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LQTS2 — cunapom yanmuHeHHOTO MHTEpBaa Q—T 2-TO MOJEKYISPHO — TeHETHIECKOTO BapUaHTa
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TepmuHbI M onpeneeHUs

HNHcTpyMeHTAaIbHAA JAHATHOCTHKA — JMAarHOCTHKA C  HMCIHOJIb30BAaHUEM  JUIs
o0cre1oBaHUS MAlEHTa PA3IMYHBIX MPUOOPOB, annapaToB 1 HHCTPYMEHTOB [ 1, 2].

Hcxon — 0001 BO3MOXKHBIA PE3YNIbTAaT, BOSHUKAIOIIMN OT BO3JACHCTBUS NMPUIMHHOTO
dakropa, MPOGUIAKTUIECKOTO WU TEPANEBTUYSCKOTO BMENIATEIHCTBA, BCE YCTAHOBIICHHBIC
M3MEHEHUSI COCTOSIHUS 3/I0POBbsI, BOSHUKAIOIINE KaK CIEACTBUE BMEIIATEIbCTBRA [3].

Konduaukr wuHTEepecoB — cuTyanus, Mpd KOTOPOH y MEAMIIMHCKOTO WU
dapmaleBTUYECKOr0 pabOTHUKA MPH OCYIIECTBICHUH UMHU MPO(ECCHOHATIBLHOU NesSTENIbHOCTH
BO3HUKAET JMYHAS 3aMHTEPECOBAHHOCTh B TMOJYYCHHU JUYHO JHOO dYepe3 MpeICTaBUTEIS
KOMITAHUM MAaTE€pUAIbHON BBITOAbl WM MHOTO MPEUMYIIECTBA, KOTOPOE BIUAET WU MOMKET
MOBJIMATh HA HAJIeKaIlee UCIOJHEHHE MMHU MPOPECCHOHANBHBIX 00SI3aHHOCTEH BCIIEJICTBUE
MPOTUBOPEUUS MEXKIy JUYHOH 3aWHTEPECOBAHHOCTHIO MEIUIIMHCKOTO pab0OTHUKA WU
dapmalieBTUYECKOro paboTHHKA U HHTEpecaMu ManuenTa [2].

MennuuHcKoOe BMENIATEIbCTBO - BBHITIOJHIEMbIC MEAUIIMHCKUM PAOOTHUKOM U WHBIM
pabOTHUKOM, MMEIOIIMM TMPaBO HA OCYIIECTBICHHWE MEIUIIMHCKON JIeATebHOCTH, TIO
OTHONICHUIO K MAIMEHTY, 3aTparuBaroiine Gu3nuecKoe Wiu NCUXUYECKOE COCTOSHUE YeOBeKa
U UMerolue Npo(UIaKTUYECKYI0, TUArHOCTHYECKYIO, JIe4eOHYI0, PeaOWINTAlUOHHYIO WU
UCCIICIOBATEIILCKYI0  HAMPABICHHOCTh  BUABl  MEIUIIMHCKUX  OOcienoBaHWUN ©  (WIN)
MEIUIIMHCKUX MAHUMYJISIUN, a TAK)KEe UCKYCCTBEHHOE MpephIBaHre OepeMeHHOCTH [2].

MeauuuHckuii padoTHUK - QU3UUECKOe JTUI0, KOTOPOE UMEET MEIUIMHCKOE UIIH WHOE
oOpa3oBaHue, paboTaeT B MEAUIMHCKOW OpraHu3allid U B TPYAOBBIE (JAOKHOCTHBIE)
00513aHHOCTH KOTOPOT'O BXOJUT OCYIIECTBJICHHE MEAUITUHCKON NeATEILHOCTH, THO0 (Pu3nyeckoe
JUI0, KOTOPO€  SABJSIETCS  MHAMBUIAYaTbHBIM  TPEANPUHUMATENIEM, HEMOCPEICTBEHHO
OCYLIECTBIISIOIINM MEIULIIMHCKYIO JeATEIbHOCTD [2].

IMauuent - ¢usznyecKkoe MO, KOTOPOMY OKa3bIBaeTCS MEAHMIIMHCKAS TMOMOIIb WU
KOTOpO€ O0OpaTWJIOCh 3a OKa3aHHEM MEIUIIMHCKOW TOMOIIM HE3aBUCHUMO OT HAJIM4YUS y HETO
3a00JI€BaHUS U OT €r0 COCTOSIHUS [2].

Paboyas rpynna no paspadoTke/akTyaau3anuy KJINHAYECKHX PEKOMEHIANMI — 3TO
KOJUIEKTUB  CIENMATUCTOB, paboTarolmMX COBMECTHO M  COTJIACOBAaHHO B IIENAX
pa3pabOTKH/aKTyaau3aui KIMHUISCKUX PEKOMEHIAINN, U HECYIINX OOIIYyI0 OTBETCTBEHHOCTH
3a pe3yabTaThl HaHHOU paboThl. COCTOSIHME - U3MEHEHHSI OpraHU3Ma, BO3HUKAIOIINE B CBS3HU C
BO3/ICHICTBHEM MATOTEHHBIX WU (Wiu) (U3HoIOrHYeckux (GakTOpoOB U TpeOyromue OKa3aHHs
MEJIUITUHCKOM oMot [2].

CuHapoM — ycToifunBas COBOKYIHOCTb psiJla CHMIITOMOB C €IMHBIM IIATOr€HE30M [6].
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Te3uc-pekoMeHAalUsA — TIOJIOKEHUE, OTpPAXKaroIllee TMOPAAOK M MPABUIBHOCTH
BBIMIOJIHEHUSI TOTO WJIM HMHOTO MEIUIMHCKOrO BMEIIATeNIbCTBA, HMEIOIIEr0 JI0Ka3aHHYIO
3¢ (heKTHBHOCTH U 0€30MaCHOCTb.

YpoBeHb 10cToBepHOCTH A0Ka3aTeabCeTB (YJl) — cTeneHb yBEpEeHHOCTH B TOM, YTO
HaliIeHHbII 3 PEeKT OT NpUMeHEeHUsI MEAUIIMHCKOTO BMEIIaTeIbCTBA SIBJISETCS] UICTUHHBIM [ 7].

YpoBenb yoOeautesbHocTH pexoMengaumii (YYP) — crenenbp yBepeHHOCTH B
JOCTOBEPHOCTH 3((heKTa BMEIIATEIbCTBA U B TOM, YTO CJIEJIOBAHUE PEKOMEHIANUAM IMpPUHECET
0OoJIbIIIE TIOJIB3BI, YEM BpE/Ia B KOHKPETHOM cuTyaruu [7].

Xupypruueckoe JjiedeHHMe — METOJ JieUeHUs 3a00JieBaHUN NYTEM pa3beIUHEHUS U
COCIMHECHUS TKAaHEH B XOJI€ XUPYPIUUECKOU Ollepaluu.

EOK - Espormeiickoe 00mIecTBO KapIuOJIOTOB. B TEKCTe HACTOSIINX KIMHUYECKUX
PEeKOMEHJAalUMid  JOMOJHUTENBHO YyKa3aHbl IOKa3aHUs K Te3ucaM B COOTBETCTBHM C
pexomennanusaMu EBpomeiickoro kapauonoruuyeckoro obmiectBa (EOK). B coorBercTBUE €

MCKAYHapPOAHBIM JOKYMCHTOM, BBIACIIAKOTCA KJIaCCHhI peKOMeHI[aHI/Iﬁ u YPOBHU

JI0Ka3aTeIbHOCTH.
HUmmiiantupyemsblii  kapauoseprep-aepudpuiaasarop (MK) —  s31eKTpoHHBIN
UMIUTAaHTUPYEMBIii pudop, npeIHa3HaYeHHBIN TUTST ANEKTPOTEepaANIuU

(2TEKTPOKAPIUOCTUMYIISIIASL M PA3PsiAbl BHICOKOW HHEPTUU) YTPOKAIOMIMX JKU3ZHU apUTMHUN U
IPEIOTBPALIICHUS] OCTAHOBKH Ceplia.

Kapauopecunxponmsupywmas tepanuss (CRT) — merox nedeHuss XpOHHUYECKOU
CEpJECYHON HEIOCTATOYHOCTH IPH HAJIMYUU HAPYLIEHWM BHYTPHKEIYJLOYKOBOTO ITPOBEACHUS
(vamie npu Osokajge JIeBOM HOXKKM Iydyka ['mca), KOTopas OCYLIECTBISIETCS IMyTeM
PECHHXPOHM3AIIMU CEPJCYHBIX COKpPAIEHUH C TOMOIIbI0 OWBEHTPHUKYJISIPHONH CHCTEMBI
AIIEKTPOKAPIUOCTUMYISIHH. Takue CUCTeMbI OOBIYHO BKITFOYAIOT MIPABOMPEACEPAHBIN dIIEKTPO/I,
IIPABOXKEIYOYKOBBIA  JJIEKTPOA M JIEBOXKEIYAOYKOBBIM  3JIEKTPOJ. OJEKTPOABI  MOTYT
MMIUTAHTHPOBATHCS TPAHCBEHO3HBIM WM XUPYPTUYECKUM CIOCOOOM, a TaKXkKe IMOCPEICTBOM
TOPaKOTOMMUU.

Xoareposckoe MmountTopuposanue IKI' — meTon nccnenoBaHusi, KOTOPBINA MO3BOJSET
IIPOU3BOJUTH HENPEPBIBHYIO perucTpanuio auHamuku cepana Ha OKI ¢ momomsro
MOPTAaTUBHOIO yCTpPOWCTBAa (XoiTepa), OTCIEKMBAaTh M3MEHEHuss B pabore cepauna U
KOHTPOJHUPOBATH apTCPUATIBHOC AABJICHUC MAallUCHTA B TCUCHUEC AJIUTCIIBHOTO MMEPUOJa (CYTKI/I u
6oJiee) B yCIOBHSIX €r0 aKTUBHOCTH.

Pagnouacrornas karerepHasi abiaaumss (PUA) aputmMmu — WHTEPBEHIIMOHHOE

KaT€TCPHOC BMCHIATCIIBCTBO, C HCIOJB30BAHUCM CICHUAJIBHBIX KaTC€TCPOB, ITYKHIHWOHHO
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BBEJICHHBIX B IOJOCTh CEpAlla Yepe3 COCYIbl, U PaJMOYacTOTHONW IHEpPrHH, HANpaBlIEHHOE Ha

yCTpaHEHHUE HApYLIEHUI CEpACUHOr0 puTMa (ApUTMHH).

1. Kparkas uHdopMamus 1o 3a00/IeBaHMI0 HJIH COCTOSIHHIO (Tpynme
3200J1€eBAHUI MJIH COCTOSTHUH)

1.1. Onpeodenenue 3adoneeanus uiu cOCMOAHUA (2pynnvl 3a00,1€6AHUN WU

COCMOAHUIL)

KeaynouxoBbie Hapymenuss purma (KHP) niam KeayaoukoBas TaxuapuTMus
(?)KTA) — 00600meHHOe Ha3BaHUE PACCTPOMCTB CEPACYHOTO PHUTMA, MPHU KOTOPHIX HCTOUYHUK
SKTONHWYECKOW AKTUBHOCTHU WUJIM Kpyra pUEHTPU HAXOAUTCS HUXke Iydka ['uca, T.e. B €ro BeTBsX,
cetu [lypkuHbe MM B MUOKapAE KEIyI0UKOB.

HeycroiiuuBas xkeaynouxosas taxukapaus (HYKT) - 3 u 6onee xommuiekca QRS,
IPOJOJKUTENBHOCTHIO < 30 cek.

YcroitunBas xenyaouxkoBas tTaxukapaus - KT, nponomkurensHOCThIO > 30 cek.

Mounomopdmuas KT - KT npu Hannuuu onuHakoBoit koHdurypauu QRS komuiekcos

IHosmmopdgnas KT - HectabunibHast, MeHstoasicst KoHurypanus QRS kommuiekcos

DiekTpuyeckuii mropm - 6onee 3 smu3010B XKT/DXK B Teuenue 24 qacos

Tpeneranue KeJyJ0OYKOB - PUTMUYHBIC, BBICOKOAMIUIUTYAHBIC, YIIUPEHHBIC
JNIEKTPUYECKUE OTKJIIOHEHHS JKETyJOYKOB ¢ yacToTro Oomnee 250 B MuH, BonmHbl T He
OTIPEAEIISAIOTCS.

OuOpn/IIAIUA  KeJTYyA0YKOB - XaO0THUECKas JJIEKTpUYEeCKash aKTHUBHOCTb B BHJIE
HOJUMOP(HBIX OCHMIUIALUI, TOCTOSHHO U3MEHSIOLIMXCS IO CBOeH KOH(UTYpalluu, aMILTUTY/IE,
IIPOJOJDKUTEIBHOCTH M YaCTOTE, IMAIa30H KoTopoi cocrasiusieT oT 300 u BoIe B 1 MuH.

BHe3anHasi cMepTh - HENIPEIBUJIEHHOE CMEPTENIbHOE COOBITHE, HE CBA3aHHOE C TPAaBMOM
Y BO3HHUKaroIlee B TeUeHHEe | 4 ¢ MOMEHTA IMOSBJICHUS] CUMITOMOB Yy IMPAKTHUYECKU 370POBOTO
yenoBeka. Eciam cmepTh mpowusomia 0e3 cBueTeNel, O BHE3alMHOH CMEpTH TOBOPST B TOM
cilydyae, eciid HOrMOIIMi HaX0oAMIcs B YJJOBJIETBOPUTEIBHOM COCTOSIHUH 32 24 4 10 CMEpTH.

Bue3annas cepaeunas cmeptb (BCC) — TepMUH npuMeHsieTcs], €Clii BHE3aNHas CMEPTh
BO3HUKJIA Y CYObEKTa C MW3BECTHBIM IpU JKU3HH BPOXKICHHBIM WM TNPUOOPETEHHBIM
NOTEHIMAJIBHO (aTaabHBIM 3a00JIeBaHMEM CepJila, WIM MATOJOTHS CepJeUHO-COCYAUCTON
cUCTeMbI Obljla BBISIBJIIEHA HA ayTOIICUU U MOTJIa OBITh MPUYMHON CMEpTH, MU €CIIM OYEBUTHBIE
AKCTpaKapIualbHble MPUYUHBI CMEPTH MO JAaHHBIM AyTONCHUH HE BBISIBICHBI, U HapyLICHHE

pUTMa CIyXUT HanOoJiee BEPOATHON MPUUMHON CMEPTH.
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Bue3annasi ocranoBka cepaua (BOC) - HenpenuaeHHas 0CTAaHOBKA KPOBOOOpAIICHHUS,
BO3HHMKAIOIIAs B TeueHHE | 4 ¢ MOMEHTa MOSBJICHUS OCTPBHIX CHMIITOMOB, KOTOpas Obuia
ycTpaHEHa C  IIOMOILIBI0  YCHEWIHBIX PEAHMMALMOHHBIX  MEpONpUATUN  (Harpumep,
neuOpUILIALINN) — «IIPEJOTBPAIIEHHAs OCTAHOBKA CEPJILIay.

Nnunonaruyeckasi :KeJygo4yKasi TaXHAPUTMHsI — COOBITHE, KOrJa KIMHUYECKOE
oOciieloBaHMEe  TMalMEHTa HE  IO3BOJWJIO  BBIABUTH  3a00JI€BaHMs,  MOTEHIHAIBHO
aCCOLMMPOBAHHBIE C KEITYTOYKOBOU TAXHUAPUTMHUECH.

IMepBuunas npodpunakruka BCC - MeponpusaTusi, HapaBJICHHbIC HA CHUKEHUE PUCKA
BCC y mun, wmeronux mnoBeimeHHbId puck BCC, HO 0e3 aHaMHe3a YrpoKaroIIMX >XKU3HU
apUTMUN WIH NIPENOTBPALLIEHHON OCTAaHOBKH CEpALIa.

Bropununas npoduiaakruka BCC - meponpustys, HanpaBiIeHHbIE HA CHU)KEHUE pUCKa
BCC y nun, uMmeronmx aHaMHE3 YrpoKAIIMX KU3HU apUTMHUI WU NPeJOTBPAlleHHON
OCTaHOBKH cepAlia.

Cunapom Bpyrana - HaciaeCTBEHHBIM CUHAPOM U3 IPYIIBl KAHAJIONATUH, C TUIIUYHOU
OKI" kaptunoii u BeicokuM puckom pazsutus ©XK u BCC.

Karexosnamuneprudyeckasi nmosiumopguas skeaynoukosasi taxukapaus (KIIKT) -
peakas Hacle[ACTBEHHAas KaHAJOIMATHs, XapaKTEePU3YIOLIAsAcs aJpeHEePruuecKU-UHIAYLUPYEMOM
JBYHANpaBJIeHHON 1 noauMopduoit XKT.

HepBHOMBIIIeYHble 3a0o0JieBaHMsl - TIpyNIa HAacJIEICTBEHHBIX 3a00JeBaHU,
XapaKTEePU3YIOLIUXCSl MPOrPECCUPYIOLIMM  MEPBUYHBIM IOPAXXEHUEM HEPBHBIX BOJIOKOH
(HelipomaTy) WM CKEJNEeTHOM MYyCKylnaTypbl (MUOMATUM W MHOTUCTpoduu). BomneueHue
CepJICYHOM MBIIIIBI U MPOBOSAIINX ITyTe BaprnabeabHO, U HE KOPPEIUPYET C BHIPAKEHHOCTHIO
HEBPOJOTUYECKOW U MUOMATUYECKOW CUMIITOMATHKH.

HexomnakTHbIii MHOKapA — 0COOBI BUI KapAMOMHUOINATHH, XapaKTEPHU3YIOIIUNCS
BBIPQXEHHON TPaOEKYISIPHOCTHIO U TIIYOOKMMH MEXTPAaOeKYISIPHBIMH YTITyOJIEHUSMU JIEBOTO
W/WIM  TIPpAaBOTO JKEIyJO4YKa, a TaKKe YacTO COYeTaeTcsi C TOHKUM KOMIIAKTHBIM
AMUKapAUaIbHBIM CJI0€M MHMOKapAa. /[marHo3 craBUTCS Ha OCHOBaHHMM 3XOTpaUuecKUX W/MIU
MPT xkpurepueB (IpU COOOTHOIIEHUH TOJNIIMHBI KOMAKTHOIO CJIOSI K HEKOMIAKTHOMY >
MHorve mnanuMeHThl € HEKOMMIAKTHBIM MuHokapaoMm JIK abOcomoTHO OecCHMMIITOMHBI, HO
BO3MOXXHBI COYETAaHUSI CO BCEMH H3BECTHBIMH BHMJIaMU KapJIUOMHOIIATHI, C IMporpeccuert 1o
XCH, tpoMm603M605uu, aputmun uinu BCC B anamHe3e.

HNurepBan QT - oTpakaeT »>IEKTPUYECKYIO CHUCTONY JKEIYAOYKOB (BpeMs B
MIUIMCEKYHJaX OT Havana komruiekca QRS 1o konma 3y6ma T). Ero mpoaomkuTenbHOCTH
3aBucUT OT noina (y sxeHmuH QT nnuHHee), Bozpacta (¢ Bo3pactoM QT yminuHseTCs) U 4acTOThI

cepaeunbix cokpamennit (HCC) (oOpaTHO mponopruoHanbHO). JJis OOBEKTHUBHOW OIICHKH
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untepBaiga QT B HacTosIiee BpeMsl MOJIB3YIOTCS KOPPUTHPOBaHHBIM (¢ mompaBkoir Ha YCC)
untepasiom QT (QTc), onpenensiembiM mo dopmynam bazerra u @penepuka. B mopme QTc
cocraBisieT 340-450 mc g xeHmuH U 340-430 mc Uit MyxuuH. [laronoruueckum cuuraercs
npu 3HaueHuu 6omee 500 mc.

Cunapom yaiaunenHoro narepsaia QT (CYUQT)- camblif yacThlii HACI€ACTBEHHBIN
CUHAPOM M3 rpynnsl kaHaionatui (dacrora 1:3000 — 1:2500 HaceneHus), XxapaKTepU3yOIUNACs
yruHeHueM uatepBaia QT u KU3HEYTpOKAIOIIKUMU KETYIOYKOBBIMH apUTMHSIMU, B OCHOBHOM
MIPOBOILUPYEMBIMHU aIPEHEPTUYECKON aKTUBALIUEH.

Cunapom koporkoro uHTepBaja QT (CKHQT) - penkas HaciaeACTBEHHHAs
KaHAJIOMATUsA, XapakTepusylouascaykopoueHneM HHTepBaja QT W TOBBILICHHBIM PUCKOM

Pa3BUTHSA KU3HEYTPOXKAKOIIUX APUTMHUM.

1.2 Dmuonocus u namocenes 3a001e6anus UaU  COCHIOAHUA (2pPynnbl

3a001e6AHUI WU COCIMOANHUIL)

OcHoBHbIMU MexaHu3MaMu JKTA sBistiroTcs:

- MEXaHU3M IIOBTOPHOI'O BXO/1a BOJIHBI BO3OYKIEHUS (PUEHTPH),

- YCKOPEHHBI HOPMAJIbHBIA aBTOMAaTHU3M,

- aHOMAJIbHBII aBTOMAaTHU3M,

- TPUITEPHAs aKTUBHOCTh, UHIYLIUPOBaHHAsI pAaHHEH WIIU MO31HEN MOCTAENOIIpU3aLIUEH.

@®opMupoBaHUE YCIOBUW JUIsI BO3HUKHOBEHUS (DEeHOMEHA pPHEHTPH B MHOKap/e
KEIyJTOYKOB, B BUJI€ 30H 3aME/IJICHHOTO MPOBEICHHs BO30YKAECHNUS, YH4aCTKOB MBIIIIIBI CEpALA C
pasHBIMU 110 BEIUYMHE pedpaKTEpPHBIMH IEPHUOJaMHU, OOBIYHO CBSA3aHO C MATOJIOTMYECKMMHU
u3MeHeHussMu B Muokapne. [loatomy napokcusmanbHas JKT B mopasisromeM OOJBIINHCTBE
CIIy4aeB OCIIOKHSIET T€UEHUE TIKENbIX 3a0osieBaHui cepiia, Takux, kak MBC, ocobenHno npu
HAJIMYUM TOCTUH(APKTHBIX pPYOLIOB M XPOHUYECKOM aHEBPHU3MBI JIEBOTO IKeNIyJI0uKa,
BOCTIAJINTENbHbBIE 3a0oseBaHus MHUOKap/a, KapAMOMHUOIIATUN (TmnaTalMoHHas,
runeprpoduyeckas, apUTMOT€HHas JUCIUIa3Wsl MHMOKapAa TMpaBoro JKemyjaodyka | Jp.),
uHOQUIbTpAaTUBHBIE 3aboneBaHusi Muokapna. OcraHoBka cepima, kak mexanusMm BCC, B
abcomoTHOM OomnbiIMHCTBE ciay4yaeB (Oonee 80%) BozHukaer B pesyiabrare OXK ummm XKT,

cyiecTBeHHO pexke (Menee 20%) — B pesynbrate acucronuu [205].



334

335
336
337
338
339
340
341
342
343
344
345
346
347
348
349
350
351
352
353
354
355
356
357
358
359
360
361
362
363
364
365
366
367

1.3 Dnudemuono2usn 3zadoneeanus uinw cOCMOAHUA (2pynnovl 3a001€6AHUNTL UIU

COCMOAHUIL)

BHesamHast cepredHass CMepThb KaK HEOOpaTUMBIH HMCXOJ M pe3yibTaT BHE3AMHON
ocTaHoBKHU cepana gocturaet 50% cpenu Ipyrux ucxonoB y il 35-50 jaeT, nperuMyIecTBEHHO
MY>KCKOT'O I10J1a, OIHAKO B MOCJeIHee BpeMs Habto1aeTcsl TEHACHIMS K YBEIMYCHHIO JOJIH JIUIL
YKEHCKOTO0 T0J1a, a TaKXKe MOJAPOCTKOBOro U oHouIeckoro Bo3pacta. Puck BCC Bbllie y MyKuuH
U YBEJIIMYMBAETCS C BO3PACTOM B CBS3M ¢ OoublIei pacnipoctpaneHHOCThIO MBC cpenn moxKuibIx
moneit [8]. Hucno ciyaaes BCC Bapwupyer ot 1,4 Ha 100 ThIc. yenoseko-net (95% AU — 0,95—
1,98) y xxenun u 10 6,68 Ha 100 ThIC. yenoBeko-net (95% AU — 6,24-7,14) y myxxuun. Yucno
cinyuaeB BCC cpenu mononoro nokosienusi cocrasisier 0,46—3,7 na 100 Thic. yenoBeko-ieT [9],
gyto Tpanchopmupyetcs B 1100-9000 cmepreit B EBporie u 800—6200 cmepreit B CIIA kaxapiii
roxa [10].

Hannbie o pacnpoctpanenHoctu BCC B Poccum orpanuueHsl, B TOM 4YHCIE
ocobennoctsmu peructpauu BCC B pasubix ctpanax. J{onst BCC Bo Bcex BO3pacTHBIX TPpyIIax
cocraBuina 49,1% (15 420 u3 31 428 Bckpbrtuii, uiu 123,3 Ha 100 Thic. Hacenenus B ron). Ilpu
stoM pacmtpoctpaneHHocts BCC B Bo3pacte oT 1 10 45 ner cocraBuna 27,5% (2790 u3 10 132
BCkphIThii) [11]. Ognako Oonee OIM3KUMU K peaIbHOCTH HpeacTaBistoTcs 3Hadenus 200-250
TBHIC. YeJIOBEK B rof [12].

[Toutn B mosoOBMHE CIlydaeB OCTaHOBKa cepjua y jui crapiie 40 et mpoucxoaut 6e3
M3BECTHBIX 3a00JIeBaHWI cep/ia, OJHAKO OONBIIMHCTBO W3 HUX TPH OSTOM HMEIOT
HeauarHoctupoBannyto MBC [13]. CHmxenune 3aboneBaemoctd MBC u npyrumu Bugamu
CEepICYHOI MATOIIOTHHU TPHBENIO K YMEHbIICHUIO KoaudecTBa ciydaeB BCC mouru Ha 40% [14].
CornacHO HEKOTOpPBIM HCCJEIOBAaHUSM, CYIIECTBYET T'€HETHYecKas MpepacloyioKEHHOCTh K
BHE3anmHOM cMmepTu. ONMucaHO NMPOTHOCTUYECKOE 3HAYEHHE CEMEWHOro aHaMHe3a BHE3aIHOM
CMEpTH — IPU HAJMYUHU OJHOTO CIIydyasi BHE3AIMHOW CMEPTH B ceMbe OTHOCHUTENbHBIN puck (OP)
BHE3alMHON cMepTH cocTaBisgeT 1,89, a mpu OByX ciydasx BHE3amHOM cMeptu B cembe OP
Bo3pactaer a0 9,44 (p=0,01) [15,16,17]. B KOropTHOM TMOIUCCIEIOBAaHUM B paMKax
@®paMUHIEMCKOTO0 HCCIIEIOBaHUS II0Ka3aHO, YTO INpU HaJduuuu cemeiHoro anamueza BCC,
BEPOSTHOCTh BHE3AITHON cMepTH Bo3pacrtaeT Ha 50% (OP — 1,46; 95% A1 — 1,23-1,72) [17,18].
Onwucano, 4YTO ceMEWHBI aHaMHe3 BHE3alHON CMEPTH 3HAYUTEIbHO Yallle BCTpeyaeTcs y JIULL,
peannmMupoBanHbIX mociie XK, yem B kouTpOsbHOM rpymme (O — 2,72; 95% AU — 1,84-4,03)
[19]. CxoacTBO pe3yabTAaTOB 3THX HCCIEAOBAHUN YKa3blBaeT Ha BO3MOXKHOCTh T€HETHYECKOU
IIPEIPACIIONOKEHHOCTH K BHE3AIIHOM CMEPTH, KOTOpas MOXET CYIIECTBOBAaTh JaXke IpHU

OTCYTCTBUU JUATHOCTUPOBAHHOTO HACJICACTBCHHOI'O 3a0oiieBanus. B cBsI3M ¢ 3TUM HCOGXO,Z[I/IMBI
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UCCIIEIOBaHMsI, HalleJIeHHble Ha OOHapy)XEeHHE MOJIEKYJISIPHO-TEHETHYECKMX MapKepoB,
CHOCOOHBIX MpeJcKa3biBaTh ciydyan BCC B o0rieit momysisiuy.

bautensHOCTP 1O OTHOWIEHHIO K anekTpokapauorpadpuyeckum  (OKI) wm
9XOKapauorpauueckuM MpU3HAKaM HACJIEICTBEHHBIX apUTMOTCHHBIX 3a00JIEBaHUM SIBIISETCS
BaXHOW YacThIO KIIMHUYECKOW MPAKTUKU U MO3BOJSIET CBOEBPEMEHHO BBISIBUTH JIUI[ C BHICOKUM
puckoMm BCC. OnnHako 0 CUX MOpP HET €IMHOT0 MHEHUS O TOM, JIOJDKEH JIM TaKOW TIIaTeIbHBIN
MOJAXO0J PacHpoCTPaHATHCS HA MAcCOBBIM CKPUHUHI HaceneHuss Ha Haiuuue pucka BCC. B
Urtanmuum u Snonum BBeneHbl cuctemMbl OKI'-CKkpuHHMHra B LENSX BBIABICHHS JIMI C
HACJIEICTBEHHBIMU ApUTMOTEHHBIMU 3a00JI€BaHUAMH, HE UMEIOUINX KAaKOH-TH00 CUMITOMATUKU
[20,21]. Kax B EBpome u CIIA, Ttak u B Poccum 00s3aTeNbHBIM SIBISETCS CKPUHUHT
CIIOPTCMEHOB ~ TIEpe]l  COPEBHOBAaHUSMH, COMJIACHO  TpeOoBaHUSM  MeEXIyHapOIHOTO
OJIMMITUICKOTO KomuTeTa [22,23,24], X0Ts mocieaHee uccienoBaHue B M3pawse mnokasano
OTCyTCTBHE M3MeHeHui B yactoTe ciydaeB BCC y mpodeccnoHanbHBIX CIIOPTCMEHOB MOCTE
BBEJICHUS CKpUHUHTA [25].

CKpUHUHT OJIMDKaWIINX POJICTBEHHUKOB >KEPTB BHE3AITHOM CMEPTH IO3BOJIIET BHISIBUTH
JIUI] B 30HE PUCKA, HA3HAYUTh COOTBETCTBYIOLIUE JICUCHUE U TEM CaMBIM MPEIOTBPATUTH APYTUE

cirydan BHE3aIMHOMI CMCPTH B 9TOM CEeMbeE.

1.4. Ocobennocmu KoOUposanus 3a001€6aHUsA UAU COCHIOAHUA (2pynnbl

3a001e6anuil uau cocmoanui) no Mexcoynapoonou cmamucmuyecKou

Knaccudukauuu 6o0ae3neil u npoodem, cea3annvix co 300poevem (MKBE-10)

[46. OcranoBka cepaua

146.0 — OcranoBKa cep/iIia ¢ YCIEIIHBIM BOCCTAaHOBIICHUEM CEPACUHOM NeATEeTbHOCTH
[46.1. Bue3amnHas cepieyHasi CMEpTb, TaK OITMCaHHAS
[46.9. OcranoBKa cepalla HEYyTOUHEHHAs

147. ITapokcu3ManbHasi TAXUKapaANs
147.0. Bo3BpaTHast ke1y104KOBasi apUTMHUS
147.2. KenynoukoBasi Taxukapaus
147.9. ITapokcu3manpHas TaXUKapAKs HEYTOUHEHHAS

149. Ipyrue HapylieHHs CEpAECUHOrO puT™Ma
149.0. ®ubpunanus u TpeneTaHue Kerya0uKoB
149.3. TIpexneBpeMeHHas 1eNOJApU3aLNS KETYT0UKOB
149.4. Jlpyras u HEyTOUHEHHas IEMOJIIpU3aLUs
149.8. Jlpyrue yrouHeHHbIE HapyLIEHHs] CEPAEYHOTO pUTMa

149.9. Hapymenue cepieuHOro puTMa HEYTOUHEHHOE
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1.5. Knaccuduxkauusa zaboneeanusn uiu cocmosanus (2pynnsl 3a001€6aHUNH UIU

COCMOAHUIL)

Knaccudukanus >kenyo4uKoBbIX HapyIICHHH PUTMa CepAlla OCHOBaHAa Ha HECKOJIBKHX
KITFOUEBBIX TOJIOKEHUSX.

Lenecoobpasno evideneHue credyruux 6U008 KIUHUYECKU 3HAYUMBIX IHCETYOOUKOBbIX
apummuti’

- JKenyoukoBas skctpacucronus (JKD — akryanpHa knaccupukanus no B. Lown u M.
Wolf, a rakxxe M. Ryan) [26,27],

- HeycToiumBas xenmynoukoBas Taxukapaus (HYXKT),

- ycroiuuBas xenynoukonas taxukapaus (YKT):

- MoHOMOpdHast KT
- moaumopduas XKT

- IOCTOSIHHO penuauBUpyomias/Hexynupyomascs KT u anekTpruueckuii mropm

- pubpmmsyst / Tpenetanue xxemynoukoB (DXK/TXK)

Ilo smuonocuu: OTCYTCTBME WM HAJIU4YME€ OCHOBHOTO CTPYKTYpPHOro 3a0osieBaHMsI
cepaua.
ellqronaTuyecke >KEIyJOYKOBbIE apUTMHUHM TMPU OTCYTCTBHHM CTPYKTYPHOro 3a0o0JieBaHUS
cepana («100pOoKaYeCTBEHHBICY).
o)XenynoukoBble apUTMUU NPU OTCYTCTBUHU SIBHOTO CTPYKTYpHOTO 3a00JieBaHUS cepila Mpu
HAJIMYUK BPOXKJEHHBIX CHHJIPOMOB WM T.H. KaHAJIOMATUH - «3JI0KauecTBEeHHbIE»: CUHApPOM
ymiuaenHoro wuHTepBasia QT, Cunapom bpyrama, KarexonmamuuzaBucuMmas moaumMop@Has
xKenynoukoBass Taxukapaus, Cunapom koporkoro uHTepBana QT, Cunapom paHHel
penoIpu3ay KeTyI0UKOB.
o)Keny1oukoBsle apUTMUU NPU OTCYTCTBUHU SIBHOTO CTPYKTYpHOTO 3a0o0JieBaHUS cepila Npu
HATUYUU OOpaTHMBIX METa0ONWYECKUX WU JEKapCTBEHHBIX MPUYUH (HATIPUMEP, BTOPUUHBII
CHHJIpOM yAJuHeHHOro untepsaia QT).
o )XenynoukoBble apUTMHUU MIPU HAJTMYUN CTPYKTYPHOTO 3a00JI€BaHUs CepALla.

Bosbiioe 3HaueHme /i KIMHUYECKON MPAaKTUKU UMeeT pUCK-cTpatudukanus (tadm. 1).

Tabmuma. Knaccudukanus xxenynouxoBbeix aputmuii J.T. Bigger (1984)

Kpurepun JloGpoxauecTBeHHbIE [ToreHumansHO 3nokayectBeHHble JKTA
Crparudukanuu KTA 3JI0KaYECTBEHHBIE

pHUCKa KTA
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Puck BCC Husknii Cpennuii Beicoknii

Knunuka CepaueOuenue Cepauebuenue CepaueOuenue u
CHHKOTIJIbHBIC
COCTOSTHUS
Opranuueckoe Her Ectp Ectp

MOpaXXCHUE cep/Iia

Kenynoukosas Penkas wnm cpenusisa | CpenHssi WM 4acTast Cpenusis uim yactast
AKCTPACUCTOJIHS
[Tapnas XKD nnum KT OObI4HO HET Heycroitunsas XXT Yceroiuusas XT
Lens neuenns VYMmeHbmeHne VYMenbuieHue CHMXeHMeE JICTAIbHOCTH,
CHMIITOMOB CHMIITOMOB, CHUKEHHUE| TOJaBJICHUE apUTMHUH,
JICTAIbHOCTH YMEHBIIEHUE CUMIITOMOB

1.6. Knunuueckaa kapmuna 3a00/1€6aHUs  UWIU COCHMOAHUA (2PYRAbL

3aA001€6AHUN UIU COCIMOAHUIL)

Knunuyeckne mposBIEHUS JKETYJOYKOBBIX TAaXWAPUTMUKA MOTYT  CYIIECTBEHHO
pa3ianyaThCs OT aOCOMIOTHOM OECCMMITOMHOCTH 10 cepAaueOueHus, auckomdpopra B TpPyIu,
33pr,[{HHHOfI 6OJH/I, yayuibs, TOJOBOKPYXCHUHSA, HNPCCHUHKONAJIbHBIX W CHHKOIIAJIbHBIX
COCTOSIHMI. Y4allleHHOoe cep/uedueHre, npeaoOMOpPOYHOE COCTOSSHUE M OOMOpPOKHM — TpHU
Haubosee BaXKHBIX CHUMIITOMa, KOTOpble TpeOyloT TIIATENbHOTO cOopa aHamHe3a U

JOITIOJIHUTCIIBHOT'O O6CJ'I€‘I[OB8.HI/I$I JJIA UCKITIOYCHUA KTA.

2. JIlmarHocTuka 3a00/1eBaHUSI WJIN COCTOSIHMS (rpynmnbl 3a00JieBaHUNl WJIH
COCTOSIHMH), MeIUIUCHKNE TOKa3aHWsl W TMPOTHUBONOKA3aHMUSA K

le/IMeHeHI/IlO METOAOB JHATHOCTUKH
Z[I/IaFHOCTI/IKa 151 O6CJ'ICI[OB8.HI/Ie IpUu MOAO3PCHHUU Ha KCIIYHJOUKOBBIC HAPYLICHUA pUTMaA

BKITIOUAET CIEAYIOIIUE ITAIIbI:

- THIATENILHOE M3YICHHE KAI00, NCTOPUH 3a00JICBaHUS M CEMEHHOTO aHAMHE3a,

- OCMOTp U (pU3UKAIBHOE 00CIIeIOBAHNUE;

- J1a0OpaTOPHO-UHCTPYMEHTAIbHBIE METOIbI HCCIIEIOBaHUs: 0oJiee MPOCThIE HA TEPBOM
dTare U CJIOXKHBIE — Ha BTOPOM dTare o0cieoBanus (10 MOKa3aHUSIM);

- MaTOJIOTOAHATOMHUYECKOE HCCIICIOBAaHUE M MOJICKYJISAPHBIA aHAIHM3 JKEPTB BHE3AITHON
CEepAEYHON CMEPTH;

- TEHETHYECKOE TECTUPOBAHUE;

- BUBYAJIMBUPYIOIIUC MCTOAUKHU U MOp(I)OJ'IOFI/I‘-ICCKI/IC HUCCICIOBAaHUA
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2.1 /Kanoowvl u anamnes

ePekomeHnnyercs mnpu omnpoce mnanueHta ¢ KD OLEHUTh TSKECTh KIMHUYECKHX
nposieienuii XKD [26,27].

EOK IC (YYP B, YA 3).
KommenTapuii: Xapaxmep xnunuueckou cumnmomamuxu K3, a makowce ee 3nauenue 0as
NPOCHO3A 300p06bs U  JCU3HU NAYUEHMOS8 3A8UCAM OM  (OpM HPOAGIEHUL CAMOU
IKCMPACUCmMonuU, Ho & euje Donbuleli cmeneHu — Om OCHOBHO20 3a00/1e6aHUs, KAK NPUYUHbL ee
603HUKHOBeHUs. Pedkas oounounas K3 y 1auy, He umeowux NpuUsHAKO8 OpP2AHUYECKOU
nNamoa02uy co CMOpoOHbl Cepoyd, Moxcem NPOmeKams OecCUMNMOMHO UIU MAIOCUMAIMOMHO,
NPOAGIAACL UMb OWyujeHuem nepeboes co CMOpPOHbl cepoyd, NepuoouyecKu OecnoKoAUUX
nayuenmos. Yacmasn skcmpacucmonus ¢ nepuooamu OuceMunuu, 0coOeHHO ) OONbHBIX CO
CHUDICEHHbIMU NOKazamensamu cokpamumenvHou @yukyuu cepoya (MBC, xapouomuonamuu,
opyaue opmbl NOPAXHCEHUSL MUOKAPOA), NOMUMO nepedoes, MOX*Cen NPUBOOUMsb K CHUNCEHUIO
apmepuanbHo20 0a6NeHUs, NOAGNeHUI0 4Y8Cmea C1aO0Cmu, 201080KPYHCEHUIO, NOAGNEHUIO U
Hapacmauuro 0ObIUKU.
o[Ipu ompoce manueHTa CO CTPYKTYpHBIM 3a00J€BAaHUEM CEpJila, UMEIOLIETO BBICOKHI PHUCK
JKEIYJ0OYKOBBIX apUTMHUH, PEKOMEHAYETCS IIeJICHANPABICHHO BBIACHATH HaJIHuue Kanoo,
KOTOpBbI€ MOTEHLHUATBHO MOTYT OBITH OOYCIOBJICHBI MapOKCHU3MAIbHBIMU >KETYJOYKOBBIMU
aput™usamu [26,27].

EOK IC (YYP B, Y1 3).
KommenTapuit: Taocecms KIuHUYeCKUx npoasieHuti 3aucum Om Yacmomvl CepoeyHblx
COKpaweHutl 80 8pemMs NApPOKCU3MA, HAIUYUS UIU OMCYMCMBUS CMPYKMYPHO20 3a00.1e6aHUs.
cepoya u Cconymcmeylouler namoaocuu  (Hanpumep, amepockiepo3 opaxuoyepanbHulx
apmeputl).

e JKenynoukoBblE HapyLIEHUs] pUTMA PEKOMEHAYETCSI pacCMaTpuBaTh B Ka4€CTBE OJHOM
U3 BEPOSATHBIX MPHUUMH CUHKONAJIBHBIX COCTOSHUM Y MAallUEHTOB CO CTPYKTYPHBIM 3a00JI€BaHUEM
cepAua, ocoOOEHHO Yy MAaIlMEHTOB, MEPEHECIINX OCTPhIH MHGpApKT MHOKAp/Aa, CO CHHKEHHOH
(paxkipeii BBIOpOca JEBOTO xemyaouka [26,27].

EOK IC (YYP B, Y1 4).

e Jlpu ompoce manmeHta pekoMmeHayercs — paccmarpuBatb  CYUQT u
KarexojamuHepruueckyio nonuMmopduyro KT B kadecTBe BO3MOXKHBIX MPUYMUH KapIUOTEHHBIX

CHHKOIIAJIbHBIX COCTOHHHﬁ, BO3HHUKAIOIINX Ha BBICOTC q)HSHqCCKOﬁ WIKM SMOIMOHATIbLHOMI
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Harpy3K#, OCOOCHHO y MOJIOJIBIX TAIIMEHTOB, HE UMEIOIINX CTPYKTYPHOTO 3a00JIeBaHUS CepIIa.
[26,27,453,450].

