa3paboTKM KIMHUYECKUX PEKOMEHJIAlWi, HX IepPecMOTpa, THUHIOBOH (OPMBI KIMHUYECKHX
pexomMeHaauui 1 TpeOOBaHUI K UX CTPYKTYpe, COCTaBy M Hay4yHOW 0OOCHOBAHHOCTH BKJIFOUAEMOM
B KIIMHMYECKHE pekoMeHaanuu nHdopmaruu"” (3apeructpuponan 08.05.2019 N 54588).

AHTMapuTMuyeckue npenaparbl ANA NPOUNAKTUKN XKeNnyA0o4KOBbIX apUTMUN

B HacTosimee Bpems puHSATA KJIaCCH(PUKAIMS MPOTUBOAPUTMUYECKUX TpenapaTtoB mo E.M.
Vaughan Williams B mogudukanuu B.N. Singh u D.C. Harrison.

Ora xmaccuukamms TO3BOJIICT pa3lICIMTh BCE HW3BECTHBIE B HACTOSANICE BpeMs
MIPOTUBOAPUTMUYECKHE MpenapaThl Ha 4 Kilacca, B 3aBUCUMOCTHU OT UX CIIOCOOHOCTH:

1. yraerars nenosispusainuio (pasy 0 moTeHImana 1elCcTBHs) B TKAHAX C "ObICTPBIM" OTBETOM;

2. GJIOKMPOBATh CUMIIATUYECKHE BIUSHUS HA CEPIIC;

3. yYBEIWYMBATH NPOJOJDKUTEIBHOCTh TMOTEHIMANA JCUCTBUS, 3aMeIsAs IPOLECCHI
penoispu3anuu;

4. 3aMeUISITh ACTIONSPU3ALIUIO B TKAHSIX € ""MEIJIEHHBIM" OTBETOM.

Kaxnplii M3 M3BECTHBIX MPOTHMBOAPUTMHYECKUX IpenapaToB o00JadaeT OJHUM U3
IIPEJICTaBICHHBIX BbIlIE 3()PEKTOB B KaUeCTBE JOMMHHUPYIOIIErO, YTO MO3BOJIIET OTHECTH €ro K
TOMY WJIH HHOMY KJIaccy.

1. AuTnapuT™Muyeckue npenaparsl [ kiaacca (mpenaparsl, OJOKUPYIOIINE HATPUEBbIE KaHAbI).

2. bera-anpeHo06iokaTopbl: aHTHApUTMHUUEcKue npenapatsl I kinacca.

3. Antnapurmuyeckue npenapartsl [1I kiacca: mpenapatsl, OJ10KHpyOIIKE KaTUEBbIE KAHATIBI.

4. bnokatopsl "MEUICHHBIX" KalbLIMEBBIX KaHAJIOB: AaHTHAPUTMHUUYECKHE mpenaparsl [V
KJ1acca.
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Ta6nuua A3.1 AHTMapuTMMYecKMe npenapartbl ANS ANUTeNIbHOW Tepanuu ¢ uenbio npodunakTtukm peunamBoB XT

AHTHAPUTMHUYECKUN Jlo3a g 1M TenbHOro [Tokazanus Yacteie mobouHbIe 3P HEKThI [IpoTuBONOKa3aHuA
npenapar [IEPOPaAILHOTO
(kmmacc <1>) MIPUMEHEHUS
Amuonapor™* (Il1) 200 mr — 3 paza B cytku | KO, KT, OK, KapauanpHsie: QT > 480 mc 1o Hauana Tepanuu

— 1 menmens,

['unorensus, Opagukapaus,

3aTeM B TOM YHCJIE Y AB-0okazsl,
200 Mr 2 pasa B CyTKM — | IGLMEHTOB C XCEH’ KT tuna TdP, 3amennenue putma | Cepaeunas negocrarouHocts [1I-IV OK
1-2 nenenmu, MaTOJOTHIECKON (>
KT Hmxe mopora IeTeKIuu NYHA
1,4 cm) DK, HUK][***, Bo3pacTanue mopora
3aTeM I[M1UKC > BOSP p CunycoBas 6panukapaus, CA-61okana
nehuOpUILISIIII
MO/ICPXKUBAIOIIIAS 1032 H-11I cT.
200 mr B cyTKn HekapauanbHeie: AB-6nokana II-11I ct. mpu oTcyrcTBUN
KepaTonaTus, TUIo- U UMIUTaHTUPOBaHHOTO DK C***
THIIEPTUPEO3, PBOTA, 3a1I0p,
dhoToceHCHOMIHU3aIs, aTaKCHS,
TOJIOBOKPYKEHUE,
nepudepudeckas HelponaTus,
TPEMOp, JIEKAPCTBEHHBIN I'ENATHUT,
UPPO3 NedeHH, pudpo3 Ierkux,
MTHEBMOHUT
bera-anpenobnokatopsl | Pa3Hbie 10361 KD, KT, Kapaunanbheie: CA-6noxkana II-III ct., AB-6mokana II-

(1

#ATenomnon** (1)
#oucomponoa** (2)
#xapsenumon** (3)
#Metomponoma** (4)
#IIpomanomor™* (5)

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

2,5-10 mr 1 p/eyr. (2)
3,125-25 mr 2 p/cyr. (3)
[585, 586]

25-100 mr 1-2 p/cyr. (4)
10-40 mr 4 p/cyT. (5)

B TOM YHCIIE Y
manueHToB ¢ XCH,
MaTOJIOTrHYECKOM
'K (> 1,4 cm),
I[T1KC,
BPOKJICHHBIN

LQTS, K3IDKT

bpanukapaus, runorensus, AB-
6nokana, ycyryonenue XCH.