EOKIB (YYP B, Y/ 4).
Komenmapuii. Ilpu coope anammeza 6onvnvix CYUQT pexomenoyemcs yoensimov makice
BHUMAHUE NPUHUMAEMbIM NAYUEHMOM JIeKAPCMBEHHbIM NPenapamam, NOCKOIbKY YOIUHeHUue
unmepsanra QT mozym 6vi3vi6ams MHO2UE HEKAPOUONIOSUHECKUE NeKapCMEeHHble CpPeocmea

(nocmosinno 06Ho8seMblIL nepeueHs npedcmasien Ha caume https://crediblemeds.org/; maxoice

aKmyanvtas  uHopmauus o nobounvix  dpdexkmax  MeouKxameHmosHbulx  Npenapamos

npedcmasiena Ha cavume https://www.drugs.com/).

oY HalMEHTOB, Y KOTOpPbIX mpenmnponaraercs nwin umeercs XKTA, pexkomeHnoBan co6op
CEeMEWHOro aHaMHE3a, HAIeJICHHBII Ha BBISBICHHE CIY4aeB BHE3ANHBIX M HEOOBSICHUMBIX
cMepTeil (Hampumep, yTOIUleHue) cpeau poacTBeHHUKOB |-l cremeneit poactBa B Mojo10M
BO3pacTe C IENbI0 OLIEHKH BEPOSITHOCTH T€HETHYECKH JETEPMUHHUPOBAHHBIX KEITYI0YKOBBIX
HapyleHul putMma cepaua [26,27].

EOK IC (YYP B, Y1 4).

2.2 Ocmomp u puzuxanvroe oociedosanue

eBcem o0cnmenyeMbIM TMalnMeHTaM PEKOMEHAYETCS MPOBOJAUThH CIEAYIOIINE CTaHJapTHBIC
U3MEPEHMS, B COOTBETCTBUH C ICHCTBYIOIIMMH PEKOMEHIALIUAMU:

- aHTPOIIOMETPUYECKHE MOKa3aTeu (POCT, BEC, UHJEKC MAcChl TeJla, OKPYKHOCTh TaJIUN);

- TEPMOMETPHUSI U OIIEHKA COCTOSIHUSI KOKHBIX TTOKPOBOB;

- OLICHKA HAJINYMUS OTEKOB U X PAcIpOCTPaHEHHOCTH;

- OIIPEJIEJICHNE YPOBHS CUCTOJIMUECKOTO U JuacToiandeckoro AJl;

- IaJbalus MyJbca Ha MepUPEepUYECKUX apTEePUIX C OLIEHKOM YaCTOThI ¥ PETYISIPHOCTH
puTM™Ma;

- OleHKa HaOyxaHMs M MyJbCallUd LIEHHBIX BEH, YTO MOXXET CBHUJETENbCTBOBATH O
HaJIMYMU BEHO3HOTO 3aCTOs;

- ayCKyJbTalusl Cepilla, COHHBIX, NOYEUYHbIX U OEIPEHHBIX apTepUil ISl BBISIBICHUS
NATOJIOTUYECKUX IITYMOB;

- maJbIaNus IUTOBHIHOM XKeJe3bl: pa3Mepsl, 00JI€3HEHHOCTD, MTOIBUKHOCTH [28].

EOK IC (YYP B, Y 4).
KommenTapuii: B Odonoanenue K OCHOBHbIM NOKA3AMENAM, pPEKOMEHOOBAHO OYEeHUBAMb
cneyuguueckue usMeHeHus ¢ Yeavlo UCKI0YeHUS 0OpamumMblX NPUYUH, KOMOpble NOMEHYUATbHO

mozcym Obimb accoyuuposarsl ¢ ofcefzydowcoebmu HAPYWEeRUAMU pummda. Baoicuvim aensemcs


https://crediblemeds.org/
https://www.drugs.com/
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CKPDUHUHZ ~KOJICHBIX NPOSBLEHUNl PeOKUX CUCEMHbIX B0CNAIUMENbHbIX — (CKIepooepmusl,
capkouoos) u ungexyuonnvix 3abonesanull (bonesns Yaeaca, boppenuos u op.) [29,30,31,32].
eBEIsSBICHHE TPHU3HAKOB TI'e€MOJUHAMUYECKOW HECTAOMIBHOCTH (CHIDKCHHUS apTepHAIBLHOTO
JABJICHHSI) PEKOMEHIOBAHO TPU (PU3UKATHHOM 00CIEIOBAHUY MAIUEHTOB C MAPOKCU3MATbLHBIMU
HapylIeHUAMHU puTMa cepaua [33,34].
EOK IC (YYP B, Y/ 4).

Kommenrapuii: Ilpu nooasnarowem 601buuHcmee iHcery0ouKosbiX HApyuleHul pumma cepoya
npu  QuUKaIbHOM 00C1e008aHUL NAYUEHMO8 6He NAPOKCU3MA KaKUe-1ubo U3MeHeHUs He
ommeuaromes. BneouepeOnvie cepoeunvie cokpawjenus (IKcmpacucmonvl) moeym Ovlmb
ommeueHvl npu noocuéme NyibCa, USMEPEHUU apMepPUdibHO20 OAGIeHUs. UIU aYCKYIbmayuu
cepoya nayuenma. B peokux cnyuasx npu oocredosanuu 6onvHuix 8podcoénnvim CYHUQT unu
AKIDK  603m001cHO  0OHApydCceHue aHOMANUuli OpeaHo8 YY8CME (8PONHCOEHHAS 2AyXxoma) u

KOCI’I’IHO-CyC’magHOIZ cucmemaol.

2.3 Jlabopamopnas Ouazrnocmuxka

B pamkax oOcnemoBaHus 1enecOOOpa3HO MPOBEAEHUE CTAJapTHOIO JaOOpPaTOpPHOIO

MUHUMYMa, BKJIIOYAIOIIET0 OOIIEKIMHUYECKH W OHMOXMMHYECKHH aHalu3 KPOBU IS
OTpeIeTICHUsI YPOBHS OOILET0 CEpJIeYHO-COCYAUCTOTO PHUCKA, C KOHTPOJIEM JOMOJHUTEIBHBIX
napamMeTpoB, MO3BOJSIONIMX TMOATBEPAUTh WM MCKIIOYUTh NPEXOMSIIUNEe KOPPUTHUPYEMbIS
HapylIEHUs, MOTEHIMAIbHO 3HAUMMbIE JUIsl BOBHUKHOBEHUS KEITYJOUKOBBIX HAPYLIEHUN pUTMa
cepaua.
*Bo Bcex ciyvasx y marnueHToB ¢ JKTA pekoMeH10BaHO 00CiIeI0BaHNe Ha TTOATBEPKICHUE WITH
UCKITIOYEHHE MPeXoasimmx (MoauduuupyemMsix) (HakTopoB, 3HAUMMBIX IS BO3HUKHOBEHUS
JKEITYJIOYKOBBIX apUTMHI (MIPUEM CEepJEYHBIX TIUKO3HUIO0B, aHTHAPUTMHYECKUX IpEnapaTos,
YpPOBEHb KaJlusg M MarHusi B CBHIBOPOTKE KPOBHU, MPHU3HAKKM OCTporo wuHGapKTa MHOKapAa,
TUIIEPTUPEO3 U 1Ip.).[26,27].

EOK IC (YYP B, Y 4).
e[laninentam co 3HauuMbIM yaiuHeHneMm uHTepBaia QT Ha DKI' pekoMeHI0BaHO TPOBEACHUE
KOMIUIEKCA aHAJIM30B JJIs BBIABICHUS MPEXOASIIMX MNPUUUH (HAmpuUMep, TUIOTHPEO3,
TUTIOKAJIEMUs, TIPUEMA JICKAPCTBEHHBIX MPENapaToB, METAOOINIECKUX HAPYIIEHUN, TPUMEHEHUS
Pa3HOOOpa3HBIX AUET | 1Ip.) [26,27].

EOK IC (YYP B, Y1 4).



555
556
557
558
559
560
561
562
563
564
565
566
567
568
569
570
571
572
573
574
575
576
577
578
579
580
581
582
583
584
585
586

ebosbHBIM, y KOTOpBIX Ha DKI' peructpupyercs bpyrajga-narrepH, peKOMEHI0BaHO TPOBEJACHUE
KOMIUIEKCa aHAJIM30B JUIsSl BBISBICHMS MPEXOAAIIUX MPUYUH (HAIIPUMEpP, OCTPBHIM KOPOHAPHBIN
CHHJIIPOM, TPOMO0IMOOIHS IErOUHOM apTepuu, IEPUKApANT U 11p).[26,27].

EOK IC (YYP B, YU 4).

2.4 Hucmpymenmanonas ouaznocmuka

CKpPUHHUHT NANMEHTOB C NMpeanoJaraeMbiMu Win Joka3anHbiMH 2KTA.

Crangapraas OKI' B 12-TH O0TBEACHUSIX MOXET CIOCOOCTBOBATH BBISIBICHUIO NMPU3HAKOB
HaCJIeJACTBEHHBIX 3a0osieBaHui, cBsi3aHHBIX ¢ KA m BCC, Takux kak KaHajonatuu (CHHAPOM
ymiuaenHoro untepBaina QT u cunapom kopotkoro unrepsana QT, cunapom bpyrama, KITXKT)
u kapauomuonatuu (AKIDK u I'KMII). Ha cTpykTypHyr0 NaTOJIOTHIO CEpAlla YKa3bIBalOT TaKUeE
OKTI -npusHaku, kak Onokana mydka ['uca, arpuoBenTpuxyisipaas (AB) Onokana, runeprpodust
Kenmygaouka W 3yberr Q, XapakTepHbId JUid  HMIIEMUYeckoid OoJie3HM cepAla MWId
WHOUIBTPATUBHOW KapIUOMHONATHH. DJIEKTPOJIUTHBIC HapylieHUS U S EKThl Pa3IMIHBIX
JICKapCTBCHHBIX IPEMapaTOB MOTYT TPHBECTH K HApPYNICHUIO PEMOJIAPU3ANANd U /WIN
yasrHeHuto komiiekca QRS.

W3  uHCTpyMEHTANbHBIX  METOJOB  JTUATHOCTHKM  Yalle BCEro  HCIHOJB3YIOT
aXOoKapauorpaduo, KOTopas 1Mo CpaBHEHUIO C MAarHUTHO-pe3oHaHCHOW Tomorpadueit (MPT) u
koMrbroTepHOi ToMorpadueit (KT) cepama siBiaseTcss MEHEE IOPOrOCTOSIIEH, TOCTYITHOW W
MO3BOJIIET C BHICOKOM TOYHOCTHIO IMAarHOCTUPOBAThH 3a00JI€BaHUS MHOKAp/a, KJIalmaHoB cepaia
WIN BPOKJEHHBbIE OPOKHU cepaua, ceszanHble ¢ KA u BCC [40]. Kpome Toro, y 6osbIMHCTBA
MAaIlMEeHTOB OHA TMO3BOJISIET OLEHUTh cUcTonueckyto Gyukmuio JDK u peruonanbHoe qBUKEHUE
CEepAECYHOMN CTEHKHU.
eBrmonnenne JKI' (pacumpoBka, onrcaHne U UHTEPIPETAIUS dJIEKTPOKapAHOTrpadhuIecKux
JaHHBIX) B 12 OTBEJEHUSIX PEKOMEHJOBAHO BCEM IMAalMEHTaM IPHU MPOXOXKICHUH 00CIe10BaHuUs
Ha MPeJMET BBISIBIICHUS JKeTy10uKoBbIX aputmuii (JKA) [35,36].

EOK IA (YYP A, YA 1).
e[Ipoba ¢ no3upoBaHHON (hH3MUECKON Harpy3Kod peKOMEH/J0BaHa IMalMeHTaM, €CJIM U3BECTHO
WM TIPEIONIaraeTcs, YTo YKeNyI0UYKOBBIE apUTMHH, TMPOBOIHUPYIOTCS (HU3HMUECKON Harpy3Kow,
JUIS. YCTAaHOBKHM JIMArHO3a, OMPENEJICHUs MPOTHO3a OICHKH PEe3yIhbTaTOB MEIMKAMEHTO3HOM
Tepanuu win abnanuu. [26,27, 44].

EOK IA (YYP A, YO 2).
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eDxokapauorpadus st onenkn Gyakuuu JOK u [DK u BeIsIBICHHS CTPYKTYpHOW MATOJOTHH
ceplia peKOMEHI0BaHa BCEM MaIlMeHTaM, C MpearoiaraeMbIMU Uiu Joka3aHHbIMH JKTA nmmn
MMEIOLIUM BBICOKUH puck pa3zsutus Tsxenbix KA wim BCC [27, 41, 43].

EOKIA (YYPA,YI12).
Kommenmapuii. Oxoxapouozpagpuro ciedyem 8binoiHams cem nayueHmam npu Hanuuuu KA u
NOO003peHUU HA CIMPYKMYPHYIO NAMONLO2UI0 Cepoyd, a makxice y NayueHmos ¢ blCOKUM PUCKOM
passumuss KA wumwm BCC, wnanpumep, npu OuiamayuoHHoU, 2unepmpopuueckou uiu
npagoNCeNy00UKO80U KAPOUOMUONAMUY, A MAKXHCE Y NAYUEHMOS8, NEePeICUsUIUX OCmpblil
uHapxm muoxapoa, unu y poOCMEeHHUKO8 NAYUEHMOB8 C HACIEOCMBEHHbIMU 3A00/1e86AHUAMU C
evicokum puckom BCC.
eHarpy3ounsrit CTpecc-TecT (anexTpokapauorpadus/sxokapauorpadus/nepdy3nonHas
onHOGOTOHHAS HMHUCCHOHHAS KOMIIbIOTepHas ToMorpaduss ¢ (u3Mdeckod Harpy3Kkoi)
pexkomeHnoBaH mnauueHtam ¢ KA, MMEIOIIMM CpEAHIOI WM BbICOKYIO BepostHOcTh WBC,
UCXOMs M3 BO3pPAcTa WJIM CHMIITOMOB, C LENBIO MPOBOKAIUM HIIEMHUYECKUX H3MEHEHUH WU
JKEITYJI0YKOBBIX apUTMUIA, a TaKkKe JUIsl YTOUHEHUs AMarHo3a M mporHosa mnpu Hamumuuu KTA,
WHAYIUPOBAHHBIX (DU3MUYECKOI HArpy3KOM, WM MOAO3PEHUHU Ha JIaHHYIO MATOJIOTHIO, BKIHOYAs
KaTexojaMuHepruueckyto nonmumopduyro XKT [41, 43, 44, 45].

EOKIB (YYP A, Y] 2).
Kommenmapuii. Hexomopviym nayuenmam nokazama sxoxapouozpaghus ¢ 1ekapcmeeHHou uiu
Quszuueckoti nHazpyskou («cmpec-2XO0p»), 6 mom yucie nayuenmam, y komopwix KA moowcem
ObImMb cnpogoyUposana uwemuet, a makKdice mem, Kmo He nepeHocum Quzuieckue Hazpy3Ku Uiy
umeem usmenenusi IKI" 6 nokoe, umo oepanuuusaem mournocmos IKI' 0nsa onpedenenus uwemuu.
eBrimosnnenne MPT umu KT cepana y 607abHBIX ey JOUYKOBBIMU apUTMHUSIMU PEKOMEH]IOBAHO B
ClIydasix, Korja sxokapauorpagus He naet TouHoil uHpopmanuu o pynkuuu JOK n IDK u(unn)
0 CTPYKTYPHBIX U3MEHEHUX cepaua. [26, 27].

EOK IA (YYP A, Y]] 2).
o[lpu penkux cumnromMax (K TpUMEpPy, CHHKOIAIBHBIE COCTOSIHHS) M HEBO3MOXKHOCTH
peructpaiiun OKI' Bo Bpems smm30[a XOJETPOBCKMM MOHUTOPHPOBAHHUEM PEKOMEHJI0BAHO
UCIOJIb30BaHUE HApY)KHOTO WIM  MMIUIAHTUPYEMOI'O  METJIEBOIO0  perucrparopa  Juis
JOJTOBPEMEHHOHN PETUCTPAIMH AJIEKTPHUECKOW aKTUBHOCTH MPOBOAIICH CHCTEMBI CepIa s
BBISIBJICHUSI BO3MOXHBIX TPAH3UTOPHBIX apUTMUH, CIIOCOOHBIX BBI3BIBATH TaKWE CHMITOMEI |30,
37].

EOK IA (YYP A, YIA 2).
Kommenmapuii. Hmnianmupyemvle nookodcuvie — yCcmpoucmed, KOmopvle NOCMOSHHO

MOHUMOPUPYIOM  CEPOUHbIL  pUMM U PecUCmpPupyiom codvlmus 3a Nepuoo 6pemeHu,
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usmepsembvll. 200aMu, MO2YM OCYUWeCmeIsimsb 3anucb a8mMoMamuiecku 6 COOmMEEemcmeuu ¢
3apanee YCmMaHoBNeHHbIMU Kpumepuamu. Takue ycmpoicmea 0arom yeHHyio ungopmayuio 0
OUACHOCMUKU CEPLE3HBIX MAXUAPUMMULL U Opaouapummuil y NayueHmos ¢ Yepodcaruwumu
cumnmomamu (Hanpumep, CUHKONANbHbIE COCIOSIHUS).
eCurnan-ycpennenas OKI' pexkomenpoBana mis yaydmieHuss guarHoctuku AKMIT IDK y
MNAIMEHTOB C JUArHOCTHUPOBAHHBIMU IKEIYJAOYKOBBIMU HApYUICHUSIMH PUTMA WM HMEIOIIHUX
BBICOKHMI PUCK PAa3BUTHS KU3HEYTPOKAIOIINX JKEITYA0YKOBBIX aput™Muii [38, 39].

EOK IB (YYP A, Y1 2).
Kommenmapuii. C nomowwto cuenan-ycpeonennou IKIT (CY-DKI) yoaemcsa ynyuwums
coomHoulenue cueHanr-uiym os nogepxHocmuou K" maxum obpaszom, umo cmano8amcs UOHbL
HU3KOAMNIUMYOHbIE CUCHANbL (MUKPOBOIbMAdC) 6 KoHye komniekca QRS, komopwvle makoice
HA3bIBAIOM  «NO3OHUMU nomeHyuanamuy. Ilo3onue nomenyuanvr ykaswviearom na obaacmu
UBMEHEeHHO020 MUOKAPOAQ ¢ 3AMeO0NeHHbIM NpogedeHuem — 803MoxcHbli cyocmpam 0na JKTA no
mexanuzmy puenmpu. Hcenonvzosanue CY-OKI' nonesno ¢ yenvto oughghepenyuanvhoi
OUACHOCMUKU CIMPYKMYPHbIX namono2uti cepoya, maxux kak AKIDK, y nayuenmog ¢ KA.
eMPT cepana wnu KT cienmyer paccmarpuBarh B KauyeCTBE JUArHOCTUYECKOTO METONA Y
narueHToB ¢ JKA, ecnm sxokapauorpadusi He T03BOJIIET TOYHO oneHuTh GyHkuo JOK u TDK
W/WIH CTPYKTYpHBIC U3MeHeHus [26, 27].

EOKIIA B (YYP B, YA 2).
Kommenmapuii. Tounoe onpedenenue @BJDK 603moducHo maxaice ¢ nomMoupbio paouonyKiuoHoll
aneuocpaguu ¢ KapouoCuHxporuzayuel (paouousomontas 6eHMpUKYI02papus), Ymo ocob6eHHo
YeHHO OJIsl NAYUEHMO8, Y KOMOPbIX 3MOm NOKA3Amelb He y0demcs Oonpeoenums 60 6pems

axoxapouozpaghuu.

HNHBa3uBHbIE MeTOABI AMATHOCTHUKH

eKopoHapHyl0 aHTrHorpaguio peKOMEHJYeTCsl pPAacCMOTPETh JUIsl TOATBEPXKICHHUS MU
UCKIIIOYECHHS] HalIW4Ms TEeMOJUHAMUYECKM 3HAYUMBIX CTEHO30B KOPOHAPHBIX apTepuil y
NAIUEHTOB ¢ )ku3Heyrpoxaromumu KA nnu nepexxusiinx BCC, koTopble HMEIOT CPETHIO WU
BBICOKYIO BeposiTHOCTh IBC, yunThiBasi Bo3pact u CUMITOMBI [46].
EOK ITA C (YYP C, YA S).

ePeHTTeHOKOHTpAcTHAsT BEHTPUKYJIOrpagus W/wiad OUONCHS MHOKap/a IMpaBoOro >KEITyAouKa
pexomenayercs st quarHoctuku AKIDK m mMumokapauTa B ciydyae, €ciau IMarHo3 HE MOKET
ObITh TIOCTAaBJICH WM HUCKIIOYEH Ha OCHOBAaHMM pPE3yJIbTaTOB JPYTUX HEWHBA3UBHBIX

HCCIIeIOBaHUM U coxpaHstoTcs noao3penus Hanmuust AKMIT unu muokapauta [46].
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EOK IIA C (YYP C, VI 5).

DJIeKTPOPU3HOTOTHYECKOE HCCIeTOBAHNE

Onexrpodusunonorundeckoe uccnenaoanne (DDU) ¢ TICXK wucmonp3yercs AJis OMEHKU
uaaykuuu KT, kapTupoBaHUs MOTEHUUAILHONW 00JacTH abialy, OLUEHKU PUCKOB MOBTOPHBIX
snu3on0B KT mmum BCC, a Takke Juisl BBIABICHHUS MPUYUH MOTEPU CO3HAHUS, BO3MOXKHO
CBSI3aHHBIX C HapyUICHUSIMU pUTMA, W JUIsl OMNpEACNICHUS I[OKa3aHUW K NPUMEHEHUIO
UMIUTAHTHPYEMOTO KapauoBeprepa-nedudpuuisitopa (MK ***).
e[larueHTaM, MMEIOLIMM XapaKTEpHbIE KIMHUYECKUE MposiBieHus, HO He umetomue OKI,
3apEruCTPUPOBAHHBIX BO BpeMs MPUCTYIIOB, a TAK)KE B CIydasx, KOTJla TUArHO3 HE MOXET OBITh
OJIHO3HAYHO MocTaBiieH Ha ocHoBanuu DKI', 3apeructpupoBaHHON BO BpeMsl MapoKcHU3Ma, IS
uaaykuuu KT u Bepudukammu guarHo3a peKOMEHIYeTCs MpPOBEICHHE BHYTPUCEPACYHOTO
DOOPU. [26, 27].

EOKIB (YYP A, YA/ 2).
eBuytpucepneunoe DPU pexkomenayeTcs mpu >kaiobax Ha OOMOPOKM M MpPH MOJO3PEHHH Ha
OpaauapuTMHUI0O WIM TaXUapUTMHIO, C Y4YETOM CHUMIOTOMAaTUKHU (HampuMmep, ydalleHHOe
cepauedreHne) Wik pe3ylbTaToB HEMHBAa3WBHOTO 0OCIIEeI0OBaHMs, OCOOCHHO /Jisi MAIMEHTOB CO
CTPYKTYpHOM marojorueu cepaua. [47, 48].

EOKIB (YYP B, Y/ 4).

Kommenmapuii. Obmopoku aensitomcs  HeOIa2ONPUAMHbIM  NPUSHAKOM Y  NAYUEHMO8 CO
CMpPYKmMypHOU namoozuel cepoyd, ocobeHHo npu gvipadcennou oucpyuxyuu JOK. Hanuuue y
nayuenma uecmotikou KT no OawHbIM XONMEPOBCKO20 MOHUMOPUPOBAHUS, OOMOPOKO8 U
CMPYKMYPHOU ~namonocuu cepoya ¢ O0Ibwiol 0onel 8epOosmHOCMU  YKA3blealom Ha
npucymcmeue unoyyupyemou KT.

Ilpu couemaHuu CUHKONANBHBLIX COCMOSAHUL, 3a001e8aHuUsi cepoya U CHUNCEHHOLL
@pakyuu 6vlOpoca ommeuaemcsi 6blCOKAS YACMOMA HNOSBMOPHLIX DNU30008 APUMMUU U
cMmepmenbhblx  cayuaes, oaxce koeoa IODU oaem ompuyamenvhvie pezyivmamol. DU
YenecoobpasHo GbLINOIHAMb Y nayuenmos ¢ ouc@hynxkyuei JIK nocne nepenecennozo ungapkma
muokapoa (¢ppakyus evibpoca <40%), Ho dannoe uccnedosanue He AGNAEMCS YYECMEUMENbHBIM
MemooomM Ol NAYUeHmo8 C HeuweMuyeckou xapouomuonamueu. Ilpu smom uHOYKyus
nonumoppuou KT umu DX, ocobenno npu azpeccusHou CmMuMyIsAYuY, He s6IAemcs
cneyugpuunvim mapxepom. [lpu UBC obvem yennoti ouacHocmuyeckol uHgopmayuu 80 8pems

DDOU moxcem oocmuzame 50%.
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eBuyrpucepneunoe DDPU pexomenaoBanHo s crpatudukanuu pucka BCC y OoIbHBIX
cunapomoM bpyrama, y 6ompHBIx AKIDK, omHako mHTEpnpeTanusi pe3yabTaToB UCCIEIOBaAHUS
TpeOyeT ocTopoxHocTH [26, 47, 48]

EOKIB (YYP B, Y1 3).
Kommenmapuit: Omcymemesue unoykyuu KT unu @)K 6 xooe uccnedosanus ykasvieaem Ha
OnazonpusmHulll. NPOSHO3, 0OHAKO NpocHocmuyeckas 3Hauumocmov unoykyuu KT uiu DK 6
Hacmosiyee epems He Onpeoenenda.
eBuyrpucepreunoe DU ne pexomenayercs mist crparudukanuu pucka BCC y GoibHBIX C
CYUQT cungpomoM ykopoueHHOro wuHTepBaia QT W mpu KarexolaMHUHEPTrhuyecKou
nonumopduoit KT [26, 47, 48].

EOK I (YYP C, YI1 3).
Kommenmapuii. Obvem yenHoul OouacHocmuueckou uHgopmayuu, HOTYYEHHOU C NOMOWBIO
ODU, cywecmseenno eapvbupyem 8 3a8UCUMOCIU OM MUNA U MANCECTU OCHOBHO20 3A00.1e6aHUSL
cepoya, Hanuyus uau omcymcemeus cnoumannou KT, npunumaemvix JnexapcmeenHvlx
npenapamos, NpomoKonia cmumynayuu u oodracmu cmumyrayuu. Haubonvwas wacmoma
UHOYKYUU U BOCNPOU3BOOUMOCTIL Memood OmMeueHa y NAyueHmos, NnepeHecuiux uHGapxm
muokapoa. Juacnocmuyeckas uHGOPMAmMuHOCMb OMAUYAEMCA 8 PA3HBIX SPYNNAX NAYUEHMO8
U 00bLIYHO O0BOJILHO MALA NPU OMCYMCMBUU CIMPYKMYPHOU NAMOI02UU CepOya U USMEeHeHUll Ha
OKI' [48] u uacmo Oaem nodxcno-ompuyamenvhvle pesyromamsl [49]. V nayuenmos c
Hopmanvhot @yukyuett JDK u 60e3 cmpykmypuou namonocuu cepoya IODHU  mooicem

cnpoesoyuposanio HecneuugbuquKyio maxuapummuio.

IIpoBokaunonHsie npodbI B nuarnoctuke KTA.

Axmusnas opmocmamuyeckas npobda. OueHka nuHamukd wuHTepBaia QT mnpu
peructpauuu OKI' B xone oproctaTnueckoi mpoObl 00J1aAaeT TUarHOCTUYECKOM 3HAYMMOCTBIO,
no3BoJIsisl B psane ciydaeB BbLIBUTH OonbHbIX CYUQT. Ilocne mepexoma B BepTHUKaIbHOE
MOJIO)KEHUE OTMEUYAeTCs] YMEPEHHOE YBEIMUYEHUE YacTOThl CHHYCOBOTO PHUTMA, MPH ITOM Yy
3/I0pOBbIX MAllMEHTOB JUIMTENbHOCTh HHTepBaia QT ymensbimaercs, a y OomnbHbix CYUQT
(0coOeHHO 2-T0 THMA) NMPOJODKUTENBHOCTh MHTepBaia QT yMeHblIaeTcss MeHee CYIIECTBEHHO,
HE M3MEHSeTCS WM yBeNUYMBaeTcs. Y uiMHeHue koppurupoBaHHoro uatepsaia QT (QT c) B
oproctase 6osiee 499 - 500 Mc sIBASIETCS OTHUM M3 AUATHOCTUYECKUX KpuTepues [572, 573].

Ilpoba c¢ oosuposannou Guzuueckol HA2py3KOU HA 6en0dp2omMempe UIU MmpeoMuie.
Haunbonee mnpopmaruBHa oleHka JuuTenbHOoCcTH HHTepBaia QT B mepmoa BOCCTaHOBIICHHS.

JnutensHocTh MHTEpBana QTc >445 Mc B KOHIE MepHoa BOCCTAaHOBIEHUS (CIIycTs 4 MUHYTHI
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MOCJIe OKOHYaHUs Harpy3ku) xapaktepHa st 60apHEIX CYUQT 1-ro u 2-ro tumnos. [Ipu s3ToM
mmrtenbHocTh uHTepBana QTc <460 Mc B Hauvane nepuoja BOCCTAHOBIIEHHS IO3BOJISET
otnuunth 00MbHBIX CYUQT 2-ro tuma ot 6ompHBIX CYUQT 1-ro tuma. Takxke BenmuuHa
untepBana QTc>480 ms Ha 4 MUHYTE€ BOCCTAHOBJICHUS TOCJE CTPECC-TECTa MOXKET CUUTATHCS
OIMHUM U3 KpUTepHeB AuarHoctuku BpoxkiaeHHoro CYUQT (kpurepuii mo 3HaYUMOCTH
COIOCTaBUMBIN C HAIMYUEM anbTepHanuu 3abmna T) [574].

Dapmarxonocuieckue nPoBOKAYUOHHbBLE NPOObL:

Ilpoba c¢ aopenanunom (snunegppurom). Ilo3zBonser BbIIBUTH OonbHBIX CYUQTI,
MOCKOJIBKY IIpU 3TOM (opme 3abosieBaHus NpU MPOBeIeHUU UHPY3UH aipeHaIMHA OTMEYaeTCs
napajoKcanbHOe yBenuueHue anutenbHocTH uHTepBania QT. Ilpoba pacuenuBaeTcs Kak
MOJIOKUTEbHAST TIPH yBeNMYeHUH uTenbHocTd uHTepBasia QT >30 mc Ha done uHbYy3UH
aapenanuna B no3e 10 0,1 Mxr/kr B muH. CiemnyeT OTMETUTh, YTO MPABHIBHOE H3MEpPEHUE
mmrtenbHocTd QT Ha ¢doHe wuHOY3MM aApeHaNMHAa 4YacTo 3aTPYAHEHO W3MEHEHUSIMU
Mopdornoruu 3yoroB T, 0cOOEHHO €cM MpH 3TOM PETHUCTPUPYIOTCS BBICOKOAMIUIUTYTHBIC
BosiHbl  U. ConyrcTByromuii mnpuem [-agpeHOo0JI0OKaTOPOB CHMXKAET JUArHOCTHUYECKYHO
3HaYUMOCTh TpoObl. Cpean HeXelaTeNbHbIX peakiuii, BO3HUKAWIIUX Ha ¢GoHe UHPY3UH
aJipeHaNIMHA, HEOOXOAUMO YHOMSIHYTh apTepUaIbHYyIO0 THIEPTEH3UI0 U UHIYKIIMIO OMACHBIX IS
JKU3HU HapyIICHUN pUTMA.

IIpoba ¢ adenosunom. bomeabiM CYNQT xapakTepHO YBETUYCHUE MPOIOJDKUTEIIBHOCTH
unrepBaigoB QT >410 mc u QTc >490 mc, peructpupyemMble BO BpeMsi MUHMMAJIbHOW YacCTOTbI
CEpJICYHBIX COKpAIllEeHU TP UHIAYIIUPOBAHHOMN a/IeHO3MHOM Opanukapanu. B HacTosiee Bpems
JUArHOCTHYECKas 3HAYMMOCTh JJaHHOW MPOObI N3yuyeHa Ha OTPAaHUYEHHOM KOJIMYECTBE OOJBbHBIX
reHetudecku mnoarBepxkacHHBIM CYUQT, mosromy wuHTepmperanus MOJYYSHHBIX B XOJIE
uccieoBaHus pe3ynsTaToB Tpedyer octopoxkHoctu. CYUQT cnenyer nuddepenuupoBats ot
JIPYTMX BO3MOXKHBIX MPHUYMH CHUHKOMAIBHBIX COCTOSHUM, YYHUTHIBash OTHOCHTEIHHO MOJOION
BO3pacT OOJIbHBIX, MPEXKIE BCEro, OT AMHJIEICUU U Ba30-BarajbHbIX OOMOpPOKOB, a TaKXe OT

JIPYTUX BPOKAEHHBIX KEITYJOUYKOBBIX HAPYIIEHUH PUTMA CEPALIA.

2.5 Unas ouaznocmuka

MeTtoabl moJiekyJasapHo-reHeTudecko u IHK nuarnocruxku

.HpOBe}IeHI/Ie KOMIIJIEKCHOT'O I'€HETHYECKOI'O aHaJIn3a Ha BBIIBIICHUEC BO3MOXXHBIX MYTaHI/Ifl B
rerax KCNQ1 KCNH2 u SCN5A (CYUQT 1, 2 u 3-ro TumoB — HauboJiee pacrpocTpaHEHHbIE
dopMBl 3a00I€BaHMS) PEKOMEHIOBAHO BCEM OOJBHBIM, UMEIOWUM KIUHUYECKUEe NPOSGIeHUs

CYUQT, orarom€HHbll  ceMelHBIM  aHamMHe3 W ymiuHeHue  uHTepBana  QTc,



757
758
759
760
761
762
763
764
765
766
767
768
769
770
771
772
773
774
775
776
777
778
779
780
781
782
783
784
785
786
787
788
789
790
791

3apeructpupoBanHoe Ha OKI' B mnokoe wWiM m0Opd TPOBEACHUM MPOBOKAIMOHHBIX
JTUATHOCTHYECKHUX Mpo0, a TakKe BCEM MAlMEeHTaM, He UMeromuM xapaktepHbix s CYUQT
KIIMHUYECKUX CUMIITOMOB, Iipu peructpanuu Ha OKI' ynnunenust untepsana QTc >500 mc npu
OTCYTCTBUM JPYTMX BO3MOXKHBIX NMPUYKH yayinHeHust uatepsana QT [50, 51, 52].

EOKIA (YYPA, YA 2).
Kommenmapuit: Memoovl  MOneKyIApHO-eeHeMUYecKouU OUACHOCMUKU — uUMerom  0onbuloe
3Hauenue 6 ouacHocmuxe CYHQT u onpedenrenuu npocnoza 6oavHuix. Ilpu nposedenuu
KOMNJIEKCHBIX 2eHeMUYecKUX aHaiu308 Mymayuu yoaémcs OOHapyscums HpUOIUUMENTbHO Y
75% 0OONbHBIX, NOIMOMY OMPUYAMETLHBIU Pe3VIbMam 2eHeMmuUYecKo20 aHdIu3a He No360Jsaem
noAHOCMbI0 ucKaouums ouaznoz CYUQT.
e[IpoBeeHNE KOMILJIEKCHOI'O T€HETUYECKOI0 aHajiM3a Ha BBISBJICHUE BO3MOXHBIX MYTallUi B
rerax KCNQ1, KCNH2 u SCN5A pekoMeHIOBaHO TAIUCHTAM, He UMEIOWUX XAPAKMEPHbIX
CYUQT cumnromoB, npu peructpaunu Ha OKI' ynnunenust unrepBana QTc >480 mc npu
OTCYTCTBHHM JIPYTUX BO3MOXHBIX NPUUMH yasinHeHus uatepsana QT [50, 51, 52].

EOKIA (YYPA, YA 2).
B cnyuyae oOHapyxenus y OompHOro CYUQT TreHeTHYecKOW MyTaluu TPy TPOBEICHHH
CKpUHUHTA, HAIPABJICHHOTO HAa BBISABICHUEC ATOW MYyTaIlMM, PEKOMEHJOBAHO BCEM OJM3KUM
POACTBEHHUKAM, Ja)Ke MPU OTCYTCTBUHU Yy HUX XapaKTEPHBIX 3TOMY 3a00JICBAaHUIO KIIMHUYECKUX
nposiBieHui 1 usMenennit DKI' 111 oneHku HHIMBUAYalbHOTO IporyHosa [51].

EOK IIa B (YYP B, Y1 3).
Komenmapuit. Memoovl monexynapHo-eceHemuieckou OUa2HOCMUKY MAaKH#Ce PeKoMeHOO08aAHbl
onsi ouacHocmuku cunopoma bpyeada, oonaxo eenemuueckue mymayuu y OO0IbHbIX YOaémcs
obHapyscums uws npudbauzumenvio 8 30% cayuaes (2eH OCHOBHOU CYObeOUHUYbL HAMPUEBLIX
kananos SCN5A), nosmomy ompuyamenvHvlii pe3yIbmam 2eHemuyecKko20 aHamu3a He
N0360JI51em NOJIHOCMbIO UCKIIOUUMb 0uazHo3 cunopoma bpyzaoa. B ciayuae obuapyscenus y
b6onbHo20 cunopomom bpyeada cenemuueckoii mymayuu npogedenue CKpuHuHea, HanpasIeHHo20
Ha 6blAGleHUe dMOU MYyMayuu, pPeKoMeHOOBAHO 6ceM ONUSKUM POOCMBEHHUKAM, 0adxce npu
omcymcmeuu y Hux XapaxkmepHlx 3momy 3abonesanuio usmerenuti KT
e[IpoBeeHNE MONEKYISIPHO-TEHETUYECKUX HCcCaeAoBaHUi nuuaM, umeronmm OKI -usmenenus
2 u 3 TumoB cuHapoMa bpyraga, mpu OTCYTCTBUM Yy HUX KIMHHYECKUX MPOSBICHUN U
otsroménnoro mo BCC ceMeliHOTO aHaMHe3a B HACTOsIIEe BpeMs He pekoMmeHaoBaHo [50, 51,
52].

EOK Il C (YYP B, YA/ 3).
e[IpoBeneHNe MONEKYIAPHO-TEHETUUECKOTO UCCIIEIOBaHUS Ha OOHApY>KEHHWE MYyTalluid B TeHaX

RyR2 u CASQ2 pexoMeHI0BaHO BCeM OOJIBLHBIM C KaTeXxolaMuHepruueckoi noaumopduoit KT
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U TAlUeHTaM, KIMHUYECKHE MPOSBIEHUS KOTOPBIX C OOJBIION BEpPOSITHOCTHIO MOTYT OBITH
O0OYCIIOBJICHBI ATHUM 3a00JIeBaHUEM, OCOOCHHO MPHU OTSTOIMIEHHOM CEMEHHOM aHaMHe3e IS
cTparudukanmu pucka [50, 51, 52].

EOKIC (YYP B, Y11 3).
eB cnyuyae oOHapyxeHHs y OOJBHOrO NATOTHOMOHUYHON TE€HETHYECKOW MyTaluu MpU
MOJICKYJISIPHO-TEHETHUECKOM UCCIIEJOBAaHUH, HAIIPABIIEHHOM Ha BBISIBJICHHE STOM MyTalllH, BCEM
OJIM3KUM POJICTBEHHHKAM TAIIMCHTa PEKOMEHIOBAHO MPOBEACHUE MOJIEKYISIPHO-TEHETHIECKOTO
CKPHHHUHTA, 1a)Ke MIPHU OTCYTCTBUH Y HUX KIMHUYECKUX MPOsBIeHUH 3a0oneBanus [50, 51, 52].

EOKIC (YYP B, Y1/ 3).
e[larmenTam ¢ cuHApPOMOM KOpOoTKOoro wuHTepBaga QT pexkoMeHIOBaHO NPOBEACHHE
KOMIUIEKCHOTO ~ MOJIEKYJISIPHO-TEHETHYECKOI0 CKPUHHUHra (BBISBICHHE Hanbojiee YacThIX
mytanuid B reHax KCNH2, KCNQ1 u KCNJ2) nms BbisBIEHUS! MEPCOHATBHBIX pUCKOB [50, 51,
52].

EOK I C (YYP C, YA 4).
Kommenmapuii: cieoyem yuyumvléamv HUSKVIO YYECHBUMENbHOCHb MEmo008 8 OUACHOCMUKe
3a001e8aHUSL.
eB ciydae oOHapyXeHHs y IMAIMCHTa MMAaTOTHOMOHWYHOW TEHETUYECKOW MYyTallMk B TeHaX
DSC2, DSG2, DSP, JUP, PKP2 u TMEM43 npoBeaeHue CKpUHUHTA, HANpPaBJIEHHOIO Ha
BBISIBJICHHE JTOW MyTallid, PEKOMEHJOBAHO BCEM OJM3KUM PpOJICTBEHHUKAM, JaXKe IIPU
OTCYTCTBUM Y HUX KIMHUYECKUX IposiBIeHUM 3a00seBanus [50,51,52].

EOK I C (YYP C, YA 4).
e[IpoBeneHNe KOMIIEKCHOTO WM 11€JIEBOT0 T€HETHUYECKOT0 CKPUHUHTA Ha BBISIBICHHUE HauboJee
yacTeix myTanuii B renax DSC2, DSG2, DSP, JUP, PKP2 u TMEM43 pexkomeHa10BaHO BCEM
60bHBIM Tpu osto3penun Ha AKIDK [50,51,52].

EOK Ila C (YYP B, Y1/ 4).
e[IpoBeneHNEe KOMIUIEKCHOTO WJIH IIEJICBOTO TeHETHYECKOTO CKPUHUHTA Ha BBISIBIICHHE HanOoJee
gacTeix Mytanuii B renax DSC2, DSG2, DSP, JUP, PKP2 u TMEMA43 He pekoMeHI0BaHO TIpH
Hu3koi BeposTHocTH AKIDK (Hanuuue TOJNBKO OJHOTO MaJoro JUAarHOCTHYECKOIO KPUTEpHs)
[50, 51, 52].

EOKIII C (YYP B, YA/ 4).
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IIaTosl0rOaHATOMHYECKOE UCCIeOBAHNE U MO.]IeRyJIﬂpHO-l"eHeTI/I‘leCKI/lﬁ aHAJIN3 'y

sKEPTB BHE3ANHOM CepPACYHON CMEPTH

eAyTonCUsl PEKOMEHJOBaHA JUIsl YCTAHOBJIEHUS IIPUYMH BHE3AaIlHOM CMEPTU U BBIICHEHMS
¢daxToB, sBusercs nmu BCC crnenactBueM HapymieHHH pUTMa WIH APYrUX MEXaHU3MOB (K
IpUMEpY, Pa3pbIB aHEBPU3MBI aopThl) [51, 52, 53]

EOK IC (YYP B, Y1 3).
eHe3aBUCHMMO OT CpPOKOB IPOBEJIEHHMsS] ayTONCHM Hapsgy C IaTOJOr0aHATOMHYECKUM
UCCIICIOBAHMEM PEKOMEH/I0BAaHO BBIIIOJIHEHUE CTaHJAPTHOIO I'MCTOJIOTMYECKOr0 UCCIIEIOBAaHUS
cepAla, BKIOYas MCCIEJOBAHUE MEUYEHBIX OJIOKOB IONEPEYHBIX CpPEe30B MHOKapjaa oO0OMX
JKEIyT0YKOB, 00J1aIA0IIKMX JIOCTATOYHON penpe3eHTaTUBHOCTHIO [S1, 52, 53].

EOK IC (YYP B, Y1 3).
e[locmepTHOE HcciieoBaHuE OOPA3LOB KPOBU U JPYrUX OMOJIOTMYECKUX >KHUIKOCTEH s
IPOBE/ICHUS] TOKCUKOJIOTUYECKON M MOJIEKYJISIPHO-TEHETUYECKON SKCHEPTH3bl PEKOMEHI0BaHO
BO Bcex ciydasx HeoOwsicaumoi BCC [51, 52, 53].

EOK IC (YYP B, Y1 3).
e[locMepTHBIH MOJIEKYJIIPHO-TEHETUUECKUN aHAIN3 JUIsl BO3MOXHOM HJIEHTU(UKALIUU TE€HOB,
NOTEHLMAJIbHO ACCOIMHPOBAHHBIX C Pa3BUTUEM BPOXKICHHOW MATOJIOTUU CEpALA, CIEAYET
paccmarpuBath y Bcex xkepTtB BCC, It KOTOpBIX BEpPOSITHO HaJIMuue KaHaJIONaTHUH WIn
Kapauomuornaruii [52, 53, 54].

EOK I1IaC (YYP B, Y1 3).

3. JleueHue, BKJIOYAs MeIUKAMEHTO3HYI0 M HeMeIMKAMEHTO3HYI0 Tepamnuu,
AUETOTEPANHUIO, 00e300/1MBaHueE, MeIUIIMHCKHE NOKa3aHUuA Hu
NMPOTOBONOKA3AHUS K IPUMEHEHUI0 METO/I0B JIeUeHHsI

3.1. Jleuenue ocHo6HO20 3a00./1€6aHUA_cepoud U _nepeudHas_npopuiakmuka

GHE3ANHOU cmMepmu

BaxkneiimM ycrnoBHeM YCIENIHOTO JIEUYEHUS >KeTyJO4YKoBbIX aputmuit (OKA) wu
npeaoTBpalieHus BHe3anmHoi cepaeuHoir cMmeptu (BCC) sBasiercss addexTuBHOE JeueHue
OCHOBHOTO 3a00JieBaHMsI Cepjlla U COMmyTCTBYIomux 3adoneBanuii. UBC siBnsieTcss oCHOBHOM
natonorueit cepama, seustomnieiicss npuunHoit JKTA u BCC. Jleuenne ocHOBHOTO 3a0oseuaHus,
apisitonierocss npuunHod Bo3HUKHOBeHHMsT JXTA u BCC, n0omKHO OCYIIECTBIATHCS B

COOTBETCTBUHU ¢ jaeicTByrommmMu KP mo paccmatpuBaeMbIM 3a0071€BaHUSM/COCTOSTHUSIM.

Jleuenne UBC
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OcTpblil KOPOHAPHBIM CHHAPOM M OCTPbIA HH(pAPKT MHOKapaAa.

Yacrorta KA nmpu OKC Ha rocnutaibHOM 3Talie B MOCIEAHUE ECSITUIETUS CHU3WIACH,
[JIaBHBIM 00pa3oM 3a CuUeT paHHEH W aKTUBHON pEBACKYJSPU3ALUA M CBOEBPEMEHHOMN
aZieKkBaTHOW (apmakorepanuu. Tem He MeHee, y 6% mnamuentoB ¢ OKC B nepBbie 48 yacoB ¢
MOMEHTa TOSBJICHUS CHMIITOMOB pa3BUBAIOTCS KenynoukoBble Taxukapaun (OKT) wmm
bubpmusanus xenynoukoB (PXK), gamnie Bcero 10 wim Bo BpeMs peniepdysun. Y crpanenuro KA
B OTOW CHUTYallMH CIIOCOOCTBYIOT ObICTpasi M TMOJHAS PEBACKYJSPHU3AIUs KOPOHAPHBIX apTepui,
He(apMaKOJIOTUYECKUE BMEIIATEeNLCTBA (KapauoBepcus, IeUOpUIUIALINS, CTHUMYJSIHS U
KareTepHas a0ysius) u (papMakorepanus (aHTHAPUTMUYECKHE W Jpyrue mpemnaparsl) [55, 56,
57, 58].

Ecim OKI' no wim cpady mocie peaHuMaluud TOKas3biBaeT moabeM cermeHta ST,
HeoOXouMa IKCTPEHHAs aHTUOTpadusi U PeBacKyJsIpu3anms, Kak U BceM manueHtam ¢ MM c
noabemoM cermenta ST [59]. Oanako maxe npu OTCyTCTBUU noabema cerMeHta ST BmosHe
BO3MOXXHO OOCTPYKTHUBHOE WJIH Jake TPOMOOTHYECKOe MOopaskeHue MH(PApKT-acCOLMUPOBAHHON
KOpOHApHOW aprepuu, uTto oTMmedaercs B 25-85% ciyuaeB [59, 60]. YuutbiBas BBICOKYIO
pacIpOCTpaHEHHOCTh  OKKJIFO3UH  KOPOHApPHBIX  apTepHidi HM  BO3MOXHBIC  CJIOXHOCTH
unTepnpetanuu DK mocne ocTaHOBKY cepia, cleAyeT paCCMOTPETh BBIINOJIHEHUE KOPOHAPHOM
anruorpaduy BCEM TMalMEeHTaM, IEepPEeKHUBIIMM OCTAaHOBKY CcepJila BHE CTEH JeuyeOHOro
YUPEXKICHUSA, Cpa3zy IOCIe MOCTYIUIEHHUS B NPUEMHBIM MOKOW WM OTAECICHUE WHTECHCUBHOMU
Tepanuu Jyis NCKJIIOUEHUS] HECEPICUHBIX PUYMH OCTAaHOBKH cepaua [61].

B cayyae OKC u noBTOpHO# cTolikoi n(unn) remoanHamudecku 3Haunmon KT umu XK
ObICTpass W YCIENIHAas pPEBACKYISpH3alUs HUMEeT KII0YeBOE 3HAUYCHUE Ui MPOPUIAKTHKU
MOCJICTYIONIUX apUTMHM U JTOJKHA BBITIOJIHATHCS 06€3 mpoMeieHus [55, 56, 57].
oJlyi1 BCeX MAIMEHTOB C OOMSIMH 3a TPYAMHOH PEKOMEHIYETCS COKpaIlaTh BpEeMsS MEXITy
MOSIBJICHHEM CHMIITOMOB W TIEPBBIM KOHTAKTOM C BPAauoM, a Tak)Ke OT IEPBOTO KOHTAKTa C
BpadoM [0 pernepdysun [27, 62, 63].

EOKIA (YYPA, VI 1).

Kommenmapuii. Pexomenoyemcs obyuenue u naonedxicaujee ocHawjeHue 6puzao cKopoi nomMouju
ons ouaenocmuku OKC (npu neobxooumocmu ¢ ucnoab3osaHuem o60py0o8anus Oiisi 3anucu
OKT' u/unu menemempuu), a maxxce 051 NPedOMBPAWeHUsT OCIMAHOBKU Cepoyd ¢ NOMOWBIO
OCHOBHBIX PEaHUMAYUOHHBIX Meponpusmuil u depubpurnayuu [64].

o[lpy pa3BUTHM KIMHUYECKOM CMEpPTH PEKOMEHIYeTCS  BBINONHSATH OCHOBHBIE W

JOMOJIHUTCIIBHBIC ~ PCAHUMALIMOHHBIC  MCPOIIPUATHA B COOTBETCTBUU C  AJITOpUTMAaMH,
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paszpaboranasiMu EBpomneiickum (ERC) n Hanimonansubim coBetom o peanumaruu (HCP) [27,
62, 65].

EOK I B (YYPB, Y/ 2).
eDKCTpeHHasi KopoHaporpadus, Ipu HEOOXOAUMOCTH C PEeBACKyJspH3aluell, peKOMEHI0BaHa
nanueHTaMm ¢ noBTopHbIMU snu3ofamu KT wnu @K, xoraa He yaaeTcs UCKIIOUUTH WIIEMHIO
Muokapaa [27, 62, 66].

EOK IC (YYP C, Y1 2).
o[Ipu UM ¢ noxsemom cermenta ST pekOMEHyeTcsl SKCTpeHHas penepdy3ust 1 yMEHbIICHUS
UIIEMUYECKOT0 MIOBPEXK/IEHUS U KJIEKTPUUECKON HECTaOMIBbHOCTH MHOKapaa [68, 69, 70].

EOK I A (YYP A, YI11).
e[lanimenram ¢ UM 6e3 mogbema cermeHta ST W3 rpyIIbl BHICOKOTO PHCKA, B TOM YHCIE C
yrpoxkarommme KXu3Hu KA, pekoMeHyeTcsi KOpoHapHasi aHrHorpadust U Mpu HE0OXOAUMOCTH
KOpOHapHas AaHTUOIUIACTUKAa B TEYEHHE 2 Y [IOClie TMOCTYIJICHUS Ui YMEHBIICHHS
UIIEMUYECKOTO MOBPEXKICHUS U JKIIEKTPHUUECKON HECTaOMIBbHOCTH MHOKapaa [55, 56].

EOK I C (YYPC, YA 2).
oJlyi1 ycTpaHeHMs] HIIEMHM MHOKapAa, KOTOpash MOXKET IPUCYTCTBOBaTb Y MAllMEHTOB C
noBTopHbIMHA snm3ogamMu KT wimm @K, pexomeHayercs SKCTpEeHHas peBacKyJsIpU3anus
KOpPOHApHBIX apTepuit [55, 56, 59, 60].

EOK I C (YYPC, YA 2).
e[locTyruienne B OT[ENEHHE WHTCHCHUBHOM Tepalnuyd pPEKOMEHJOBAHO Ui TMAlMeHTOB,
BBDKUBILIUX TIOCJI€ OCTAHOBKH CEpJilla BHE CTEH Je4eOHOTO YUPEeXKJICHUS W HaXOMSIIUXCS B
KOMAaTO3HOM COCTOSIHMM, 0€3 asjeKkTpokapauorpaduueckux mnpusHakoB MM ¢ noabemom
cermenTa ST na OKI" mocne peanumanuu [59, 60, 71].

EOK I1aB (YYP B, Y1 2).
oY TMAaIMEHTOB, BBDKMBIIUX IIOCIE OCTAHOBKU CEpJlla BHE CTEH JIeUeOHOTO YUPEXKICHUS U
HAXOJSIIUXCS B KOMaTO3HOM COCTOSTHUM MPU OTCYTCTBHM JTAHHBIX 32 HEKOPOHApPHBIE MPUYHHBI
PEKOMEH/IOBAaHO CpPOYHOE BBINMONHEHHE (<2 4Y) KOpPOHAapHOH aHruorpaguu, OcoOEHHO Y
MaIMEHTOB ¢ HeCTAaOMIBbHOM TeMoanHaMuKom [59, 60, 71].

EOK IlaB (YYP B, Y] 2).
Kommenmapuii. Ocmpas uwemusi A811emcsi NPUHUHOU IIEeKMPUYECKOU HecmabunbHocmu u
npogoyupyem gozuuxrnogenue KA npu OKC [72]. Jina ymenvuenus geposmuocmu JKT/DIK npu
OKC pexomendyemcs HasnaueHue bema-adpeHobiokamopos 6 panuem nepuooe [73, 74]. B
HEKOMOPbLIX CYYAsX NoMO2dem KOMHeHCayus cunomazHuemuu u cunokanuemuu. CmamuHol

YMeHbuarom cmepmuocms cpeou oonvubix U5C, enasnvim obpazom 3a cuem npedomepaujeHus
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NOBMOPHBIX KOPOHAPHBIX COObIMUL, U SGIAIOMCA H4ACMbIO CMAHOAPMHO20 JNeYeHUs. MAaAKUx
nayuenmos [56, 57]. Bosnuxunogenue gubpunisyuu siceryoouko8 8 pawnHem nepuooe (m.e. 8
meyenue 48 uacos) npu OKC conpogodcoaemcs NAMUKPAMHBIM NOGbIUUEHUEM PUCKA

2ocnumanvHou cmepmuocmu [75].

Crparudukanusi pucKa BHe3alHOI cepAeYHoil cMepTH B OCTPbIii nepuoj (nepsbie 10
AHel) nH(papKTa MHOKapaa

BosbIMHCTBO MCCe0BaHMiA, B KOTOPBIX OLIEHUBAIHU L1E1€CO00pa3HOCTh HEMHBA3UBHBIX
CHOCcO0O0B CTpaTU(HUKAIMU PHUCKA, MPOBOAMINCH HA TMAMUEHTAaX C BBIPAKEHHBIM CHUKECHHUEM
OBJIK (<40%) nnu B cMemaHHbIX rpymnmnax. Pesynbrarel ans naupento ¢ @BJDK >40% nubo
HE COO0IAINCh, JINOO MOArPYIIbI TAKUX MAUEHTOB ObUIM HACTOJIBKO MaJIbl, YTO HE MO3BOJISIIH
BBITIOJIHUTh JOCTOBEPHBIN aHalW3 M HMHTEPIPETHUPOBATH MOJIYUCHHBIC JaHHBbIC. B Hacrosmuit
MOMEHT HET JOCTAaTOYHO CHEMU(UYHBIX W YYBCTBUTCIBHBIX HEHHBA3MBHBIX METOJIOB
cTpaTtuduUKaIMK pUCKa y MAIMEHTOB, nepeHecux M u umeromux Hopmanbayto @BJIK. Ectb
OTpaHHYEHHBIC JaHHBbIC, TIOJy4YeHHbIe B MOATPYyNHax OONBIIUX HCCIENOBAaHUM, UTO
nporpaMmMupyeMasl >KeIylI04YKOBas CTUMYJISIIIUS MOXKET TMPUMEHSThCA Uil CcTpaTU(UKaIun
pucka nocie UM y nanuentos co cpenneit @BJDK wnu ®BJDK >40% [76, 77, 78]. DTOT MeTox
ceiiuac OLEHUMBAIOT B pamkax mnpojospkatomerocss uccienopanus PRESERVE-EF  1no
cTpaTtuduUKaIMK PUCKa y TAIllMeHToB ¢ coxpanHoit ®BJIK.
eHewnBasuBHbBIE METONBI (HAmpHUMEp, OIEGHKA anbTepHanuu 3yoma T, aucyHKIuH
BET€TaTUBHOM CHUCTeMbl WM  curHai-ycpeaHeHHo OKI') He pekoMmeHayrorcs — ais
cTpatuduKalmy pucka B paHHui nepuosa nocie UM [79, 80].

EOK IIIB (YYP B, Y1 3).
ePannsis (o Beimuckn) orieHka @BJDK pexomeHnnoBaHa BceM MareHTaMm, MepEeHECINM OCTPhIT
HM [80, 81].

EOK I B (YYP B, Y11 2).
o[Ipu Hanuuuu Qpakuuu BeIOpOca IeBOTO kKemyaouka (MeHee 35%) peKOMEHIyeTcs TOBTOPHAS
oueHka uepe3 6-12 wHemenp mnocie MM ¢ nenbto  ompeneneHHs  HEOOXOAMMOCTH
UMIUIAaHTHpYeMOro  KapauoBeprepa-nedpubpuwmnasropa  (MKIA***)  nna  nepBuuHOM
npodunaktuku BCC [79, 80].

EOK IC (YYPB, YA 2).
Kommenmapuii. B ocobvix cayuasx, Hanpumep, npu HENOIHOU pPeBACKVIAPUIAYUU,
npeowecmsyioujem Hapyuienuu PBJDK u nosenenuu apummuu cnycms 48 uacoé om pazeumus
OKC, moocno paccmompems paunioro (<40 owueti) ycmanosxy UK/*** unu epemennoe (<40

OHell) npumeHeHue HOCUMO20 Kapouogepmepa-oeubpuiniamopa. Ilpu smom  credyem
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yuumvieamos mun KA (monomopghuas, noaumopguas, nieomoppunasn KT uiu DIK), a maxoce
onuny yukia KT (hHecmotikue Kopomkue Yukivl U Hecmouxue OauHHble yukvl). Ecau
BbINOIHACMCS NPOCPAMMUPYEMASL CIMUMYIAYUS, OONOIHUMENLHO OYEHUBAIOM UHOYKYUIO U MUN
unoyyupyemotl apummuu (monomopuas KT, norumoppnasn KT, DXK) [58,81,82].
ePeBackymsipu3aiiusi KOPOHApPHBIX apTepuil pekoMmeHayercs sl cHuxeHus pucka BCC y
nanueHToB ¢ OXK u npeanecTByOIUME €l TpU3HaKaMu UIIeMUH MUoKapaa [83,84].

EOK IB (YYPB, Y 2).

AHeBpH3Ma JIEBOI0 Keayaouka. MimemMudeckass kapauoMuonaTusi. XpoHu4YecKast
cep/ieyHasi HeI0CTATOYHOCTD.

Yacrora pasButus u TsxkecTb JKA Bospacraror no mepe yrsokeneHus CH, ognaxo
nporHoctuyeckoe 3HaueHue JKA [UIsi OIIGHKHM pHUCKAa BHE3AaMHOM CMEpPTH TIOKa HESICHO.
OnTumanbHas  MeOuKaMeHTo3Has Tepamus uHruOutopamu All® (umu  BPA  mpm
HENepeHOCUMOCTH HHruouTopoB AllD), Oera-anpeHOONOKATOpaMU WJIM AHTATOHHCTAMU
MUHEPAJIKOPTUKOUHBIX PELENTOPOB pekoMeHaoBaHa mauueHraM ¢ CH u cucrommueckoit
muchynkimeit (OPBJDK <35— 40%) nist cHmkenus oduieit cmeptHocta U pucka BCC [85, 86, 87,
88].
eJleBoxkenynoukoBast xupyprudeckas pekoncrpykuus (JDKP) pekomennoBana narmentam ¢ CH
II/IV ¢ynkunonansHoro kimacca mo NYHA, 6onbmoit aneBpusmoit JDK, 6onbimuM TpomMOoM,
AMHU30J]aAMHA TPOMOOAMOOJIMN B aHAMHE3€ M TPU YCIOBUH, YTO aHEBPU3Ma SIBISICTCS MPHYUHOMN
aputmuu [89, 90, 91].

EOKIB (YYP B, Y/ 2).

Kommenmapuu. Llensv neooicenyoouxosoti pekoncmpykyuu (JDKP) — yopams pyoyoeyio mrxams
npU NOMOWU pe3eKyuu IH00Kapoa U 3HO08EHMPUKYIAPHOU NIACMUKU ¢ HOpMaIuzayuel gopmul
u 06véma JDK ona ynyuwenus ouacmonudeckou u KOHYeHmMpuiecKou cUCmoaudeckol QyHkyui,
UCKTIIOYUMDb  30HbL  PUEHMPU, VCMPAHUMb  UMeMUI0  MUOKApOd, UCNPAsUms  KOJIbYe8YIo

ounamayuio mumpanvrozo kianauna [89, 90].

3.2. Jleuenue cenyo0ouKoevixX apummuili U npoduiaKmuka 6He3ANHOU

cepdelmoﬁ cmepmu

MeaukaMeHTO3HOE JIeUeHne

JleueOnbIC nmoaxodbl IpH KCIIYAOUKOBBIX apUTMUAX OCHOBAHLI HA HAJIMYHHU Y MALMUCHTA
CTPYKTypHOﬁ narojorun cepaaa. HepequL OCHOBHBIX AHTHAPUTMHUYCCKUC TIPCIapaTos,

MOKa3aHUsl K Ha3HAYEHUIO, 103bl U 0O0UHbIe 3P peKThl npuBeaeHsl B [Ipunoxenun Bl u B2. Nx
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UCIIOJIb30BaHNE BapbUpPyeT B 3aBUCUMOCTH OT 3ajady — KynupoBanue mnpuctyna KT wumm

npodHIaKTHIeCKOe Ha3HAUCHHE.

MeauKaMeHTO3HASI AHTUAPUTMHYECKAS TePANUS KeJTYA0UKOBOM IKTONMUYeCKOM
AKTUBHOCTH Y NAIIMEHTOB 0€3 CTPYKTYPHOI MAaTOJIOTHMH cepAna/ancyHKIUM JIEBOT0
KeJTy10UKA.
oY manueHTOB 0e€3 CTPYKTYypHOH maTosioruH cepiana/muchyHknuu yeporo skemymouka (JDK)
MEAMKAMEHTO3HOE JICYCHHE JKETyJOUKOBOM SKTOMUYECKOW aKTUBHOCTH HE PEKOMEH]IOBAHO, TaK
KaK y 3THX MallMeHTOB HU3KUH pHUCK BHe3arHou cepaeunor cmeptu (BCC) u He TpebOyetcs eé
npodunakruka [472,473].

EOK A (YYP A, Y1 3)
KommenTapuii: B omcymcmeue cmpykmypHot namono2uu cepoya max Ha3vleaemas
«UOUONAMUYECKAS) AHCETYOOUKOBASL IKMONUYECKAsL AKMUBHOCTb MOMdNCen Oblmb NpeodCcmasiiend
8 8ude 0OUHOUHOU, NAPHOU JHCeny0ouKosou skcmpacucmonuu (K3), npobesicex dceny0ouxosol
maxuxapouu (KT), a makowce ananoeuunvlx nposenenuil xceiyooukosou napacucmonuu. C
nozuyuu pucka BCC nayuenmol 6e3 cmpyKmypHOU namoio2uu cepoya umerom 01a20npusmubsiii
NPOCHO3 6HE 3ABUCUMOCIU OM BUOA IHCELYOOUKOBOU IKMONUYECKOU aKMUGHOCmMU, 00ue2o
konuuecmea JKO 6 cymku u seruuunvl unmepsana cyenaenus K23 [92,93,94,95].
oY manueHToB 0e3 CTPYKTYypHOU marosioruu cepaua/aucdynkmun JDK nekapcTBeHHOE JIeUCHHE
XKD pexomeHIOBaHO B  ClIydYasx, KOTJAa AapUTMHS  CONPOBOXKIAETCS  KIMHUYECKOM
CHUMIITOMAaTHUKOHM JTMOO MPUBOIUT K JWJIATAIMH TIOJOCTEH cepliia U CHH)KEHUIO COKPaTUMOCTH
muokapaa JOK Ha QoHe yacTol ’kemymodKOBOM SKTONMUYECKON AaKTMBHOCTH, IpPEBbIIIAIOIIEH
15% ot o01miero KoiIM4YecTBa CepJEYHbIX COKPAIICHUN B CYTKU MO JAaHHBIM MOHHTOPHPOBAHUS
anektpokapanorpammsl (OKT') no Xoarepy (XMOKI).

EOK IC (YYP A, Y] 3) [96,97,98].
oJlnisi JeueHus KemyJIO4YKOBOW HKTOMMYECKONW aKTUBHOCTH Y TAIMEHTOB 0€3 CTPYKTYpHOM
narosioruu cepaua/muchynkuu JOK pexomeHm0BaHO Ha3HadyeHHE OeTa-aJipeHOOI0KaTOPOB,
AQHTAarOHUCTOB KaJibliuA (Bepanamuia™*), a Takxke anTuaputMuueckux npenapatos (AAIT) | u 1l
ki1accoB mo kimaccupukarmu E.M.Vaughan-Williams 8 wmomudukammu B.N.Singh wu
D.C.Harrison. (cm. [IPUJIOXKEHUE B1.)

EOK IlaB (YYPB, Y1/ 2)

Kommenmapuii: Haubonee s¢ppexmusnvimu cpeocmeamu nevenus KO saensiomes AAIl 1C
Kknacca (nponagenon™*,  OusMUIAMUHONPONUOHUNIMOKCUKAPOOHUNAMUHODEeHOMUASUH™* U

aannakoHumuna 2uopoopomud**, a maxace Wl knacca (comanon™** u amuooapon**). Ilepeuens
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npenapamos, pPeKOMEeHOOBAHHbIX O/l JledeHUsl JHCeIYOOUKOBbIX apUMMULL ¢ YKA3AHUEeM UX
CManoapmHulx mepanesmuieckux 003, npeocmasien ¢ [IPUJIOJKEHUHU Bl. [96,98].

oV mamueHToB 0e3 CTPYKTYpHOH maTtonoruu cepaua/auchynxmun JOK Hammume mapokCU3MOB
monomopduoit KT (uamonatmueckoir XKT) He yBenmumBaer puck BCC u He TpeOyer eé
MeInKaMeHTOo3Ho# nmpodunaktuku [94, 99, 100, 101, 102].

EOK IA (YYP A, YO 1).

KommenTapmii: C nosuyuu pucka BCC 6 Oonvwuncmee ciyuaee nayuewmol ¢
uouonamuveckumu KT umerom 61a20NpUsmMHbIL NPOSHO3 JHCU3HU, OOHAKO OAHHbIE APUMMUU

MO2Ym CONPOBOHCOAMBCSL BLIPANCEHHBIMU HAPYULEHUIMU CUCMEMHOU 2eMOOUHAMUKY (0OMOPOK,

oméx é2Kux), a npu OIUMENbHO Nepcucmupylowem meyeHuu — Hpueooums K
npozpeccupyioujemy CHUMICEHUTO coxpamumocmu Muokapoa u paszeumuio
MaxuKapOUoOMUonamuu. Omu coCmosnusl npu omcymcmeuu agppexmusnoco

AHMUAPUMMUYECKO20 JleYeHUst MO2YN NPeOCMABIsimb ONACHOCHb OJisl HCUSHU NAYUCHMOS.

o[lpu Hammuuu KT y manueHTOB 0€3 CTPYKTYpHOW MATOJIOTHUH cepia i MpOQHIaKTHKH
MOBTOPHOTO BO3HHKHOBEHHSI YCTOWYHMBBIX NPUCTYIIOB PEKOMCHIIOBAHO Ha3HA4YeHUE Oera-
anpeHoOokaTopoB, Bepanamuiaa®*, a rakxke AAIL | u Il xknaccos [100, 101, 102].

EOK llaB (YYP B, YA 2).

KommenTapuii: Boibop AAII ons npogunakmuru peyuousos KT dondicen ocywecmensimoscs ¢
VUEMOM UHOUBUOYATLHBIX NPOBOYUPVIOUWUX (PAKMOPO8 U XapakmepHvlx 0isi pasHulx ¢opm KT
usmenenuii. OKI. Bema-adpenodnoxamopwl sensromes npenapamamu  evioopa npu KT,
nposoyupyemvlx  Quzuueckol  Haepyskou. Ilpogunakmuyeckuil npuém  eepanamuna**
yenecoobpasen 0nsa Jnedenus Henapoxcusmanvhou KT u npedynpexicoeHuss napokcuzmos
Gacyuxynaproti  negoxcenyoouxosou maxuxapouu. Haubonee 3gpgpexmusnvimu cpedcmeamu
npeoynpescoenuss peyuousos napoxcuzmarvhou monomoppuou KT sensiomea AAIl | knacca
unu Wl xnacca. Ilepeuenv npenapamos, peKOMEHOOBAHHBIX O JEeHUeHUS HCeNYOOUKOBLIX

apummui, ¢ YKA3aHuem Ux CMmMaHOApmuwblX mepanesmudeckux 003, Npeocmasnen 8

ITPUJIOKEHMHU B1 [103,104].

MeankaMeHTO3HAs! AHTHAPUTMHYECKAS TePaNus KeJYA04KOBOH IKTONMUYECKOI
AKTHMBHOCTH y NAIIMEHTOB €O CTPYKTYPHOM naTtoJioruei cepaua/aucyHkumei JeBoro
JKeJIy104Ka.

eJlekapcTBeHHass aHTHapuTMuyeckas Tepanus (AAT) XD y mamueHToB €O CTPYKTYPHOI
naronorueit  cepaua/muchynkuueii JOK  pexomenzoBaHa B ciaydasX, KOrjJa apUTMUS
COTPOBOXKAAETCA KIMHUYECKOW CUMITTOMATHKOM JTMOO MPUBOIUT K JUJIaTAllMU TIOJIOCTEN cepaua

U CHIKEHUIO cokpatumoctu muokapaa JDK Ha ¢oHe dacToil Xelnymo4KOBOW IKTOMHYECKOM
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aKTUBHOCTH, MpeBblmaromeid 15% ot o611ero KoianudecTBa CepAeUHbIX COKpPAIEHU B CYTKH IO
manaeiM XMOKIT [120, 121].

EOK IC (YYP A, YA 3).
o[lpy HamMUuM >KETYJOYKOBOM OSKTONMUYECKOM AKTUBHOCTH Yy TMAIlMEHTOB CO CTPYKTYpPHOI
natosiorueii cepaua/muchynkmuein JOK mosemmen  puck BCC um Tpebyer mnpoBeacHUE
aHTHAPUTMUYECKOH Tepanuu s e€ npodunaktuku [103, 104, 105].

EOK IA (YYP A, YO 1).
Kommenmapuii: 'V 6orvuvix co cmpykmypuou namonozueti cepoya puck BCC 3agucum om
xapaxkmepa xceiyo0ouKo8ou IKMONUYeCKOU aKmueHoCmu U evlpadcenHocmu ouc@ynxkyuu JDK.
Hanuuue y 6onbnvix co cmpykmypuwvim nopasxcenuem cepoya wacmoti K3 (bonee 10 K3 6 uac),
MHOJICECMBEHHBIX (PopM JHCeNYOOUKOBOU IKMONUUECKOU akmusHocmu (naprot XKD, npobedicex
JKT) u/unu cnusicennoii cokpamumenvuou pynxyuu JUK (3nauenue ¢ppaxyuu eviopoca (OB) JDK
menee 40% no dannvim 3xoxkapouoepapuu (IXOKI) conpsiceno ¢ nosviuennvim puckom BCC
[105, 106, 107, 108, 109].
o]l JledeHHs] TAIMEHTOB CO CTPYKTYPHBIM THOpakeHueM Muokapaa/auchynkuuenn JIK,
uMerImux nosbilieHHbI puck BCC u Hyxknaoommxcs B €€ NEPBUYHOW WIM BTOPUYHOMN
npoHIaKTUKE PEKOMEHJOBAaHO HAa3HAYECHHUE MPETapaToB IPyNIbl OeTa-aJpeHO0I0KaTOPOB.

EOK IA (YYP A, YA 1).
KommenTapuii:  bema-adpenobiokamopul (npeonoumumenvHo  KapoOuoceieKmusHble,
NPOJIOH2UPOBAHHO20 OeliCmEUs) OONINCHbI HASHAUAMbCA C YUEMOM HPOMUBONOKAZAHUL K UX
NPUMEHEHUIO U B03MONCHBIX Nobounblx 3¢hhexmos [110, 111, 112, 113, 114, 115, 116].
e[lpumenenne AAIl (3a wuckimtoueHHeM OeTa-aJpeHOOIOKATOPOB) HE PEKOMEHIOBAHO st
cHmkeHus pucka BCC y 607bHBIX CO CTPYKTYpHOM natosiorueit cepana/auchynkuueit JOK.
EOK A YYP A, YOO 1).
Kommenrtapuii: Mcnonvszosanue AAIIl | knacca (bnroxamopwr nampuesvix kananos), Wl knacca
(6nokamopwl kanuegvix xauanos) u IV xnacca (neducudponupuourosvie aHmazoHUCbL UOHO8
Kanvyus), He  yayuuiaem — NPOSHO3 — NAYUEHMO8  CO  CMPYKMYPHOU  namoao2ueu
cepoya/ouchynkyueu JDK u mooicem npugooumv K YEeIUUEHUID PUCKA BO3HUKHOBEHUS
dAcUzHEY2POoACAIOWUX dncery0ourosbix maxuapummutl u BCC [117, 118, 119].
oY TMalMeHTOB C WMIUIAHTUPOBAHHBIMH YyCTPOWCTBAMHU ISl TPOBENEHUS CEePACUHON
pecunxponusupyomei tepanuu (CPT***) npumenenne nexkapcrBeHHo AAT pekoMeH0BaHO
Uit monaBneHus vactod KD B ciydasx, Korja OHa MNPUBOAUT K CHIDKEHHUIO MPOIICHTA
HaBs3aHHOTO OMBEHTPUKYJISIPHOTO PUTMA HI)KE PEKOMEHIOBAHHOTO YPOBHSI.

EOK I1aB (YYP B, VI 2).
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KommenTapmii: /[ oocmuocenus naunyuuwezo sgpghpexkma CPT*** neobxooumo cmpemumucs k
MAKCUMANbHO 8bICOKOMY NPOYEHM) HABAZAHHO20 OUBEHMPUKYIAPHO20 pumma. OnmumanbHbim
ons nposedenusi CPT*** cyumaemcs nanuuue ne menee 93% OUSeHMPUKYIAPHBIX HABAZAHHBIX
KOMNIEKCO8 (N0 OaHHbIM UHmeppo2uposanus umnianmuposannvlx CPT***-ycmpouicme unu
XMDKT) [122, 123, 124].
eB KkauecTBe CpeACTB aHTHAPUTMHUYECKOTO JjedeHus KD y NanuMeHTOB €O CTPYKTYPHOMU
natojorueit cepana/muchynkiuein JOK pexomMeHnIoBaHO Ha3zHaueHUE OeTa-aJpeHO0I0KATOPOB,
coranoynia**, amuomaapona**, 160 koMOMHAIMK OeTa-apeH00I0KaTOPOB 1 aMmuoaapoHa™**[125,
126, 127, 128].

EOK IA (YYP A, YA 1).
eKommeHnTapuii: bema-adpenodiokamopsi HeobdX00uMo paccmampugams 8 Kauecmee 0CHOBbL
AAT ocenyoouxosvix apummuii. Comanon** oonee sgpgpexmusno, uem b6ema-adpeHobI0KamMopbl,
nooasnsaem JHceryO0ouKo8yro IKMONUYECKYIO AKMUBHOCMb, O0O0HAKO €20 NpUMeHeHue He
PeKoMeH008ano O0nbHbIM, umerowum 3Havenuss OB JDK menee 20% no OXOKI', eunepmpoghuro
muokapoa JDK o6onee 14 mm no oOannvim OXOKI, a makowce npusHaxku cepoedHol
Hedocmamoynocmu (CH). Amuooapon™* ¢ xauecmee monomepanuu u 6 kombunayuu c bema-
aopenobrokamopamu npeocmasnsiem cobou naubonee p@exmuenviti AAIl O nevenus
HCENYOOUKOBLIX apumMMULl Y OONbHBIX CO CMPYKMYPHOU namonozueli cepoya. B mo e epems,
€20 NpUMEHEHUe CONPANCeHO ¢ Haubolee GblCOKUM PUCKOM PA36UmMusi msiCcEnbix NnoOOUHbIX
aghgpexmos.  Bcreocmeue  smoeo,  amuoodapou**  yenecoobpasHo  HazHauamev — npu
HeappexmusHocmu unu He8o3MoxcHocmu npumenenus opyeux AAIL Ilepeuenv npenapamos,
DPEKOMEHOOBAHHBIX OJisl JleYeHUs JHCeIYOOUKOBbIX APpUMMULL, C YKA3AHUEM UX CMAHOAPMHbIX
mepanesmuueckux 003, npeocmaenen ¢ [IPUJIOJKEHWUH B1[125,126,127,128].
e[Ipumenenne AAII | knacca ¥ HEIUTHAPONUPUANHOBBIX AHTArOHUCTOB MOHOB Kamblus( 1V
kJacc) juig jgedeHus XKD y GONbHBIX CO CTPYKTYPHBIM MOpakeHueM cepaua/aucynkuuenn JOK
npotuBomnokaszano [117,118,129,130,131,132].

EOK Il A(YYPA, YIA1).
Kommentapuu: AAIl | xnacca we Oondxicnvl npumensamovcs Onsi aedenuss KD y 6o1vbHbIX
uwemuyeckou donesnvio cepoya (MBC), 6 mom uucne nepescuswux ungapkm muoxapod, a
Makaice y NaYueHmos ¢ Opyeumu opmamu cepoedtol namonoul, NPUSOOSUUMU K CHUNCEHUIO
coxkpamumenvrou Gyuxyuu JUK (3navenus @B JDK menee 40% no oamnvim DXOKIT) u/unu
nposienenuam xpouudeckou CH. Hasnauenue AAIl | knacca maxoce npomusonokazaHo
00nbHBIM, UMetowUM 2unepmpoguio muoxkapoa JDK (monwuna muokapoa 1e6o2o xceiyoouxa
bonee 14 mm no oannvim IXOKIT). Heoueuoponupuourosvie anmazoHucmsl UOHO8 KATbYUs.

(6éepanamun™** u ounmuazem™*) manosgpgpexkmusnvi 6 neyeHUU HCETYOOUKOBBIX APUMMULL Y
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OONBHBIX CO CMPYKMYPHLIM NOPANCEHUEM Cepoyd U Mo2ym yXyoulams HPOSHO3 NAYUEHMO8 C
oucghynxyuei JDK u CH.
eOneHky H(PQPEeKTUBHOCTH M 0€30HaCHOCTH MMOJABJICHUS KEITyJOYKOBOW HSKTONMUYECKOH
akTUBHOCTH Tipu iomor AAIT y GOIBHBIX CO CTPYKTYPHOH Matoyiorueid cepana/aucyHKIuei
JIK pekomeH10BaHO MPOBOJAUTH MO KOHTposieM nosropHoro XMOKIT [133].

EOK llaC (YYP B, Y1 3).
Kommenrapuii: /s oyenxu s¢pghexmusnocmu  mecmupyemvix AAIl  pexomenoyemcs
ucnonvzosame  credyrwue kKpumepuu: npu npuéme AAIl 6 mepaneemuueckou 003e
peaucmpupyemcs cHudicenue obwezo koauvecmea K3 6onee, uem na 50 % u/unu ymenvuienue
KOIUYeCcmed 4acos 8 Cymku, 8 meyeHue Komopuvlx pecucmpuposaiacy K3 bonee, uwem 6 2 paza
Om Makogo2o, NPOBOOUBULE20CS 6 YCIOBUAX OMCYMCMEUs AHMUAPUMMULECKO20 JledeHUs.
llapannenvno ¢ smum y nayuenmog OONHCHO DPe2UCMPUPOBAMbCS YMEHbUEHUE KOIU4ecmed
napuwix K3 6 10 paz u 6onee, a makace nornoe ycmpanenue npooesicexk KT
eHaznauenne amuonmapoHa** wim kKoMmMOMHaIMKM aMuojapoHa*™* ¢ Oera-aapeHOOI0KaATOpaMHU
pexoMeH10BaHO npu Hanuyuu npuctynoB JXT/PXK y GOmbHBIX CO CTPYKTYPHOW MATONOTHEH
cep/ua, eciii OHM OTKa3bIBatoTcs OT umruiantanuu MK*** mubo ata oneparust He MOXKET ObITh
BBINIOJIHEHA 110 KAaKUM-TT00 Apyrum npuuunam [140,141].

EOK IA (YYP A, YA 2).

KommenTapuii: V 6onvubix, Hyscoarowuxcsa 6 nepsuyrol u emopuynotl npogunaxkmuxe BCC,
amuooapor™** unu eco KomMOUHUPOBAHHOE NpuMeHeHue ¢ bema-adpeHoOI0KAMopPamu AGIAOMCs
€OUHCMBEHHOU  JleKapcmeenHol  anvmepuamueoln HK/***  cnocobnoti  npedynpexcoamo
6o3HuxkHoseHue JKT/QK u ysenuuueams npooor#cumenbHOCmy HCUu3Hu nayuenmos. llepeuens
npenapamos, pPeKOMeHOOBAHHLIX OJisl JleYeHUs JHCelyOOYKOBbIX apUMMUL, C YKA3aHUeM Ux
cmanoapmuulx mepanesmudeckux 003, npeocmasnen 6 [IPUJIOKEHUN B1.
eAAII IB xknacca (peHuToMH**) MOryT OBITH PEKOMEH/IOBAaHBl B KAueCTBE CPEJCTB «BTOPOM
auHUM» Tpu dacTeix peruauBax JKT/@XK y GombHBIX CO CTPYKTYpHOW MATOJOTHEH cepAala u
uMriantupoBanaeiMu UKJ*** | mpu HemocTatounoit adextruBHOCTH OeTa-aapeH00I0KaTOPOB,
cotajona** u amuomapoHa**, a TakKe IpPU HEBO3MOXKHOCTH HX MNpuéMa B CBA3H C
a0COMIOTHBIMU TPOTUBOMOKA3aHUSAMU WU TSDKETBIMUA TOOOYHBIMU 3P PEeKTaMu IeUSHHUS.

EOKIIb C (YYP B, YA/ 4).
KommenTapmii: [lepeuenv npenapamog, pekOMeHOO8AHHbIX O/ JIeYeHUsl JHCeNYOOUKOBLIX
apummui, ¢ YKA3aHuem Uux CMaHOApmuwblX Mmepanesmudeckux 003, Npeocmasien 8
IIPUJIO)KEHHWU B1 [142,143].
eKomOunupoBannoe npumenenue AAIl IB (penuronna**) u Il xmaccoB pekomeHI0BaHO

OOJIBHBIM CO CTPYKTYPHBIM HOpaskeHHeM Muokapia/auchynkuueit JOK 1 uMmiaHTHpOBaHHBIM
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HUKJI*** B cimywasix, Korma npyrue BapuaHThl jedeHust (MoHotepanust AAIl w/unm xarerepHas
abnarms) oKa3aauch Oe3ycnelHbiMu B ycTpaneHun peunanBos KT u XK [143,144,145,146].
EOK IIb C (YYP B, YA/ 4).
KommenTapmii: [lepeuenvs npenapamos, pekOMeHOO8AHHbIX O/ JleYeHUsl JHCEeNYOOUKOBLIX
apummuii, ¢ YKA3aHuem Ux CMaHOApmHsblX Mepanesmuieckux 003, Npeocmasiey 8
IIPHUJIO’KEHHHW B1.
eJleyenne OombHBIX ¢ napokcuzmMamu JKT/@X H0WKHO NPOBOAMTHCS MApajuIEIbHO C
BBISIBJICHHEM W YCTPAaHEHUEM WHJIMBHIYaJbHBIX MATOTCHETHUYECKUX (PAKTOPOB, JICKAMIUX B
OCHOBE BO3HUKHOBEHUSI apUTMHYECKUX NMPUCTYTOB [147,148,149].
EOK IC (YYP A, YA 2).
Kommenrapuii: [lomenyuanoHvlmu namocenemudeckumy Gakmopamu, npogoyupyouumMu
soznuknosenue KT, senaiomcs apummozenHoe Oeucmsue JIeKapCmeeHHblX Npenapamos,

INIEKMPOTIUMHbLE HAPDYULECHUA (2un0Ka/1ueMu;z, ZI/II’IOMCIZHueMuﬂ) u ocmpasd uutemusl MMOKapaa.

Kyl'[I/IPOBaHI/Ie yCTOﬁqHBbIX MapoKCU3MoOB )KeJIy)IO‘lKOBOﬁ TaxXuKap/Iuu.