HexkapauaneHble:
["os10BOKpYKEHME, YCTAIOCTb,
OpOHXO0OOCTPYKTUBHBIN CHHAPOM,
TPEBOKHBIE PACCTPONCTBA,
JieTipeccus, inapes, CeKCyallbHbIe
paccTpoiicTBa, THIIOTIIMKEMUS TIPH
uHcynuH3aBucumMoM CJI

III cr., cunycoBas Opaaukapaus (B
orcyrctBue DKC***) aprepuanbHas
runotonus, XCH IV ®K,
OpOHXO0OOCTPYKTUBHBIN CUHIPOM
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[588]
Cotanor** (1) 80-120 mr 2 p/cyT. KD, KT, &K Kapnuanbusie: CA-6mokana II-11I cr., AB-6nokana I1I-
Opaaukapaus, TUIIOTEH3HS, III ct., cunycoBas Opaaukapaus (B
Matc. nosa 320 mr/cyr. yeyryonenne XCH, XXT tuna TdP |orcyrctBue DKC***), aprepuanbHast
HexapuaimHsie: runotonus, XCH III-IV ©K,
KaK y GeTa-aIpeHOBIOKATOPOB narosnoruyeckas (> 1,4 cm) I'JIK, B
octpom nepuojae UM,
OpOHX000CTPYKTHBHBIN CUHAPOM
[Iponadenon** (IC) 150-300 mr 3 p/cyT. KD, KT (B Kapauanbheie: CA-6nokana II-11I ct., AB-6nokana II —
[ PO— 25-50 wr 3 pleyr. OTCYTCTBHE CA-6nokana, AB-61o0kana, I cr., CI/IHYCOBafi Sganmcapnm{ (B
runpobpomua** (IC) CTPYKTYPHOT'O pacIINPEHKE KOMILIEkca QRS 1o |orcyrctBue DKC***), Tsaxkensie
MOPAXKEHUS 25%, oTpunaTenbHbIH HapyIICHUS BHYTPHKEITYI0YKOBOTO
Justunamunonponuonu |50 mr 3 p/cyr. cep/na) WHOTPOIHBIN P PEKT, nposenenus (QRS > 140 mc), TII (npu
JIDTOKCUKAPOOHUIAMUHO ycyryoneane XCH, yBenuyenne | OTCYTCTBHHU T€paluy MpenapaTamu,
¢enorunasun (IC) OPOT'0B CTUMYJISALIUU U onokupyroumu AB-nipoBenenue),
neUOPUIUIAIIAN CEPIIa. UBC, IIUKC, XCH moboro @K,
ApUTMOTEHHOE JICICTBHUE — camxkenne OBJDK, Oose3nn
MoHoMop¢pHuas KT, K. KJIAIIAaHHOTI'O ammnapara cepaua ¢
HexapuansHbe: HapyIICHHEM TEMOIMHAMIKH, CHHIPOM
bpyrana, HaciaeACTBEHHBII CUHAPOM
rOJIOBOKPY’KEHUE, YTOMIIIEMOCTb,
yanuHeHHoro uatepsana QT
CyXOCTb BO PTY, TOIIHOTA, AHapes,
TPEMOP, HEYETKOCTh 3pEHUS,
HapyleHus QYHKIUN TIeYeHU
#benutoun™* (IB) 400-600 mr/cyT. KD, KT Kapnuanbhsie: CA-0mokana II-1II ct., AB-6nokana II-

apTepuagbHasi THIOTOHMS

HekapnuanbHsie:
TOJIOBOKPY>KEHHE, TU3apTPHs,
JIeTapTUs, THHTUBUT,
MaKpolLUTapHasi aHEMUS,
BOJTYaHOYHOTIOTOOHBIN CHHIPOM,
JIETOYHbIE MHPUIBTPATHI

III cr., cunycoBas Opaaukapaus (B
orcyrctBue DKC***), TsKensie
HapYIIEHHs] BHYTPHKEITYI0YKOBOTO
npoeneHus (QRS > 140 mc)), XCH III-
IV ©K
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#eepanamuin** (IV)

240-480 mr/cyT.
[589]

#mrrazem (IV)

120-360 mr/cyT.
[590, 591, 592]

KT (u3
BBIHOCSIIETO
tpakta [1K, JIK;
dacuukynsapHast
KT)

Kapaunanbueie:

ranorensus, oreku, AB-61okana,
CHUHYyCOBas OpaguKapaus,
yeyryoneane XCH y manueHToB
co cumkenHon O®BJIK

HekapauanbHeie:
roJIoBHast 00JIb, ChIIb,
TUIICPIIIA3Us JECEH, 3a10p,
JUCIIETICHS

CA-0mokana II-1II cT., AB-6nokana II-
IIT ct., cunycoBas Opaaukapaus (B
orcyrctBue DKC***) XCH, camxkenue
OBJIK, ®OIT/TII y manueHTos ¢
cungpomomM WPW

[Tpumeuanus: <1> CornacHo knaccudukanuu E. Vaughan Williams B mogudukanuu D. Harrison.

CyT. — CyTKH, MI/CYT. — MIULTUTpaMM B cyTkH, XKD — skemymoukoBast sxctpacucronus, XXT — skemynoukoBas taxukapans, OXK — ¢pubprnisiaums
xenynoukoB, @Il — bubpumsinus npencepauit, TII — Ttpeneranue npeacepauii, CA — cuHoatpuanbubiii, AB — arpuoBeHTpukymspusiii, LQTS —
cugapom yanuHeHHoro uHTepsana QT, KOIDKT — karexonamuHepruueckas noaumopgHas xenynoukoBas taxukapaud, [DK — mpasbliil xenynouex,
['JDX — runeptpodus nesoro xkemynouka, [IMKC — moctundapkTHbiil kapauockiepo3, @BJDK — dpakuus BeiOpoca neBoro xemymouka, XCH —
XPOHHUYECKasl cepiedHas HeJocTaTouHOCTh, DK — QyHKIMOHaNbHBI Kitace, CJ] — caxapubiii nuaber, TdP — torsades de pointes.

AHTVIapVITMVI‘-IeCKMe npenapartbl Anda KynmpoBaHnsa napokCuamoB )KenyﬂO‘-lKOBOVI TaxXxnKkapamm

IIpenapar
(kmace <1>)

J103b1 1 cXeMbl

IIpumeHeHne

[Tapamerpst OKI', Tpebyromue
BHUMaHUSI

Yacteie no6o4HbIE Y3PPEKTHI

Amuopmapon™* (III)

B/B CTPYHHO 5 MI/KT B
Teyenue 15-20 muH.,
Jlajiee B/B KaIleJIbHO:

1 Mr/mMuH. — 6 4.,

0,5 mr/muH. — 18 4. (10
1200 mr B cyTKH)

KT y nauueHToB
CO CTPYKTYPHBIM
MOpaXEHUEM
cepaua, nocie
MEPEHECEHHOTO
M, B TOM ducie
npu
MMaTOJOTUYECKOM
I'JIDK, XCH, XXT
mocJie

CunycoBas Opaaukapaus <= 50
yII/MHH.

VYruerenne AB-nipoBeneHns
(6moxkaner II-11I crt.),

QRS > 160 wmc,
QT >=500 mc

ApTtepuanbHasi THIIOTOHMSI,
Opanukapaus, HapyuieHus AB-
MIPOBOJANMOCTH,

BO3pacTaHue Mmopora AePuOpUIIISAINY,
KT tuma TdP (penko)

110 3 121


http://disuria.ru/
https://аптека-омск.рф/

KnuHunyeckune pekomeHaaunn — )KeJ'IyE,O“IKOBbIe HapyLweHua putma.

>KenygoukoBble Taxukapamu 1 BHe3anHas cepgedHas cmepTb — 2020-2021-2022 (10.06.2021) — YT1BepxaeHbl MuHsgpasom PO

KapIMOJIOTHYECKUX
onepauuii, KT y
MAalUEeHTOB C

JInpoxanu**(IB)

1-2 Mr/Kr B/B CTpYHHO
(100-200 mr) B TeueHue
3-5 MuH., ipH
HE0OXOIMMOCTH Jaliee
B/B KarenpHO 1-4
MI/MUH.

KT y naniueHToB B
OCTpPOM TIEpHO/IE
UM, XT
BCJICACTBHE
MHTOKCHKAIINH
Cep/ICUHBIMU
TIIAKO3UAAMH,
Imocie
KapIUOXUPYpruyec
KHUX OIlleparui

3HAYNMO HE BIMSACT HAa HHTEPBAJIBI
OKI'. Moxet cokpaats QTc

Henupuii, ncuxo3, SNWICNTHYECKUE
MPUTIAJIKUA, TPEMOP, AU3APTpUs (pU
J103axX KareJabHOTO BBeIeHHS | T/CyT. 1
6ozee)

[poxannamun** (1A)

B/B ctpyiino 10-17 mr/kr
B Teuenue 20-50 MuH.,
3aTeM IpH
HEOOXOJIMMOCTH B/B
KanejabHo 1-4 Mr/MuH.

KT y nauueHToB
0€e3 CTpyKTypHOU
MaTOJIOTUU cepAla
u XCH

CunycoBas Opaaukapaus <= 50
yII/MHH.

yruerenue AB-nipoBeaeHust
(6moxkaner II-11I crt.),

QRS > 160 wmc,

QT >= 500 mc

ApTepuanbHasi THTIOTOHWSI,
Opanukapaus, HapylieHus AB-
MIPOBOJMMOCTH, HAPYIICHUS B/ K
MPOBOJAMMOCTH, BO3pacTaHHe MOpora
nedudpumsuun, KT tuna TdP

#Bepamamuin** (IV)

B/B ctpyiino 2,5-5 mr
Kkaxkapre 15-30 muna

"Unnonaruueckue"
KT:

W3 BeIHOCAIIETO
tpakTa [ DK, JDK.

PacuukynspHas
KT

CunycoBas Opagukapaust <= 50
yII/MMH.

VYruerenne AB-nipoBeneHns
(6moxaner 11-11I ct.)

AptepuanbHas TUIIOTOHUS,
Opaaukapaus, HapymeHus: AB-
MIPOBOJIMMOCTH, OCTpast cepeuHas
HEI0CTaTOYHOCTh. [IpoTHBONIOKa3aH
npu curpome BIIB u mo0bix ¢popmax
XCH

#rpudocaaeHH

B/B ctpyiino 10 mr B

"Unnonaruueckue"

ApecTt cHyCcOBOTO y37a uiu AB-
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teueHue 2 cek. Uepez 2 | XKT: omokana II-1II ct. (kpaTKOBpEMEHHO).
MUH. BO3MOKHO
IOBTOpHOE BBeCHHE 20 W3 BeIHOCAIIIETO Bo3moxkHO pazButue napokcusma OII.
MT B T€UEHHE 2 CeK., tpaxra [DK, JDK.
3areM yepe3 2 MuH. 30
ML B TeueHme 2 CoK dacuukymspHas Opplmika, OpoHXOCTIa3M
[593]. KT
#marnus cynbgpar** 2-4 T B/B CTpYyitHO KT tuma TdP npu ApTrepualibHasi TUTIOTOHUS
MEJIEHHO TTO]] CHUHApPOMAxX
KoHTposieM AJl. YJIMHEHHOTO
unrepBana QT
pa3IMYHON
STHOJIOTUHI

[Mpumeuanus: <1> Cornacuo knaccudukanuu E. Vaughan Williams B mogudukaruu D. Harrison.

CyT. — CyTKH, MI/CYT. — MIJITUTpaMM B cyTkH, XKD — xenynoukoBas skctpacucronus, KT — xenynoukoBas taxukapaus, OXK — ¢pubprnisiuns
xemynoukoB, @I — dubpumnsmus npeacepauit, TII — tpeneranue npencepamii, CA — cunoarpuanbHbiii, AB — arpumoBenTpukymsipasiii, LQTS —
curapom yanuHenHoro uHtepBasna QT, KOIDKT — xatexonmamuHeprudeckas monuMopgHas skenynoukoBas taxukapaus, I[IDK — mpaBblif xkemynouexk,
'K — runeprpodus nesoro xenynouka, [IMKC — noctundapkrHeiii kapauocknepo3, @BJDK — ¢pakuust BbiOpoca neBoro xenynouka, XCH —
XpoHMYecKast cepaeuyHass HepoctatoyHocTh, DK — ¢yHkumonanenblit kiace, OKIT — snextpokapauorpamma, MKJ*** — umnnantupyemsiit
kapauoBepTep-nedudpmmsatop, CI — caxapueiit nuabdet, TdP — torsades de pointes, Al — apTepuanbHOe JaBICHUE.
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[Ipunoxenue b