Anroputm kynupoBanus napokcuzmoB KT npencrasnen B [IPUJIOXKEHUUN b (cxema 1). o3l
npenaparoB s Kynuposanust napokcusmoB KT npeacrasiens B [IPUJIOXEHUN B2.
o[lpu ocranoBke KkpoBooOpamenus (KT ©0e3 mymbca wmum  @DXK) pexomenmyercs
HE3aME/UINTEIbHOE  IPOBEIEHUE  KOMIUIEKCA  CEpJEYHO-JIETOYHBIX  pEeaHUMAIMOHHBIX
meponpustuit (CJIP) [150,151,152].

EOKIC(YYPA, YAA1).
o[Ipu ocranoBke kpoBooOpamenuss (KT ©6e3 myapca wnmu DXK) KiIrOUEBBIM 3IEMEHTOM
peanumanuu (T.e., OJHO3HAYHO PEKOMEHIOBaHA) SBISAETCS OKCTPEHHAs dJIEKTpUYeCcKas
nebubpumsauus cepaua [150,151,152].

EOKIC(NYPA YIAO1).
eBuyrpuBeHHoe OoirocHOE BBeACHHE amuogapoHa*™* Ha ¢Qone mnpomomxenuss CJIP
pekoMeHayeTcss B ciydae HEdPPEeKTUBHOCTH  AeUOPWIUISAIMA WM HENPEPHIBHOTO
peuuauBupoBanus aputmuu [150,153,154].

EOK | A (YYP B, Y1 2).
eBHyTprBEeHHOE BBe/eHUE TuA0KanHa*™* Ha ¢one npoxomkenus CJIP pekoMmeHayeTcs B ciydae
HedP(DEKTUBHOCTH  ACPUOPIIISAIMN WIM  HENPEPHIBHOTO  PELUIUBUPOBAHUS  ApPUTMHUHU
[150,152,155,156].

EOK llaB (YYP B, Y/ 2).
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eBHyTpuBeHHOE BBeAeHHE sSnuHePpuHA*™* 1 Mr Kaxable 3-5 MUH pPEKOMEHJIOBAaHO B XOJI€
oxazanus CJIP [150,157,158,159].
EOK IIb A(YYPC, YIA1).
KommenTapuu: 1o oanubim KIUHUYECKUX UCCIe008aAHUL NpumMeHenue 0Oojee 8blCOKUX 003
npenapama He obnadaem npeumyuiecmeom no CPAGHEHUI0 O CMaHOapmuol 0030 1 me.
eDKCTpeHHasi 3JeKTpuyeckas kapauosepcusi pexomenjpoBanHa npu KT, compoBoxnatomieics
OCTPBIMU  HApPYIIEHUSMU TIEeMOJMHAMUKH  (CHUMIITOMHAs  apTepualibHas  TUIIOTEH3US,
CHUHKONAJIbHOE/TIPECUHKONAIIBHOE COCTOSIHME, IMPU3HAKH OCTPON HIIEeMHUHU MHUOKapja, OTEK
nérkux/octpas CH) [150,151].

EOK I A(YYPA, YA 1).
o[Ipu oka3aHHM HEOTJIO)KHON MEIMUIIMHCKON MOMOIIM MapOKCHU3Mbl TaXUKapIUU C IIHPOKUMHU
komruiekcamu QRS pexomenayercst pacuenuBarh kak JKT 3a HCKIFOUEHHWEM CHTYAIlMi, KOTIa
IuarHo3 HajpkenynoukoBoil Taxukapauu (HXXT) e Bei3biBaeT comuenus [167,168,169,170].

EOK IC (YYPA, YA 5).
Kommenrtapun: Humepnpemayus maxuxapouu ¢ wupokumu Komniekcamu QRS  kax
HAOJHCENYOOUKOBOU MOAbKO HA OCHOBAHUU OMCYMCMBUS OCMPLIX HAPYULEHUN 2eMOOUHAMUKU
ABNAEMCS PACNPOCMPAHEHHOU KauHuyeckou owubkou. AAII, ucnonvzyemvlie 01 Kynuposamus
KT, sppexmusnvl u npu HXKT, 6 mo epemsa kax npenapamsi, npumensemvle 01 KYNUPOBAHUS
HXXT (sepanamun®*) mocym ewizvieams cHudicenue apmepuaivhozo oaenenus (A) u
NPUBOOUNMb K OCMPLIM HAPYULEHUAM 2eMoOuHamuru y 6oavnuix JKT.
eBuyTpuBeHHOe BBeaeHue lIpokanHamumga** pexomeHayeTcst IUisl KyMUPOBAHUS MapOKCH3MOB
KT, nporekatomux 6e3 OCcTpbIX HapylieHuit remogunamuku [171,172,173].

EOK llaA (YYPB, Y] 2).
eBHYyTpHUBEHHOE BBeJCHHE AMHOJAPOHA™™* peKOMEeHIyeTcsl Ul KyMMpPOBAaHUS MapOKCHU3MOB
KT, npotekaromux 6e3 OCTpbIX HapylIeHni remoquHaMuku [173,174,175,176].

EOK I1bB (YYP C, Y1 3).
eBuyTpuBeHHOE BBeicHUE OeTa-aapeHo0mokaTopoB (Meronpomon**, DcmMoIion) peKoOMeHIyeTCs
JUIsL  KyNMpOBaHWsT M NIpeJoTBpaileHus HemnpepblBHOro peuuauBupoBanus KT/DXK,
npoBoLMpyemMoi umemue Muokapaa [177,178].

EOK IIAB (YYP B, Y11 2).
eBHyTpuBeHHOE BBeAeHUE Bepamamuna** pekomenayercs ans kynupoaHus KT, HO TOJIBKO B
clIy4ae, €cnu JuarHo3 BepamaMuwi-uyyBcTBUTenbHOM JKT He BBI3bIBaC€T COMHEHUH
[179,180,181,182,183,184].

EOK IB (YYPB, Y11 3).
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KommenTapuii: Ocoboti, He uacmo ecmpeuaroweiicss popmou napoKkcuzMaibHOU MOHOMOPGHHOU
KT saensemcsa gacyukyisapras 1e80xHcery00yKo6as Maxukapous, 8 OCHO8e KOMOPOU JIeHCUm
MeXaHUu3M NOBMOPHO20 8X00A BOJHLL 8030YHCOeHUs (Teentry) ¢ yyacmuem 8 yenu YupKyiayuu
B0JIHbI 8030YHCOEHUSL 3A0HEe-HUIICHEe20 pa3eemeiieHus: 1esoll Hodcku nyyka luca. Kommniexcol
ORS 60 @pems napoxcuzma umerom KoHuU2ypayuro, XapakmepHyio s 0J10Ka0bl NPAoU HONHCKU
nyuka luca ¢ omkioneHuem 31eKMPUYECKOl ocu cepoya 61e6o. Yuacmue NpOKCUMATbHBIX
cmpykmyp cucmemvl 1uca-Ilypkunve 8 PopmMuposanuu Mexamuzma maxukapouu AeJsemcs
npuuuHol  opyeux ee ocobennocmetl. 1) npooonxcumenvrHocmos komniexcos QRS peodxo
npesviwaem 120 mc; 2) napokcusmovl MO2YmM UHUYUUPOBAMBCS HE MOJIbKO HCENYOOUKOBbIMU, HO
U npeocepHviMU IKCMPACUCMOAAMU [npedcepOHbiMu SKkempacmumyiamu 60 epems DDHU]; 3)
sepanamuil 8biCOKO 3Ppexmueern 8 KYRupo8aHuu 3moill Mmaxukapouu [no smum NPUdUHam ee
0bo3Hauarm makdice Kaxk «sepanamun-yyecmeumenvuyio KT», a enympugenHoe npumeHneHue
8epanamuiia CIylcum He MoOJbKO CHOCOOOM YCMpaHeHus NapoKCU3MO8, HO U CB0e0OPA3HbIM
OUACHOCMUYECKUM JIeKAPCMBEHHBIM MeCmOoM, HAOEHCHO NOOMEEPAHCOAIOUUM UMEHHO MAKOU
MexaHuzm maxuxkapouu/, 4) Haiuuue omuemiUB020 AHAMOMUYECKO20 cybcmpama 6 euoe
3a0Hee-HUMCHel emeu J1egoll Hodcku nyuka luca, Kaxk y4acmHuxa yenu pueHmpu,
obecneuusaem B6bICOKYIO 9hheKmusHOCmb NpuMeHeHUus paouod4acmomuol KamemepHou
abnayuu npu smou gopme maxuxapouu. DPacyuKyIsApHAS 1€B0HCENYO0UKOBAS MAXUKAPOUS
8blAGNAeMCs, KAK Npasuno, y MOA0ObIX JuY, He UMEIWUX HNPUSHAKOE Op2aHU4ecKo20
3abonesanusi cepoya, Ymo NPUHYUNUAILHO OMJUYaem ux om nooasisawe20 OONbUUHCMEA
opyeux 6onvubix ¢ napoxcuzmamu KT, u no msadcecmu KIUHUYECKUX NPOSAGTIEHUL NPUCMYNOS, U
no npocHo3y sxcusnu ¢ nosuyuu pucka BCC.
Bepanamun™** moocem evizvieamv chuoicenue A/l u npueooumev K ocmpuiM  HAPYULEHUAM
2eMOOUHAMUKU, NOIMOMY NPOMUBONOKA3AH 60bHbIM Opyeumu opmamu XKT.
eBuyTrpuseHHoe BBeneHue Tpudocanenuna (ATD) pekomennyercs ans kynuposanus XT, Ho
TOIIKO B CIy4yae, €ClId JAMarHo3 aJeHOo3WH-4yBcTBUTENbHONW JKT He BBI3BIBaGT COMHEHUN
[185,186,187].

EOK | C (YYPB, Y1 4).
KommenTapuii: Yyscmseumenvuvivu Kk mpugocaoenumny s611emcs maxukapous, Ucxooauas u3
BLIHOCAWE20 MPAKMA NPABo2o dHcenyooukd. /s maxkou maxukapouu munudHbl XapaKmepHas
mopgonoeus komnnexcos QRS na IKI', vacmoma pumma 60 épems maxuxkapouu 8 npeoenax om
100 0o 150 & 1 mumn, menpepwignoe peyuousuposanue. I opazdo pedxce ananrocuunas gopma
maxukapouu Mmodicem 603HuKamv 6 eviHocaujem mpakme JDK. Ilomumo mpugocadenuna,

OaHHble d)Oprl maxuxapduu makoitce A6NAI0MCA 4)yeCmeumelbHbiMu U K eepanamuily.
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Tpugpocadenun mooxcem ewizviams cuudiceHue A/l u npusooums K ocmpvlM HApYUWEHUIM
2eMOOUHAMUKU, A MAKIHCe NOMEHYUPOBAMb «(heHOMEeH 0OKPAOLIBAHUA» U YCY2YONamMb UUEMUTO

MUOKApOA, NOIMOMY NPOMUBONOKA3aH OONbHBIM Opyaumu popmamu JKT.

JleueHue KCJIYTOYKOBBIX apI/ITMI/Iﬁ Ipu OCTPOM KOPOHAPHOM CHHpPOME.

K3 u meycroitunBas KT vacto ormevarorcst y narueHToB ¢ OKC, ocoOeHHO BO BpeMs
MEPBUYHOT0 KOPOHAPHOTO BMeIarenbeTa npu UM ¢ nogsemom cermenta ST (Tak Ha3pIBaeMble
peniepdy3uoHHbIe apuTMUN). OHU PEAKO MPUBOAAT K HAPYIICHUIO TeMOAMHAMUKHU U HE TPEOYIOT
cneunduyeckoit Tepanuu. JMUTENbHO COXPAHAIOMIAsICS U YacTast KEIYI0UYKOBask SKTOMHUS MOXKET
CBUJICTENLCTBOBATh O HEOOXOIMMOCTH AalibHEHIIIeH peBacKyspu3aly (HanpumMep, HOBTOPHOM
aHruorpaduu/9pecKoKHOTO KOpOHApHOTO BMemiatrenbcTBa) [56,57]. Eciu neycroiumBas KT
CONPOBOXKAAETCA  HApyIIEHUEM TIEeMOJMHAMUKH, CIEQyeT  paccCMOTpPeTh  Ha3HAu€HUe
amuogapona** (300 mr BHyTpuBeHHO cTpyitHO) [26]. IloBTrOpHas croiikas XXT, ocobeHHo
nonuMopdHoro xapakrepa, win nopropHas @X mMoryT ObITh IPU3HAKOM HETIONHOH penepdy3uu
WIM BO3Bpara OCTPOM HIIeMUH. B Takux ciydasx CcleqyeT pacCMOTPETh BBINOJHEHUE
sKcTpeHHON KopoHaporpaduu. IloBropHas momumopduas XT c¢ mepexomom B DX moxer
OTBEYATh Ha Tepanuio OeTa-aJpeHobsIokaTopaMu. Y MeHblIeHUI0 yucia 3nu3010B KT wim OX
TaKkkKe CIocoOCTByeT riaybokas cemamnus. /[ ObICTpOro NOJABICHHS T'€MOAMHAMHYECKU
3HaYUMBIX JKA MOXHO UCTIONB30BaTh amMuoaapoH (150-300 Mr BHYTpHUBEHHO CTPYIHO).
e[Ipumenenne Jpyrux mnpotuBoaputMuyeckux mnpenaparoB npu  OKC  (Hampumep,
npoKauHaMuJ, mponadeHoH, aiiMaanH) He peKOMEH/10BaHo [26,74].

EOKIII A (YYPC, Y] 2).
e[lonb3a NpopuIIaKTUUECKOTO TPUMEHEHHUSI aHTUAPUTMUYECKUX MPENapaToB HE I0Ka3aHa; TaKas
Tepanusi MOXET OBbIThb CONpsDKEHa C pPUCKaMU i MalldeHTa M TMOTOMY HE PEKOMEHIyeTcs
[26,74].

EOKIII A (YYPC, Y] 2).
oC menpto npopunaktukun KA y TDalMeHTOB €O CTPYKTYpPHOM MaToJIoTMEeNd cepila
peKoMeH1yeTcs Ha3HauaTh OeTa-afapeHo0sokaTopsl [26,73,74].

EOKITA (YYPA, Y] 2).
eHazHnauenue 6era-aapeHoOI0kaTOpoB BHYTPH it podunaktuku KA u BCC pekomennoBaHo
ns Becex nanueHToB ¢ OKC BO Bpemsi rocnuTanv3ald U MOCJE BBIMUCKH, TPU OTCYTCTBUHU
npotuBonoka3anui [ 188,189,190].

EOK lla B (YYP B, VI 2).
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eJleuenne GeTa-anpeHOOIOKATOPAMU PEKOMEHIOBAHO MPH MOBTOPHBIX AMU30/1aX MOTUMOp(HON
KT [188,189,190].

EOK I B (YYPB, YA/ 2)

Kommenmapuii. Meouxamenmosnas mepanus ycmouuusou KT 0ondxicna 6vims nHanpasiena Ha
MakcumanvHylo cumnamuyeckyio onokaoy [190, 191, 192]. B uccneoosanuu MADIT-II y
nayuenmos ¢ HKI***  nonyuaswux maxcumaivuvle 003bl Oema-adpeHoOi0Kamopos,
HAOMOOANU CyujeCmeeHHoe YMeHbUeHUe YUCIa NO8MOpHuIX 3nu30008 KT um DK,
mpebosasuiux emeuwiamenscmea UK/*** no cpasuenuto c nayuenmamu, Komopbvle He NOIY4AIU
bema-adpenoonrokamopos [190, 191, 192].

Jlobasnenue  amuooapona®*  He  YBeIUUUBANO  BBIICUBAEMOCMbL 8  2pYynne
KOMOUHUPOBAHHOU Mepanuu Nno CPABHEHUl ¢ 2PYNNou, 20e NayueHmsl NOAYYAIU MOJbKO
cmanoapmuyto mepanuro CH [190, 191, 192]. Jleuenue amuooaponom™* ¢ couemanuu ¢ bema-
AOPEeHOOIOKAMOPAMU CONPOBONCOANLOCH CYUIECMBEHHbIM YMEeHbUleHUeM PUCKA cpabamuvléanuii
UK[*** no cpasnenuio ¢ monomepanueii dema-adpeHoOIOKamopamu u ¢ MOHomepanuerl
comanonom. OOHaKo 8 epynne comanoia u 8 epynne KOMOUHUPOBAHHOU mepanuu amuo0apoHOM
u 6ema-adpeHobroKamopom Ovlia 6vlude Yacmoma ommeHvl npenapamos. Tak, uacmoma
ommenbvl ucciedyemoz2o npenapama yepes I 200 om uauana nedenus cocmasuna 18,2% ona
amuooapona, 23,5% ons comanona u 5,3% ona 6ema-adpernobaoxamopa. B uccreoosarnuu SCD-
HeF'T nayueumot ¢ oucgynxyuen JDK u CH @K II unu Il no NYHA nonyuanu cmanoapmuyio
mepanuro CH, cmanoapmuyto mepanuio CH 6 couemanuu ¢ amuooapoHom uiu CmaHoapmHyo
mepanuro CH 6 couemanuu ¢ oonoxameprvim UK/[*** [127,118].
e[IprmMeHeHne amMHOJapoOHAa PEKOMEHJOBAHO ISl yCTpaHeHuss cUMNToMOB KA y MalueHTOB
nocie MIM, onHako Takas Tepamnus He BIMSIET Ha IloKa3aTesnu cMepTHocTH [125,126].

EOK uer (YYP B, YA 3).
eBHyTpHBEHHOE BBE/EHHE aMHOAApOHa™* pexkoMeHJ0BaHO AJs JiedeHuss noaumopduoit KT,
aCCOIIMUPOBAHHOM C OCTPBIM KOPOHAPHBIM cUHApoMoM [121,125,125].

EOK I C (YYPC, YA 3).
eKoppekiusi HapyIleHu IEKTPOJIUTHOTO OajlaHca PEKOMEHJ0BaHa MaIllMeHTaM C TTIOBTOPHBIMU
snmzonaMu KT unu XK g kynupoBanus U IpodUIaKTUKY IpUcTynoB aputMuu [191,193].

EOK I C (YYPC, YA 2).
eBHYTpUBEHHOE BBEJICHHE JUIOKaHMHA™** pEeKOMEHJOBAaHO MJIsl JEUEHUS MOBTOPHBIX SIHU30]I0B
croiitkon KT wmm @X, He oTBedaromer Ha Tepanuio OeTa-aApeHOONOKAaTOpaMU WA
amMuomapoHoM** ~ a  TakkKe ~NpU  HATMYAM ~ [POTUBOMOKA3aHUM K  JICYCHHIO

amuonapoHomM**[192,193,194].
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EOK Ilb C (YYP C, VI 4).

Hemeouxkamenmo3sznvie memoowt neuenus KT

duekTpudeckas aepuopmsinus. JJIeKTPUIeCKAs CTUMYJISIIHS.

®DKCTpEHHAs MJIEKTPUYECKask KapHOBEPCUs WK NePUOPHIUISINS PEKOMEH/IOBaHA MAIUCHTaM C
ycroiuuBoii XKT wim ®XK s kynupoBanus npucryna aputmun [27,62, 150,151,152, 195].

EOKIC (YYPA, YII1).
Kommenmapuu: Eciu ocmanogxka cepoya npouzouiia 8 jleyeOHOM yupedscoeHul, HeobXooumo
cpasy 6bINOIHUMb 0ePUOPUNTAYUIO, NOCKOIBKY 8 IMOM CIyYde blile 8ePOSMHOCHb MO20, YMOo
NPUYUHOL OCMAHOBKU cepoya Oblia CmOUKas dceryooukosas maxuapummus. Ilpu smom
0eubpuNIAYUIO HAYUHATOM C MAKCUMATbHOU MOWHOCMU. [ 1edeOHbIX YUpescOeHUl Cambim
VOOOHBIM 8APUAHMOM  ABIAIOMCA  NOJyAemomamuyeckue oeguobpunisimopul. Brympueennoe
88e0eHUe aMuo0apoHa nosvliuaem 3@oexmuenocms dehubpuiiayuu u(uiu) npedomspawjaem
nosmopuwie 3nu3006t KT uru @K 6 ocmpuix ciyuasx.
eDJICKTpUYECKas KapJIUOBEpPCHUs pPEKOMEHJIOBaHAa mnamueHTam ¢ MoHoMopdHuoit XT wu
HecTaOMIbHOM reMoauHamMukon [193,195].

EOK IC (YYP B, Y/ 3).
DJeKkTpuveckass KapAHOBEpCHs pPEKOMEHIyeTcss i KymupoBaHus mnapokcusma KT, He
COIPOBOKIAIOIIETOCS OCTPHIMH HAPYIICHUSIMH TeMOIuHaMUKH, mpu HedpdekTuBHOoCTH AAII,
NPOTHBOIOKA3aHUM K WX MPUMEHEHHIO, a TaK)Ke B Cliydae, €CJIM JICYalluil Bpad W MaIMEeHT
OTJIAIOT MPENOUYTEHNE 3TOMY crioco0y BoccTaHoBieHus putma [160,161,170].

EOK I1b C (YYPB, Y1 4).
VYyamaromas CTUMYJISIMS JKeTyJOYKOB PEKOMEH10BaHa sl KynupoBaHusi MoHoMopdHoi KT u
Tpeneranus xenynouxos [160,170].

EOK IIa C (YYP A, Y/ 4)
Kommenrapuii: Kpamkogpemennas «3aanoeasy cmumynsyust sHceiy0ouxos «naukamuy uz 8-10
ucnyibcog ¢ uacmomotl, npesviuarowent yacmomy KT (burstpacing) oas xynuposanus
monomopgnou KT moocem 6vimv obecneueHa ¢ UCNONL30BAHUEM CUCTIEMbL BDEMEHHOU
MPAHCBEHOZHOU CIMUMYIAYUU cepoya (NPu HATUYUU YEHMPATbHO20 8eHO3HO20 0OCMYNA), 1UbO ¢
HOMOUWBIO UMNAAHMUPOBAHHBIX ycmpoticme (21€KMPOKaAPOUOCTNUMYAAMOPOG F* ¥,
Kapouosepmepos-oepudbpuniamopos***, annapamos CPT***). Jlanuwiti memoo Heaghghexmugen

o kynuposanusi @)K u nonumopghnou KT muna torsadedepointes.
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eTpaHCBEHO3Has KaTeTepHAs CTUMYISALUS MO TUIy OBEepApailB, peKOMEH0BaHA B TOM Cllydae,
€CJIM BO3HUKAIOT YacThble MOBTOPHbIE 311306l JKT, HeCMOTps Ha JIedeHUue aHTHAPUTMUYECKUMU
npernapaTami, a KareTepHas abisiius y JAaHHOTO MalrenTa HeBo3MoxkHa [196,197,198,199].

EOK I C (YYPC, YA 3).
eBpeMeHHass TpaHCBEHO3Has CTUMYJALMS pPEKOMEHJOBaHA MAalMEHTaM C CHMITOMaMH
CHHYCOBOH Opanukapauu ais npoduinakTiuky BosHUKHOBeHHs JKT/DXK, HecMOTpsi Ha JieueHue
npenapaTamu ¢ MOJ0KUTEILHBIM XpOHOTPOITHBIM 3 dextom [57,193].

EOK I C (YYPB, Y[ 3).
eBpeMeHHasi TpaHCBEHO3HAs CTUMYJISALUS PEKOMEHI0BAaHA MAlMEHTaM C CUMITOMAaMH TSDKEION
AB-6nokanel 6e3 CTaOMIBHOTO 3aMELIAIOIEro puUTMa Uil NPO(UIAKTUKM BO3HUKHOBEHHUS
KT/DXK [27,57,62]

EOK I C (YYPB, Y11 2).

JKCTPaKoOpHopaIbHbIe MOIeP:KUBAIOIINE YCTPOHCTBA

B orpenbubix ciywasx noropHoil KT nnu @X, koTopble HE MOAAAIOTCA JEUYEHUIO C
MOMOIIbIO TEPEUYUCICHHBIX BBIIIE METOAOB, MOXET MOTPeOOBAThCA MMILIAHTAIUS YCTPOMCTB
MEXaHUYECKOM TMOJAECPKKM JIEBOTO JKEIyJOYKa WIM OKCTPAKOpIOpajbHas MOLIEPKKa
KU3ZHEJCATEIIbHOCTH ISl CTaOWIM3aluu TeMOJAMHAMMKU. OTO TaKKe I03BOJUT CO3JaTh
JOTIOTHUTEIbHOE OKHO ISl KOPOHAPHBIX BMEIIATENHCTB HAa (JOHE KApIMOTEHHOTO III0Ka B CBSI3U
¢ noBTopHbiMH 3nu3oaaMu KT wimm XK. VYcrpoiicTBa MexaHMYECKOM MONAEPKKH JIEBOTO
JKEIyZI0YKa I03BOJISIIOT CTAOMJIM3UPOBAaTh T'€MOJAMHAMUKY, OJHAKO TMPU 3TOM COXpaHSETCs
BbICOKMH puck Bo3Bpara JXT nmnum @)K, a uHBa3MBHOE JI€UEHHE CONPSKEHO C ONpPECIICHHBIMU
cioxuoctsamu [200].
ellMmiantanust  ycrpoiictBa  MexaHudeckodl — moxnepxkku JDK  wnm mpumeHeHue
AKCTPAKOPIOPAIBHOTO  MOAAEPKUBAIOLIETO0 yCTPOWCTBA PEKOMEHJIOBAHA Yy TMALUEHTOB C
HeCTaOUJIbHOW TeMOAMHAMUKOW u TOBTOpHBIMH Hmu3onamMu KT wmu DX, HecmoTps Ha
ONTUMAJIbHYIO MEIMKaMEHTO3HYI0 Tepanuto [27,62,200].

EOK IlaB (YYP B, Y1 2).
e[IpuMeHeHrne yCTpOCTBA MEXaHUYECKOW TMOAIEPKKH KPOBOOOpAIIEHUST W BBHITIOJHEHHE
peBacKyIspu3alMd B CHEUUAIM3UPOBAHHOM LIEHTPE PEKOMEHIOBAHO Yy MALUEHTOB C
pedpakrepHoii hopMmoii octaHOBKH cepana [27,62,201,202].

EOK I1bC (YYP B, Y1 3).
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Xupypeuueckoe neuenue ;KT

XUpyprudeckue MeTOAbl B IIEPBYI0 OdYepeAb IIOKa3aHbl NAIMEHTaM, MIyIIUM Ha
OIEPALIMIO Ha OTKPBITOM CEpJILE, a TAaKXKe MallMeHTaM, Y KOTOPBIX APYrue CrocoObl JICYEHUs He
JJIA JJOJDKHOTO pe3yibTaTa. K Xupypruueckum Metofam JI€UEHHUs KETyAOYKOBBIX HapyIIEHUN
pUTMa OTHOCATCS aONsuMsg W pe3eKUus OHHIOKapAa. Xupypruyeckas aOisuus MOXKET
BBITNOJIHATHCS YHAOKAPAUAIBHO M AMMKapIUaJIbHO TOKOM BBICOKOM 4acTOTHI - PaJuO4YacTOTHAs
aOJAIMsL, UM C IOMOIIBI0 HU3KUX TeMIlepaTyp, Tak HaszbiBaemas kpuoaduauus. Jlokanuzanus
30H XA nomwkHa ObITh BBIsIBICHA ¢ moMonibio DPU 10 onepanuy U yTo4HEHa MPU MPOBEICHUN
KapTUPOBaHUS BO BpPEMs OIlEpaliii Ha OTKPBITOM CEPJILIE.
eXupypruyeckass aOisilys, BbIIOJHAEMas B CHELMAIU3UPOBAHHBIX LIEHTPaX C 00s3aTeIbHBIM
ANIEKTPO(PU3NOIOTHUECKUM KapTUPOBAHUEM JIO U TIOCJIE ONEpalii, pEKOMEHI0BaHa MalleHTaM
¢ pedpaxreproit KT, He oTBevaroliell Ha TEpanui aHTHAPUTMUYECKUMH IMpenapaTaMmu, Mpu
HEYCIHEIIHONW TONBITKE KaTeTepHOM almsiuuMu  JAjs  KYNUpOBaHWs H  HPOQHIAKTUKU
Bo3HuKHOBeHus JKT/DXK [203,204,205,206,207].

EOKI1B (YYP B, Y] 2).

Kommenmapuii. OchosHvle mexHuKU Xupypeuyeckol aOnayuu Jne2iu 6 OCHO8Y Memooux
KamemepHol adaayuu, 6KII04AsS OMHOCUMENLHO HOBVIO MEXHUKY Moougukayuu cybcmpama
[206,207,208].

DHIOKAPJIPKTOMHUS BO BpeMs JIeBOXKenynoukoBoil pekoHctpykuuu (JDKP) pexomenmgoBana
00nMbHBIM € MOCTHUH(ApKTHON aHeBpu3Mou JeBoro »xemynouka (AJDK), y koTopbix
JUArHOCTHPOBAaHA  KEIIyJ0UYKOBas TaxXWKapaus JUIsl KYOUpPOBaHUS M NpOoQUIaKTUKU
Bo3HMKHOBeHus JKT/DXK [201,202,206,207].

EOK IIa A (YYP B, Y1 3).

Kommenmapuu. Pesexyus sn0oKkapoa noxazama nayueHmam, uoywjum Ha onepayuio
JDKP, y komopwix oOuacnocmuposana KT ¢ nomowwto enHympucepoeynoco IODPU na
000NepayuoHHOM dmane, a makxice 0CmanbHbim nayuenmam ¢ AJDK, komopwvim ne nposoounoce
ODU, 6sudy moeo, umo puck passumus KT y boabnbix ¢ nocmungapxmuoi AJDK cocmaénsem
50%.
e[laiuenTam mocie omnepanuuu  (AHAOKApAdKTOMUS, abmsuus) ¢ uHaynupyemon KT
pexomeHioBaHa ycraHoBka UKJ[*** B pannem nepuozge nns kynupoBanus 3nu3o0108 JKT/OXK
nocie oneparuu [202, 203].

EOK IIa B (YYP B, Y/ 3).



1431
1432
1433
1434

1435

1436
1437
1438
1439
1440
1441
1442
1443
1444
1445
1446
1447
1448
1449
1450
1451
1452
1453
1454
1455
1456
1457
1458
1459
1460
1461
1462
1463
1464

Kommenmapuu. B psoe ciyuaes nocie cyoOmomanvHOU 3HOOKAPOIKMOMUU U/UU aOIAYUU

sHympucepoeurnoe DU nokasvieaem eozspam KT y 2.5-20% nayuenmos, uacmo 8 nepsvie 90

oneii [202, 203].

Aum uapummuiuecKue ycmpoiicmaea. Hmnaaumupyemotii Kap0uoeepm ep-

oepuopuniamop

Wmnnantupyemslid  kapauoBeprep-aepuodpmwusatop  (MKIA***) - ycrpoiicTBo,
MpeIHa3HAYEHHOE I MPEPhIBAaHUS JKU3HEYTPOXKAIOIINX APUTMUN C MENbI0 MPEeIOTBPALICHUS
BHe3anHo# cepaeuyHoit cmeptu (BCC) [204]. Tlpumenenne UK[*** B mpodunaktuke BCC
OCHOBAHO Ha apuTMHuYeckoM MexaHusme pasButus BCC. BoccranoBiieHue cuHycoBOro (Wi
MOJJICHKAIIET0) PHUTMA TPOMCXOJUT C TIOMOIIBI0 HAHECCHHS JJICKTPUYCCKOrOo paspsiia B
HECKOJIBKO JIECATKOB JDKOYJICH, MO0 Ma4eK AJICKTPUYCCKUX CTHMYJIOB, KOTOPBIC SBIISIOTCS
0e300JIC3HEHHBIMU JIJII TIAIMEHTAa M JHEPreTHYecKH MeHee 3arpartHeiMu. MKJ[*** cnemyer
paccMaTpuBaTh KaK OCHOBHOE CPEIICTBO MEPBUYHOW M BTOPUYHOHN MPO(UIAKTHKH BHE3AITHOU

cepaeunoit cmeptu [205,209].

IHoka3anus 1 NpoTUBONOKAa3aHuA K uMILIaHTanuu UK/]

MUK/ ¢ ueJb0 BTOPUYHON NPOPHIAKTHKH BHE3AIHOM cepIeYHOi CMepTH (BTOPHUYHAS
npoduiIakTHKA BHE3ANMHON cepIevyHoil cMepTH)
elmmnantanus UKI*** pexomennoBana namuentam ¢ gokymentupoBanHort @K, wmm KT c
BBIPQXECHHBIMU W3MEHEHUSMU T€MOJIMHAMUKH, MIPU YCIOBUU OTCYTCTBUS MPEXOISAIIUX MPUYUH
UX pa3BUTHA U mociie 48 4 OT MOMEHTa pa3BUTHS MHQpapKTa MHOKapjaa. [larueHTsl AOJIKHBI
M0JIy4aTh ONTUMAJIbHYIO MEUKAMEHTO3HYIO Tepanuio [27,213,214].

EOK IA (YYP A, YA 1).
emmnantanuss WK *** wmim  BpeMeHHOEe TIpUMEHEHHWE HOCHUMOTO KapAuoBepTepa-
negubpuaTopa pekoMenioBana B TeueHue 40 nueit nocine M y oTaenbHBIX HallMEHTOB (IIpU
HEMOJIHOW peBACKYISIpU3AINH, MPEIIIECTBYIOEH NMCPYHKIIMNA U CHIDKEHUN (Qpakiuuu BeIOpoca
neBoro sxkenyngouka (®BJIK), nosBaenuu aputmuii mocie 48 u ot Bo3HHKHOBeHHs OKC,
noiaumopduoit KT nmn @X) [210,211,212].

EOKIIb C (YYPC, YA 4).
emvmnantanuss UKI*** pexomenmoBana maruentam ¢ ycrtoWuumBoi KT, mpu ymepeHHO
BbIpakeHHOU nucyHkiuu jesoro skenynouka (PBJDK menee 45%), BHE 3aBUCHMOCTH OT
BO3MOYKHOCTH BBITIOJTHEHUS KaTETEPHON a0JISIIIMK B pe3yiIbTaToB mpoleaypsl [386,387].

EOK - ner (YYP C, YIUI 5).
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Kommenmapui. Umnranmayus HUK/[*** nayuenmam c ycmouuueou KT conposodcoaemcs
V8enuyeHuemM BblHCUBAEMOCU NO  CPAGHEHUl0 ¢ anmuapummuyeckou mepanuei. Ha
Ce200HAUWHULL OeHb Hem UCCIe008aHUll, 8 KOMOpblX Obl cpasnusaiu pezyivmamsl HKJ[***-
mepanuu u kamemeprou adnsyuu oez UKI*** y nayuenmos ¢ ycmouuusou KT. Yuumvieas
HeOONbWOU 00beM OAHHLIX U BbICOKYIO yacmomy peyuousos ycmotiuusou KT nocne
KamemepHou abaayuu, ycmanoska MK/[*** yenecoobpasna ecem nayuenmam ¢ oucpyukyueri
JDK (ppaxyus evibpoca <45%) u ycmotiuusoii KT.

emmnantanuss UKI*** pexomenmoBana mamuentaM c HeycroiumBoi KT, BcieactBue
nepeHeceHHoro nHdapkra MUoKapaa, ¢ Aucyukimeit sesoro xenynouka (OBJDK menee 40%)
u uHaynupyemon ycrowunoi KT wmmm DK mpu mpoBeneHUH 3IIEKTPODOHU3UOIOTHYECKOTO
uccnenoBanus [215].

EOK - ner (YYP A, YI/12).

HeanqHaﬂ HpO(l)HJIaRTI/IKa BHeE3aIHOoI Celee‘{HOi/i CMEPTH U )l(eJIy]IOqKOBOﬁ TaxXuKapaIuu

B pangoMu3npoBaHHBIX HCCIEIOBAaHMAX M METaaHAINW3ax ObLIO MPOJIEMOHCTPUPOBAHO,
YTO PUCK BHE3AIIHOM CepeYHON CMepTHU CBsi3aH ¢ HapyuieHueM ¢pynkuuu JOK, a ucnons3zoBanue
HUK/]*** B xauectBe cpeactsa nepsuuHoil npodunaktuku BCC 3HaunMoO BiIMSET Ha yPOBEHb
CMEPTHOCTH JAaHHOM KAaTerOpHM ITAllMEHTOB KaK C MIIEMHYECKOW, TaK M C HEMIIEMHYECKOU ee
npuponoit [58,82,216,217,218,219,220,221,222,223,224,225].

Jns Bcex mnokazaHuil k npumeHeHuto MKJ[*** pemenne B monb3y NOCIEAHUX
IIPUHUMAETCS TOJBKO B Cllydae, KOrja NMpOrHO3upyeMasl IpOAOKUTEIbHOCTD KU3HU MallMEeHTa
npesbimiaer 1 rox. HeoOxomumocTh B aeKBAaTHOW pEBACKYJISpU3ALMKM MHUOKapAa, Hapsay co
CTPEMJICHHEM PAJUKAJIbHOTO YCTPAHEHUS apUTMUU, ABIISIOTCA MPUOPUTETHBIMU 110 OTHOUICHHIO
K npuMeHernto UK/[***-tepanuu.
elImmnantanus UKI*** nnsg nepuunoii npodunaktuku BCC He pekomeHnioBana B Teuenue 40
nuet mocie UM [27,58,62,82].

EOKIA (YYPB, Y11 2).
elImmnanranusa UKI*** pexomennoBana nns ymesblieHuss pucka BCC mnaunmentam c
nuchynkmueit aeBoro xenynouka (OPBJIK - 35% u menee) u cepneunoit HegocratogyHocThio (11
nmn [II ®K no NYHA), BcnencrBue nmepeHeceHHOTO He MeHee ueM 40 nHeil Hazan wHdapKTa
Muokapzaa [209,129].

EOK IA (YYP A, YA 1).
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emvmnantanuu MKJ[*** pekomenaoBaHa y ManueHTOB C KapAMOMHOIIATUEH HEHIIIEMHYECKOTO
rede3a, aucynkuueir nesoro kenymouka (PBJDK - 35% wu wmenee) u cepredyHoit
HenocrarouHocThio, I nnun 111 @K mo NYHA [215,218,219,220,234].

EOKIB (YYPB, Y/ 1).
emmnantanuu UKJ*** pexomennoBana s npodunaktukn BCC y manueHToB, 0KUIAIOMINAX
TPaHCIUIAHTAILMIO Cep/IIla BHE JIeueOHOTo yupexaenus [227,228].

EOK IIAC (YYP A, YU 2).

Cocrosinusi, npu koropbix UK/[-Tepanus He noka3zaHa WM NPOTHBONOKA3aHA:

®[IPOTHO3UPYEMBIH CPOK JKM3HU MALUEHTOB C YAOBJIETBOPUTEIbHBIM (DYHKIIMOHAJIBHBIM
CTaTyCOM He IIpeBbIIAET | rox, Aake €ciii OHM UMEIOT NTOKa3aHus, cooTBeTcTByromue 1-5 Y /1.
eCTPaJalOUIMM  HENPEPBIBHO-PELUIUBUPYIOIIUMHI  KEIyJIOYKOBBIMU  TaxXUKapIUsSIMU WU
bubpuIIALIeH )KeTyT0UKOB.

®C BBIPRXCHHBIMU TICUXMYECKUMH 3a00JICBaHUSIMH, KOTOpPbIE MOTYT OBITh YyCYTyOJCHBI
UMIUIaHTaluel nprudopa Uiy MPensTCTBOBATh CUCTEMAaTHYECKOMY HaOIIOJCHUIO.

eC XpoHHMYECKOH cepaednoit HemoctarodHocThio [V @K (NYHA), pedpakrepHoit Kk Jiekap-
CTBEHHOMW TEpaINuHy, KOT1a OHU HE SIBJISIFOTCS KaHAWIaTaMU Ha TPaHCIUIAHTALUIO CepaLa.

eCc O00OMOpOKaMH HESICHOTO TeHe3a 0e3 WHAYIHPYEMBIX >KETYJOYKOBBIX TaXHapUTMHH u 0Oe3
CTPYKTYPHOM NATOJIOTHUH CEPALA.

®B ClIydasX, KOTJa >KeIyJOuKOBas TaxuKapaus Wid (UOPHUIUISILMS JKEIYyJA0UYKOB SBIISIFOTCS
YCTPAaHUMBIMU PAJUKAIbHO, XUPYPrUUECKH WM C MOMOIIBIO KAaTEeTEpHOW aOsiuu: apuTMUU
cBsa3aHHble ¢ cupapomoM BIIB (WPW), taxukapauu M3 BBIBOJHOTO TpakTa >KEIyJOYKOB,
dacuukynsapusie 1 uanonarndeckue XXT, Ipu OTCYTCTBUM CTPYKTYPHOH NMaTOJIOTHH Ceplia.
eTIAI[MEHTAM, Y KOTOPBIX 3MH30/[ XKEIyT0YKOBON TaXMAPUTMHUH BO3HUK BCJIEICTBUE MPEXOASIINX
WIK 00paTUMBIX pPACCTpOMCTB (Hampumep, OCTpbIi HMH(ApKT MHOKapjaa, HapylleHne
ANIEKTPOJIUTHOTO OanaHca, MoOouyHble 3¢ (EeKThl MEIUKAMEHTOB, TpaBMa), KOTAa KOPPEKIH
paccTpoiicTBa BO3MOXKHA U MOKET 3HAUUTEIbHO CHU3UTh PUCK MOBTOPHOTO BO3HHWKHOBEHUS

APUTMUMN.

Cepoeunas pecunxponuzupyrouwias mepanus y ooavnvix ¢ XCH 0na cnuiricenus

pucka BCC. Komounupoeannwvie CPT-/I ycmpoucmea.

OddexktuBnocts CPT*** npomemoncTpupoBana B  MHorouuciaeHHeIx KU wu
MeTaaHaJu3ax Kak Mpy KapJAUOMUOMATHH UIIEMUYECKOT0, TaK U HE MIIEeMHYECKOro TeHe3a [219,

267, 268, 269, 270, 271, 272, 273]. JlanHble eBpomeiickoro 0030pHOTO perucrpa
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CBHUJICTEIILCTBYIOT O 0Oojieeé HHU3KOH CMEPTHOCTH Y OOJBHBIX ¢ KOMOWHHMPOBaHHBIMU
yerpoiictBamu CPT-JI*** [274]. Bonee noporue u CiloXKHbIE KOMOWHUPOBaHHbBIE CHCTEMBI B
OoJbIIIeH Mepe CIeAyeT MPEANoYecTh Y OONBHBIX, HY>KIAIOMINXCS BO BTOPUYHON MPOPUITAKTHKE,
WIM TEpBUYHOM NPOPUIAKTHKE BHE3AIHOM CMEPTH TNPU OTCYTCTBUU  BBIPAXKEHHOM
KOMOPOHMTHOCTH ¥ B OTHOCHUTEIILHO MOJIOZAOM Bo3pacte [232].
elImmnanranus CPT*** pekomenmoBaHa aisi CHMOTOMHBIX TanmueHTOB ¢ XCH, cuHycOBBIM
putmMoM u Mopdonoruerdr QRS ¢ BJIHIIT, pmurensHocThio QRS >150 Mc, ®BJIXK < 35%, Ha
doHE ONTUMAIBHON MEAMKAMEHTO3HOW TEpamuu, C MEeJIbl0 YMCHBIICHUS CHUMIITOMATHKH,
CHIDKEHHUS MOPOMIHOCTH M pucKa cmeptH [219, 267, 268, 275, 276, 277, 278, 279].