AJITOPUTMBI BeJleHHUsI TallMeHTa

Cxema 1. ANropuTM KynmpoBaHuUs NapoKCU3Ma Xenyao4YKOBOW Taxmkapaum

MayresT ¢ NAPOKCHIMOM
MOHOMOPHOM HENYAOMKOBON
TaxMEApOWA

[MpoRBNEHWA OCTPRIX
HAPYLWEHHA
FEMAAMHAMUEA

B

SECTpEHHAR
anekTpuYeckan
K
ApAWOBEPCHRA BuiGpaHa TakThka
MEQUEAMEHTOIHOM HET
DA KYNMPOBAHKUA
FnexTpHYeCKan
KapOUoBERCHA

[uardos Bepanammun- Hni
AfeHOIMHIYBCTBMTENLHON
WT He BeizbiBAET

COMHEHHRA HET

Bepanamuan g/a Mnu

TpuipocageHnH BB WmeeTcs

CTRYETYpHO®

na saGonesaHne HET
cepaua
MNpokanHamug a'e wnu
Amuopapon e/s AMUCQEpPOH B8/8

B cnyvae HeathhekTHEHOCTI
- ANEKTPWYECKARA KAPAMOBEPCHA
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Cxema 2. JleyeHne peumgumsupyrowen XT y naumeHtoB ¢ UBC wn
HeuwemMn4ecKkon KapanommonaTuen

NaumveHt c MKQ M
PeunAMBUPYIOWEN
WT
YcTron4umsan
fommmopdhan MoHOMOPdHaA
HT/DH
/ T
OueHuTs KaTtetepHas
obpatumbie abnauyma Kak AMMOAPOH UNK
NPHUYKUHbI nepeas NMHUA caTanon
neyvyeHua
NekapcTeeHHbie/
HMwemua
ANEKTPOAUTHE
k-
Tleverine npy HeaocTaTo4HbIH
yanuuenHom QT, addert
OTMEHa
NPoBOUMpYyHOLWEr Pesackynsap
0 npenapara, CEETITE] ! =
KOpPPEeKLUA MBC ¢ vacToit T
INEKTPONHTHOIO Wau Hewnwemuveckan
Auncbanakca ANSKTPUYECHMUM KM
Hen WTOPMOM
)
bera K
GnokaTopsi KareTtepHan areTepHan
AmunoaapoH e abnauwma abnauma
NNAOKANH
]
v
HepocraTtou
Hbll 3dderT
NaeHtnduumpyemole
M3, 3anyckaowme KT
Aa T Her
¥ X
Moaynauua
KartetepHan Aynau "
ABTOHOMHOM
abnauna
perynaumm
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IIpunoxenue B

Nudopmanus 1/ NAUUEHTOB
Xenyno4koBble HapyLlleHUs pUTMa
XenynoukoBble Taxukapauu U BHe3anHasi cepaeyHasi CMepTb

OcHOBHasi TepMUHOOIMA

XKenynoukoBele HapymIEHUS pUTMa WM JKEIYIOYKOBBIE TaXMapUTMUU — OO0OOIIEHHOE
Ha3BaHME PACCTPOMCTB CEpACYHOIO PHUTMA, IPU KOTOPBIX MCTOYHUK IAaTOJIOIMYECKON
AEKTPUYECKON AKTUBHOCTU HAXOJIUTCS B TKaHU JKEIIyJ0YKOB CepALa.

BHe3anHast cMepTh — HENpeiBUICHHOE CMEpPTENbHOE COOBITHE, HE CBA3aHHOE C TPaBMOW U
BO3HHUKAIOIllee B T€YeHHE | yaca ¢ MOMEHTAa IOSIBICHUS CHUMIITOMOB Y IPAaKTHUECKU 3J10pOBOTO
yenoBeka. Ecnu cMepTh npousonuia 6e3 cBUETeNeH, O BHE3AHOM CMEPTH TOBOPAT B TOM Ciydae,
€CJIM MOTUOIINK HaXOAWICS B yIOBIETBOPUTEILHOM COCTOSIHUU 32 24 yaca 10 CMEPTH.

Buesannas cepaeunas cmepth (BCC) — TepMHMH NpUMEHSETCs, €cild BHE3amHas CMepTb
BO3HUKJIA y MALIMEHTA C U3BECTHBIM IIPH KU3HU BPOXKIAECHHBIM WA NPUOOPETEHHBIM MOTEHIIUAIBHO
datanbHBIM 3a00JIEBaHUEM Ceplla, WM [aTOJOTHs CEepAeYHO-COCYIUCTOM cucTeMbl Oblia
BBISIBJIEHA IIOCMEPTHO M MOIJIa ObITh NPUYMHON CMEPTH, WIM €CIM OYEBUJHBIE BHECEPICUHbIE
OPUYMHBI CMEPTH HE OBUIM BBISBJICHBI, W HapylleHHE PUTMA CIYXHUT Haumbosee BEpOsSTHON
IIPUYMHON CMEPTH.

CoumanbHaa 3HAYUMMOCTb

BHe3anHas cepiedHas cMepTh Kak HEOOpaTUMBIH MCXOJ M pe3yJbTaT BHE3AIIHOW OCTAaHOBKH
cepana pocturaetr 50% cpeau npyrux UCXonoB y sl 35-50 neT, mpeuMyIieCTBEHHO MY>KCKOTO
1ojia, OJHAKO B IOCJIEIHee BpeMs HAOMI0JaeTcsl TeHACHIMS K YBEIMUYEHMIO JOJIU JIUI] )KEHCKOTO
110J1a, a TaK)Ke TIOJPOCTKOBOTO U FOHOIIECKOT0 BO3pacTa.