EOKI A (YYPA, YA 1).
elImmanranius CPT*** pekomenmoBaHa aiisi CHMOTOMHBIX manmueHTOB ¢ XCH, cuHycOBBIM
putMoM U QRS-mopdonorueit BJIHIIL, anmurensrocteio QRS 130-149 mc, ®BJIK < 35%, Ha
dboHE ONTUMAIBLHOM MEIUKAMEHTO3HOM TEpamnuu, C LEIbI0 YMEHBIICHUS CHUMITOMATHKH,
CHW)KCHHSI MOPOUIHOCTH M pUcKa cmeptu [279,280].

EOK I B (YYPA, VIO 1).
elImmantanusa CPT*** pexomenmoBaHa ansi cCUMOTOMHBIX mamueHTOB ¢ XCH, cuHycoBbIM
putMoM u QRS-mopdonorueit He coorBercTByromiei BJIHIIT, anutensnocteio QRS >150 mc,
OBJIK < 35%, Ha QoHe onTUManIbHOW MEIMKAMEHTO3HOW Tepalvu, C Lelbl0 YMEHBIICHUS
CUMIITOMATHKH, CHI>KEHUSI MOPOUIHOCTU U prcKa cmepTH [279,280].

EOK IIA B (YYP B, Y1 2).
elImmnantanusa CPT*** pexomenmoBaHa aisi CUMITOMHBIX manueHToB ¢ XCH, cuHycoBbIM
putmoMm u QRS-mopdonorueit He coorBerctBytomieid BJIHIIT, mmurensHOcThIO QRS 130-149
mc, @BJIK < 35%, Ha ¢oHe onTHUManbHOM MEIMKAMEHTO3HOM Tepanuu, C LEeJIbl0 YMEHbIIEHUS
CUMIITOMATUKHU, CHUKEHUs1 MOPOUIHOCTH U pucka cMeptu [280,281].

EOKIIB B (YYP C, YA 3).
emvmnantanuss CPT*** ne pexomenmoBana minsa marueHToB ¢ XCH u mmutensHocThio QRS
meree 130 mc [281,282,283].

EOKIIT A (YYP A, YOI 1).
elImmnantanusa CPT*** pexkomengoBana ans marueHtoB ¢ XCH, M-IV ®K mo NYHA,
mmrtenbHOocThI0 QRS >130 mc, ®BJDK < 35%, ¢ ¢ubpumisuueir mpencepauii Ha QoHe
ONTUMAIBHOM MEIMKAMEHTO3HOW Tepamuu, C LENbI0 YMEHBUIEHUS CUMITOMATUKH, CHUKEHUS
MOpOUITHOCTH ® pucka cMmepTu. [lamwenTam nomkHA OBITH OOECHEYeHa IOCTOSTHHAS

OMBEHTPUKYIISIpHAs CTUMYJISALIUS c 3¢ HeKTUBHBIM 3aXBaTOM KEITYJOUKOB

[284,285,286,287,288].
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EOK IIA B (YYP A, Y]] 2).
e[larmenram ¢ CPT*** u ¢dubGpwunsmmeir mnpencepauwii, B ciaydae HeIDPEKTUBHOIMA
OMBEHTPUKYJISIPHOW CTUMYIISALIMY, PEKOMEHIOBAHO CO3/IaHuEe OJIOKaJbl CepAla C TOMOIIBIO
KaTeTepHOM a0ialuu aTpHOBEHTPUKYISIpHOTO y3a [289, 290, 291, 292, 293, 294].

EOK IIA B (YYP B, Y1 3).
emmantanuss CPT*** pexomengoBaHa Juisi TAlMEHTOB ¢ (GUOPWILIALMEH Tpeacepaui,
HEKOHTPOJIMPYEMOM YaCTOTOM IKEITYJOYKOBOTO PHUTMA, KAHAMJIATOB HA CO3JaHUE OJIOKaabl
cep/ia ¢ MoMoIIbIo KareTepHoi abnaruu AB y3ma [295, 296, 297, 298, 299].

EOK IIA B (YYP B, YA 3).
elImmutantanus CPT*** pekomenmoBana aiisi cuMNTOMHBIX nanueHToB ¢ XCH, ®BJIXK<40%,
KOTOpPhIE WMEIOT TIOKa3aHWs K IIOCTOSHHOW JKEeNMyJOYKOBOH CTUMYIISAILIUU, BCIICICTBUE
Opanukapaud, C UEIbI0 yMCHBIICHUS CUMITOMATHKH W  CHIDKEHUS  MOPOUIHOCTH
[284,290,300,301].

EOK I A (YYPA, YA 1).
elImMmnanranusa CPT*** pekomeHnnoBaHa B KadecTBe 3aMeHbl, umeromierocs OKC*** pnm
UK***, nnsa nanuentoB ¢ @BJK<40%, KoTOpble HYKIAIOTCS B MOCTOSHHOM KETyT0YKOBOM
CTUMYJISIIIUH, C IPOTPECCUBHBIM YXYIIICHUEM COCTOSHUS, BCICACTBUE porpeccupoBanust XCH,
HECMOTpsI Ha ONTHUMAJIBHYIO MeJAMKaMeHTO3Hyto Tepanuto [302, 303, 304, 305, 306, 307, 308,
309, 310, 311].

EOKIA (YYP B, Y1/ 3).
Kommenmapuit. Pewenue eonpoca o évloope muna ycmpoucmea CPT-OKC*** ypu CPT-/]***
00JIXHCHO OCHOBLIBAMbCS HA CYUeCMBYIOWUX NOKA3AHUAX 01 nposedenusi UK/[***-mepanuu u
0emanbHoOM 00CYAHCOeHUU OAHHO20 B0NPOCA C NAYUEHMOM U €20 POOCMEEHHUKAMU, C YYemom
nonvzol om umnianmayuy CPT***-UK/[*** u 603M02CHbIX 0CI0MCHEHUL, NOCIe0CMBULL,
CBA3AHHLIX C HEOOXOOUMOCMbIO USMEHEHUsl JHCUSHEHHO20 YKIadd, Ccumyayuti, mpeoyroujux
oeakmusayuu CPT***-UKJ[*** a maxowce 603modcnocmu Habn00eHus 3a NaAyueHmom 6

meyenue OUMenbHO20 nepuoda BPDEMEHU.

IToakoKHBIH HMILIAHTHPYEMBIH KapauoBepTep-1epudpuIATOp

Cno’XHOCTH NPUMEHEHHS HHAOKAPAMAIBHBIX JJIEKTPOJOB Yy HEKOTOPBIX IAllUEHTOB
NPUBEJIM K MOSIBICHUIO MOJIKOXHOrO AepuOpuuisiTopa ¢ OJHUM WM ABYMS 3JIEKTPOJIaMH,
KOTOpbIE HMIUIAHTHPYIOTCS TOJKOXKHO, BHE TPYIHOM ITOJIOCTU. OJIEKTPUYECKUN paspsl
MIPOU3BOJUTCS MEXKIY KOPIIYCOM YCTPOMCTBA U MNPOTSHKCHHBIM CIIUPAIBHBIM KOHTAKTOM Ha

anektpone [312]. Pe3ynbraThl HEMHOTOYMCIEHHBIX HMCCIEIOBAHMM MOKAa3bIBAIOT, YTO
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MOAKOXXHBIC ePuOpHUUIATOPEI MOTYT TPEAOTBpaliaTh BHe3amHyto cMmepTh [313, 314, 315].
[Toaxoxxueie UK/[*** MoxHO Mcmonb3oBaTh A nepBuuHoil npodunaktuku BCC, ogHako Ha
CETOJHSIIHUHN AEHb HET TOJITOCPOYHBIX HCCIIEIOBAHUN ¢ OOIBIION BHIOOPKOM TaKMX MAIMEHTOB,
U cooTBeTCTBYIOMUE 3P deKThl MpuMeHeHHs MoAKokHBIX MK[*** eme ne onucansl [314, 316].
K HacTosiiemy BpeMeHH MPOJ0IDKAIOTCS MPOCHEKTUBHBIE PaHI0MU3UPOBAHHbIE HCCIIEI0BAaHUS,
B KOTOPBIX TPOBOJMTCSA CpaBHEHHE OJ(PPEKTUBHOCTH U OCIOKHEHHH Yy NAIMEHTOB C
MOJIKOXKHBIMU U CTaHIAPTHEIMU MK J***,
elIMITaHTalMg TOJAKOXKHOTO JAepuOpmIssTOpa pPEeKOMEHJI0OBaHA B KayeCTBE ajbTEPHATHUBBI
nebuOpHUILIATOPY C YHAOKAPIUATBLHBIMHU JJIEKTPOIaMH, Y MAIIUEHTOB C MoKa3aHusMu Kk MKJ[***
B TeX cly4yasx, Korma He TpeOyercsa aHTHOpaauKapauiiHas CTUMYJSIUSA, CepAeydHas
PECUHXPOHU3UPYIOIAsl TEPANNS U aHTUTaXUKapAuiHasg ctumysuus [313, 317].

EOK IIA C (YYP B, Y1 3).
elIMIuTaHTalMs TOAKOXKHOTO JAepuOpHIIssTOpa PEeKOMEHJIOBaHA B KayeCTBE ajbTEPHATHUBBI
neuOpHIUIATOPY C PHIOKAPAHAIHHBIMH DJIEKTPOJAMHU MIPH OCIOXHEHHOM BEHO3HOM IOCTYIIE,
py UH(EKIIMOHHBIX OCTIOKHEHUSX, CBA3AHHBIX C MPEBIIYIIUM yCTpoiicTBOM. Bo Beex ciydasx,
KOrja MPUMEHEHHE SHIAOKAPIUAIBHBIX 3JEKTPOJAOB HEBO3MOXKHO, HEIEIeco00pa3sHo WU
nmoTeHnuanbHo omacHo.[313,314,315,316,317]

EOKIIB C (YYP C, YA 5).

Hocumblii kapauoBepTep-aepudpusiiiaTop

ITo naHHBIM psga mMyOnaMKanMi BHEIIHUN AeQUOPMILIATOP C 3JEKTPOJaMH, KOTOpbIE
KpemsTcss CHapyxku K Teny, s¢dextuBHO pacrnoszHaer u npepbiBaeT KT um ®XK [318]. Ha
CETOAHSIIHUN JIeHb HET MPOCHEKTUBHBIX PaHIOMU3HPOBAHHBIX HCCIIEIOBAaHUI IO H3Y4YEHHIO
3¢ (HEKTUBHOCTU ATOrO YCTPOMCTBA, HO OMYOJIMKOBAHO MHOXECTBO ONUCAHUI KIMHUYECKHUX
CllyyaeB, CEpUil CIy4yaeB M JaHHBIX PETHCTPOB, KOTOPBIE CBUAETENBCTBYIOT 00 YCIEHUIHOM
OPUMEHEHUH HOocuMoro Kkapauoseprepa-gepuodpuuiaropa (HK/) y HeGombmoro uwmcna
NAlMEHTOB C BBICOKUM pHCKOM @QaTanbHbiX TaxuaputMuid. HKJ[ Moxxer cmactu Xu3Hb
nangueHTaM u3 Tpymnmnbl Bbicokoro pucka BCC, ogHako ero 3(pQexkTuBHOCTH A0 KOHIAa HE
noarsepxkaeHa [319,320].
e[Ipumenenne HKJI pekoMeH10BaHO 17151 B3POCIBIX MAMEHTOB ¢ HapyleHHo! ¢pyHnkuueit JOK u
BBICOKMM PHCKOM BHE3allHOM apUTMHUYECKON CMEPTH B TEUEHHUE OrPAHMUYEHHOrO IEpHoja
BpPEMEHH, KOTOPHIE B JAHHBII MOMEHT He SBJISIOTCS KaHIuAaTaMu Ha ycraHoBKy MK/[***[321].

EOK IIB C (YVP B, YU 3).
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Kommenmapuii. Hanpumep, 60 6pemsa odxcudauus mpamcniaumayuu cepoyd, ONCUOAHUs
umnaaumayuu  UK/*** ¢ suookapouanrvhulmu — 21eKkmpooamu,  Hpu  HOCAepOO08ol
KapOUOMUONAmuu, 0CmMpoM MUOKAPOUMe U ApUmMMUAX 8 0CMpoM nepuooe ungapkma) .
e[Ipumenenne HKJ] pekomenmoBano B Teuenue 40 mHei mociie mHpapKTa MHOKapna, Korja
Bo3HMKIA auchyHkuus JOK w/mmm aputmus (mocne 48 vacoB ot Bo3HukHOBeHHsT OKC), a
pemenue 06 umrmanTauu UKJ[*** momkHo O6b1Th 0TCpodeHo [321].

EOK — ner (YYP C, YA 5).

Ilpumeuanue. B ancmosawee spems cepmughuyuposannvix 6 P ycmpoiicm nem.

Benenne nauMeHTOB ¢ UMILVIAHTHPOBAHHBIM KapAHOBepTepoM-AehuopuisiTopoM

eO0cyXeHHe BO3MOXHOIO M3MEHEHHUs YKJIa/la KM3HM B CBA3M ¢ uMIiaHtanuen WKJ[***
PEKOMEHIOBAHO ISl BCEX MAIlMeHTOB, KoMy nokazana MK ***-repanus [326,327,328].

EOK IC (YYP A, YI1 3).
eO1ieHKA ICUXUYECKOTO COCTOSIHUS U JICYEHUE TICUXHYECKUX PACCTPOICTB PEKOMEHI0BAHO BCEM
MalKeHTaM ¢ 4YacThIMK cpabaTteiBanussMu MKI*** [63,326,327].

EOK IC (YYP A, YA 3).
eBo3moxxHocTh neaktuBauuu MKI*** Bo Bpemsi KpUTHUECKUX MEPUOJIOB TEUEHMsI OOJE3HU U
MIpU TEPMUHAIBLHOM COCTOSIHUHM, PEKOMEHYETCSI PaCCMOTPETh emie A0 uMImaHTanuu MK ***
[328, 329].

EOK uer (YYP B, YA 3).
eHeo6xonumocts B geaktuBanuu MKJ[*** pekomeHayeTcsi KOJUIEKTMBHO pPacCMOTpPeTh MpHU
3HAYUTEIBHOM YXY/IIEHUU COCTOSHUS OOJBHOTO U B TEPMHUHAJIBHOMN cTanuu 3aboieBanus [328,
329].

EOK ner (YYP B, Y1 3).
e[IporpammupoBanne UKJ[*** pexomenayercst ocymecTBiIsSTh TAKUM 00pa3oM, YTOObI CBECTH K
MUHUMYMY BEpOSITHOCTh HEOOOCHOBaHHBIX cpabaTeiBanuii MKJ[*** [330, 331].

EOK ner (YYP A, Y 3).
e[IporpammupoBanne MKJ[*** pexomeHayeTrcs OCYyHIECTBIATh TakKUM 0Opa3oM, 4YTOOBI IO
BO3MOXXHOCTH 3aMEHUTh BBICOKOBOJITHBIE Pa3psijibl HA aHTHUTAXUKAPAUTUUYECKYIO CTUMYJISALIUIO
IpY KyIMPOBaHUM apuUTMuUi Oe3 yiiep6a st 6e3onacHoctu namuenta [330, 331, 332].

EOK ner (YYP A, Y] 3).
e[lepenporpammupoBanue panee ycranoBiaeHHoro MK/[*** pekomeHmOBaHO B cilydae 4acThIX
HeaJIeKBaTHBIX cpabaTbIBaHU ycTporcTBa [27, 62, 332].

EOK ner (YYP B, V]I 2).
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NuTepBeHIMOHHBIE MeTOAbI JieueHus. KaTerepHasi abianusi.
Karterepnas aéaanusi y 00JbHBIX 0€3 CTPYKTYPHOM NATOJOTHHU Cepaua

OO6macTh BBIXOJIHOTO TpakTa MPaBOTO M JIEBOTO IKEIYJOYKOB YacTO SIBIISCTCSA
ucrounrkom uauonarudeckux XT u XKD [335,336,337,338]. B 70% ciyyaeB 3TO BBIBOJHOM
tpakT [DK (BTIDK, B ocranpHbIX ciydasx — CHHYChl BanbcanbBbl, BbIBOJHOW Tpakt JDK
(BTJIK), Gonpive BeHBI cepilla dMUKapadaibHas 00J1acTh, aOpPTO-MUTPAIBHOE COCIUHEHHUE,
pexe Jerounas aprepus [339,340,341,342,343,344,345,346,347,348. W nuonarudeckas
oyaroBasi JKeIyJo4yKkoBas Taxukapaus BeiBogHoro Tpakta (OKT-BT) o0OBMHOBO3HHKAET Yy
MAIUEHTOB 0€3 CTPYKTYpHOM MMATOJIOTMH CEpJAlla, OJHAKO y HEKOTOPBIX MAIMEHTOB OBLIN
BBIABIIEHBI He3HAyuTelbHbIE U3MeHeHus 1o gaHHeiM MPT. Unuonaruueckas XKT-BT o0ObruHO
uMeeT N0OpOKaueCTBEHHBIM XapaKTep, HO B HEKOTOPBIX CIydasX BO3MOKHA 37I0Ka4eCTBEHHAas
KT [349,350,351,352,353,354]. Ouenb peaxo HaOMIOAAIOT COYETAaHUE HECKOJIbKHX Pa3IMYHBIX
mopddomoruii KT, 9ro MOKET yKa3plBaTh Ha HaIW4YHE pyomoBoro cyocrpara XKT, kak Hanpumep
npu AKIDK.

[Ipu PUA npuMeHsieTcsl akTUBAIlMOHHOE KapTUPOBaHKME H(MIM) KapTHpOBaHUE HA (OHE
CTUMYJISIIUU B Ppa3InyHbIX TO4ykax BO Bpemss OOU, naumnas c¢ BTIDK (Bxirouast cunyc
JITOYHON apTepuu), 3aTeM B 00JIACTH KOPOHAPHOT'O CHHYCA, CTBOPOK AOPTAIBHOTO KJIAllaHa U
3akaHuMBas SHAoKapauanbHol yacTteio BTJDK. Ecnu abnanus B Touke paHHEH KelyI04KOBON
AKTUBALlUM HE TMO3BOJSET YCTPAHUTh KIMHUYECKYIO aApPUTMHUIO, CJIEAYET PACCMOTPETH
BBITIOJTHEHHUE 3MUKApIHAIbBHOTO KapTUPOBAHUS.

)Ke.nyzmtucosaﬂ TaXHKapaAud U3 BLIXOAHOI0 OTAe/Ja cepana

eBrmonHenue karereproil adbnanuu KT/ KD n3 obmactu BOIDK pekoMeH10BaHO NMpU HATUYUU
CHUMIITOMOB W/WJIM B Cily4ae Hed(PPEeKTUBHOCTH aHTUAPUTMHUECKON METUKAMEHTO3HOU Teparuu
(x mpumepy, OeTa-0J10KaTOPOB), a TAKXKE Y MAIIUEHTOB C HAPYILIEHUEM CHUCTOJINYECKON (PYHKIINH
JIXK na ¢one wacrout KT/ KD [337,355,356].

EOKIB (YYP B, YA/ 2).

Kommenmapuii. Ilayuenmam c KT-BTIDK/)KD pexomenoosana kamemepnas abrayus 6
Kauecmee memooa nepeozo eviboopa, mozoa kax npu KT-BTJDK/’KD ee vinonnenue cieoyem
paccmampusams moabKo Npu OMcymcmeuu dggexma npomueoapummudeckor mepanuu.
eJleyeHue OnokaTopaMu HATPUEBBIX KaHaloB (mpemaparbl IC kiacca) peKOMEHJOBAaHO IpHU
Hamuunu cumntomMoB manueHTam ¢ KT w3z BOJDK, oGmactu aopranbHOTrO KjamaHa WA
snukapauainbHon XKT/K3[337,355,356].

EOK IC (YYP B, Y1 3).
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eBrIMoTHEHNE OMBITHBIME CIICIMAIUCTaMHU KaTeTepHor abmanuu s aedenus KT/OKD us
BOJIK, ob6mactu aoprampHOro kjamaHa win snukapauanbHon JKT/KD pexomenmoBaHo y
CUMITOMHBIX TMAaIMEHTOB NMpU HEAIPPEKTUBHOCTH mpuemMa >1 OrokaTopa HATPUEBBIX KAHAJIOB
(Knmacc 1C), a Taxke Tmpu HEXKEIAHUMH TMALUEHTOB HAXOJUThCA Ha JIOJATOCPOYHOM
AHTHaPUTMUYECKON MeauKaMeHTo3HO# Tepanuu [337,355,356].

EOK I1aB (YYP B, Y] 2).
eKaterepnas abnamus ans sedenus XKT/KD u3 cunycoB BanbcanbBbel peKOMEHIOBaHa TOJIBKO
npu  Hed(PPEKTUBHOCTH MEIUKAMEHTO3HOW Tepamuu OJoKaTopaMH HAaTPUEBBIX KaHAJOB
[337,355,356].

EOK IC (YYP B, Y1 3).
eDnUKapAUAIbHBIM  Toaxox i abmanmm  JKT/2)KD  pekomMeHJOBaH  TONBKO — TOCTE
HeaexTuBHOM SHAOKapAuansHON abmamuu BT-XKT/ KD [357].

EOK IC (YYP B, Y1 3).
Kommenmapuii.  Bonvwuncmseo — ouacosvix  snuxapouanvuvix KT — eo3nuxaiom 8
HenocpeOCmeeHHol Oau30cmu om OOAbUUX CEPOSYHbIX BeH UIU KOPOHAPHBIX apmeputi, U
2NIABHbIM ~ PUCKOM  MAKOU Npoyeoypvl AGIAEMcs Nospexcoenue KOPOHAPHOU — apmepuu
[358,359,360]. Vcnewnan abrayua KT uz obracmu ne2ounoll apmepuu ONUCAHA MOTLKO 6

COUHUYHBIX CAYYAAX UNU 8 HeOOoIbuux cepusx Hadooenutl [354,357,361].

HNanonarnyeckasi J1eBOKeJIy10YKOBAsK TAXUKAPAUS

Yame Bcero BcTpeuaercs ¢acuukynspHas KT ¢ yokanuzanueil nenud puUeHTpu B oOnactu
pa3BeTBIIEHUH 3a/lHEeN BETBU JieBOM HOXKHU myudka ['nca (>90%), koTopasi pa3BUBaeTCs I1aBHBIM
o0pa3oM y MOJOABIX JIIoJe 0e3 cTpykTypHOM maTtojoruu cepiaua [362]. MerogoM mepBoro
BbIOOpaA ISl JIEYEHUS TaKUX MAIMEHTOB B CIELUAIN3UPOBAHHBIX LIEHTPaX SIBJISETCS KaTeTepHas
abnanusi, MOCKOJbKY 3a00JieBaHME BCTPEYAETCs] B OCHOBHOM Yy JIMIl MOJIOZOIO BO3pacTa, U
JUTUTEIPHOE MEIUKAaMEHTO3HOE JIeueHHe B ATOoM ciiydae HeaddekTuBHo [363, 364, 365, 366,
367]. Yacrota peuuaAMBOB TaxXUKapAuM IOcie ycnemHoi abmamuu konednercs ot 0 go 20%
[181, 368, 369, 370, 371, 372]. KT c uupkymnsmueil Bo30yXIeHHUs MO HOXKKaM mydka ['mca
o0blyHO HaOMIOZAaeTcs y MalMeHTOB C  paHee  CYLIECTBOBABIIMMM  HapyHUICHUSIMHU
BHYTPHKENyI0YKOBOTO MPOBEIEHUS, BKIOYasl yanuHeHue uHtepBana H-V u Omokany HOXKH
nyuka ['mca [373,374,375]. Takas Taxukapaus XOpPOLIO MOJAAETCS JIEYEHUIO C IMOMOIIbIO
KaTeTepHOM almanuu, Mo KpaiHell Mepe B CHEIMaIM3HpPOBAHHBIX ILeHTpax. Yamie Bcero
BBITIOJHSIOT a0IalMio MPaBoi HOXKKH, PekKe JIEeBOM HOXKKH 1. ['Mca, pe3yinbTaToM 4ero sBisercs

orcyrcrBue unayuupyemoit KT u, o cytu, noiaHoe uznedyenue 3adoneBanus [375,376].
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KenynouxoBasi TaXuKapaus U3 00J1aCTH NANMUJIAPHBIX MBI

eEcin neuenune XKT/XKD Onokaropamu HartpueBbix kaHanoB (kmacc IC) m (unm) Oerta-
azpeHo0J0KaTOpaMHu 0Ka3ajloch HEYCIEIIHBIM, PEKOMEHJ0BaHa KaTeTepHas abianus, KoTopas
00BIYHO JaeT HyKHbIH dddexT [377,3789,379].
EOK IC (YYP B, Y1 3).

Kommenmapuit. YV nebonvuioeo uucia nayuenmos uouonamuueckas KT uiu KO moeym
6o3HUKamv 8 oobaacmu nanuiiapuulx moiwy IDK ww JDK [377,3789,379]. s XKT,
UCTOYHUKOM KOMOPOU A61Aemcsl 3a0HAA nanuiisapras meiwya JDK, xapakmepna mopgonocus
no muny 6aoxkaovl npagou Hodxcku n.duca, cmewenue ocu QRS e6sepx enpaeo unu 61e6o u
onumenvrHocmo QRS >150 mc. Oonaxo npu Kapmupo8awmuu u 6bINOJHEHUU adIayuu 8 30He
RANUIAPHLIX MblilY 00CIMAMOYHO CIOJICHO 0becnedums cmaduibHoe NoJodceHue Kamemepd, 8
C8A3U C UeM PEeKOMEHOYemcs mMpaHCCenmanvhblli OOCMYR U KOHMPOIb C HOMOWbLIO
BHYympucepoeunoll sxXokapouozpaguu. Ycnewnas adaayus Moxicem OCLOHCHAMbCA MUMPATLHOU

peaypaumayuetl, KOmopas,, 00OHAKo, 6cmpedaemcs peokKo.

KenaynoukoBasi TaxXuKapaus U3 00J1aCTH KOJIbIa MUTPAJIbHOI0 HJIU TPEXCTBOPYATOI0
KJIanaHa
o[Ipu orcyrctBuu >¢dekra ot neuenus XT/KD mporuBoaputmuueckumu mnpenapatamu [C
kimacca wu(wnim) OeTa-aApeHOOJIOKaTOpaMH, pPEKOMEHJOBaHAa KaTeTepHas aOnamus (B
CrielMaaTM3upoBaHHbIX IeHTpax) [380,381,382].

EOK IC (YYP B, Y1 3).
Kommenmapuir. Oxono 5% ecex uouonamuueckux KT u KO eoznukarom 6 obracmu Koavya
mumpanvrnozo xnanana [380,381,382]. /{na nux xapaxkmepua mopgonozus 610kadsbi npasoti
Hooxcku n.1 uca, nepcucmupyowas 6o1ua S 6 omseedenuu V6 u pacnonodicerue nepexoOHot 30Hbl
6 omeedenuu VI, a 6 Hexomopwix cayuasx u mexcoy omeeoenusmu VI u V2. [opsoxka 8% ecex
uouonamuueckux KT u KO eosznuxarom 6 obracmu xorvya mpexcmeopuamozo Kianama. B

9MOM cyuae ommeyaiom mopgonozuto 610Kkadsl 1e6ou HodcKu u omkionenue ocu QRS eneso.

Nnnonarnyeckast puOpM/IAIHA KeJTY10YKOB

elImmnanranus UKJ[*** pekomennoBaHa nanueHTaM, MEPEKUBIIMM 3MHU307 WAMONATUYECKON
¢ubpmsiuun - xenygoukoB  gns gedenus  KT/OX  u npodunaktuku  BCC
[383,384,385,386,387,388].

EOK IB (YYP A, Y] 2).
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ellpy Haymuuu peruauBUpyromen KI-uHAYIIUPOBAaHHON QGUOPWUIAIIUN SKEIYJI0YKOB U
nokazanuit k UKJ[*** Tepanmuu pexomenmoBano s seuenus KT/DXK u npodumaktuku BCC
BBITIOJTHEHHE KaTeTepHON ablaluy ONbITHEIME crienuanuctamu [387,388].

EOK IB (YYP A, YA 2).
o[Ipu Hamumuum XKD, ABstOMIEHCS TPUIUHON SIEKTPUUIECKOTO mrTopma, s jJedeHus KT/DXK u
npodunaktuku BCC pexkoMEeHIOBaHO BBHITIOJHEHHE KAaTeTepHOW aONaluu  OINBITHBIMHU
crenuanucrtamu [388,389].

EOK I1aB (YVP B, VI 3).

Karerepnas abianus y nanMeHTOB €O CTPYKTYPHOH NaTOJI0THel cepaua / AucyHKIuen
JICBOT'0 7KeJIyI04KA

VY mamuentoB ¢ nuchynakimedn JOK u croiikoit XXT marodusmonornueckunii MexaHU3M
apUTMHM BO MHOTHMX CIydYasx 3akioyaercs B (OPMHUPOBAHMM Kpyra pHUEHTpU Ha (QoHe
pYOLIOBBIX M3MEHEHMH, U LeNbl0 abjaluu ABISETCS KPUTHYECKUH Ieperieek B 001acTH 3TOro
kpyra. KT y Takux NanUeHTOB 4alle BCero MMeeT MOHOMOpP(HBIM Xapakrep. B Hacrosmee
BpeMs HET €IWHOT0 MHEHHS O BBIOOpEe KpuTepueB 3(PQPEeKTHBHOCTH Mpouenypsl. boiee
NPENOYTUTEIIFHOW KOHEYHOH TOYKOM MOXKET OBITh OTCYTCTBHE JTHOOBIX MHIyIMpyembix JXKT. B
cllyyae pa3BUTUS DJIEKTPUYECKOTO INTOpPMAa BBIIOJHEHHE KaTeTepHOM alnaluu  MOXeT
CHOCOOCTBOBaTh €ro MPEeKpalleHHI0, a TAaKKe CHU3UTh YacTOTy MOBTOPHBIX SIHU30/I0B IO
CpPaBHEHHUIO C MEIMKAaMEHTO3HOM Tepanueit [389].

B nmenom, ycmex mpoueaypbl B KaKJIOM KOHKPETHOM CiIy4ae 3aBHCHT OT DPa3MEpOB
HOCTUH(APKTHOTO pyOIla, KOTOPBIH MOMHO OLIEHUTh MO 00JacTAM HHU3KOTO BOJbTaXa MpHU
aNIeKTpoaHaToMuyeckoM kapTupoBanuu [390]. Heo6XouMBbIM yCIOBHEM SIBIISIETCS BBIIOJIHEHUE
a0yanuu OpUTaIoi OMBITHOTO CIICIMATM3UPOBAHHOTO TIeHTpa [391].
eBhInoTHEHNE HEOTI0KHOM KaTeTepHOH abialuy B CIENUAIN3UPOBAHHBIX M OMBITHBIX LIEHTPAX
PEKOMEHI0BaHO NanueHTaM ¢ HenpepblBHOM JKT miM 21eKTpuYecKuM ITOPMOM, IPUBOJISIIAM
K MOBTOpHOMY HaHeceHuto mokoB MKJ[*** [389,390,391].

EOKIB (YYP A, YA 2).
eHa3HaueHne amuomapoHa®™* wumum KarerepHas aOianusi PEKOMEHJOBaHbI IMALMEHTaM C
noBTopHbIMU TIokamu UKJ[*** Bcriencteue ycroitunsoit KT [127,392,393,394,395].

EOKIB (YYP A, YA 2).
ePekOMEHZI0BAaHO Ha3HAUYEHHE aMHOJapoHa** MM BBIMOJIHEHHs] KaTeTepHOW abianuu mocie
peructpanuu rnepeoro smu3oa ycronuuBoi XXT y manuentos ¢ UKJ[*** [393,394,395].

EOK IIA B (YYP B, V]I 2).
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oY mamuentoB ¢ guchynkmueit JIDK moaBepratommxcs karerepHoit abmamuu KA,
MpenpolenypHas WK BHYTPUIPOIEAYpHas BHU3yalu3allds PEKOMEHAYETCS A HCKIIOYEHUS
TpoMOo3a mosocteit cepamna [396,397,398,399,400,401,402].

EOKIB (YYP A, YA/ 2).
oV MalMEeHTOB C HEUIIEMHYECKON WU HIIEMUYECKOW KapAHMOMHUOMATUSMHU, MOJBEPrarolIuXCs
karerepHoit abmanmm KT, MPT pexomengoBana s moOBbIIEHUS 3((EeKTUBHOCTH
BMENIATEIbCTBA U CHUKEHUS BepossTHOCTH pennanBoB KT [402,403,404].

EOK IIA B (YYP B, Y11 2).
oY manueHToB ¢ pyOer-acconuupoBannoit KT, pexomeHmoBaHa alOianus cyOcTtparta Jyis
NOBBIIICHUS I(PGEKTUBHOCTH BMEIIATENbCTBA M CHIDKEHHUS BEPOSTHOCTH peuunuBoB KT
[416,417].

EOKIB (YYP A, YA/ 2).
ePeKOMEHI0BaHO MYJIBTUANIEKTPOJAHOE KapTUPOBAHUE BBICOKOM IUIOTHOCTH ISl OOJee MOJHOM
XapaKTePUCTUKU apUTMOT€HHOM TKaHU BO BpeMsl KaTeTepHOU abianuu pyoen-accoruupoBaHHON
KT nna nosbimeHus: 3¢ (HEKTUBHOCTH BMENIATENLCTBA U CHUIKEHHSI BEPOSTHOCTU PEIMINBOB
KT [418, 419, 420].

EOK IIA B (YYP B, Y1 2).

KenynoukoBasi IKCTPACUCTOINA Y MAIHEHTOB €O CTPYKTYPHOI NATOJIOrMei cepana /
AUCPYHKIHMEH JIeBOr0 KeJIy10YKa
oY MAIMEHTOB C YaCTOM CUMIITOMHOM >KEIIYJOUYKOBOW JKCTPACUCTOJIMEN WM HEYCTOMYMBOM
JKEITYJIOYKOBOM TaxWKapAue pPEeKOMEHJIOBAHO BBHITIOJIHEHHE KaTeTepHou almaruu [426, 427,
428].

EOK IIA B (YYP B, Y 2).
o[lpu namuuum guchyukiuu JDK, accoummpoBaHHON ¢ JKETyZOYKOBOM HKCTPACHCTOJIHEH,
PEKOMEHIOBaHO TIPOBE/ICHHE KaTeTepHOM abnaruu [426, 427, 428].

EOK IIA B (YYP B, Y]] 2).

HNHble BUABI JIeYeHHe KeJTYA0UYKOBbIX TAXUAPUTMHH U BHE3aIIHOM CMEPTH.
Heiipomonyisiuus

Mopynsitiiss aKTUBHOCTH BETETATUBHOW HEPBHOW CHUCTEMBI (HEHPOMOMYJSINS) IS
npoQUIAKTUKA APUTMHUI SBISETCS HOBBIM TEPANEBTHUECKUM IMOAXOAOM. XOTS aBTOHOMHAas
MOJYJIALNUS UMEET JOKa3aHHYI 3(()EKTUBHOCTH U OMPEIEICHHBIX COCTOSHUM, TaKUX Kak

cUHApOM yanuHeHHoro nHTepBana QT, karexomamuHepruyeckas moJuMopdHas xenyJouKkoBas
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TaxUKapus, CyIIeCTBYIOT OTpaHUYEHHUs JOKa3aTebCTBa MPUMEHEHUS TaKUX METOJOB JI€UEHUs
y OoJiee MHUPOKOH TPYIITY HAIIUESHTOB C JKEeTyJOUYKOBEIMU apUTMUSMHU.

B Hacrosimiee BpeMsi CYIIECTBYIOT OTpPaHMYEHHBIC MAaHHBIE O POJIH CTUMYISAIUAN
OJIy’)KIAIOLIEr0 HepBa U CTUMYJISIIIMM CIMHHOTO MO3ra i MpOQUIAKTHKU >KETYA0YKOBBIX
apUTMUUA W BHE3aMHOW CEpIEYHONW CMepTH Yy JIoAei, W, TakuM o00pa3oM, IOKa3aHHs K
IPUMEHEHHUIO HEHPOMOAYJISLIMYA OTPaHUYEHBI [62].
oV manmueHToB ¢ AnekrpuueckuM mrtopMoMm ¢ KT/DXK, y KoTopbix OGera-0i0KaTopbl, Apyrue
AHTHAPUTMUYCCKUE Tpenaparhl U KareTepHas abmanus Hed((EKTHBHBI, HETIEPEHOCUMBI WU
HEBO3MOXKHBI K TIPUMEHEHUIO, PEKOMEHJYETCS BBIMOJIHEHHE CHMIIATUYECKOW JeHepBalluu
cepaua ajsi KylmupoBaHUSI apUTMUU M CHIXKEHUS BeposiTHOCTH peuuauBoB JKT.

EOKIIb C (YYPC, YA 4).

Kommenmapuiui. /[ns snekmpuueckoeo wmopma ecreocmsue KT/DIK, pedpaxmepnoco
JIeYeHUI0 MemoooM KamemepHou abirayuu, nNoKa3ama 3QheKkmusHocms CUMNAMUYECKOU
OeHepsayuu cepoya 8 HeCKOAbKUX HeDONbUUX HAOII00AMENbHBIX UCCIe008AHUAX U 8 OOHOM
PAHOOMUUPOBAHHOM KOHMPOIUpYemMom uccieooganuu [429] 6 eude ymenvuieHus Hazpy3Ku
apummueti [430,432]. Ilpeononacaemcs, umo Ounlamepaivhas CUMRAMUYECKAsT OeHep8ayus
cepoya Mmoocem Ovimv  Oonee dgexmusnoi. [lenepsayus noueunvix apmepuii  Ovlia
NPeolodNCeHa KaK Memoo NedeHus JHceryOOuUKO8bIX apumMmuli ¥ NAyueHmos ¢ Hcery00uKo8bIMU
Maxukapousmu, peppakxmepHviMu K aHMUAPUMUYECKOL mepanuu u KamemepHou adbrayuu, a

maxKoice y nayueHnmoe ¢ npomueonoKa3saHuiMUu K kamemepusayuu cepdua.

IMpodunakTka BHEe3aNHON CMEPTH MOCJe TPAHCIUIAHTALMHU Cepaua

Pa3BuTne 3aboneBaHMs B NEpEeCaXEHHOM CepJille MOJBEPraeT HEKOTOPBIX IMallMEHTOB
nosbiieHHOMY pucky BCC, xortopeiii Bapeupyer ot 10% 1o 35% B HaOmromaTeslbHBIX
uccinenoBanusx [432,433]. Kak peakuus ortopkeHus, tak u cHwkeHne OBJDK ssisrorcs
npeaukropamu BCC. Mexanusmel, siexaniue B ocHoBe BCC y manueHToB ¢ epecaakoi cepana,
BKJIIOYAIOT B Ce€0sl MOBPEXJICHHE TPOBOJALIEH CHUCTEMBI CepJla, >KETyJOUYKOBBIE APUTMHUU
BCJIEICTBUE BACKYyJONATHH KOPOHAPHBIX apTepuii, WIM BO BpPEMs DIHU3010B OCTPOTO
OTTOPKEHUS.
oV MalMeHTOB C TPAHCIUIAHTUPOBAHHBIM CEPILEM U TSDKEJIOW BacKylonaTwed ammorpadra co
camkenneM OBJDK nns mpodunaktukn BCC pexomenayercs mmruiantauus MKI***) ecnu
O’KpJaemast poI0JKUTENBHOCTD JKU3HH >1 roga

EOK IIa C (YYP B, YU 3).
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Kommenmapuii. B neckonbkux HeOOIbWUX HAOTOOAMENbHLIX UCCLEO08AHUAX, 6 KOMOPbLIX
OoYyeHusaIacy wacmoma aodekeamuoco cpabamvisanusi UK/*** 6vino noxazano, yumo nanudue
UKI[*** moocem 66imov yenecooOpazHo 8 HeKOMopvIX Kame2opusix nayueHmos. B uacmnocmu, y
NAYUEHMO8 C BbIPAJICEHHOU BACKYIONAMUEl allocpagma, HeOObACHUMBIMU O0OMOPOKAMU,
svipadicennoll oucghynkyueti JDK [434,435,436]. [lokazanusa k emopuunou npogurakmuxe BCC

nymem umniaumayuu UK/[*** uoenmuynol opyeum nayuenmam [62].

3.3. JleueHue xKeJyIOYKOBBIX TAXHAPUTMHUIA M NPOPUIAKTHKA BHE3ANHOM

CMEPTH B OTACJIbHBIX I'PyHIIiax
OOmuii anropuT™M JICUYEHHUS KeNyIOYKOBOH apUTMHUU IMPU HIIEMUYECKOW OOJNEe3HH cepiala U

HeuneMuueckoi kapauomuonatuu npeacrasied B [IPUJIOKEHNUN b (Cxema 2).

ApummozeHHas KapouoMuonamus nPaeo20 Hceayoouka

ebonmbabiM AKIDK nmns mpodunaktuku BCC pekoMeHIylOT BO3AEpKAaTbCsl OT y4acTUs B
COpPEBHOBATEILHBIX BHIaX cropra [432].

EOKIC (YYPC, YA 3),
Kommenmapuii. 1100 copesnosamenvuvimMu uoamu cnopma noopazymesaron JoOUumenbCKyro
U npogheccuoOHAIbHYI0 CHOPMUBHYIO OesAMENbHOCMb HA pPe2VIAPHOU OCHO8E C YYacmuem 6
OP2aHU308AHHBIX COPEGHOBANUSIX.
o[3-A1peHO0IOKaTOPbl B MaKCUMAJIbHOM IEPEHOCHMMON J103€ PEKOMEHJO0BaHbl B KayecTBE
Tepanuu nepBoil muHUK 60apHBIM ¢ AKIDK ans ycTpaneHust CUMIITOMOB y NMalMEHTOB € 4acTOU
xenynoukoBoil DKCrpacucronueil 1 HEyCTOMUMBOM JKeTyJOUKOBOM Taxukapauei [27,349].

EOKIC (YYPC, YA 5).
elImmnanranus UK*** nns Bropuunoit npodunaktuku BCC pexomeHgoBaHa OOJIbHBIM
AKIDK c BHe3anmHOW OCTaHOBKOW CepJ/lla B aHAMHE3€ M JKEIyJOYKOBOM TaxuKapaueh ¢
HapylIeHUsAMH remoguHamuku [437,438].

EOKIC (YYPC, YO/ 4).
oJlns ycrpanenuss cumnromoB y mnanueHToB AKIDK ¢ wacroit XD u HeycroifunBoi
KENyJOUYKOBOW TaXuKapJIueil, KOTOpble HE MepeHOcAT [-aJpeHOOJIOKAaTOpPbl WIM HUMEIOT
IIPOTUBONOKAa3aHUs K HUIM PEKOMEH/I0BaHO Ha3HaueHue amuogapona™™* [439,440].