[Toutn B MOJIOBMHE CilyyaeB OCTaHOBKa cepaua y juy crapme 40 jger mpoucxoauT Oe3
M3BECTHBIX 3a00eBaHMN cepAllda, OJHAKO OOJBUIMHCTBO W3 HHMX MpPU 3TOM HUMEIOT
HE/IMarHOCTHPOBaHHYIO uiemuueckyto 6onesns cepaua (MbC). Cunxenue 3aboneBaemoctu MbC
U JPYTUMHU BUJAMH CEpAEYHOM MaToJOruM MPUBENO K yMEHbIIEHUI0 KoiudecTBa ciydaeB BCC
noutu Ha 40%. CymecTByeT reHeTuuecKas MpeapacioyioKeHHOCTh K BHE3aTHOW cMepTH. OnrcaHo
IIPOrHOCTUYECKOE 3HAYEHHE CEMEWHOT0 aHaMHe3a BHE3allHOM CMEpPTH — IMpH HAJIUYUH OIHOIO
ClIy4asi BHE3AIIHOW CMEPTH B CEMbE OTHOCUTEIIBHBII €€ PUCK BO3pAcTAaeT MPAKTUYECKH BJIBOE, a IIPU
JIBYX CIIy4asiX BHE3aITHOM CMEPTH B CEMbE PUCK yBEJIMYUBAETCs B 9 pas.

bautenbHOCTP 1O OTHOMIEHHIO K 3JekTpokapauorpapuueckum  (OKI)  u
XOKapAuorpagUyecKuM IpU3HAKaM HAaCJIEICTBEHHBIX apUTMOIECHHBIX 3a00JIeBaHUN SBISETCS
BaXHOW YaCThIO KIMHUYECKON NMPAKTUKH U MO3BOJSET CBOEBPEMEHHO BBIBUTH JIMIA C BBICOKMM
puckom BCC. CkpuHUHT OnmkKallIMX pPOJCTBEHHUKOB JKEPTB BHE3AIHONW CMEPTH IO3BOJISIET
BBISIBUTH JIMIIA B 30HE PHCKa, HA3HAYUTh COOTBETCTBYIOIIEE JIEYEHHE U TEM CaMbIM IIPENOTBPATUTH
JIpyrue ciiydau BHE3aITHOW CMEPTHU B ITOU CEMbeE.

KnuHnyeckune nposiBrneHunsA

Knuanueckue nposiBIeHUS KeyJ0UYKOBBIX TAXHAPUTMUNA MOTYT CYIIECTBEHHO Pa3inyaTbes —
0T a0COMIOTHONH OECCUMITOMHOCTH JI0 cepauednenus, 1uckoMpopTa B TpyaH, 3arpyAMHHON O0u,
yIyLIbsi, TOJOBOKPY)KEHUS, TNPECUHKONAIbHBIX ¥ CHHKOIAIBHBIX COCTOSHUN. YualleHHOe
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cepanedrenne, npeaoOMOpPOYHOE COCTOSSHHE W OOMOpPOKM — TpU HamOoJee Ba)KHBIX CHMIITOMA,
KOTOpBIE TPEOYIOT BU3UTA K Bpauy U JOMOJIHUTEIHLHOTO 00CIe10BaHus.

Koppekuusi cepaeyHo-cocyauCTbIX (hpakKTOPOB puUCKa HeGnaronpusTHbIX
ucxonoB

[TaneHT noJKEeH 3HaTh 00 MMEIOIIMXCS Y HETO M WIEHOB €ro CEMbH CEpIeUHO-COCYANUCTBIX
¢daxkTopax pucka — KypeHHM, H30BITOYHOH Macce Tena, IICHXO3MOLUOHAIBHOM CTpecce,
MaJIONOABMKHOM 00pa3e JKHM3HH, IIOBBIILIEHHOM YpPOBHE XOJecTepuHa. BiusHue yka3aHHBIX
(dakTOpOB prCKa MOXKET ObITh CHIKEHO. OCOOEHHO Ba)kHA KOPPEKIHUS H3MEHSEMBIX (HhaKTOpOB
pHCKa IpU HAJIMYUM y NAIMEHTa U 4WIEHOB €ro CeMbH HEKOPPUIHMPYEMBIX (DAKTOpOB pHCKa, K
KOTOPBIM OTHOCSITCS: HaJW4Me€ B CEMEHHOM AaHAMHE3€ BHE3allHOW CEpAECYHONW CMEpPTH, PaHHUX
MO3rOBBIX MHCYJBTOB, MH(ApPKTOB MHOKapja, caxapHoro aualeTa; Takke K JaHHBIM (hakTopam
OTHOCSAT MYXCKOMW ITOJI, TOKUJION BO3PACT, (PU3MOIIOTHUECKYIO MM XUPYPTHUECKYI0 MEHOIAy3y Y
JKEHILHH.

Koppeknuro ¢akTopoB prcka TpeOyeTcsi IPOBOJAUTh HE TOJIBKO IMAIMEHTY, HO M YICHAM €ro
cembu. OHa OCYILECTBISETCS MyTeM peallu3aliid IPOrpaMM CEeMEWHOMN MEepBUYHON MPOPUIAKTHKI
Y BOCIIUTAHUS, COCTABJICHHBIX JICYAITUM BPAYOM:

- Unnekc maccel Tena (Kerne) = macca Tena B kujiorpammax / (poct B M2);

- Unanekc tamus/6enpa (UTB): UTb = OT/OB, roe OT (oKpy»XHOCTh Talwu) — HAaUMCHbBIIAS
OKPYXHOCTh, M3MepeHHass Haja mynkoMm; Ob (okpyxHOCTh Oenep) — HaubombInas OKPYKHOCTb,
W3MEpEHHAs Ha YPOBHE SITOJIMII,

- UuTepnperanus ypoBHs X0JeCTepUHA TIa3MBbl:

- LIETIEBOM YPOBEHb XOJIECTEPUHA JTUNIONPOTEUHOB HU3KoU motHocTy (JIITH) ans manuentos
C OY€Hb BBICOKUM PUCKOM < 1,8 MMOIIB/T WM €ro CHUXeHHe He MeHee 4eM Ha 50% OT UCXOIHOTO
YPOBHS, €CIIM OH HaXoawics B quana3one 1,8-3,5 mmons/in (70-135 mr/mn);

- ieneBoii ypoBeHb xonectepua JIHII s manueHToB ¢ BBICOKUM pUCKOM < 2,6 MMOJIb/T HIIN
€ro CHIKeHue He MeHee 4eM Ha 50% OT UCXOAHOTO YPOBHS, €CJIM OH HaXOJUJICS B Auana3oHe 2,6-
5,2 mmonb/1 (100-200 mr/mn);

- neneBol yposeHb xosiectepuna JIHII g manueHToB ¢ HU3KUM M YMEPEHHBIM PUCKOM < 3
MMOIJIb/JT;

- Jlunonporenns! Beicokoit uiotHocTH (JI[IBIT) > 1,2 MMonb/n (y sxeHmuH), > 1,0 MMob/m (y
MY>KUHH);

- lleneBoii ypoBeHb TPUTITHIIEPHUIOB < 1,7 MMOJIB/II.

VYpoBeHb INIIOKO3bI B I1a3Me KPOBH HATOIIAK HE BbIIIE 6,1 MMOJIB/IT;
VYpoBeHb MOYEBOI KHCIOTHI CBIBOPOTKU KpOBU < 420 MKMOJIB/J (Y MyX4HH), < 360 MKMOJIB/1
(Y 'KEeHIIUH).

Bba3oBble coBeTbl nauneHTy un ero cembe

1. JlocTaTOYyHBIM CUUTAETCSI COH HE MEHEe 7 4acoB B CYTKH;

2. Macca tena mopkHa mpubmmxkaThes K uneanbHoit (MMT menee 25 kr/m2). [lns storo
CyTOYHasl KaJIOPUIHOCTh MUIIM B 3aBUCUMOCTH OT MAacChl Tella M Xapakrepa paboThl JOJKHA
coctaBiaTh oT 1500 no 2000 xkan. [Torpebnenue 6enka — 1 I/Kr Macchbl Tena B CyTKH, YIJIEBOJIOB —
1o 50 r/cyT, xxupoB — 10 80 r/cyt.;

3. XKenareapHOo BecTH JHCBHUK IMUTAHUSA; MALUCHTY HACTOATCIIBHO PEKOMCHAYCTCA n3berath
XKHUPHBIX, CIAJAKUX OJII0JI, OTJaBaTh MPEANOYTEeHHE OBOLIaM, (GpyKTaM, 371aKOBbIM U XJieOy rpyooro
TIOMOJIa;
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4. OrpanuyeHue MoTpeOIeHUs COU A0 5 I/CYTKH;

5. Cnenyer ynotpeOJiATh B MHINY MPOJYKTHI, OoraThle KajaueM (CBeXHE (PPYKTHI, OBOIIH,
Kypara, eueHbli KapTodern);

6. HeoOX0IMMO IpEeKpaTUTh WITH OTPAaHUYUTh KypEeHUE,

7. IloTpebiieHne aiKoroisi CieayeTr orpaHuduth 10 30 Mi/CyT B mepecuere Ha aOCONIOTHBIN
9TaHOIT;

8. CornacoBaHue C JICUallliM BpauoOM WHAWBUAYAJIbHO MPHEMIIEMbIX JUIS MAIIMEHTA HArpy30K:
TIeIIMe MPOTYIIKH, €3/1a Ha BEJIOCHIIE/Ie, X01b0a Ha JIbDKaxX, padoTa B caiy;

9. Ilcux03MOLMOHANIBHBIA CTPECC Ha TPOU3BOJCTBE M B OBITY KOHTPOJIUPYETCS MPABUILHBIM
o0pa3zoM xu3HH. ClleAyeT OrpaHUYUTh POJIOJIKUTEIBHOCTh pab0overo JHs U JIOMAITHUX HArpy3oK,
n30eratb HOYHBIX CMEH, KOMaHJMPOBOK;

10. FOHOIIIaM, 3aHUMAOIIMMCS CIOPTOM, HEJb3S1 3I0yNOTPEOISATh MUIIEBBIMUA JOOaBKaAMH IS
HapalMBaHUs MBIIICYHON MACChl U HCKJIFOUUTh IPUEM aHA0OJINYECKUX CTEPOHIOB.

CoBeTbl nauueHTy c MMMIaHTUPOBAHHbIM KapaunoBepTepoMm-
aedpnbpunnaTopom w/MnuM  yCTPOUCTBOM CepaevyHOM PEeCUHXPOHU3UPYIOLLEN
Tepanuu

- 3ampemaercss MOJABEpPraTbCsi BO3JECHUCTBHIO MOIIHBIX MAarHUTHBIX M 3JEKTPOMArHUTHBIX
MOJIEH, a TAK)KE HETIOCPEICTBEHHOMY BO3JICUCTBHIO JTFOOBIX MAarHUTOB BOJIM3M MECTa UMILJIAaHTAIUH;

- 3amnpeniaercs noJIBepraThCsi BO3IEUCTBUIO AIEKTPUUECKOTO TOKA;

- BrmonmHenue MarHuTHO-pe3oHaHcHOW Tomorpaduu (MPT) 3amperieHo; HMCKIIOYCHUE
coctapisitor cuctembl MUKl u CPT-JI (s1exTpoasl U yCTpOMCTBO), UMeronue otMeTky o MPT-
COBMECTUMOCTH;

- 3amperniaercs HAHOCUTH yAaphl B rpyabs B obnacts umiiantauuu MKJ/CPT-/I, neitaTecs
CMelIaTh anmnapar Ioj Koxeu;

- 3anpelmiaercs CaAuThCA 32 pyJib TPAHCIOPTHOTO CPEACTBAa B IEpPBbIE 3 Mecsla IOcie
umrantaiuu UKJI/CPT-]1, a takke B TeueHue 3 MecsieB Mociie 000CHOBAHHOTO CpalOaThIBAHUS
UK/,

- 3anpemaercss NPUMEHSATh MOHOMNOJSPHYIO 3JIEKTPOKOATYJSALUI0 TPU XUPYPTHUUECKUX
BMeEIIATEeNhCTBAX (B T.4Y. SHIOCKOMUYECKUX ), TPUMEHEHHE OUMOISPHON KOAryJsIUu JOIKHO OBITh
MaKCUMaJIbHO OIPaHUYEHO;