EOK IIa C (YYPC, Y/ 4).
eBrinosiHeHNEe KaTeTepHOH alisAluM PEKOMEHJ0BAaHO B CHEIHMAIM3UPOBAHHOM LEHTpPE Yy
narueHToB AKIDK ¢ wacroit cumnromuoit JKO/KT, He oTBeuaronymMu Ha MEIUKaMEHTO3HYIO
TEpanuio,B LEIIX YCTpAaHEHHS CHMIITOMOB M TpeAoTBpaiieHus cpabateiBanuii WKJ[***
[441,442,443,444,445,446].

EOKIB (YYPC, Y1 3).
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ePexomennoBana umrianTamus MK*** y marmentoB ¢ AKIDK, umeronux ycroituuByto KT
0e3 BBIpOKEHHBIX HapYyIIEHWH TEeMOJWHAMUKH, ¢ ydeToMm puckoB MKJ[*** pkmiouas puck
OT/IAJICHHBIX OCJIOKHEHUMN U TMOJIb3bI TAKOU Teparnuu Jyis nauenTa [233,234,235].

EOK IIa B (YYP C, YA 3).
emmnantanus MKJ[*** pexomennoBana y B3pocibix narueHToB ¢ AKIDK ¢ ogaum mnm 6omee
(hakTOpOB pUCKA KEITYJOUYKOBON apUTMUU MPU OKHUJIAEMOU TPOAOKUTEITHHOCTH KU3HH CBBIIIE
OJIHOTO rojia, MOCje THIATEILHOTr0 00CIe0BAaHUS C YUYETOM PHUCKa OTAAJCHHBIX OCIOXKHEHHM, a
takoke BiausHUS UKI*** Ha oOpa3 *KuU3HU, COLUANTBHO-D)KOHOMUYECKUI CTaTyC M IMCUXUYECKOE
3710poBbE naruentTa [27].

EOK IIb C (YYPC, YIA )5).
Kommenmapuini. K ¢paxmopam pucka omuocam HeobOviACHUMbIE 0OMOPOKU, YACMble INU300bL
HeyCMOoUuYUBoU J#eny0ouKo8oll maxukapouu, cemelnvlil AaHaMHe3 6HE3ANHOL CMEPMU 8 MOI000M
go3pacme, msadxicen0e NOPadiCeHue npasoco Hcenyooukd, vipasxcennoe ywupenue QRS, nanuuue
N030He20 2A00IUHUEB020 YCUNEHUsL NPU MACHUMHO-DE30HAHCHOU momozpaghuu (6 mom ducie ¢
806/1eUeHUEM N1€68020 HCENYOOUKA), OUCHYHKYUIO T1eB020 JHCeyO0UKA, UHOVKYUIO JHCelyOO0UKOBOL
MaxuKkapouu 80 8pemst INeKMpoPU3UONIOSULECKO20 UCCTe008AHUS.
oJlns crparudukanuu pucka BCC pekoMeHJOBaHO BBIMOJHECHHUE HHIOKAPAHAIBLHOTO
AMEKTPO(PU3UOIOTHUECKOTO HCCIEIOBAHMS C MPOTPAMMHUPOBAHHOM CTUMYISALUEH KEITyA04Ka
[447,448].

EOK IIb C (YYP C, YA 4).

HacaencrBeHHbI€e NMEPBUYHBLIC APUTMHUHU

Cunapom ymjimHeHHOro uarepsajga QT

Cpennuilt Bo3pacT MaHH(ecTalMM KJIWMHUYECKUX TMposBiaeHud - 14 ner. T'ogoBoit
nokaszatenb BCC y nmauuentoB ¢ HeneueHHbIM CYUQT cocrasnsier ot 0,3367 no 0,9%, Toraa
KaK CMHKOIIE BO3HUKAIOT y 5% B roj. bbuin BeiABIEHBl MyTanuu B 13 reHax, acCOMUPOBaHHbIE
¢ CYHUQT, OONBIIMHCTBO U3 KOTOPBIX KOJUPYIOT CYOBEAMHUIIBI DJIEKTPUUECKH aKTUBUPYEMBIX
VMOHHBIX KAaHAJIOB: KAJIMEBBIX, HATPUEBBIX MM KAJIBLUEBBIX. | €eHETMUECKUI CKPUHHHT BBISBIISET
narosiornyeckue myrauuu B 75% cinydaeB CYUQT B Tpex ocHoBHbIX reHax (KCNQI1, KCNH2
u SCNSA — tumet CYHQT 1, 2 m 3, cOOTBETCTBEHHO), 4TO cocTaBiisseT 90% TOI0KUTEITBHO
TeHOTUIIMPOBAHHBIX ciiydaeB. CrTpatudukanus HHAWBHUIYaJbHOTO PHCKA OCYILECTBISETCS C
Y4ETOM KJIMHUYECKHX, AJIEKTpOKapaAuorpaduyeckux M TeHeTHYecKuX mapamerpoB [243]. K
npodmiaktuueckomy mnpuMmeHenuo HMKI*** crnegyeT moaxoauTe WHAMBHUIAYAIBHO Yy BCEX

MAlMEeHTOB TPYIIBI BBICOKOTO PHUCKA, B YaCTHOCTU Yy >KeHIUH ¢ reHotunom LQT2 m QTc
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>500mc, y marmenToB ¢ QTc >500 Mc 1 mpu3HAKaMH AJIEKTPUYECKON HECTAOMIHBHOCTH, a TaK¥Ke
y TAIIMEHTOB ¢ TEHETHYECKUM MPOPUIEM BBICOKOTO PHUCKA (HOCUTEILCTBO ABYX MYTAIHiA, B TOM
yucie cunjpom Jxepseria-Jlanre-Hunbcena u cunapom Tumortn).

Ha cerogusimHuii AeHb HET JaHHBIX, CBUAETEIbCTBYIOIIUX O MPOrHOCTHYECKON
3HAYUMOCTH HMHBa3uBHOro O®UW ¢ mnporpaMMUpPOBAaHHOW CTUMYIISIIUEH SKEIYJOYKOB Yy
MalMEeHTOB ¢ CHHAPOMOM yainuHeHHoro unrepBaia QT [449].
eCrenyronme MEpONpUsATHS 0 KOPPEKIUU 00pa3a KU3HH PEKOMEHJIOBAaHbI BCEM IMAI[HEHTaM C
JTUArHOCTHPOBAHHBIM CUHAPOMOM Yy UTHHEHHOTO HHTepBana QT:

a. H3beratp mpuemMa MeIUKaMEHTOB, CIOCOOCTBYIOIIMX YyAJuHEHUIO uHTepBaia QT
(mepeuens Ha caiite www.crediblemeds.org).

b. Koppeknus HApYyLIEHUI 3JIEKTPOJIUTHOTO Oananca (runokanuemMus,
TUTIOMarHUEeMUsl, TUIIOKAIBLIIUEMHUS), KOTOPhIE MOTYT pa3BUBAThCA Ha (OHE AWAPEH, PBOTHI MU
MeTaboIMUECKUX HApYIIEHU)

c. M36erarp cienuduueckux TPUTTEPOB apUTMHUHU (aKTUBHOE IJIaBaHUE, OCOOCHHO mpu 1
TUIIE CHHIpOMa yanuHeHHoro uHTepBana QT, W Bo3AeiicTBUE T'POMKHUX 3BYKOB MpHU 2 THUIIE
3aboneBanus) [450,452].

EOK IB (YYP C, YA 4).
eBrIsBICHNE U YCTpaHEHUE NMPUYHH yIIuHeHus naTepsana QT (mpexae Bcero, oTMeHa JHO0BIX
JIEKaPCTBEHHBIX CPEACTB, CIIOCOOHBIX YIIMHATH MHTepBan QT, eciu TakoBble MPUMEHSIOTCA,
KOPPEKLHS SJIEKTPOIUTHBIX HAPYIICHUN, YCTpaHEHUE OpaguKapin), peKOMEHI0BAaHO OOIbHBIM
¢ momumop¢Hoi JKT tuna torsade de pointes[450].

EOK lla (YYP A, Y1 4).

Kommenrapuii: Buisisums u ycmpanums npuuunsl yonunenus unmepeana QT yoaemcs, xak
nOKa3vleaem NPaKmukd, 8 noodagiaoujem 00IbUHCMEe CIy4aes, HO NOYmMU HUK020d MO He
daem ObiIcmpo2o pe3yibmama, umo mpeoyem HNpoBeOeHUsi JNe4eOHbIX Meponpusmuil,

HanpasieHHbIX Ha ykopouenue unmepsana QT u npogunaxmuxy peyuousos torsade de pointes .

[TaruenTam ¢ cuaapomoM yuinHeHHoro untepsaia QT mia npodunaktuku BCC pexomenioBan
npuem 6eta-01okatopos [450,451,452].

EOK IB (YYP C, Y 4).
eHasnauenue Oera-OiokaropoB s npoduinaktukd BCC pekomMeHI0BaHO y HocuTeneil
reHetnueckoil mytanuu LQTS ¢ HopmansabimM QT unTtepBanom [467].

EOK Ila B (YVP C, V]I 4).
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BpeMennas snextpokapaunocTuMyssiius ¢ yactoto 100 u Gosipllie B MUHYTY PEKOMEHIYETCS
s ykopouenusi uHTepBasia QT u mpenynpexnaenus penuauBoB mnosmmopdHon XT tuma
torsade de pointes mpu oTCyTCTBHU dPPeKTa OT BBEACHHS Cyab(aTra Maruus™**.

EOK | C(YYP A, Y]] 4)[450,451,452].
Kommenmapuii: Bpemennas cmumynayus modxcem Ovbimb obecneueHa ¢ UCNONb30BAHUEM
cucmemvl MPAHCEEHO3HOU IIeKMpUudeckol cmumynayuu cepoya. Hasazvieanue maxum obpazom
cepoyy BbICOKOU Hacmomvl COKpawjenuti npusooum K ykopouenuio unmepsara QT u
cnocobcmeyem npedomspaweHuto peyuougog noaumopguou KT muna torsade de pointes.
Ilpooonsicumenvhocms 31eKMPOKAPOUOCUMYTAYUU ONPEOeAeMCsL 8PeMeHeM, HeoOX00UMbIM
051 ycmpaueHus npudunsl yoarunenusa unmepeana QT, nanpumep, epemenem IKCkpeyuu mozo
U UHO20 Npenapama, A8UeULe20Cs NPUYUHOU YoaruneHus unmepeana QT.
Ecnu npuyunoii yonunenus unmepsana QT ¢ pazsumuem noaumopghnou KT muna torsade de
pointes agusiemcs opaoukapouusi (Hanpumep, npu NOJHOU AMPUO-BEHMPUKVIAPHOU OaoKade),
INEKMPOKAPOUOCTIUMYIAYUA OONHCHA OblMb NEPEbIM U OCHOBHBIM IMANOM JIeYeHus, a npu
HAIUyuu COOMEEemcmeyiouux B03MONCHOCMEN, CpaA3y JHce PeKOMeHOYemcs NOCMOAHHASA
INEKMPOKAPOUOCTIUMYIAYUS C UMPIAHMAYUEl UCKYCCMBEHHO20 8600UMEN pumma cepoya.
B cnyuae 6o3nuxnogenus noaumopguon KT muna torsade de pointes y nayuenmos c
UMNIIAHMUPOBAHHBIMU Kapouocmumynsmopamu, UK/ [*** unu ycmpoiticmeamu ons obecnewenus
CPT***  603M0JCHO  6pemeHHOe  u3MeHeHue  06a3080U  4aACMOMbl  CIUMYIAYUU
UMAAAHMUPOBAHHO20 YCMPOUCMEA.
oC mnenpto kynupoBanus mnonmumophuort KT tuma torsade de pointes npumeHeHUe
aHTHApUTMUYECKUX npenaparoB (ocodbenHo npenapatoB IA u Ill kinaccoB) HE pekOMEH0BaHO
[453].

EOK III C(YYP A, YA 3).
eBHyTpuBEeHHOE BBeJeHUE Cylbdara MarHUS** pPEeKOMEHIOBAHO JJs MPEeAyHpexACHUS
petuanBoB noauMopdHoit KT tuma torsade de pointes [453,454,455].

EOK IC (YYP A, Y] 4).
KommenTapmii: Bseoenue cyrvgpama macnua™* nepeoxo oxasvieaemcs 2¢pexmusHuim, 8 mom
yucne u y nayueHmos ¢ UCXOOHO HOPMATbHbIM YPOSHEM MAHUSL 8 KPOSU.
elImmnantanusa UKJ[*** B coueranuu ¢ mpruemom 6eTa-0J10KaTOpOB peKOMEHIOBaHA MallMeHTaM
C CHHJIPOMOM YJUIMHEHHOT0 MHTepBana QT, mepexuBmmmM ocTaHOBKY cepaua [241,450].

EOK IB (YVP C, V]I 4).
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elmmantanuro UKJ[*** B coueranun ¢ mpueMom OeTa-0JIOKATOPOB CIEAYEeT PEKOMEHI0BATh
NanueHTaM ¢ CUHIPOMOM YyIUIMHEHHOTro uHTepBaia QT U CHHKOMATbHBIMU COCTOSTHUSIMU W/UITU
T Ha done npuema aieKBaTHOM 10361 OeTa-010KaTOpoB [242].

EOK Ila C (YYPC, YA 4).
eBrInoHEHNE TPYIHOM JIEBOCTOPOHHEW CUMITATUYECKOW JIeHEepBaIK cep/illa PeKOMEHJ0BAHO Y
CHUMIITOMHBIX HAIIMEHTOB C CHHAPOMOM YAJIHMHEHHOTo nHTepBana QT B cieayrommx ciyJasx:

a. Ilpuem Oeta-6m0KaTopoB HEIPPEKTHBEH, IUIOXO TEPEHOCUTCS, OO HMEIOTCS
MIPOTUBOMNOKA3aHUS

b. UKJ[***-Tepanust mpoTUBONOKa3aHa WM UMEETCS OTKA3 MAI[UeHTa

c. Ilanmentsl ¢ wumrutantupoBanHbeiM MKJ[*** na ¢one mpuema Oera-OGi0KaTopoB
MIPOJIOJDKAIOT UCIIBITHIBATH MHOKECTBEHHBIE pa3psiibl AehuopusTopa [455].

EOK IIa C (YYPC, Y/ 4).
eJleueHue OJIOKaTOpaMU HATPUEBBIX KaHAJIOB (paHOJa3WH) PEKOMEHJIOBAHO B KayecTBE
JOTIOTHUTETILHOU Teparuu ¢ LENbI0 YMEHbIICHUs AMUTENbHOCTH nHTepBania QT y manueHToB ¢
cunapoMoM yuinHeHHoro uHtepsaia QT 3 tuna u yBennuenuem QTc>500mc [456,457,458].

EOK IIb C (YYPC, YA 4).
elImmantanusa UK[*** pexomenmoBaHa B OMONHEHHWE K Tepanuu OeTa-Onokaropamu y
aCUMITOMHBIX HocuTened mnartojorndeckol mytanuu B reHax KCNH2umu SCNSA  npu
yBenuueHuu QTc>500mc [243].

EOK IIb C (YYP C, Y1 4).

Cunapom koporkoro unrepnaja QT (CKHUQT)

CHUHIpPOM XapaKTepU3yeTcss YMEHBIIEHHOM MpPOJOKUTEIBHOCTBIO —pENoIsipru3aluu
cepAla, KoTopass SBISeTCs CyOCTpaToM JJsi pa3BUTHS KU3HEYTPOXKAIOIUX apUTMMM.
WnentuduumpoBansl nsaTh TeHOB, cBsi3anHbIXx ¢ CKUQT: KCNH2, KCNQI, KCNJ2, CACNAIC
u CACNB2b. Ho nonoxxurenbHbIN pe3yibTaT TEHETUYECKOTO CKPUHUHTA OCTA€TCsS HEBBICOKHM
(Bcero 20%). 3a0osieBaHue SIBIISIETCA JIETAIBHBIM BO BCEX BO3PACTHBIX I'PYMIAX, BKIIIOYAs JeTel
B IIEpBbIE MECSALBl JKU3HHW, U BEPOSATHOCTH IIEPBOM OCTAaHOBKM cepaua K Bospacty 40 ner
cocraBiser .40%. Becbma BepositHo, uto CKUQT sBnsercs HenoAMarHOCTHPOBAHHBIM

COCTOSIHHEM B OOIIEH MOMyIIsALuy.

ITokazanus k npumenenuto MKJ[*** B kaxxqoM citydae paccMaTpuBarOT MHIMBUIYAJIbHO,
YUNTBHIBasi CEMEWHbIH aHamMHe3 W Haimuuue YykopodeHHoro QTc, ogHako mams  oOmmx

PEKOMEHIaIMii Ha JAHHBI MOMEHT HEJIOCTAaTOYHO JaHHBIX [459].
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UccnenoBanus Ha HEOOIBIIMX KOTOPTaX MallMEHTOB MOKA3aJIM, YTO JICYCHUE XUHUIUHOM
MOMOTaeT YBEIUYUThH JIUTENBHOCT, QTC W, BEpOsATHO, YMEHBIIUTH YAaCTOTY aAPUTMHUYECKUX
CcOOBITUM. VY NAIMEHTOB, NOJYYAIOUIMX XUHUAWH, HEOOXOJUMO CIEIUTh 3a YAJUHEHUEM
unrepBaiga QT u nmpoaputmMuyeckumu coObITUsIME [460]. JledeHne XMHUIMHOM TaKKe MOKHO
paccMOTpeTh y MAalMEHTOB, MEPEHECIINX OCTAHOBKY CepJilla U HYKJIAIOLIUXCS B UMILIAHTALUU
HNK***, B cimydae, Korja JaHHasi Ipoleaypa NpOTUBOIOKA3aHa WIM UMEETCS OTKa3 MalueHTOB
[244].

Ha ceromusmHuii neHb HET JaHHBIX O TOM, YTO MPOTrPAMMHUPOBAHHAS CTUMYJISIUS
JKEITYZI0YKOB TO3BOJISET IMPOTHO3UPOBATh APUTMUYECKHE COOBITHA Y OOJIBHBIX CHHAPOMOM
kopotkoro untepsaina QT.
elImmnanranus UK*** nna npodunaktukn BCC pexoMeHmoBaHa MaIeHTaM € CHHAPOMOM
kopoTkoro uHrepsaia QT, koTopsie:

a. [Tepexxunu ocTaHOBKY cepALa u/uin

b. IMer0T 1OKyMEHTUPOBAHHYIO CIOHTaHHYIO ycToiunBYy0 KT

EOK IC (YYP C, YA 4) [244,460].
eHa3HaueHNe XHHUMHA WIK COTAJI0NIa peKOMEeH10BaHO i podmiaktuku BCC y manueHToB ¢
JMarHOCTUPOBAHHBIM CHHAPOMOM KOpoTKoro uHTepBasia QT, nMeromumx nokazanust k MKJ[***-
Tepanuu, B ciaydae, KOrja JaHHas Mpolielypa MPOTUBOIIOKAa3aHa UM UMEETCsl 0TKa3 NalleHTOB
[460].

EOK IIb C (YYP C, YA 4).
eHaznaueHne XWHWAMHA WIA coTajoia** pexkomenmoBano it npodmiaktuku BCC vy
ACUMITOMHBIX MAaIMEHTOB C JTUArHOCTHPOBAHHBIM CHHIPOMOM KOpOoTKoro uHTepBana QT,
MMEIOIINX CEMEHHBIN aHaMHEe3 BHE3aImHOU cepaeunon cmeptu [460,461].

EOK IIb C (YYP C, VI 4).

Cunapom bpyraasl

Cunapom bpyraasl - KaHajonatus C  JIOMUHAaHTHBIM  HACIE€OBaHUEM W
MEHEeTPAaHTHOCTHIO, 3aBUCMMOM OT BO3pacTa M TMOJa: KIMHUYECKHE MPOSBICHUS 3a00JI€BaHUS
BCTPEYAIOTCS Yallle y B3POCIBIX U B 8 pa3 yale y MyKuuH, ueM y sxeHIuH. OXK BcTpeuaercs B
cpemnnem Bo3pacte 41 +15 yet, HO OH MOXKET MPOSIBIATHCA B JIFOOOM BO3pacTe, 0OBIYHO BO BPEMS
oTIbIXa Win cHa. JIuxopaaka, ype3mMepHoe ymoTpeOIeHHe alKorois U OOMIbHOE MUTAaHUE - ATO
TPUTTEPHI, KOTOpble T03BOJsAOT BhIsABUTh ODKI' Tuma | u mpeapacnonararor k. ®B. Cunapom
Bbpyraga nuarHocTupyeTcs y MalueHTOB C MOAbeMOM cermMeHTa ST ¢ mopdororueii 1-ro tuma

>2 MM B OJIHOM WJIH HECKOJBKHX MpPaBBIX MNPEKOPIUATBHBIX OTBeAeHUsX V1 w/mmm V2,
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pacrojOXKEHHBIX BO BTOPOM, TPEThEM WM YETBEPTOM MeXpedepbe, BO3HHMKAIOMIMX JIMOO
CIIOHTAHHO, JIN0O MOCJIe MPOBOKAIIMOHHOTO JIEKAPCTBEHHOT'O T€CTa C BHYTPUBEHHBIM BBEICHUEM
0JIOKATOPOB HATPUEBBIX KAHAIOB (TaKUX KaK allMaJMH, MPOKAMHAMUJ WA MWJICUKAUHUM), WU
npu peructpanuu DKI' B BepXHHUX MPEKOPIUATBHBIX OTBEICHUSIX (MEKPEOESPHBIX MPOMEKYTKAX

Ha 1-2 pebpa BbIlIe MOT0XKEHUH 3MeKTpoaoB BV 1 u V2.

EnuncrBeHHas BO3MOKHOCTH cHU3UTh puck BCC npu cunapome bpyraaa 3akimtodaercs B
ucnonb3oBanuu UKI[*** koTophlii peKOMEHJIOBaH BCEM MAlMCHTaM ¢ MOATBepxkaeHHOU KT
wm O®XK u npu crionranHoMm noseieHur | tuma JKI, a Takke mpu HAIMYUM OOMOPOKOB B
aHamHe3e. HezjaBHO MOSIBIIIMCH CBEICHUS, UTO SMHUKApIUabHAs KaTeTepHas aliaius nepenHeit
yacTtu BeIBogHOTO TpakTa [IDK momoraer nmpenoTBpaTuTh 3JAEKTPUUECKUN IITOPM Y MAlUEHTOB C
NOBTOPHBIMU 3MM30/1aMH, OAHAKO 3TH JaHHbIE TPEOYIOT JOMOJIHUTEIBHOTO IOATBEPXKIACHUS,
IIPEK/IE YEM UX MOKHO Oy/I€T UCIIOJIb30BaTh B KIIMHUYECKON IIPAKTHKE.
eCrnieyrolue MeponpusaTUs M0 KOPPEKIUN 00pas3a KU3HH PEKOMEHI0BAaHbI BCEM IMAllMEHTaM C
JMarHOCTUPOBAaHHBIM cuHApoMoM bpyrana:

a. M3berath mnpueMa MEAMKAMEHTOB, KOTOpPHIE MOTYT IPOBOLIUPOBATH 3JIEBAIHIO
cermeHTa ST B IpaBbIX I'PyIHBIX O0TBeneHUAX (Www.brugadadrugs.org);

b. M36eraTh N30BITOYHOTO YIOTPEOICHUS AIKOTOJISI M TICPEC/TaHuS;

c. HemennenHslil preM >kapoIroHMKALUX MPENnapaToB MPU BOSHUKHOBEHUHU JINXOPAAKU
JI000ro0 reHesa

EOK IC (YYP C, YA/ 4) [246,462,464].
elmmnantanus WK/[*** pexoMmeHnmoBaHa mMalnMeHTaM C JAHArHOCTUPOBAHHBIM CHHIAPOMOM
Bbpyrana, kotopsle:

a. [lepexxunu ocTaHOBKY cepAlia U/uian

b. ImeroT 10OKyMEHTHPOBaHHYIO ClIOHTaHHYI0 ycToiuuByto KT [246,462,464].

EOKIC (YYPC, YA/ 4)
elImmantanusa UK*** pexomennoBana y nmanueHToB co cnoHTaHHbIMU DK nposBrienusmu 1
TUIA CUHApoMa bpyrana u CHHKONAJIBHBIMY COCTOSIHUSIMU B aHamMHe3e [246,462,464].

EOKIIaC (YYPC, YI14)
eHa3zHaueHHe XWHUAMHA WU U30IPOTEPEHOJIa PEKOMEHJIOBAHO Y MAIlMeHTOB C CHHIPOMOM
Bbpyrana c nienpio aedenus d5ekTpudeckoro mropma [246,462,464].

EOKIIa C (YYPC, Y1 4)
eHa3zHaueHNe XMHHMIMHA PEKOMEHAYETCSl MalUeHTaM C JMarHOCTUPOBAHHBIM CHHIPOMOM

bpyranma, umeromux mokazanuss k WK ***-tepanum, B ciydae, korga JaHHas Mpoleaypa
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MPOTUBOMNOKAa3aHa WM HMeEEeTCs OTKa3 MalMeHTOB, a TakKe MpPU HEOOXOAUMOCTH JICUEHUs
HaJDKEITyTOYKOBBIX apuTMuii [246,462,463,464].

EOKIC (YYPC, Y1 4)
elImmnanranusa MKJ*** pexomeHnnoBaHa y MallMEHTOB C JUArHOCTHPOBAHHBIM CHHIPOMOM
bpyraga, y KoTopbix pa3BuBaeTcs (pUOPMIIIALUS KEIYJOYKOB BO BpeMsl MPOTrpaMMHPOBAHHON
JKENyJJ0UKOBOM CTUMYJISIIMU B JIBYX TOUKAaX C 2 WIK 3 3KCTpacTuMynamu [464].

EOKIIb C(YYPC, YA 4)
eBrinonHeHNE KaTeTepHOW abjaluy PEKOMEHJI0OBAHO y NAIMEHTOB C HAaJU4YMEM B aHAMHE3E
AIIEKTPUYECKOTO INTOpPMA WM MOBTOPHBIX MOTHBHPOBAHHBIX cpabareiBanuii MKJ[*** ¢
HaHECEHHEM IIOKOB [465,466].

EOKIIb C(YYPC, YA 4)

KarexosiaMmuHeprudeckasi no1uMop(QpHas kea1y104KoBasi TAXUKAPAUS

- PEKOE HaCJEICTBEHHOE apUTMOreHHOE 3a00JIeBaHNE, XapaKTEPU3YIOIIEecs aipEeHEePruYecKu-
UHAynHpyeMol  nByHampasieHHOW u  momumopduoit  XKT. 3abomeBaemocTs  mMeer
npenmnonaraemyro pacrpoctpaneHHocts 1 Ha 10 000. Bputm  uneHTHGUIMpPOBaHBI  JBa
renernueckux tumna KIDKT: nomMuHaHTHBIN BapHaHT M3-3a MyTallMil B reHe, KOJUPYIOLIEM T'eH
perientopa kapauanbHoro puanoanna (RyR2), u peakuil peliecCUBHBIN BapuaHT, BHI3BAaHHBIN
MyTanuel B reHe kapauaiabHoro kanbcekBecTpuHa (CASQ2). Kimmanueckue nposisnenus KIDKT
O0OBIYHO BO3HUKAIOT B MIEPBOM JIECATHIIETUU KU3HHU M BBI3BAHBI (PM3MUECKOM aKTUBHOCTBHIO WITU
SMOIIMOHAJIBHBIM CTpecCOM. JIMarHoCTHKa SIBISETCS CIOXKHOM 3a7aueil, MOCKOIbKY MallueHThI ¢
KIDKT wumeror Hopmanbhyto OKIT u »Xokapauorpammy; Hisi YCTaHOBJIEHHS JHArHos3a
PEKOMEHAYETCSl XOJITEPOBCKOE MOHMTOPUPOBAHHE W/MIM TECT C (PU3NYECKOW Harpy3koH, BO
BpEMsI KOTOPOTO MOSIBISIOTCS MPEeACEpAHbIE U JKETyTOUKOBbIE apUTMHHU (JIByHANpaBlIE€HHAs WU

nonumopduas XT).

HezaBucuMbIMH NPOrHOCTHUYECKUMH (PAKTOPAMU AJISi apUTMHUYECKUX COOBITUH B cllyyae
KIDKT sBnstoTCsl MOCTaHOBKAa JMarHo3a B JETCKOM BO3pacTe, OTCYTCTBUE Tepamuu OeTa-
azpeHo0JIoKaTOpaMM M MEPCUCTUPYIOIIME ClIoKHble apuTtMuu. Hambonee yacto s jeyeHUs
KIDKT nazHagaroT HaJ050J, HECMOTPSL HA OTCYTCTBHE CPABHUTEIBHBIX JAHHBIX 110 PA3IMYHBIM
tunam Oeta-agpeHobnokaropoB. Cumtaercs, uyro mnepsas jauHug Tepanuu KIDKT Bximrouaer
6era-aapeHo010KaTopsl 6€3 BHYTPEHHEH CHMIATOMUMETHYECKON aKTUBHOCTH U MOAM(DUKALIUIO
oOpa3a XHU3HU C OrpaHuueHueM ¢u3nueckux Harpy3ok. [lo mpenBapuUTeNbHBIM JaHHBIM
0JIOKaTOp HATPHUEBBIX KaHAIOB ((JIEKaWHH]) CYIMIECTBEHHO YMEHBINAET KOJIMYECTBO SIH30]I0B

XA y nebonpmoit rpynnsl 6onpHbIX KIDKT 1 MokeT paccMaTpuBaThCsi B KaueCTBE MEPBOTO
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JIOTIOJTHEHUS K Tepanmuu OeTa-aipeHOOI0OKaTOpaMH, €CJIM HE yIaeTcs NOCTUYh A(P(HEKTUBHOTO
KOHTPOJISI apUTMHH.

Cumnaruyeckasi A€HEpBalLUs JIEBBIX OTJICJIOB CEp/Ila OKa3bIBACT ONPEACICHHBIN dPPEeKT
npu KIDKT y naunentoB, koTopble He mepeHocaT 6eTa-aJpeHo0I0KaTOPbl, 0JIHAKO HEOOXOUMbI
JOTIOTHUTENIbHBIE JaHHBbIE W OoJiee JIUTENbHOE HAOMIOJEHUE AJisi KOJIMYECTBEHHOW OLEHKU
storo 3¢ dekra. BoabHBIM, TEPEKUBIIMM OCTAHOBKY CepJlla, PEKOMEHIOBAaH MpueM Oera-
aapenobnokaropoB u MK/[***-repanusi; ecnu Takoe JIeUCHUE MO pe3yibTaTaM CTPECcC-TeCTa He
MO3BOJIIET JOCTHYb IOJIHOTO KOHTPOJS apUTMHUH, CIEAYET PacCMOTPETb KOMOWHHPOBAHHYIO
AHTUAPUTMUYECKYIO TEPAIHUIO.

Nvmnaaranus UK*** Bozmoxkna y mamuentoB ¢ KIDKT, koTopeie HEe oTBeuaroT Ha
neuenne Oeta-agpeHoOnokatopamu. Ilpu mporpammmpoBanuun  UK/***  ypenuumarot
npofomkutenbHocTh  Aetekiuu KT, 1NOCKonbKy HaHECeHHE pPas3psioB  MOXKET ObITh
00JIe3HEHHBIM W CHOCOOCTBOBAaTh MOBBIIICHUIO CHUMIIATMYECKOTO TOHYCA W IPOBOIMPOBATH
HNOBTOPHBIE SMU30/bl aPUTMUHU, YTO B KOHEYHOM WTOT€ BEJET K BO3SHHUKHOBEHHIO IOPOYHOTO
Kpyra ¢ pequauBupyromumu KA, BIUIOTh 10 CMEPTENBHOIO UCXOAA.
eBceM nmamueHTaM ¢ JAMAarHOCTUPOBAHHOM  KaTE€XOJAMHHEPIHMUECKON  MOIuMOp(hHOI
KEIIYZI0YKOBOM TaXMKapAuel peKkoMeHJyeTcs Hu30eratb COpPEBHOBATEJIBHBIX BHUJIOB CIIOPTA,
CUJIOBBIX TPEHUPOBOK U CTPECCOBBIX cUTyauuii [467,468].

EOKIC (YYPC, Y1 4)
e[Ipuem Oera-010KaTOPOB PEKOMEHIOBAH JUIA JiedeHUs1 apuTMuu U npodmnaktuku BCC Bcem
MaldeHTaM C JIMarHOCTHPOBAHHOW KaTE€XOJIAMHUHEPTHYECKON MOTUMOP(HON KeITya0uYKOBOH
TaxuKapAueH, YYHUTHIBAsl HaJIUM4Me JOKYMEHTUPOBAHHOW CIIOHTAHHOW WIH  CTpecc-
uHaynuposanHoil KA [247,467,468].

EOKIC (YYPC, YA/ 4)
elImmnanranusa UKI*** nomonnurenbHo K npuemy OeTa-OJ0KaTOpoB B COUETaHUM WM O€3
AAIl pexomeHnoBaHa ansi JedeHus aputvMun u  npopunaktukn BCC  mnanumentam ¢
JTUArHOCTUPOBAHHONW KaTEXOJAMUHEPTUYECKON MOIUMOP(HON KeIylT0uKOBOW TaxXUKapAHUEH,
NEPEKUBLINM OCTAaHOBKY CEpJilla, UMEIOLIUM B aHAMHE3€ MTOBTOPHbBIE CUHKOMAJIbHBIE COCTOSTHUS
Wi snu304bsl  noiauMopdHoit/nByHanpasieHHoit KT, HecMoTps Ha  ONTHMalIbHYIO
MeIMKaMEeHTO3HYI0 Tepanuto [247,248].

EOKIC (YYPC, YA 4)
eTepanusi Oera-OjoKaTopaMM PEKOMEHJOBaHA POACTBEHHHMKAM MaIlMeHTa JJsl MPO(HUIAKTUKH
BCC npu BbIABIECHMH TEHETHYECKMX MYTalMi, Jaxe MNpH OTPUIATEIBHOM pPE3yJbTaTe
HArpy304HOro TecTupoBanus [248,468].

EOKIIaC (YYPC, Y1 4)



2171
2172
2173
2174
2175
2176
2177
2178
2179

2180

2181

2182
2183
2184
2185
2186
2187
2188
2189
2190
2191
2192
2193
2194
2195
2196
2197
2198
2199
2200
2201
2202
2203

eBrinosiHEHNE TPYIHON JIEBOCTOPOHHENH CUMITATHYECKON I€HEPBALUK CEPALIA PEKOMEHIOBAHO Y
MalMeHTOB C JMArHOCTUPOBAHHOM KaTeXOJAaMUHEPTUUYECKOW MOJIMMOPGHON KEITyI0YKOBON
TaXWKapAWed ¥ TOBTOPHBIMH CHHKONAJBHBIMH COCTOSIHUSMH HJIM  THOJIUMOpGhHOH  /
nByHanpasieHHo KT / HECKOJbKMMH MOTHBHPOBAHHBIMU cpalareiBanmsiMu WKJ[*** ¢
HAaHECEHHEM pPa3psioB Ha (pOHE MU30JUPOBAHHOTO MpueMa OeTa-0J0KaTOPOB WM B COUETAHUH C
AAIlL, a Takke nOpu HATUYUM HENEPEHOCHMMOCTH WM MPOTHBOINOKA3aHUW K HUX IPHUEMY
[470,471].
EOKIIb C (YYPC, YA 4)

Jeuenue ;KT/BCC y 0emetnt u nauuenmoe ¢ 6p0IHCOCHHLIMU HOPOKAMU Cepoua

JleueHue xKeJTyJ0UYKOBBIX APUTMHH Y JeTeil 0e3 oprann4eckoro 3adoJjieBaHus cepaua

eJletsam ¢ peakoil, 0eccumnromuol JXXT, y koTopbix npeanonaraercs kpaitne Hu3kuil puck BCC
U J100pOKAYECTBEHHBIM XapakTep TeueHHsl 3a0ojieBaHMS B OOJBIIMHCTBE CIy4aeB HeE
PEKOMEH/I0BaHO Ha3HAUEHUsl aHTHapUTMU4ecKol Tepanuu. [27, 472].

EOK IB (Y114, YYPC)
Kommenmapuii. Takue oemu Hyscoaromes 8 amOyI1amopHOM HAOIIOOEHUU C Yelbl0 PAHHEe20
8bIABNIEHUS PA3GUMUSL CUMAINOMOS8 U NPOPDUIAKMUKU 803MOICHBIX ocnodchenul. Jleuenue KT
Modxcem  Oblmb  MeOUKAMEHMO3HbIM — (AHMUAPUMMUYECKAs Mepanus) U Xupypeuyeckum
(unmepeenyuonuviM). B ceot0 ouepedv, MmeoukamenmosHoe JeueHue Ccocmoum u3 08yx
Hanpaenenuu. mepanus, Hanpaeéiennas Ha IKCmpennoe «xynuposanue npucmyna KT u
npomeKkmopHas mepanus  Olsl  Npeoynpedcoenus  803HUKHoseHus npucmynos. Cxema
Mmeoukamenmosnozo aedenus KT 3aeucum om 6blpadceHHOCMU KIUHUYECKUX NPOSGTIeHUl
(wacmoma, OaumenvHocms U msadxcecmv napokcusmos KT), Hanuuus uru omcymcmeus
cmpyKkmypHoul namoaocuu cepoya, gpakmopog pucka BCC, eo3pacma, nokanusayuu cybcmpama
apummuu, d¢hghexmusHocmu UCNOIbLIYEMbIX paHee NPenapamos.
eMenuKaMeHTO3Has TEpaIvs WM KaTeTepHas aOisaiusl peKOMEHJOBAaHbI AETAM ¢ 9acThiMu KO
i JKT, KoTopble MOTYT BBI3BaTh TUCHYHKIINIO sKeNy104uKkoB [27, 473, 474, 475, 476, 477, 478].

EOK IC (Y444, YYP C).
eJleTsaim ¢ mocTtossHHO-BO3BpaTHOM JKT B OTCyTCTBHE HapylIeHUs! HEHTPAIBHON T'e€MOJINHAMHUKH,
HO C HajJWYUeM HAYaJIbHBIX TIPOSIBICHUH apUTMOTEHHOW TUCQYHKIIMM  MHOKapnaa
PEKOMEH/IOBAaHO TPOBEJEHHE AaHTHMAPUTMUYECKOl Tepamuu npenapatamu [-IV kmacco [473,
474, 475, 476, 477, 478].

EOK uer (YA 3, YYP B).
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ePekoMEeHIOBaHO TpUMEHEHHE OJ0KaTOpOB HaTpueBbiXx KaHaioB (kmacc IC) B kauecTBe
aJbTEPHATHBBI OeTa-aapeHobaokaTopaM Wik Bepanamuiny** y nereir ¢ KT BBIBOJHOTO TpakTa
[27,473].

EOK IlaC (Y413, YYPB).
oJleuenne XKT/KD Bepanmamuiiom™* He peKOMEHJ0BaHO JIeTsAM B Bo3pacte 110 1 rona [27, 479].

EOK Il C (Y13, YYP B).
eBrInoHEHHE KaTeTepHOW alsanuu y Jereid ¢ cuMnToMHON wmaumomatmdeckoir KT/ KD w3
obmactu BTIDK unm neBoxkenyqouKoBOM (acUUKYISPHON TaxMKapAuel, YyBCTBUTEIBHOM K
BeparnaMuily, peKOMEHJ0BaHO €CIIM MEJUKaMEHTO3Has Tepanus okazagach Hed((HEKTUBHON MU
HexenarenbHo [27, 475, 476].

EOK IlaB (Y41 3, YYP B).
eBrinonHeHne KareTepHo alJsAuU B CIEHHAIM3UPOBAHHOM LIEHTPE y JETeH C CUMIITOMHOMN
uanonatuaeckor XXT-BTJDK, oGmactu aopranbHOTO KiamaHa wim snukapauaisHon XT/KD,
PEKOMEHIOBAHO €CIIM MEAMKAMEHTO3Hasl Teparus oka3anach Hed((EeKTHUBHON WM B KauecTBE
aJbTEPHATUBBI TOXKU3HEHHON MeIMKaMeHTOo3Has Tepanuu [27, 475, 476].

EOK I1aB (Y44 4, YYP C).
eKarerepnas abmsiuus JXKT/XKD He pekomMeHIOBaHA NEeTSM MIAamIe 5 JIET, 33 MCKIIOYCHHEM
ciyuaeB HedddexruBHOCTH MeamkameHTO3HOH Tepamuu W KT ¢ TSHKEeIsIMH HapyHICHUSIMU
remoauHamuku [27,480].

EOK IIC(YJ1 4, YYP C).

I[IpumeHeHMe MMIJIAHTHPYEMOI0 KapAuoBepTepa-1eGudpuLIATOpPa y 1eTeil U NALMEHTOB ¢
BPOKAE€HHBIMH IIOPOKAMU cepaLa
elImmnanranus KJ[ pekomennoBana ans BropuyHoit npodunaktuku BCC y nerei, BBKUBIINX
[OCJ€ OCTAHOBKM KpPOBOOOpAILEHHWs B TOM CiIydae, €CIM TIIATEIbHO BBINOJIHEHHOE
o0cieloBaHUE HCKIIOYAeT BO3MOXKHOCTh YCTpaHEHMsI €€ MPHYMH, KaK Cpeau IMalueHTOB 0e3
CTpPYKTypHOM maTtojoruu cepaua, T1ak u npu Hanmuuu BIIC, KMII win BpoxneHHOM
KaHajonatuu [27,259,260,261,262].

EOK IB (YA 3, YYP B).
elImMmnanranusa KJ[ pekomennoBana mnamueHntam ¢ BIIC ¢ ycToMuMBBIMH CHUMIOTOMHBIMH
napokcuzmamu KT [27, 259, 260, 261, 262].

EOK IB (Y114, YYP Q).
Kommenmapuu: Ilayuenmor O0ondcHbl  Oblmb  NOOGEPSHYMbL  UHBAZUBHOMY UCCIE008AHUIO

2eMOOUHAMUKU U UHBA3UBHOMY 3ﬂeKmpoqbu3u0Jz02ul¢ecmmy uccneoosanuro. Heobxooumo
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paccmompems 803MONCHOCHb NPUMEHEHUS ATIbMEPHAMUBHBIX Memo008 JNiedeHusl, MaKkux Kdx,
KamemepHas abiayus uiu xupypeudeckoe emewamenvcmeo oan ycmpauenus KT, 6 cuyuasx
HegosmodcHocmu yempanenus KT oannvimu memooamu, noxazana umnianmayus MKJ[*** [27,
259, 260, 261, 263].
e[Ipumenenne MKJ[*** pekomenmoBano y manueHtoB ¢ BIIC m oOMoOpokamMu HEM3BECTHOTO
MIPOUCXOXKICHUS B COYETAHUU C TSDKEJION KeNy0YKOBONH MUCHYHKIMEH W/WIM WHIAYIUPYEMO
ycroituuBoii XXT/DX npu nposenennu su100dPU [27, 260, 261, 262].