- Cnenyer orpaHuuuTh TpUMEHEHHE NepdopaTopoB U DIEKTPOApeNeil, a Takke
ra30HOKOCWJIOK; KOCHUTh BpPYYHYIO M KOJOTH JpOBa HEOOXOIUMO C OCTOPOXKHOCTHIO, IIO
BO3MOXHOCTH JIy4llle OTKa3aThCs OT JAHHOI'O BUJA JACATEIBHOCTH;

- HexxenarenpHbl O0OMbIINME HATPY3KU HA TIICYEBOM MOSIC;

- MoOXHO 1OJIb30BAaTbCS KOMIIBIOTEPOM M TOAOOHBIMH €My YCTpOIICTBaMH, B TOM 4YHCIIE
MOPTATUBHBIMY;

- MOXHO BBINIOJIHATD JIIOObIE PEHTT€HOBCKUE HCCIEA0BAaHUSA, B TOM UYHCJIE KOMIIBIOTEPHYIO
ToMorpaduio;

- MoxHo paboTaTh MO JOMY WM Ha 36MeJIbHOM y4YacTKe, UCIOIb30BaTh JJIEKTPOUHCTPYMEHT,
IIPY YCIIOBUU €r0 UCITPABHOCTH;

- M0>XHO 3aHUMAThCS CIIOPTOM, H30erasi KOHTAaKTHO-TPABMAaTUYECKUX BUJIOB;

- Mamuent c¢ UKJ/CPT-II nomkeH CBOEBPEMEHHO SBIATbCA K Bpauy Ui HPOBEPKU
YCTPOMCTBA C UCIIOJIB30BAHUEM COOTBETCTBYIOILIETO MPOrPaMMaTopa;

- Ilamment c¢ UKJ/CPT-J| nmomkeH 3HATH Ha3BaHUE, MOJEIb HWMIUIAHTUPOBAHHOTO
yCTPOMCTBA; KpaliHe JKeJaTesbHO BCEria MMETh Mpu cebe macnopT, HHGOpMalMOHHbIE TaHHbIE 00
WUKI/CPT-/I.
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CoBeTbl MauueHTy nocre NpPoBeAeHUsl MWHTEPBEHUMOHHOro JievyeHus
Kenyao4vKoBbIX HapyLlleHU putma

- Orpann4eHne CpeaHETSDKENbIX, TSHKEIbIX (U3UYECKUX HAarpy30oK B T€YEHHE OT OJHOTO 0
TPEX MECSLEB MTOCIIE NHTEPBEHLIMOHHOIO JICUEHHUS JKEITyI0YKOBBIX HAPYILIEHUIN pUTMA;

- Crporoe coOmoeHHe JBUTAaTEIBHOIO  PEKUMA, PEKOMEHJAUUN [0  IpHUEMY
MEIMKAMEHTO3HBIX [TPENapaTos;

- PerynsipHoe nocenieHue Jieyalero Bpaya ¢ OLleHKOW coCTOsAHUS 310poBbsi, DKI -koHTposIEM
He pexe 1 paza B 6 Mecs1IeB;

- Ilpu BO3HUMKHOBEHUM MPUCTYNIAa APUTMHUH, COIPOBOXKAAIOIIEIOCS TI'OJOBOKPYKEHUEM,
c1aboCThI0, TOTEpPe CO3HAHMS, YYalEHHBIM cepAleOueHueM, — BBI30B CKOPON MEIUIIMHCKON
nomoIy; sxenarenbHa DK -pukcarus HapymeHui puT™a;

- [lo mokazaHuAM, peKOMEHIAIUSAM JIEUallero Bpaya MOXET ObITh HEOOXOIMMO MPOBEICHUE
KOHTPOJILHOTO 3XOKapAUOTpahuyecKoro ucciaeIoBaHus, CyToOYHOro Monutopuposanus DKI'.

MpuHUMNBLI HabNOAEHUA NauMeHTa y nevallero Bpaya

- [lmanoBbIe BHM3WTHI K Je4alleMy Bpauy Ul KOHTPOJIS COCTOSHHS 3JI0POBBSI TIOKa3aHBI B
cpennem 1 pa3 B moniroza;

- [TanmenTy *xenaTesbHO 3HATH HA3BaHUS U JIO3UPOBKH IIPUHUMAECMBIX ITPETIApaToB;

- Henecoobpazno nposeaenne DK -KOHTpoIIst IpU BU3UTE K JieHallleMy Bpayy;

- [Ipn yxynmeHnn caMouyBCTBHS PEKOMEH/JOBAH BHEINIAHOBBIN OCMOTP JIeYalero Bpaya.

HeoTnoxHble cocTosiHUA, TpebyloLwme BbI3OBa CKOPON MeAULUMHCKOM NOMOLLMU

- Ilpy BO3HHMKHOBEHMHM OJIM30[la AapPUTMHUHU, COIPOBOXKAAIOLIETOCA TIOJIOBOKPYKEHHUEM,
cJ1a00CThI0, MPETOOMOPOYHBIM COCTOSTHHEM, IOTEped CO3HaHUs, Y4allleHHbIM cepiueOueHueM
MOKa3aH BbI30B CKOPOM MEIMIMHCKONM MOMOUIM JJii KOHTPOJS W CTAaOMJIM3allUd COCTOSIHHUA,
OIIpeEeICHUs TOKa3aHUN K BO3MOYKHOM TOCIUTAIN3AlMY B CTALIMOHAD;

- Ilpy BO3HMKHOBEHMM OHMH30/I0B MNPEAOOMOPOUHBIX COCTOSIHHM, TIOTEPH CO3HAHUS
PEKOMEH/I0BaH BBI30B CKOPOW MEIUIIMHCKOW MOMOIIM JJIsi KOHTPOJIS U CTaOMIIM3alUN COCTOSTHHUS,
ONpeneNeHuUs TOKa3aHUI K BO3MOKHOM TOCIATAIN3AIMK B CTALIMOHAD;

- Ilpu Bo3HukHOBeHuu cpabateiBanuii WKJ/I/CPT-JI pexkomMeHIOBaH BBI30B CKOPOIi
MEAMIIMHCKOW TOMOIIM U1l KOHTPOJS M CTa0WIM3allud COCTOSIHMSI, OINpEAETCHHs MOKa3aHWH K
BO3MOYKHOH TOCIIUTAJIU3ALMU B CTALIUOHAD;

- IlanMeHTaM ¢ BO3ZHUKIIUMH OCJIOKHEHHUSIMHU TIOCJ€ KaTeTepHOW alnaluu peKOMEeH/I0BaHa
CKopeilias TocnuTaIu3alys B CIEeHUAIN3UPOBAHHBINA CTallMOHAP JJIs MPOBEAECHUS HEOOXOANMBIX
Je4eOHO-TMarHOCTUYECKUX MEPOIPUSATHIH.