EOK I1aB (YA 4, YYP C).
emmnantanus UKJ[*** pekomenmoBana B3pociasiM narmentaM ¢ BIIC u cucremuoin ®BJDK
<35%, OuBeHTpUKYIsApHOUW ¢usnonorueir, cumnromaod XCH Ha ¢doHEe onTuMaIbHON
MenukameHTo3nou tepanui ¢ Il unu 111 ®K no NYHA [27, 265, 481].

EOK IC (YA 5, YYP C).
emmnantanus WMKJ*** pexomeHnmoBana y HEKOTOPBIX MAlMEHTOB ¢ Terpamgor Daimo u
Heckonbkumu (aktopamu pucka BCC, Bkmouas muchynkuuto JDK, weycroitumByro XKT,
QRS>180 mc nnu unpynupyemyto yeroituupyro KT npu I[TCXK [27, 265, 266, 482].

EOK I1aB (Y44 5, YYP C).
elImmnantanua UKJ[*** pexomeHmoBaHa y TaMUEHTOB C TsDKENIOW  IUCHYHKIIHEH
€IMHCTBEHHOT'O JKEIyJ0YKa WJIM CHCTEMHOTO TPAaBOr0 JKEIyN0YKa MPH HAIUYUHU JIPYTUX
dakropoB pucka, Bkiatodas HeycToiunByro KT, XCH II unu III ®K no NYHA u BepakeHHYIO
perypruranuio Ha cucteMHoM AB-kitanane [27, 260, 483].

EOK 11bB (YIUI 4, VYP C).

Karterepnas aéaauus KT y nereil 1 nauMeHTOB ¢ BPOKIEHHBIMU MOPOKAMM Cepala

e[Iposenenune PYA ouara XXT pexkomeHn0BaHO y AeTel ¢ remoauHamudecku 3Haunmon KT mnm
HaJU4YHEeM apuTMOTeHHOU nucdynkimu muokapaa [478,484,485].

EOK ner (Y4 4, YYP C).
Kommenmapuu: PYA moocem 6vimv npumenena xax I aunus mepanuu, 1ub6o npogooumcs npu
neappexmusnocmu AAT.
ePexomennoBano mpoBeneHne PYUYA y gereit mpu Hanmuumu (GaclUKyIsSIpHOM, BeparaMui-
gyBcTBUTenbHOM XT [27,474,475,476,478,484].

EOK IlaB (YA1 3, YYP B).
Kommenmapuu: PHYA mooxcem 6vimov npumenena kax 1 aunus mepanuu, 160 npoeooumvcs npu

Heaghgpexmusnocmu AAT.
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elIpoBenenue PYA pexomenaoBano y aereit ¢ cuMntToMHOM KT M3 BBIXOJHOTO TpaKTa MpaBoOro
xKenmynouka [27,474,475,476,478,484].

EOK IlaB (YA4 3, YYP B).
e[IpoBenenne PUA pekoMeHJ0BaHO y AeTel C MOJIUMOPGHON KETyAOYKOBOH apUTMHEH, B
cilydyae JOMUHHUPOBAHHUSA OJHOM M3 MOPQOIOTMH MM KOTJa W3BECTEH TPUITEP, Ha KOTOPBIN
oyner nanpasieHo PY Bozneiicteue [484].

EOK ner (YA 4, YYP C).
ePasnouacToTHass abmanus JKEIyJOYKOBOM TaxXUKapIuu HE pEKOMEHIyeTcsa Yy JAeredl c
6eccumnromHoit KT, korga He MNPOrHO3UPYETCS pa3BUTHE AapPUTMOIEHHOM JUCHYHKLIUHU
Muokapaa [484].

EOK ner (Y 4, YYP C).
ePannoyactoTHas abianus >KEIyJOYKOBOM TaXWMKapJUU HE PEKOMEHJIyeTcs B TeX Cllydasx,
korna JKT oOycnoBieHHas NpexoiIIMMHU MPUYMHAMM: OCTPBIM MHOKAPAUT, TOKCHUYECKOE
BJIUSIHUE MEIMKAaMEHTOB U T.1. [484].

EOK ner (YA 4, YYP C).
eKarterepHas aOnauus pEKOMEHJOBaHA KaK BCIIOMOTATENbHbIM METOA JIeYeHHUs WU
anprepHatuBa UKJ[*** y nmanuenroB ¢ BIIC u penuIuBUpyrOIUMHI 3MU30/1aMU YCTOHYUBOM
monomopduoit KT wmnm anexkBatHeiMu cpabatbiBanmsivu MKJ[*** xoropsie He MOryT OBITH
OTKOpPPEKTHpOBaHbl porpammupoBanneM UK/[*** unu menukamerosHoit repanueii [27,263].

EOK IC(YAd 4, YYP C).
eBhInosIHEHNM ~ KaTeTepHOW  abNsMM  pPEeKOMEHJOBAaHO B  KayecTBE  albTEpHATHUBHI
MEIMKaMEHTO3HOM Tepanuu Npu CUMITOMHOM ycToitunBoil MoHOMOp¢HOU KT y nauueHToB ¢
BIIC u UKJ[*** [27, 263].

EOK I1aB (YA 4, YYP C).
eBLINOTHEHNN  XUPYpPrudecko almsiuuu B COYETaHUU C  DJIEKTPO(PHU3UOIOTHYECKUM
KapTUPOBaHUEM peKoMeHA0BaHO y mnanueHToB ¢ BIIC, xOoTOpbIM NpeacTouT omepanusi Ha
cepaue, Npu HanUMuuu KiIMHW4YeckoW ycrovumBor KT w® wmHOynupyeMon yCTOMYMBOMR
MoHoMopdHO# KT ¢ ycTaHOBIEHHBIM KPUTHYECKUM Meperieikom [27].

EOK IIbC (YA4 4, YYP C).
eKarerepHas abnsuusg U NpoPHIAKTUYECKOE MPUMEHEHHE aHTHAPUTMHUYECKHUX MpernapaTroB He
pPEKOMEH/I0BaHbl B cilydyae OecCUMITOMHBIX, penkux KO y mamuentos ¢ BIIC u crabunbHON
byHKIMEH Kenya0ukoB [27].

EOK IIC (Y4 4, YYP C).
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Bocnanumenvnuvie, peemamuueckue noparceHus cep()ua U _e20 Kianannozo

annapama, 00.1e3HU HAKONICHUAL.

e[lanMeHTOB C YrpoXkaroIMMM >KM3HM YCTONYMBBIMHU JKEIYAOYKOBBIMU TAXUAPUTMUAMU H
KJIMHUYECKHM TI0/I03PEHHEM Ha MHOKApAMT/TIEPUKAPAUT PEKOMEHIYeTCsl HalpaBlsTh B
CHEUAJIN3UPOBAaHHbIE LEHTPHI, II€ BO3MOXHbl MOHUTOPUHI T'€MOJMHAMMKH, KaTeTepU3aLus
cepiua M SHIAOMUOKapAuaibHas OHOICHS, a TakKe MPUMEHEHHE YCTPONCTB MEXaHMYECKOM
MOJJEPKKU CepACUHO-JIETOYHON EATEIbHOCTH U CHeNU(PUUECKUX METOJOB JICUCHUS apUTMUIN
[486,487,488].

EOK IC (YYP A, Y11 2).
eBpeMeHHBIN KapAHOCTUMYIISTOP PEKOMEHI0BaH MalleHTaM ¢ Opaaukapaueil u/uin G1oKanoi
cepama, Koropele mpoBonupyloT JKA Bo Bpems ocTpoil (a3pl MHOKapaAWTa/MaHKapAuTa
[486,487,488].

EOKIC (YYP A, YA 2).
ePEKOMEHZI0BAHO HAa3HAYEHUE AHTHAPUTMMYECKOM TEpanuy NanUeHTaM C CUMIITOMHOMN
HeycToiunBo# miu yeroitunboit KT Bo Bpems octpoit dasbl muokapauta [486,487,488].

EOK IIa C (YYP B, Y1 3).
eVYcranoBky MKJ[*** unu kapauoctumynsiTopa MpU BOCHAIUTENbHBIX 3a00J€BaHUSIX cepAla
clemyeT paccMaTpuBaTh MOCIIE pa3penieHus: octpoit ¢assl [489].

EOK IIa C (YYP B, Y1 3).
ePexomensioBaHo npumenenue MKJ[*** y manmentoB ¢ ycroiuusoir KT u HapymeHusMu
reMOIMHAMUKH TI0CJe pa3pellieHns ocTpoit (asbl, ey okugaeMasi MpoAO0KUTENbHOCTh )KU3HU
cocTaBiisieT 0oJiee OHOTO rojia ¢ XOpOIIUM (YHKIIMOHAIBHBIM cTaTycoM [490].

EOK IIa C (YYP B, Y1 3).
ePeKOMEHZI0BAaHO TNPUMEHEHHE HOCHUMOro jAepuOpwisTopa [Uisl MOANEPKKM B MEPUOA
BBI3JIOpOBIICHUs WK 10 ycTaHoBku MK/[*** manuentam ¢ BocmaauTeIbHBIMU 3a00JICBAaHUSIMU
cepilla U OcTaTo4yHOW Tspkenon nuchyukiuent JOK w/mwnm snexTpudeckoil HEeCTaOMIHLHOCTHIO
xkenynouka [491,492].

EOK IIa C (YYP B, Y1 3).
ePeKOMEHZI0BAaHO paccMOTPeTh Bompoc O paHHeM mnpumeHeHun WK/[*** y maruentoB c
TUTaHTOKJIETOYHBIM MMOKapAWTOM WM CapKOMI030M, uMeronmx ycroluuByro KA ¢
HapyIIeHHEeM T'eMOJIMHAMUKH WJIHM MEPEeKUBIINX OCTAHOBKY CEpJIlla, YUUTHIBAS IJIOXOM MPOTHO3
IpU JTAaHHBIX 3a00JI€BaHUAX, €CJIU OXKHJlaeMasi MPOJOJIKUTENbHOCTh )KM3HH COCTaBIIsIET OoJiee
OJTHOTO TO/Ia C XOPOLINM (DYHKIIMOHAIBHBIM cTaTycoMm [493].

EOK IIb C (YVP B, YT 3).
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eHanuune mepcUCTUPYIOMIEH BOCHATMTEIBHOW HWHOWIBTPAIMK MHOKapAa IO JaHHBIM
MMMYHOTHCTOXUMHYECKOT0 aHAJIN3a W/WIM AHOMAJbHBIX CKOIUICHWH (UOpPO3HON TKaHU IO
nanHeiM MPT nociie octporo MHOKapaIuTa MOXHO paccMaTpuBaThb Kak JONOIHUTEIIbHBIN
mapkep Bbicokoro pucka BCC mpu BocanuTenbHbIX 3a001eBaHusAX cepama [494].

EOK IIb C (YVYP B, VI 3).

Muoxkapaur

e[Ipy ocTpOM U MOJHHEHOCHOM MHUOKApIUTE B JOIMOJHEHHE K MEIUKAMEHTO3HOW Tepamuu
PEKOMEHJIyeTCsl arpecCUBHAs IMOJAJIEPKKa T'eMOAMHAMHUKHU C TOMOIIBI0 YPECKOKHON CHCTEMBI
CEpJICYHO-JIETOYHOW MOJACPKKU WU BHYTPUAOPTaIbHOW OAJUIOHHOW KOHTPIYJIbCAIIMH, YTOObI
COXPaHUTh JKM3Hb TallMEHTa B TSDKEIYI, HO NPEOJOJMMYI0 OCTpylo (asy 3aboneBaHmMs.
[lepexon K YPECKOKHOM CHUCTEME CEpAECYHO-JIETOYHON MOJAEPKKU HEOOXOJUM B TOM cCllyyae,
ecimu pedpakrepHas KT unu OXK He oTBeuaeT Ha HECKOJIBKO MOMBITOK AePUOpMLIAIUU (OT
Tpex 1o nsaTh) [495].

EOKIIb C (YYP C, YA 4).
elImmurantanuio UKJ[*** pekoMeHIyeTCst OTIOKUTH 10 pa3pelieHus OCTpor (pa3bl MUOKApIUTA.

EOK IIb C (YYP C, YA 4).
Kommenmapuii. IlockonvKy 6 5mo epems MUOKAPOUM Yoce MONcem NOJHOCMbIO PA3PEUUMbCS,
noxazanusi k UK/[*** u epemennvie pamxu ocmaromes cnopusimu, oasce nocie ocmpoi ¢hasvl
3abonesanus. Ilepcnexmusnoiti memoo nevenus KT u @K na ¢one muoxapouma, komopwiii
no360Jsem Nnpeooosems KPUMUYECKUll Nepuod U 00Hco0amvcsi MNOJNHO20 8bl300POBIeHUS,
3aKII04AeMcsl 8 NPUMEHEHUU HOCUMO20 Kapouosepmepa-oeduopunrnamopa [492,496].
o[Ipu 3mokauectBeHHOl KA wnm Onokage cepiala TpU THTAaHTOKIETOYHOM MHOKapIHUTe,
6ose3nu Jlaitma (knemeBoit 0oppenno3), MMPTEPUINHOM MHOKApAUTE JTUOO CApKOUI03€ cepiala
pexomeHnoBaHa wumruiantaius MWK/[*** B panHemM mnepuope, y4uThIBash BBICOKUU PHCK
ApUTMHYECKOM CMEPTH U MOTPeOHOCTH B TpaHCIUIaHTalMu cepaua [493].

EOKIIb C (YYP C, Y1 4).
Kommenmapuir. VYV nayuenmos ¢ noomeepaicoennou ycmouuusou KT Hescnou smuonoecuu,
CONPOBOIHCOAIOWEUC KIUHUYECKOU CUMNMOMAMUKOL, Maxdce ciedyem UCKI0UUmMy OUACHO3
muoxkapouma. MPT y makux nayueHmog modxcem noxkazamv aHOMAaibHble Y4acmKu Quopo3Hot
MKAHU 8 MoJilye MUOKapod, yauje ceo 8 Cy0INUKapoOUaIbHoU U UHMPAMYpatbHou 30Hax. [494],
ONUCAH  YCNEeWHbIll  Onblm  paouodacmomuol  KamemepHou aOnAyuu  SNUKAPOUATbHBIX

aApUMMO2EHHbIX 04a208 npu muoxapoume [497].
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JHAOKAPAUT

[TosiBnenne XKA y 0osbHBIX WH(GEKIIMOHHBIM 3HIOKaPAUTOM CBHUAETEILCTBYET 00 OUEHb
wioxoM mnporHo3e [498]. OmHako KakuX-TUOO CHEIUATBHBIX PEKOMEHAANUN M0 JICYSHUIO
apuTMHI B 3TOW Tpynmne nanueHtoB Her. DopmupoBanue adcuecca B oOmacti (HuOpo3HOTro
KOJIbIIa KJamaHa (4aile aopTaibHOro, peke MUTPAIIbHOI0) MOKET MPHUBECTH K Ookazae cepaua |
win Il crenenu. [Ipu mepBom smu3one Ongokaabl cepauna y OOJBHOTO 3HIOKAPAUTOM CIEAYET
Cpa3y UCKIIIOUUTH adciecc cepala.

o XUpypruyeckoe JIe4YeHHe PEeKOMEHIOBAHO MPU OCTPOM HAPYLICHUU T'€MOJWHAMHUKHU B CBSI3U C
OCTPO BO3HUKIIEH aopTanbHOW peryprutanueii Ha QoHe >HIOKapIuTa, KOTOPOE MOKET
npusecTd K ycroiuusoi KT [499].

EOK IIb C (YYP C, VI 4).

BboJae3ns Yaraca

elImmanranusa UK/ *** pexomennoBana y manueHToB ¢ Oosne3npto Yaraca u OBJDK <40%,
IpU 0XKHUJIAEMOU TMPOJOKUTENFHOCTH XU3HU Oonee 1 roma ¢ xopommm (pyHKIIMOHAIBHBIM
cratycoM [257].

EOK llaC (YYP C, YA 3).

Hopasicenue Knananos cepoua

[TopaxkxeHne KialmaHOB Cep/la, MO BCEM BEPOSTHOCTH, SIBIAECTCS TJIABHOW NPUYMHOMN
okono 7% oOpamenuit qst ycranoBku WKJ[*** B nensx BropuuHoit mnpodunaktuxu. [lo
naHHbIM F. Yang u coast. [500], manueHTsl ¢ MOpakeHHEM KIIAllaHOB CepJlla U OCTaTOYHOM
muchynkiueir JOK mocne onepanuu Ha KiamaHe, KOTOpbIM Obul ycraHoBieH WK/[*** nns
NEPBUYHON TNMPOMWIAKTAKHA, C YYETOM HHIUBUAYAJIBHBIX OCOOCHHOCTEH, MMENN TaKyro e
OOIIyI0 BBDKHBAEMOCTh W BBDKMBAEMOCTh OT ApPUTMHUM, KaK M TAIWEHTHl C HMIIEMHYECKOU
Kapauomuonarueil. HemaBHo ObLIO MOKa3aHO, YTO JAJIS MAIlMEHTOB C MOPaXXEHHEM KIIalaHOB
cepAua, KOTOopbIM ycTaHaBiauBaroT MKJ[*** B nensix nepBUYHON MM BTOPUYHON NPOPUIAKTHKI
BCC, xapakTepHbl Takas e 4acToTa OOOCHOBaHHBIX cpabarpiBanmii MKJ[*** u takue xe
MOKa3aTeIM CMEPTHOCTH, uTO | 1715t armeHToB ¢ MUbC wmm JIKMIT [501].
oIKJ/[*** pekoMeH/IOBaH MalMeHTaM ¢ 3a00JIeBaHMSIMM KJIAMIAHOB CepJilia, KOTOpBIE IOCIe
XUPYPTUYECKON DPEKOHCTPYKIMU KJalmaHa HWMEIOT MOKa3aHWs K MEePBUYHOM MM BTOPUYHOMN
npodmiaktuke BCC [501,502].

EOKIC (YYP A, YA 2).



2406
2407
2408
2409
2410
2411
2412
2413
2414

2415

2416
2417
2418
2419
2420
2421
2422
2423
2424
2425
2426
2427
2428
2429
2430
2431
2432
2433

2434

2435
2436
2437
2438

e XUpyprudeckas KOPPEKIHs OCTPOHM aOpTaJbHON perypruTaiiu, BO3HUKIICH Ha ¢doHE
SHJIOKapauTa U compoBoxaaromercss ycronuuBoi KT, pexoMeHmoBaHa mOpH OTCYTCTBHH
MIPOTHUBOIIOKA3aHU K TakoMy MetoAay jedenus [502,503,504].

EOKIC (YYP A, YA 2).
eBrimonnennun DDU ¢ kareTepHOU adisaIuell peKOMEH0BAaHO Y MAIMEHTOB, Y KOTOPBIX MOCTIE
omepauuu Ha kinanaHe cepaua nosswiack JKT, B nensax BeiaBieHHs U ycrpanenus KT ¢
MUPKYJSIUEH BO30YKISHUS 110 HOXKKaM Tyuka ['nca [504,505].

EOK I1a C (YYP B, YU 3).

HepBHo-MbIlIeYHbIE 3200/1€BAHUS

- TpyIIa HACIEACTBCHHBIX 3a00JICBAaHUM, MOPAKAIOIIMX CKEIIETHBIC M CEPJCYHBIC MBIIIIIEI.
BoBneuenue cepana mpoucXOAUT B BHJIE JAETEHEPATHBHOIO Mpolecca ¢ GuOpo3upoBaHueM U
JKUPOBOH  3ameHOi Muokapna. Haubosee 4yacTele TMposiBICHUS -  AWJIATal[MOHHAs
KapAMOMHUOTIATHS W HAPYIICHUS MPOBOIUMOCTH, KOTOpPBIE MOTYT coueTaThcs. llpm Bcex
MBIIIEYHBIX JTUCTPOPUAK IMOPAKEHUE JBIXATCIBHBIX MBI MOXET BJIMATH Ha KadeCTBO U
MPOJOHKUTEIFHOCTD KU3HU, U JIOJDKHO YYHUTHIBATHCS, KOTZIA PacCMaTPUBACTCS MMILTAHTAIIUS
npoduIakTUYeckoro ycrpoiictBa. Bomieuenue cepama Hambojee YacTO BCTpedaeTcs Mpu
muctpodusix Hiomenna u bekkepa, Muotonndeckoit aucrpoduu tuna 1 (6one3np Steinert),
muctpohuu Imepu—/lpeiidyca u quctpodun koneunocrert 1B tuna.
e[laruenTamM ¢ HEHPOMBIMICYHBIMU 3a00JCBAHUSMHU M CONMYTCTBYIOMMME KA pEeKOMEHIyeTCS
TaKoE e JIeueHue, kak u nanuentam ¢ JKA 6e3 HelipombiiedHbix 3a0oneBanuit [506,507].

EOK | C (YYP C, YA 5).
elImmnantanusa UKJ[*** pekoMeHnaoBaHa y manMeHTOB ¢ MUOTOHMYECKOW aucTpodueit 1 Tuma
(6onesnn Illreitnepra), mblmedHoit nuctpodueit Dmepu-Lpeilidyca 1 KOHEUHOCTHO-TOSCHOM
muctpodueit 1B Tuma mpu HamTUUMM MOKA3aHUW K CTUMYISIUU U TPU3HAKOB >KETYJOYKOBBIX
aputmuit [229,506,507,508,509].

EOK Ilb B (YYP B, Y]/ 4).

Jleuenue 7KT Bo Bpemst OepeMeHHOCTH

eJleyeHue Oera-apeHOONIOKATOPAMH PEKOMEHIYeTCs BO BpeMs OEpeMEHHOCTM U B
MOCJIEPOIOBOM MEpUOJIe MAMEHTKaM ¢ CUHApoMoM yainuHeHHoro uHTepBaia QT wim KIDKT
[27,62,510,511].

EOK I C (YYPB, Y1 2).
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eHasznauenune meromposona**, mpomnpanonona** unm Bepamammina** BHYTpbh peKOMEHIyETCS
JUISL UTUTENbHOM Tepanuu uanonatuyeckon ycronunpoit KT [S11].

EOK I C (YYPC, YA 2).
®DKCTpEHHAs DJIEKTPUYECKas KapAUOBEPCUS PEKOMEHIYETCs JUIsl KyMUPOBaHHUS apUTMUU TPU
ycroituuBoii XXT, ocobeHHO ¢ HapylIeHHeM reMOAMHAMUKA

EOK I C (YYPC, YA 2).
o[lpy HamTWUMM COOTBETCTBYIOIIMX TIOKa3aHWM, BBIMOJHEHUE UMIUIaHTanuu MKJ[***
peKOMeHIyeTcst BO BpeMsi OepemenHocTH [511].

EOK I C (YYPC, YA 3).
eBHyTpUBEHHOE BBEACHUE coTanoia™** umm npokanHamuaa™* peKoOMEeHI0BaHO JJIsi SKCTPEHHOM
KOHBepcun MoHoMopdHoi# ycToitunBoii JKT 6e3 Hapymiennit remoauHamuku [S11].

EOK IlaC (YYPC, YA 3).
eBHYTpHBEHHOE BBEACHHE aMHUOJAPOHA™* pPEKOMEHIOBAHO [UIS AKCTPEHHOH KOHBEPCHUHU
MoHomopduoit  ycroumBoit KT ¢ HapymeHuemM TreMOOUHAMUKH, pedpakTepHOi K
SJIEKTPHUYCCKON KapIHOBEPCHH WIIM HE OTBEUArOIEH Ha MeIMKaMEHTO3HY0 Tepanuto [153,511].

EOK I1aC (YYP C, YA 3).
eBrhImonHEeHNEe KaTeTepHOW aOMsiiuu PEKOMEHJOBAHO IS JIeYeHHS pedpakTepHbIX K
MEJIMKaMEHTO3HOW TepaIruu U MI0X0 MePEHOCUMBIX Taxukapauii [153,510].

EOK IIb C (YYP C, Y1 4).
Kommenmapuu. bepemennocmov césasana co 3HAUUMENbHLIM PUCKOM )  HCEHUWUH CO
cmpykmypHot namonoaueti cepoya [510,512,513,514]. V orcenwyun ¢ 6poscoennvim cunopomom
yonunennoeo uumepsana QT ommeuaiom cyujecmeeHHoe NOGblULEHUE DPUCKA CEPOCYHbIX
cobvimuti 8 nociepooosom nepuode (6 meyenue 40 nedenv nocie pooos), 8 césa3u C 4Uem, UM
Heobx00umbvl bema-aopeHobI0Kamopsl 80 8pemMs DEPeMeHHOCMU U 8 NOCIEPOO0BOM nepuode. YV
HCEHWUH C cuHOpomom bpyeada Gepemennocms, poobl U NOCAEPOOOBbI Nepuod 0ObIYHO
npoxoosm 6e3 dononHumenvuwvix puckog [515,516]. Puck noemopnoii KT eviue y nayuenmox ¢

KT 6 anammuese u cmpykmyprot namoaozueti cepoya [511,517,518].

ApHUTMHH, CBSI3aHHBIE C NOCJICPOI0BOI KAPAMOMHUONATHEH

[TocneponoBast (mepumapraibHas) KapAUOMHOIATHS XapaKTEPU3YETCsS Pa3BUTHEM
cucroimmueckoi nucynkmuu JDOK u cepaedHoM HENOCTATOYHOCTHM Ha TIO3JHUX CPOKax
OepeMEeHHOCTH WJIM B TEUEHUE HECKOJBKHX MecsieB mocie poaoB [510,519,520]. PesynpTaTom

HOCHCpOI{OBOﬁ KapJAuOMHUOIIaTUHU MOTYT ObITh cltoKHBIC JKA U BHe3aIlHas OCTaHOBKA cepana. vy
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BCEX MAaIMEeHTOK ¢ BrepBble Bo3HuKIIEH JXT B mocimemnue 6 Hemenb OCpPEeMEHHOCTH WU B
paHHEM I1OCJIEPOIOBOM MEPHUOE CIAEAYET UCKIIOUUTH OCIEPOAOBYIO KapaAroMuonaruo [521].
[Ipu pa3BUTHH YrpOXKAIOMIMX >KU3HMU JKEIYJOYKOBBIX TaXWApUTMHUH NpUOEraloT K
anekTpudeckor kapawoBepcuu. Ilpumenenne HKJ[*** y manmentok ¢ XA wiam HH3KOH
dpakueil BeIOpoca cienyeT CTaHAApTHBIM pekoMeHganusMm. [Ipu 3ToM cienyeT yduThIBaTh
BBICOKYIO 4acTOTy (50%) CIOHTaHHOTO pa3pelleHus AWIATALMOHHOM KapAMOMHUONATHUU II0CIIe

ponoB [522].

OO0CTPpYKTHBHOE HOYHOE ANTHO)

ePekoMeHyeTcsl paccMaTpuBaTh B KauecTBE MPUYMHBI MU TuddepeHINaTbHON AUarHOCTUKE
OpanuapuTMHUN CHHIPOM HOYHOTO armHo? [523].
EOK IlaB (YYP B, Y] 3).
ePekoMeHyeTCs paccMaTpUBaTh HOYHOE allHO? W CHIDKCHHE CaTypalMHd KHCJIOpoJa Kak
¢dakrops! pucka BCC y nanueHToB ¢ HapylIeHUEM JbIXaHUs BO BpeMs cHa [524].
EOK IIb C (YYP B, Y/ 4).

Kommenmapuu. Pe3ynomamul nocieOHUX UCCcied08anuli yKasvlearom Ha C853b 00CMPYKMUBHO20
HOYHO20 AnHO3 C NO8bIUEHHOU cmepmuocmyvio [525,526]. Bedymces cnopwl 0 Hanuuuu cesasu
meocoy smum 3abonesanuem u BCC. [loxkazano, umo ob6cmpyKmueHoe HOYHOE anHod C
VMeHbUuleHUeM CpeoOHell HOYHOU camypayuu Kuciopooa <93% u MUHUMATbHASA HOYHASA
camypayus kuciopooa <78% saenaromcsa nezagucumvimu gakmopamu pucka BCC [524]. Ilo
9MOU NpUdUHe OUACHOCMUKA 0OCMPYKMUBHO20 HOYHO20 ANHOI OO0JINHCHA 6X00UMb 8 AN20PUMM
obcnedosanus ons cmpamuguxayuu pucka BCC. Haubonee wacmvimu HapyweHusmu pumma
npU CUHOPOME HOUHO20 ANHOI-2UNONHO) ABNISAIOMCS CUHYCO8ASL OPAOUKAPOUs, CUHYCOBbLE NAY3bl,
AB-6noxkaovt 1-1i cmenenu u 2-u cmenenu muna Mobumy I, a maxoce uacmole KO
[524,527,528,529,530,531,532]. Ha ceco0nAwHUll 0eHb Hem OaHHbIX, KOMopble YKa3vlediu Ovl
Ha HeobX00UMOCHb OMOENbHBIX peKoMeHOayull no aederuto KA npu cunopome HOYHO20 anHod-
eunontos. Kpome mozo, 0o cux nop e sicno, kakoe 3Hauenue umeem noKazameib NOCMOSIHHO2O
NONONCUMENbHO20 0aGleHusi 6 OvbixamenbHulx nymsax 0asa npogurakmuxku KA u BCC
[524,533,534,535,536]. B nacmosiwyee epems uccaedyom Hogvle Memoodbl NeHUeHUsl YeHMPALbHOU
@opmbl HOUHO2O ANHOI-2UNONHOD, MAKUE KAK CIUMYIAYUA OUaAPPacMaibHO20 Hepea U GEPXHUX

ovixamenvHblX nymeti npu oocmpykmusrHom mune [537].
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I'unepTpoduyeckasi KapAMOMHUONATHS

I[Ipu rtuneprpoduyeckoit kapauommonatuu (I'KMII) orMeuaercs 3HaUMTENHHOE
yromienue crenku JDK, koTopoe He MOXeT OBbITh OOBSICHEHO HCKIIOYUTENIBHO YCIOBHAMU
NOBBIIICHHONW Harpy3ku Ha JDK. J[aHHOe ompeneneHue OTHOCUTCS K JAETSAM MU B3POCIBIM U HE
IpernonaraeT HUKaKuX CHeln(UYecKUX 3THOJIOIMYECKHX MPUYMH, HO Ul LeJiell HacTOSAIMX
peoxMenuaiuii o npodunaktuke BCC mpennonaraercs, 4To B JaHHYIO TPYIIY HE BXOAAT
HAIMEHTHl ¢ METaO00INYECKUMHU, WHOWIBTPATUBHBIMU 3a00JICBAaHUAMH, JJISI KOTOPBIX MMEIOTCS
YeTKHUE KIMHUYECKHE IPU3HAKNA U UMEIOTCS POTOKOJIBI JICUSHUSI.

OO1ast ro0Basi CMEPTHOCTb OT CEPJIEYHO-COCYAUCTHIX 3a00JIeBaHUM U CMEPTHOCTD MJIM 4acTOTa
cpabareiBannii UKJ[*** mo moBoay XKT/®XK y B3pocneix nmarenToB ¢ ' KMII cocrabnsier 1-2 u
0,81%, coorBercTBeHHO [538,539]. IpyrumMu OCHOBHBIMU IIPUYUHAMU CEPAECUYHO-COCYIUCTON

cmeptu ripu ' KMII siBnsirorest XCH, tpom6osmbomn u AB-6mokana. Kanskynsatop pucka BCC

B TEUCHHME 5 JIeT HaXOoAuTCs B uHTepHETe: http://doc2do.com/hcm/webHCM.html [230,539].

e [lanmentam ¢ I'KMII BBuay Bbwicokoro pucka BCC He pekomeHayeTcs ydacTHe B
COpEBHOBATENBHBIX BUIax criopTa [230,540].

EOK | C (YYP B, YA 3).

e Pexomenayercs nmmnantauust UK/ [*** y nanmentos ¢ 'KMII, nepeneciiux ocTraHoBKY
cepaua no npuyuHe XT nmum ©X, unu y nauueHToB co crnoHTaHHoN ycroiuuBoin XT,
MPUBOAIICH K MOTEpPE CO3HAHMS WM HaApYUIEHUS TeMOAMHAMUKH, TPU OXKUJTAEMOM
MIPOJIOJDKUTENBHOCTH ku3HU >1 rona [230,541,542,543,544,545,546].

EOK | B (YYPB, Y/ 3)

o Crparudukamus pucka y mnamueHToB ¢ ['KMII pekomeHayercs ¢ HCHOIB30BaHUEM
kanpkynsaTopa Risk-ICD ams orneHkn pucka CMEpTH B TE€YEHHE 5 JIET y MAI[MEHTOB
crapumie 16 ner 0O0e3 anamHe3a ycroiiuuBod KT (mpuBopjsmiell K HapylIEHUIO
reMOJIMHAMUKH Uiu niotepe co3nanus) uin OXK [230,539].

EOK I B (YYP B, Y/ 4)

e [lgaTriieTHHI PUCK BHE3AITHON CMEPTH PEKOMEHAYETCS OIIEHUBATH MPU MEPBOHAYATBHOM
ocOJeIoBaHUU TAIUEHUTa, a Takke Kaxaele 1-2 Toma WIM TP U3MEHEHUHU
KJIMHU4eckoro craryca [230,539].

EOK I B (YYPB, Y1 3)

e UWmmmantanmst UKJ*** pexomenayercs marmueHTaM ¢ MPEANOJIaraeMbIM  S-JIETHUM

PUCKOM BHE3AIMHOU CMeEPTH >6% ¢ 0KHMJIaeMOM MPOJOHKUTEIBHOCTHIO KU3HH >1 Tona

IIOCJIC HO)IpO6HOFO KIIMHUYECKOI'O OC6J'Ie)IOBaHI/I5[ C OIICHKOH pUCKa MOCICAYIOUIUX


http://doc2do.com/hcm/webHCM.html
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ocnoxHeHui u Baussausg UK *** na oOpa3 ®u3HH, COIManbHO-9KOHOMHYECKHH CTaTyC U
MICUXOJIOTHYecKoe 3710poBke [230,542].
EOK llaB (YYP B, Y11 4)

e HMwmmmantanus MKJ[*** pekoMeHmoBaHa B OTAEIBHBIX TPYyMIax MAIUEHTOB C 5-JECTHUM
puckom BCC ot >4 1o <6% u oxuaeMoil mpoa0KUTEIbHOCTBIO KU3HH >1 roaa mocie
MOAPOOHOTO  KJIMHUYECKOTO OOCIeOBaHUSA C OIEHKOW pHUCKA  IMOCIEAYIOIINX
ocnoxHenuit u BnusHus UK/[*** na 00pa3 kxu3HM, COMATEHO-9)KOHOMHYECKUI CTaTyC U
ncuxoJiornueckoe 3710poswe [230,539,542].

EOK IIb B (YYP C, Y] 4)

e HMwmmuanranus ICD pexoMeH0BaHa y OTACIBHBIX MAIMEHTOB ¢ S-JIeTHUM pruckom BCC
<4% npu HATMYUHA KIMHHYECKUX XapaKTEPUCTUK C JOKA3aHHBIM IPOTHOCTHYECKUM
3HaYEHHEM, U KOT/Ia B pe3yJIbTaTe OLIEHKU PUCKA MOCIEIYIOIINUX OCI0KHEHUN U BIUSHUS
HUK]J[*** na o0pa3 KW3HU, COIMAIBHO-DKOHOMHYECKHHA CTaTyC U TICHXOJIOTHYECKOE
37I0POBBE, MpEAroaracTcsi 001Iee MoJ0KUTEIbHOS BIMHUSIHUE uMILtanTtauun MKJ[***
[230,539,542].

EOK IIb B (YYP C, Y] 4)

4. MeauuuHCKAasi peaﬁnﬂnTaunﬂ, MEIUIIMHCKHE MMOKAa3aHUuA { |
IMPOTUBONIOKA3aAHUA K IPUMCHCHHUIO ME€TOA0B peaﬁnnnTamm

XKenynoukoBble HapyILIEHUsS PUTMa Cep/la, 32 PEAKUM UCKIIOUEeHHEeM (MIuOoNaTHYecKas
KEIyTOUKOBasi SKCTPACUCTOJIMSI), OTHOCATCS K YIPO’KAIOIIMM >KM3HM apuTMusaM. VX Hamuuue
MOYET OBITh KaK OJTHUM W3 TEPBbIX MPOSBICHUH KIMHUYECKH 3HAUUMBIX CEPJICYHO-COCYTUCTHIX
3a00sieBaHNN, TPeOYyIOIIUX HPOBEACHHUS KOMIUIEKCa JUArHOCTHUYECKHUX HCCIIEIOBAHUM, TaKk WU
OCJIOKHEHHEM JIaHHOM matojioruy. B HacTosIee BpeMsi mporpaMMbl peaduIMTalK KaK TaKOBOU
JUis  OONBHBIX  JKETYJOYKOBBIMM  HApyIIEHUSIMM  pUTMa CepAlla He  CYLIECTBYeT.
PeabunuranmoHHble MeponpusATUS JOKHBI OCYIIECTBIATHCS B COOTBETCTBUU C OCHOBHBIM
3a00JIeBaHNUEM, SBJISIOLIMMCS IPUYMHON apUTMUH, €CIIU TakoBoe umeercst [547].
eOrpannyeHne (U3MYECKMX HArpy30K pEKOMEHJOBAaHO TMalMeHTaM B COOTBETCTBUU C
MMEIOIIMMCS 3a00JIEBAaHUEM CEPJIEUHO-COCYAUCTON cucTeMbl[547] .

EOK ner (YYP C, YA 3).

Kommenmapuu: B mom uucne, 6 coomeemcmeuu co cmaouetl, mANCecmvblo U CMeneHblo
KOMNEHCayuu OCHOBHO20 3a001e6aHU.
e[laruenTam, NepeHeCcHUIMM YCIENIHYI0 KaTeTepHYIO0 alalui0 peKOMEHJOBAHO OrpaHUYeHHE

($U3UYECKO aKTUBHOCTHU B TeueHue 1 Mecsma [547].
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EOK ner (YYP C, YA 3).
Kommenmapuu: Ilepenecwium ycnewHyo kamemepuylo abiayuto no N800y HCeayO00uKOB8bIX
HapyuwleHutl pummd, NoKA3aHo ocpanuyenue usuieckol axmueHocmu 6 meuenue 1 mecsaya
nocie onepamuHo20 edetusl, eciy Mo He NPOMUBOpe UM 02PaHu4eHUsM no 0800y OCHOBHOU
cepOeuno-cocyoucmotl  namonozauu. Ilpu omcymcmeuu  OCIO0JNCHEHUUl  éMeulamenbcmad,
npo6edeHUs CNeYUAIbHbIX PeadUIUMAYUOHHBIX MEPONPUAMULL He MpeOyemcs.
e[larueHTaM C BO3HUKIIMMH OCJIOXKHEHUSMHU TIOCTE KaTETEpHOH abialuu peKOMEHI0BaHa
CKOpeHIIas ToCuTaIn3alus B CleIUaIM3UPOBaHHbIN cTaronap [547].

EOK ner (YYP C, YA 3).
Kommenmapuu: B cnyyasx 603HUKHOGeHUsL TTOObIX OCLONCHEHUL NOCle KamemepHou abiayuu, 8
MOM YuUclie OMCPOYEHHBIX, NOKA3AHA CKOpeuuwlds 20CNUMAnu3ayus 6 CHeyuarusupo8aHmblli
KapOUON02UYECKU/KAPOUOXUPYPSUHECKULL CMAYUOHAD O] NPOBeOeHUsl HeOOX0OUMbIX 1e4eOHO-

OUACHOCMUYECKUX MepOnpusmuil.

5. lIpopuinakTuka U JUCIAHCEPHOE HADI0ONeHHEe, MEIUIIMHCKHE IOKA3aHUS U
NMPOTUBONOKA3aHUA K PUMEHECHUI0 METOA0B NPOPUIAKTUKH

e3anuck u ananu3 DKI' pekoMeH10BaHbI BceM JiHiaM ¢ BhICOKUM puckom BCC.

EOK ner (YYP C, YA 3).

Kommenmapuu: boumenvnocmv no omuouweHuto K snekmpokapouoepaguueckum (DKL) u
axoxapouozpaghuyeckum NpU3HAKam HAC1e0CMBEHHbIX APUMMOLEHHbIX 3a00/1e8aHUL A61emCs
BAJNCHOU YACBIO KIUHUYECKOU NPAKMUKU U NO380JISeNm CB0EBPEMEHHO BblIsIGUMb JIUY C 8bICOKUM
puckom BCC. Oounako 00 cux nop Hem eOUHO20 MHEHUs O MOM, OOJICeH JiU MAaKou
MUamenbHoulil. N00X00 PACNPOCMPAHAMbC HA MACCOBbIL CKPUHUHZS HACEeNeHUs HA Hanudue
pucka BCC. B Umanuu u Anonuu eedenvt cucmemovl IKI -ckpununea 6 yensax eulsagneHus auy ¢
HACIeOCMBEHHbIMU — APUMMO2EHHbIMU — 3a00N1e8aHUAMU,  He  UMEeWUX  KaKou-1ubo
cumnmomamuku [20,21,548].

B Esponme u CIIA o006s3arenbHbIM —SBISETCS CKPUHMHI CHOPTCMEHOB IEpes
COPEBHOBAHMIMM, COINIACHO TpeOoBaHMAM MEXIyHapOAHOTO OJMMIMHUCKOTO KOMUTETA, XOTS
nocieaHee ucciaenosanue B M3panie nokasano oTCyTcTBHE U3MEHEHMH B yacToTe ciydyaeB BCC
y Ipo)eCCUOHANBHBIX CIIOPTCMEHOB T1OCJIE BBE/IEHUS CKpUHUHTA [22,23,24,25].
oB HacTos111ee BpeMs He peKOMEHI0BaHO MpoBeaeHue odmenonyisiuonnoro JKI'-ckpununra B
CBS3M C HEJOCTAaTKOM HH(OpPMALUU O €ro 3KOHOMUYECKOW 3(P(HEKTUBHOCTH M HEU3BECTHOM
KOJIMYECTBE JIOKHOIMOJIOKUTEIBHBIX U JIOKHOOTPUIIATEIbHBIX pe3ynbraToB[549,550].

EOK ner (YYP C, YU 3).
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Kommenmapuu: B coomeemcmeuu ¢ coepemennvimu pekomenoayuu EOK 2015 no neuenuro
HCENYOOUKOBLIX APUMMULL U NPEOOMEPAUIEHUIO BHE3ANHOU CEPOeyHOl CMepmuU, 8 HAcmosujee
epems dxcnepmuull komumem Eeponetickoeo obwecmsea kapouonozcos 6o3oepoicusaemcs om
Gopmuposanus pekomenoayuii no npogederuro oouenonynayuorno2o IKI -ckpununea 6 ceasu c
HeooCmamkom uHgopmayuu o0 e20 IKOHOMUYECKOU IPpdexmusHocmu U Heu8eCmHoM
KOIUYECEE IOHCHONOLONCUMETbHBIX U TOHCHOOMPUYAMETLHBIX PE3YTbMAmos.

ePeructparuss OKI' B 12 oTBeAeHHMSIX MTPEIyCMOTPEHA MPHU IUIAHOBBIX JAHCIIAHCEPHU3AIUSIX
B3pocJoro Hacenenus [549,550].

EOK ner (YYP C, YA 3).