[Ipunoxenne I'

LWkana SCORE

HazBanue Ha pycckom s3bike: [Ikana SCORE

OpurunanpHoe HazBanue (ecnu ecth): SCORE scale (Systematic Coronary Risk Evaluation)

Hctounuk  (opuuuanbHeli  caiT  pa3paboOTUMKOB, MyOiIMKamMsg C  BaJuganuei):
http://www.heartscore.org/ru_RU

Tun (moauepKkHyTS):

- [IKaJ1a OLEHKU
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- UHJIEKC
- BOIIPOCHUK
- Ipyroe (yTOUHUTB):
Hasnauenue: KIMHMYECKHM HHCTPYMEHT JUIsl OLIGHKM PHUCKA CMEPTEIBbHOIO CepleyHo-
cocynuctoro 3aboneBanust B Tedenue 10 ser. Hacrosimas mikama paspaboTtana [uis CTpaH ¢
BbICOKMM ypoBHeM cmepTHocTH 0T CC3 (Bkitouas Poccuio) Ha ocHOBaHMU clieAyoUuX (aKkTOpoB:
BO3pAcCT, 10JI, KypeHue, ypoBenb cuctoindeckoro A/l u OXC. Yposens XC JIBII ne yuutsiBaercs.
O6mas onenka pucka ¢ nomombio SCORE pexkomenayercst y 0€CCUMITOMHBIX B3pPOCIBIX CTapIiie

40 ner, 6e3 CC3, CII, XBIT nimu CI'’XC.

2020-2021-2022 (10.06.2021) — YTBepxaeHbl MuHsgpasom PO

CopepxaHue (LuabnoH):
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Knio4 (vHTepnpeTauus):

VYposens cymmapuoro CC puck no mxkaine SCORE:
meHee 1% — HU3KUH.

ot 1 10 4% — cpeHUi WM YMEPEHHO MOBBIILIEHHBIM.
oT 5% 10 9% — BBICOKHH.

> 10% — o4eHb BBICOKHIA.

Ilosicuenus: HeT

CHA2DS2-VASc. Lllkana oueHKU pucka TPOMOO3IMOONMNYECKUX OCIIOXKHEHUWN Y
nauueHToB ¢ hmbpunnaumen/TpeneTaHmemM npeacepaun

Haspanue Ha  pycckom  s3eike:  CHA2DS2-VASc. Illkama  omeHKH — pucKa
TPOMOOIMOOIMYECKUX OCIOKHEHUN y TAIIMEHTOB ¢ GUOPHILIALINEH/TpenieTaHueM MpeIcepanii

OpurunanbHoe Ha3Banue (eciu ects): CHA2DS2-VASC

Hctounuk (opuuuanbHbIA caliT pa3paboTynkoB, myonukanus ¢ Bamuaanueii): 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 (moaYepKkHyTh):

- IIKaJIa OLECHKU

- UHJIEKC

- BOIIPOCHUK

- Ipyroe (yTOYHUTB):

Ha3nauenue: KIMHWYECKUI WHCTPYMEHT Il TPOTHO3MPOBAHUS PHCKA HIIEMHYECKOTO
UHCYJIbTa U CUCTEMHOT0 TPOMO03IMOOIM3MA NP PUOPHILISIUY PEACEepAUii

CopepxaHue (wWabnoH):

dakTOp pUCKa baer

WNHucynbT, TpaH3UTOpHAS HIIEMUYecKas aTaka WM apTepHalbHas TpoMOosMOomus B |2
aHaMHe3e

Bozpact >= 75 ner 2
ApTepuanbHasi THTIEPTEH3US 1
CaxapHuslii tuadet 1
3acroitHas cepaeunas HegoctaTouyHocTh/quchynkius JOK (B uactHocTn, B <=40%) |1
Cocynuctoe 3aboneBanue (MHpApKT MHOKapjJa B aHaMmHese, Mnepudepudeckuii |l
aTepOCKIIePO3, AaTEPOCKICPOTHUECKUE OJISIIKA B a0pTe)

Bo3spact 65-74 rona 1
YKenckuii mon 1

Knou (vHTepnpeTauus):
Cymma 6amroB no mkaine CHA2DS2-VASc Oxuaemast 4aCTOTa HHCYJIBTOB 3a TOJT

0 0%
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1,3%

2,2%

3,2%

4,0%

6,7%

9,8%

9,6%

6,7%

Ol N[O | B W | DN|PF

15,2%

IlogacHenus: HeT

Hogeie, n3gannsie B 2020-2021 rr. u odpunmanbHo yTBepKaEHHBIE MuH31paBoM PO,
KIIMHUYECKHE PEKOMEHIalMK (PyKOBOJICTBA, MPOTOKOJIBI JICUCHUST) — HA HAILIEM CalTe.
HNHTepHeT-cchlIKa:
http://disuria.ru/load/zakonodatelstvo/klinicheskie rekomendacii_protokoly lechenija/54.

Ecnu rae-To keM-To TaHHBIN TOKYMEHT OBLI paHee pacnedaTan, JanHoe nzo0paxenne QR-koma
IIOMOXET BaM OBICTPO MEPEHTH 1O CChUIKE ¢ OyMaXkKHOW KON — B HEM HAXOJUTCS 3Ta CCHUIKA.
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