Kommenmapuu: B coomsemcmsuu ¢ npuxkazom Munucmepcmea 30pasooxpanenust Poccutickotl
Deoepayuu, pecucmpayusi OKI' 6 12 omeedenusx npedycmompena npu NIAHOBbIX
OUCNAHCEPUAYUSX 83POCTI020 HACETIEHUSL:

- 0J18 Mydcuur cmapuie 36 jem u dceHwun cmapuie 45 nem npu Kaxicoom npoxorHcoeHuu
oucnancepusayuu (mo ecmo 1 paz 6 3 2ooa),

- 0J1s1 MYJHCHUH 8 8o3pacme 00 36 jiem u JHceHWUuH 8 gospacme 00 45 nem npu nepsuyHoMm
npoxodtcoerHuu oucnauncepuzayuu [551].
eHecoBepiieHHOIETHUMH TIpeaycMaTpuBaercss perucrpanus OKI mpu mpoduirakTHIeCKUX
MEAMIIMHCKUX OCMOTpax B 1 rox, 6, 15, 17 yet, a Takke MpU MPEIBAPUTEIHHBIX MEIUIIMHCKUX
OCMOTpax Mepe] MPUEeMOM B CpelHHE U BhICIINE 00pa3oBaTellbHbIC YUPEKACHHUS, BHITIOTHEHUE
OXOKC B 6 net [552].

EOK ner (YYP C, YA 3).

Kommenmapuu: Ilpunamoelii 6 Hacmoswee 6pems HNOPSAOOK NPOXOHCOCHUS MeOUYUHCKUX
0CMOMPO8 HeCOBEPULEHHOIEMHUMU.

Oco0eHHO Bak€H TeHEAJOTMYECKUH METOJ] aHaluu3a Yy JHIl MOJIOJIOTO BO3pacTa,
CTPaTAONINX PEIUIUBUPYIONTUMH IMPUCTYIIAMHU TIOTEPH CO3HAHUS TN MMCIOIINX aHOMAJIMH Ha
OKIT [553,554].
eMomupukamust oOpa3a JKHU3HM PEKOMEHIOBaHA BCEM TMAIMEHTAM C IKEITYIOYKOBBIMH
APUTMUSIMHU JIJIS1 IPEIYIPEKISHUS UX PEIUAUBOB [553,554].

EOK ner (YYP C, YA 3).

Kommenmapuu: omkasz om KypeHus, yYnompeoieHus aako2oas, HPOOYKMOS, COOepHCAUJUX
Kogeun, u cumyayut, 8bi3618aAIOWUX Cpecc, DECNOKOUCMEB0, HaAPYUleHUe PeXcumMa HOYHO20 CHA,
HopManuzayus eeca.

ebkaiiiiuM poJCTBEHHUKAM JKEPTB BHE3AMMHON CMEPTH CIEAYEeT COOOIIUTh O CYIIECTBYIOIIEM
JUTSL HUX PHCKE BHE3AITHOW CMEPTH M HEOOXOJMMOCTH OOCIIe/IOBaHUS Y Kapauoora B cirydae BC

Ipru KOTOPOM IATOJOIOaHATOMHYCCKOC HUCCICAOBAHUC U aHAJIN3 HC BbIABIIKICT OYCBUIAHBIX
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aHoMaymii. KOHTaKT ¢ TakMMHU TMalMeHTaMH W WX POJICTBEHHUKAMHU JOJDKEH IMPOUCXOIUTH C
YU4ETOM HX TICHXOCOLHUAIBHBIX IMOTPEOHOCTEH M C HUCHOIB30BAHUEM MEKIUCIUILIMHAPHOTO
noaxona [459,556,557,558,559,560,561].

EOK ner (YYP C, YA 3).
Kommenmapuu: Ilpumepno 6 nonosume cayuaes y poocmeeHHuko8 ocepme BAC
YCMaHasnuearom OuaeHo3 HACle0CMEEHHbIX APUMMO2EHHbIX 3a001e8aHuUll, npedcoe 6ce2o,
Kananonamuti (Hanpumep, cuHopoma yonunenHozo uumepegara Q—T, cunopoma bpyeada unu
KIDKT), pesice — nauanvhvix nposeieHuti xapouomuonamuti [npexcoe ececo I'KMII u
apummoeeHHol  Kapouomuonamuu npaeozo oicenyoouxa (AKIDK)], a makoice cemetinoii
eunepxonecmepunemuu. Ecmu npu CBHC ww BHCH, a makoce npu BAC wumu CBCH
namoa020aHAMOMUYLECKOe uccnedosamue nozubuie2o HeB803MONCHO unu Ko20a
NAmonI020AHAMOMULECKOe — UCCIe008AHUE HE  BbIAGIAen — CMPYKMYPHbIX — AHOMAIUU, a4
pe3yibmamovl MOKCUKOLOSUHECKO20 AHANU3A 8 HOpMe, ONUNCAUUUM POOCMEEHHUKAM clledyem
coobuums 0 cywecmgyioujem OJisl HUX PUCKe 6HE3ANHOU cMepmu U HeoOXo0UMocmu
obcnedosanusi 'y kapouonoea. Cemetinviti anamue3 nosmopHuvix ciyuaee CBHC 6 monooom
sospacme (00 40 nem) uiu npu HAIUYUU HACTEOCMBEHHLIX 3A00]1e6aHUL cepoya s61emcs
HEeONPOBEPACUMBIM O0B0OOM 8 NOIb3Y 0OCIE008AHUS BCEX YLEHOB CEMbU.
o CKPHHUHT POJICTBEHHUKOB KEPTB BHE3AITHONH CMEPTH HEOOXOMMO BECTH TI0 MPEICTABICHHOMY
NPOTOKOJIY, YYHUTBHIBasE SKOHOMHYECKYI0 MU HH()OPMAIMOHHYIO IEJIeCO00Pa3HOCTh KaKIOTO
merona [459,562].

EOK ner (YYP C, YA 3).
Kommenmapuu: Ilpeonodxceno HecKoIbK0O pasHvblX NPOMOKONI08 Ol CKPUHUHEA POOCMBEHHUKO8
JHCepme 6He3anHou cmepmu. B ocnoee ecex smux npomokonog nexcum nouiazoeviii nooxoo,
Ko20a 6 nepsyro ouepedb UCNONb3YIOM HauMeHee 00pPO2oCmosuue Memoobl 00C1e008aHUs,
oarnwue MaKCUMAIbHbIU 00beM YeHHOU UH@OpMayuu, nocie 4e2o0 Ha OCHOBAHUU NOJYYEeHHbIX
Pe3yIbmamos u ¢ y4emom OAHHbIX CEMEUHO020 AHAMHE3d Nepexoosim K OONOJHUMENIbHOM)
obcnedosanuio. Eciu 6 xode 00Cie006anus GbIAGIAIOMCA CMPYKMYPHble WIU 2NeKMPUdecKue
UBMEHEeHUsl, C8UOemeNbCmeylouue 8 Noib3y KOHKPEMHO20 OUACHO3d, HeoDX0OUMO C1ed08amb
CMAHOAPMHOMY NPOMOKOIY 00CIe008AHUSL NO COOMEeMCmeyowemy ouaznosy. Ilepsvim wazom
8 NOCMAHOB8KE NOCMEPMHO20 OUACHO3d, 00 HAYALA 00CNe008aHUSI POOCMBEHHUKOS NO2UdULE20,
AGNACMCA  MWYAMeENbHbLL cOOp anamuesa. Y MONOObIX Uy 6 nepsylo oyepedd Credyem
UCKTIOYUMb KapouomMuonamuu u Kanaronamuu. Pexomenoyemcs oyenxa npeouwecmeosaguiux
CePOCUYHBIX CUMNIMOMO8 (8 MOM HUCTE OOMOPOKO8 UL CYOOPOACHLIX NPUNAOKOB) U MUAmeNbHOe
uzyyeHue  0OCMOAMENbCME  CMepmu, a maxdxce cOOp U AHATU3  NPUIHCUSHEHHBIX

Kapouonozuyeckux saxnouenuu. Y auy cmapwe 40 nem 6 nepgyro ouepedb UCKAIOUAIOM
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gaxmopwl pucka UBC (nanpumep, akmuHoe uiu NACCUBHOE KYpeHue, OUCTUNONPOMeUHeMUIo,
apmepuanbHylo UnepmeH3ut0 Uil caxapHiuolii ouabem). Heobxooumo cocmagums pooocioenyio
nozubuie2o 6 mpex NOKOJIeHUsAX, 8 KOMOPoU O0NHCHbI DbIMb OMPACEHbl 6Ce CLYYAU 6HE3ANHOU
cmepmu U pOOCMBEHHUKU ¢ cepOeyHbiMuU 3a00nesanuamu. Credyem no 603MONCHOCMU NOJYUUMb
apxueuvie MeOUYUHCKUe Kapmol U/uiu pe3yibmamsl Namoi020aHaAMOMUYECKO20 UCCIe008AHUA.
B nepeyro ouepedv obcnedosanuro noonexcam poOCMEEHHUKU C NPUSHAKAMU 3a0071e68aHUll
cepoya, makumu Kaxk ooMopoxu, yuaujenHoe cepoyeouenue unu 6oau 3a epyounou. Eciu 6 cemve
omcymcmeyem OuacHO3 cepoeyHbvlx 3abonesanuii, ciedyem Npo8ecmu CKPUHUHS MAleHbKUX
Oemetl xoms 6b1 ¢ nomowvio IKI u sxoxapouoepaghuu.

eDxokapauorpadus (DXOKI') sBnseTcss pEeKOMEHJOBAHHBIM METOJOM JJisi CKPHHHHTA
NAIUEHTOB IIPU HAJIWYUM IOJATBEP)KIECHHOTO JMAarHo3a WM IOJO3PEHHUS Ha KENyI0YKOBbIE
HapylICHUs pUTMa.

EOK ner (YYP C, Y] 3).

KommenTapuu: Oxokapauorpadus — Haubojiee 4acTO HMCHOJIb3YEeMbIH METOJ BH3yalu3alluu
cepiala, KOTOPbIH II0 CpaBHEHHWIO C MarHUTHO-pe30HaHCHOW Tomorpadueii (MPT) wu
komnbtorepHoit Ttomorpaduein (KT) cepaua sBisercas MeHee OpOTrOCTOSAIIUM, BCerna
JOCTYITHBIM M TIO3BOJISIET C BBICOKOW TOYHOCTBIO JMAarHOCTHPOBATH 3a00JIeBaHMS MHOKapa,
KJIAIIaHOB cep/lla WK BPOXKACHHBIE IOPOKHU CEp/lia, CBsi3aHHbIe ¢ Bo3HUKHOBeHUEeM KA u BCC.
Kpome Toro, y 60nbIIMHCTBAa MAIMEHTOB OHA MO3BOJISIET OLEHUTH CUCTONMYECKYIO (YHKIHIO
JDK u okalibHYIO0 COKpPaTUMOCTh CTEHOK CEp/ILIA.

[To »Toii mpuumHe >Xokapauorpadus MokazaHa BceM mnanueHTam ¢ KA, y KOTOpPBIX
MPEANOoJaraeTcsl Wik UMEETCsl CTPYKTYpHas MaToJOTUs Cep/la, a TAakKe B Tpylnax HaueHTOB C
BbICOKUM puckoM pa3zutus JKA wim BCC, nanpumep y 6onpHbix JIKMIL, TKMIT u AKITXK, a
TaK)K€ y NAIMEHTOB, NEPEeXUBLIMX OCTphIi MH(papkT muokapaa (UM), u y poJICTBEHHUKOB

MaIlMEeHTOB C HACJIEICTBEHHBIMH 3a00JiIeBaHUsIMU ¢ BhICOKUM prickom BCC [40].

6. JonosHurenbHass uHpopmanusa (B ToM 4Yucjie (PakTopbl, BIAMSIONIHE HA
HCX0/1 3200/1eBAHUSA WJIH COCTOSIHUA)
Cosmecmnoe npunamue peuienuii

B Tteuenue Oonpmiedl yacTH CBOEH KHM3HHM JIIOJM NPEANOYUTAIOT JelaTh BCE, 4YTO
BO3MOXXHO, 1 npenorspamienuss BCC u npomieHns xu3Hu. TeM He MeHee, MHOTUE JIHOIU
MOTYT JOCTUTHYTh OIIPEIEICHHONM TOYKM B CBOEW xH3HM, B KoTopoil BCC He sBusercs
HaUXyJIITUM UCX0JI0M. [larmeHThl MOTyT COOOIINTD O KEeJIaHUH YMEpETh BO CHE [563]. Pemenus,

CBsA3aHHBIC C BCC, MOTYT OBITh JAOBOJIbHO SMOIMOHAJIBbHBIMHU, B COOTBCTCTBHUH C ITOXKCIIAaHUAMU
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MaUeHTa, COBMECTHOE PEIIEHUE OTHOCUTENIBHO TEPAUU B KOHIIE )KU3HU MOXET ObITh MPUHSITO
B COCTaBE€ Bpaya, WICHOB CEMbH W/WUITH JIpy3eii [62].

Kommenmapuu k pekomenoayuam:

1. Baowxcno ywumwvieames npeonoumenuss nayueHma O0as OUACHOCIMUKU JHCETYOOUKOBbIX
apummuii U NpUHAMUA peuterus o edeHuu. Ilpeonoumenus nayueHmos UH8A3UBHOU Mmepanuu u
npunamue pucka BCC eapvbupyromcs u Mo2cym usmMeHAmbCs HA NPOMANCEHUU 6cel OONe3HU.
Ilo0x00 K coemecmHOMy NPUHAMUIO DPeUleHUll Modcem Oblmb YACmbio obwel cmpamecuu
6edenus nayueHmog c¢ ocenyooukoguimu apummuamu u puckom BCC. Obwenpunamoe
onpeoeyieHue COBMeCmHo20 NPUHAMuUS peuleHutl exkaoyaem 6 ceos 4 xomnonwenma [564]: 1)
MUHUMYM 2 y4acmHuka: eépay u nayuenm, 2) obe cmopowwvl Oensmcs ungopmayueti, 3) obe
CMOPOHBL NPEONPUHUMAIOM wiazu OJisl POPMUPOBAHUS 00Ue20 No0X00a K NPeonoumumenbHOMY
Jnevenuro, 4) coenawenue o peanrusayuu nevenus. llooenumvcs peuieHuem - He 3HAYUM
npedocmasums NAYUeHmy CHUCOK PUCKO8 U NPeuMyujecms JjieueHus u npeoiodcums npuHsms
peuieHue (makot nooxoo Hekomopwvie Aeémopwl Hazsaiu «ocmasienuey [565]. Pexomenoayus,
OCHOBAHHASL KAK HA HAYYHBIX 0OKA3aMenbCmeax, NOHUMAHUU Yeau Nedenus, npeonouymenuti u
YeHHoCcmell NnayueHma, 6adiCHA OJisi UCIMUHHO20 COBMECMHO20 NpuHamus peuwtenuti. Taxoice,
803MOdCHOCMb Oeakmueayuu umerowezocs HK/I*** cnedyem obcyoums ¢ nayuenmamu 6
MePMUHANLHOU CIMAOUU 3A00Ne8aAHUS.

2. UKJ[*** npoonesarom dHcuznb, KaK NOOYEPKUBAEMCS 60 MHO2UX paA30enax HaACMOAWUX
pexomenoayuii. Tem ne menee, nayuenm ¢ XCH unu msoicenvim HeKapoOuaibHviM 3a001e8anHuem
Modicem omxazamovcs om 3amenvl UK/ [*** npu cmonxknogenuu ¢ nepcnekmugou nocmosHHo20
yXyowieHusi 300po6bsi U QyuKyuoHanrbHo2o cmamyca. K - coorcanenuro,  pesynrbmamul
uccne0osanull  NOKA3bleAlom, 4mo  nayueHmvl OblIU  NIOXO  UHGDOPMUPOBAHDL,  KO20A
CMAIKUBAIOMCA ¢ NOHUMAHUEM PUCKA, NOJIb3bl U NOCIedyowe20 bpemenu UMNIAHMUPOBAHHO20
UKJ[*** 'V nayuenmos ¢ UK/[*** ommeuaemcss menOeHyus K nepeoyeHke e2o0 NOJb3bl U
HEO0OYeHKA ACCOYUUPOBAHHBIX puckos [566,567,568]. Ananocuunvim obpazom, nayueHmoi,
komopvle omkazviearomes om HK/[*** maxowce wacmo nedooyenusarom auynwviii puck BCC
[569,570]. Hccrnedosanus npunamusi KIUHUYECKUX peuieHUll NOKA3bl8Aaiom, Ymo epaiu 4acmo
nepeoyeHUusaom npeumyujecmsd, 8 mo epems Kak npeymMeHbaom nomenyudivtsii epeo [568].
B momenm, xozcoa onpedensriomcs noxazanus k 3amene UK/[*** nayuenm u epau 0ondichwvl
eémecme obcyoums, coomeemcemayem samena UK/*** qu ece ewe yenu neuenus. Ymo umeno
cwvicn 6 70 nem, moocem ne umems cmvicia 6 80 nem. Ilayuenmvr mozym umems
npocpeccupyioujee 3abonesanue UlU HU3KOe Kauecmeo dicusnu. Bce smu gaxkmopwr mozym

usmeHums coomuouierue puck / nonvza om UK/[*** u nosrusmo na npeonoumenue nayuenmos.
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PexomeHnaanum mo NpUHATHIO 00LIEr0 pelieHus

oV NaIMEeHTOB C KeJyJI0YKOBBIMU apUTMUSIMH UM MOBbIIIEHHBIM puckoM BCC ximHuIucTam
HEOOXOJUMO MPUHSATH MOJAXO0Jl K COBMECTHOMY MPHUHSATHIO PEIICHUs, TP KOTOPOM pEIICHUE O
JICYEHUU OCHOBAHO HE TOJHKO HA HAWIYYIIUX JOCTYIHBIX HAayYHBIX JAHHBIX, HO M Ha LIETU
MalUeHTa B OTHOIICHUHM COOCTBEHHOTO 3JIOPOBBS, MPEANOYTEHUSX M €ro IEHHOCTAX
[564,565,566].

EOKIB (YYP B, Y1 3).
oB ciyuae paccmoTpenus umrmiantanus Hoporo MKJ[*** wimm 3amensl numerorerocss MK[*** B
CBS3W C pa3psyioM Oarapen y TAalMEeHTa, peKoMeHayeTcs HWHGOpMHpoOBaTh ero(ee) o0
nnauBuayaibHoM pucke BCC u pucke HeBHe3zamoil cMmeptu oT XCH wunum HecepaedHbIX
3a0o0yieBaHmid, a Takxke 00 A(P(EKTUBHOCTH, OS30MACHOCTH WM IMOTCHIIMATBHBIX OCIOXHEHHIX
HUKJ[*** B cBeTe menu caMoOro IMalMeHTa B OTHOIICHUH €ro 30pOBbs, MPEANOYTEHUU U
1eHHoctei [564,566,566].

EOKIB (YYP B, Y1 3).

7. Opranu3anus MeIUIMHCKOH MOMOLIHU
Bun nmomomun m nopsiiok ero okaszanus 3aBucut ot 3tuoioruu KT m comyrcrByromen

naronorud. CTpykTypHas WM (yHKIMOHaJIbHAs MATOJOTHs Cepila, OCOOCHHO IpH ee

IIPOrPECCUPOBAHUM, MOXKET ABJIATHCS OCHOBHBIM IOKA3aHUEM JUIsl TOCTIMTAIN3ALUH.
Bo3moxHOoCcTH aMOynaTOpHOW MOMOIIM OOJIBHBIM C KEJITYA0YKOBBIMH TaXUApUTMUSIMU

OTPAaHUYMBAIOTCS CIIy4asiMU:

e[lanMeHTHl ¢ XPOHUYECKMMHU CTaOWJIBHBIMM apUTMUSMHU 0€3 HapyLUIeHUH TI'eMOJAMHAMHKU:

JKEITYJJOYKOBOM OIKCTPACUCTOJIMEM, HEYCTOMYMBOM JKEIYJOYKOBOM TaxUKapAUEH, pPEAKUMHU

npucTynamMu MeJuieHHbIX KT

eO0cnenoBanue y OOJbHBIX 0€3 CTPYKTYpHOM MATOJOIMM CepAlla A BBISABICHUS CKPBITON

NaTOJIOTUH cepAa, kpurepues pucka BCC

e[lonroToBKa K rOCIUTAIM3AMH NIPU CTAOUIBLHOM COCTOSIHUM MallEeHTa

eHaOmroieHue mocine XUPYprUYecKMX M HHTEPBEHLIMOHHBIX BMEIIATENbCTB, HMIUIAHTALUU

ANIEKTPOHHBIX ycTporcTB (QKC*** UK [***, CPT***-]I).

[ ]
IMoxa3zanus 114 IJIAHOBOWM IOCHUTAJIN3ALNN:
eBriepBble BO3HUKINIAS CUMIITOMHAs JKEIYJOYKOBAs HSKCTPACHUCTOJHS, COMPOBOKIAAIOIIASICS

pa3BUTHEM WM 3HAYUTENbHBIM YCYTyOJIeHHEM CepIeYHON HEA0CTaTOUYHOCTH

.BHepBI)Ie BO3HUKIINE W PEHUIUBUPYIOIINE SITU301bI )KGJ'I}UIO'—IKOBOﬁ TaXUKapanu.
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e[IporpeccupoBanre OCHOBHOrO 3aboieBaHMsI B Cly4asX, KOIrJla apUTMUS HE SBISETCS
reMOJMHaMHYECKH 3HAUUMOM

o[Ipu Hed(p(PEeKTUBHOCTH JOTOCTIUTANBHOTO JICUCHHUS] CUMOTOMHBIX XPOHHYECKHX CTaOMIIBHBIX

K93, HXT, mennennnix XKT.

IHoka3anus AJ151 IKCTPEHHOM rOCNUTAIU3ANUM.

OOs3arenbHONl  rOCIMTANU3alMKM  MOJAJIEKAT MAlUEHTBl, Yy KOTOpPHIX Ha (oHe
JKEIYJOYKOBOM TaxWapuTMUU MMEIOTCA NPU3HAKM apTEPUAIIBHOM THUIIOTOHUHM, OCTPOH
JIEBOXKEITYZJOUKOBOM HEJOCTATOYHOCTH, AHTMHO3HOIO CHUHAPOMA, YXYJALIEHHUS MO3TOBOTO
KkpoBooOparienus. [Ipu nogo3pennn Ha HHGAPKT MUOKapAa HEOOXOJUMO IKCTPEHHO JOCTABUTH
B MEAMIIMHCKOE YUPEKICHHE.
eBeneHue mamueHTa mocie peaHuMaluu PEeKOMEHIYETCs B CHELMATIU3UPOBAHHBIX IIEHTPaX C
MYJbTUAUCUMUIIMHAPHBIM MOJXO0JIOM K MHTEHCUBHOW TE€palmuu U BO3MOYKHOCTHIO BBIIOJHEHUS
NEPBUYHBIX  KOPOHApHbIX  BMEILIATENbCTB,  3JIEKTPOPU3NOIIOTUYECKOTO  MCCIIEI0BaHUS,
UMIUTAHTAllMd  YCTPOWCTB MEXAaHUYECKOW MOAMEPKKH KPOBOOOpAIlEHUS, XUPYPTUUECKUX
BMEILIATEIbCTB HA CEP/LIE U COCYIaxX U TEpANeBTUUECKOM runorepmuu [66,67].

EOK I B (YYPB, YA 2).
eKoponapnast anruorpadus ¢ BO3MOXHOM MOCIEIYIONIEH aHTHOTUIACTUKON B TEUEHHUE TIEPBBIX 2
4acoB TOCHUTAIM3ALNN PEKOMEHI0BaHa ManueHTaM Boicokoro pucka ¢ UM clIST, B Tom uucie
C )KM3HEYTPOKAIOUIUMU KEITYAOUKOBBIMA apUTMUAMH [55,56].

EOKIC (YYP B, YA/ 3).

IIpu ocTaHOBKE KpOBOOOpAIIEHUS ToOCHUTANU3alMs TpedyeTcss cpasy ke Iocie
KYIUpPOBaHUSl TPUCTYNIa M BOCCTAHOBJIEHMS HOPMalbHOW cepAeuHO aesTenbHOCTH. Ecmm
peaHUMAIIMOHHBIE MEPOINPUATUS HE TMpUHECTH Heobxoaumoro dddekra, OOJBHOTO
TPAHCHOPTUPYIOT B CTallMOHap Oe3 co3HaHus. [Ipu 3ToM MO Jopore HEMPEpHIBHO BBHIMOIHSIOT
MCKYCCTBEHHYIO BEHTUJISLUIO JIETKUX M HENIPSIMOW Maccak cepaua.

BOnpHBIX C MNpUCTYyIaMM MAPOKCU3MAIBHOW JKEIyJOYKOBOM TaXHWKapIWU CIEIYET
TOCMUTAIM3UPOBATh B Clydyae OTCYTCTBUA 3¢ (eKTa OT HEOTIOXKHOM Tepanuu, a Takke Ipu
HAJIMYUU TIPU3HAKOB OCTPOM JIEBOXKEIYJOYKOBOM HEIOCTATOYHOCTH, YXYZIIEHHS MO3TOBOIO
KpPOBOOOpAIIeHNUs, apTepHaIbHON THIIOTOHUH, aHTHHO3HOTO CHHJIpOMa.

locnuranuzauuu  nojuiexar  OoJIbHBIE, TEPEHECHIMX MPUCTYH  HKelyI04YKOBOH
TaxUKapJIuu, YCIEUIHO KyMUPOBAaHHBIA Ha JIOTOCHUTAILHOM JTalre MpU HAJUYUU CTPYKTYPHOM
NaTOJIOTUU CepAlla WIKM MPU OTCYTCTBUU PE3yJIbTATOB KapAMOJIOTHYECKOTO 00CIeI0BaHUs, IPU

HaJIMYUU COITYTCTBYIOIIHUX 3a6OHCBaHHﬁ, BBICOKOM PUCKC Pa3BUTHA OCJIOJKHEHUH.
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IToxa3zaHusl K BBINMCKE NMAIUEHTA U3 cranmmoHapa.

[lenecooOpa3HocTh AanbHEHIIEr0 TpeObIBAaHWS B CTAllMOHAPE MW BO3MOXHOCTH
aMOYJIaTOPHOTO JICUEHUS ONPEACTSIOTCS MO UTOTaM 00CIIeIOBAHUSI.
ePannss (mepen BoIMUCKOW U3 crannoHapa) onenka @B JDK pexkomenaoBaHa BceM MalMeHTaM
nocie nHgapkra Muokapa [56,571].

EOKIC (YYP B, Y1 3).

Tlayuenmot moeym 6bime 8bINUCAHBL U3 CMAYUOHAPA 8 CLEOVIOWUX CVUASX.!
eBrinonHeHne pauKalbHOIO0 XUPYPruuecKoro 1 HHTEPBEHIIMOHHOTO JICUCHUSI.
elIMraHTanus KapanoBepTepa AeGuOpUIIATOpa €Cciu He TpeOyeTcsl MPOI0KEHUE Tepalui B
YCIIOBUSIX CTAllMOHApa M0 OCHOBHOMY 3a00JIEBAHUIO.
D ((heKTUBHBIN 0100p aHTHAPUTMUYCCKON TEPAIMK U TePaITud OCHOBHOTO 3a00JI€BaHMUSI.
oY CTaHOBIIEHUE AMArHO3a W TMPOTHOCTHYECKOTO 3HAUCHUS JKEIYJAOYKOBOM TaXWapUTMHUU HE
TpeOyroriee CpoYHOW KOPPEKIHUH AHTHAPUTMHUYECKOW Tepamuu HIW XUPYPTUUYECKOTO WITU

WHTEPBEHIIMOHHOTO BMEIIATEILCTBA WM UMIUIaHTaruu MK J[***,

HHble OpraHu3alluOHHbIC TCXHOJOIMHA

ABTOMaTH4YeCKHe HAPY:KHbIe 1e(puOpH/IATOPHI B MeCTaX CKOIJICHHUS JIIOeH.
e ABTOMAaTHUYECKHE  HapyXHble AePUOPHIUIATOPBI  PEKOMEHAYETCS  YCTaHABIMBATH B
OOLIECTBEHHBIX MeCTaX, TJ€ CYIIEeCTBYeT 3HAayUTelIbHas KOHIEHTpalMs JIOJeH, 4To
CYILIECTBEHHO TIOBBIIIAET BEPOSITHOCTh BO3HWKHOBEHHUS CUTYallUM C BHE3allHOM OCTaHOBKOM
cepAua (HampuMmep, B IIKOJIaX, B a3poNopTax M Ha BOK3aJlaX, Ha CTQJAMOHAX), UJIM B MECTax, Ie
HET MHOM BO3MOXXHOCTH AeuOpuiianuu (Hampumep, B Hoe3Jax, Ha KPyM3HBIX JlaiiHepax, B
camosieTax u T.1.) [322,323].

EOKIB (YYP B, Y1 3).
Kommenmapuii. B 6onvuuncmee ciyuaee ocmanoska cepoya npoucxooum eHe cmem i1eyebHo20
vupeosicoenuss  [324]. Ilpu skcmpenHot  OepubOpunisiyuu WAHCLL HA  80CCMAHOBIEHUE
HOPpMANLHO20 pumma U CMabuIbHO20 CePOeuHo20 BblOPOCA HAMHO20 Gblule, YeMm Npu
omcpouennou oeguopurnayuu [322,323,325].
ePeKxoMEHI0BaHO O0y4YeHHE OCHOBHBIM HPUHIMIIAM PEaHUMAIMHM POJCTBEHHUKOB OOJBHBIX C
BbIcOKMM puckoM BCC [323,325].

EOKIIB C (YYPC, YA 5).

MoryT OBITh HCIIOJIE30BAHBI:
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eTeneMeUIIMHCKOE KOHCYIbTUPOBAaHUE TTAIIIEHTOB
oV naneHHbIi MOHUTOPUHT aMOyJIaTOPHBIX MAIMEHTOB C UMIUIAHTUPYEMBIMU YCTPOMCTBAMH.

B oxazanmum momomm OGonpHbIM KT um BCC menecoobpa3HO BBIJCICHHE YpPOBHEH
OKa3aHHs IIOMOLIM C pA3IUYHBIMH BO3MOXKHOCTSIMM  OKa3aHHS IOMOIIM. YUUTHIBas
xu3HeonacHblil xapakrep KT mpu SKCTpeHHOW TOCHHUTAIM3AIMU [EIeco00pa3HO HaNpaBICHUE
OOJILHBIX B IICHTPBI 0OJIEE BHICOKOTO YPOBHSL.

Oman keanughuyuposarnHo NOMowuU.

- peaHMMalMOHHAs TOMOILb

- KapMOBepCust/aehuOPpUILIAINS

- aHTHAPUTMUYECKAs Teparust

- KopoHaporpadusi/peBacKyasIpu3aus
Oman cneyuanuzupo8anHou NOMOUU.

- KopoHaporpadusi/peBacKyIspu3aIus

- sHJI0KapananbHoe DDOU

- karerepHasiabmanms KT

- IMIUIAHTalUs KapAuoBepTepa-aeguodpmstopa

- UMIUTAHTALMS KapAHOPECUHXPOHU3ATOPA
Oxcnepmubie yenmpboi:

- KopoHaporpadusi/peBacKyIsIpu3aIus

- SHIOMUOKapAuaIbHas OUOTCHS

- TEHETUYECKOE TECTUPOBAHHUE

- sHJO0KapaAunanpHoe DDU

- karerepHas abmanus KT

- IMITIAHTalKs KapauoBepTepa-aeudpustopa

- UIMIUTAHTAIHS KapAHOPECUHXPOHU3ATOPA

- BCTIOMOTaTeJIbHOE KPOBOOOpaIlieHne

- TpaHCIUIaHTalus cepana

B otnenbubIx cyObekTax PO moryT ObITh chopMUpPOBAHBI OTAEIBHbBIE JOPOKHBIE KapThl
OKa3aHUs TOMOINN OOJIbHBIM C KEJIYJOYKOBBIMA TaXUAPUTMHUSIMH WM CO3JaHBI PernoHaibHBbIC
[IEHTPBI/PETUCTPHI )KU3HEOTIACHBIX TAXHAPUTMHUH ¥ BHE3AITHOW CMEPTH.
ePeKkOMEHZI0BaHO PacCMOTPETh BO3MOXKHOCTH CO3JIaHUSI PETHOHATBHBIX CETEH MO IKCTPEHHOM
MOMOIIM TIPU OCTaHOBKE CEepJIia, YTOOBI YIYUIIUTh MOKA3aTeNH BBDKUBAEMOCTU M PE3YJIbTAThI
JICYEHUS CPEJIU CIIaceHHbIX Jull [27,62,66].

EOK 11aB (YYP B, YU 3).



2883

2884
2885

Kpurtepuu onenku kayecTBa MeIMIMHCKONH MOMOIIU.

Kpurepuii kayecTBa

EOK
Kuaacc n
YPOBEHb

yyp

YA

O1eHK
a
BBIIIOJ
HEHUS

bonpHOMY ¢  OCTaHOBKOW  KpoBooOpamieHus  /
CHHKONAJBHBIM 3MHU3070M BbINIOIHEHO OKI' u npu
nuarHoctupoBaHuu napokcusma JKT/DIK BbITOIHEHBI
pE€aHMMAllMOHHBIE  MEPONPUATUA M DKCTPEHHAas
KapauoBepcus / nepuOpusuisius.

IB

Ha/uer

BosibHOMY € yCTOMYMBOM KETyA0UYKOBOM TaxuUKapaueH
BBITIOJIHEHO KYIUPOBaHUE apUTMHUHU
(menukamentosHoe, DUT).

Jla/mer

Brimmongeno OKIT  wuccinemoBanne mokos B 12
OTBEACHUAX HW/UIW XOJTEPOBCKOE MOHHMTOPHUPOBAHHE
OKI' (XM-OKI') mnaumeHtaM @pu HPOXOXKAECHUU
oOcieoBaHUsS Ha MPEAMET BBISBICHUS KETYIOYKOBBIX
aputMuii (OKA).

Jla/uer

BrimonHeno  sxokapauorpaduueckoe  HUCCIEIOBaHUE
W/UIM Ipyrue BU3YAIU3HPYIOIIUE HCCIEeNOBAaHUS IS
oueHkn ¢yakuuu JDK u BBIIBIGHUS CTPYKTYPHOM
MaToJIOTuu cepna y 6onbHoro ¢ KA.

Jla/mer

Hauara/mponomxkena Tepanus Oera-
aZpeHo0JoKaTopaMu B JICYEHHUH BCEX KaTeropui
OOJIBHBIX co CTPYKTYPHBIM MOPAKEHUEM
Muokapaa/mucynkimeit JIK, nMeronmx moBbIeHHbIH
puck BCC u HyxXKnaromuxcs B €€ NEpPBUYHOM WIH
BTOPUYHON MPO(DUTAKTHKE.

Jla/mer

[IpoBenena onTtuManbHas MEIUKaMEHTO3Has Teparus
unruouropamu All® (unu BPA npu HenepeHOCUMOCTH
unruoutopoB  All®D), OGera-agpeHobiokaTopaMu U
AHTarOHNCTaMHU MUHEPAJOKOPTUKOUIHBIX DPELENTOPOB
nanueHTam ¢ XCH u cucronnueckoil aucpyHKuuen
JDK (®BJIK <35-40%) ¢ uenbplo CHUXEHHS OOIIei
cmeptHocTH U pucka BCC.

Ja/uer

IIpu noOBTOpHBIX cpabarbiBaHMsAX/moKax —MKJ[***
BCJIEJICTBHUE YCTONYMBOM KT MpOBEJCHA
aHTHApUTMUYECKas Tepamus, npu HedIP(PEKTUBHOCTH
WM HEBO3MOXHOCTU KOTOPOH, OOJIbHOM HampasiieH Ha
KOHCYJIbTAllMI0 K Bpady-apuUTMOJIOTY Ui pelleHUs
BOMpPOCa O HEOOXOAWMOCTH BBITOJHEHUS KaTETEPHOMH
abnanuu.

Jla/ner

[TanmeHT ¢ coxpaHsrOmecs AUCHYHKIMEH JIEBOTO
xenynouka (OBJDK - 35% wu MmeHee) u cepaeyHoit
HegocratoyHocThio (II mmu 11 ®K mo NYHA), uepes
40 npueil mocne wWH(ApKTa MHUOKap/a HAmpaBlIeH Ha
KOHCYNbTAIIMI0O K  Bpauy-apuTMOJIOTY WJIH B
CHELUATU3UPOBAHHBIN KApIUOJIOTHYECKUN LIEHTP IS

Ha/uer
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pElIeHrs BOMPOca O HEOOXOTUMOCTH HWMILIAHTAIIIN

IIpu HempepsiBHOM  Hekynupyrouiencs KT  winm
ANEKTPUYECKOM ITopMme, IPUBOISIINM K
MHOTOKPAaTHOMY TIOBTOPHOMY HAaHECCHHIO IIOKOB
UKI*** ¢ BpauoM apuTMOJIOTOM  OOCYKJIeHa
HE00XOAUMOCTh KaTeTepHOn abnanuu B
CHEIMAM3UPOBAHHBIX U ONBITHBIX I[EHTPaX.

IB

Jla/mer

10.

IIpu Oe3ycremHOCTH MEAMKAMEHTO3HOW —Teparui,
coxpaHeHuu npuctynos XXT, Hammuuu guchyHKUUU
JIK, aCCOLIMUPOBAHHOU c KEIYJOYKOBOMI
9KCTPACUCTOJIUEH, 00JIbHOM HaIpaBJICH Ha
KOHCYJbTallMl0O K Bpady apuTMOJOry WIM B
CIELMAIM3UPOBAHHBIA KapAMOJIOTMYECKUM LIEHTp AJIs
pelieHuss BOIpoca O HEOOXOIUMOCTU KaTeTepHOMH
abnmauuu Ui OpOQWIAKTUKUA PELUIMBOB apUTMHUH U
MOBTOpHBIX cpabarbiBanuii UK/,

IB

Jla/mer
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IIpunoxenune A2. MeTom0J10rust pa3spadoTKH KIMHUYECKUX PeKOMeHAAaluil
[IpencraBnennsie Pexomenganuu pa3paboTaHbl HA OCHOBE KIMHUYECKHX PEKOMEHAALUi

[0 TPOBEACHUIO DICKTPOPHU3MOIOTMYECKHX HCCICIOBAHUHN, KaTeTepHOW abimsamuu U
IPUMEHEHHUIO HMIUIAHTHUPYEMBIX aHTHApUTMHUYECKUX YCTpPOMCTB Bcepoccuiickoro Hay4dHOro
olmiecTBa  CHELMAJIMCTOB IO  KIMHUYECKOHM  JIEKTPO(U3MOJIOTUHM, apUTMOJIOTUH U
kapauoctumyisiiua - (BHOA) 2017 roma, pexoMmeHmanuii oOIIecTBa CIEMUAIUCTOB MO
HEOTJIOKHOM Kapauosorun «KemynoukoBble apuTMuu y B3pocibix»2015 roga, Pexomennanuit
EBponeiickoro o0miecTBa KapIuOJOrOB IO JIEYCHHIO OOJIBHBIX C  KeJlyJOYKOBBIMU
HapylmeHUsMH pUTMa u TpodriiakTuke BHe3amHo cmeptu 2015 roma, Bcepoccuiickux
KJIMHUYECKUX PEKOMEHJAlMM 110 KOHTPOJK HAaJ PUCKOM BHE3AIIHOM OCTAaHOBKM ceplua U
BHE3aITHOH CepACYHONH CMepTH, NpOoQHIAKTUKE M OKazaHuio nepBoil momomu 2018 rona,
CO3JIaHHBIX B CBOIO OY€pe]b Ha OCHOBE aHalu3a MMerolerocs 6osiee yeM 20-JE€THEro OIbITa
pasIMYHBIX IO LEJNsAM, NMPOTOKOJIaM M 00beMaM KpYINHBIX HCCIEeIOBaHUN, NMPOBEJECHHBIX IO

PA3JIMYHBIM ACIICKTaM IWUArHOCTUKU U JICUCHUSA KCITYJOYKOBBIX TaXHapHTMHﬁ.

B PeKOMeH,Z[aI_[I/IHX H3JI0OKCHBI OCHOBHBIC IIPUHIMIIBI IWMArHOCTHKH, CTpaTI/I(bI/IKaL[I/II/I
pUCKa BHE3aIIHOM CMCPTHU U JICHCHUA 6OJII)HI)IX, B TOM YHUCJIC U B pAAC KIIMHUYCCKUX CHTyaHHfI,
KOTOPBIC ObLIU INOJIy4YCHbl B PaHAOMHU3HUPOBAHHLIX KOHTPOJUPYCMBIX HCCICIOBAHUAX.
I/ICHOHBBYCTCH KOMIIJIEKCHBIN nmoaxoq C€ ydeToM  OTHOIATOICHE3d, UWHIAWBUAYAJIbHBIX
0COOEHHOCTEN MCXaHU3MOB Pa3BUTHUA nu TCUCHUA 38.60J'I€B8.HI/I$I, HCIIOJIBb30BaHUA

MEANKAMEHTO3HBIX, UHTEPBEHIIMOHHBIX M XUPYPTUUECKHX METOJIOB JICUCHHUS.
IlesieBast ayANTOPHUS JAHHBIX KJIMHUYECKHX PEKOMEHIALMIi:
1. Bpau-kapauosnor.
2. Bpau-cepneuHo-coCyaUCTbIN XUPYPT
3. Bpau-Tepanesr.

4. Bpau o01i1eii IpakTHKH.

EOK - B TekcTe HACTOSIIMX KIMHUYECKHX PEKOMEHJALMI JOMOJHUTEIBHO YKa3aHbI
MOKa3aHUs K TE€3UCaM B COOTBETCTBUU C PEKOMEHAAUMAMHU EBpPOIENCKOro KapaAuoI0rHuecKoro
obmecta (EOK).

BcenenctBue Toro, uro unmeHsl PoccHiicKOro KapaMOJOTHYECKOro OOIIecTBa BXOISAT B

cocraB EBpomneiickoro oOmiecTBa KapAHOJIOTOB M TakKXKe SIBISIOTCA €ro WICHaMH, BCE
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pexkomennanuu EBpormeiickoro o6mectBa kapauonoroB (EOK) dopmupyroress ¢ ydactuem
POCCHICKHX JKCIIEPTOB, KOTOPBIE SABISIOTCS COABTOPAMM €BPONECHCKUX peKOoMeHnauui. Taxum
obOpa3om, cymectBytonme pekoMmeHganmuun EOK orpaxkaior o0mee MHEHHE BEIYIIUX
POCCHICKHUX M €BPONEHCKHX KapAuoJioroB. B cBs3u ¢ 3tuMm  (opmupoBanue HamumoHambHBIX
pEeKOMEHJalui TpOBOAWIOCH Ha ocHoBe pexkoMmeHaanuid EOK, ¢ ydeToM HauuoHaJIbHOMN
cnenupukd, OCOOCHHOCTEW  OOCIeNoBaHUs, JIEUCHHS,  YYUTHIBAIONIMNEC  JOCTYITHOCTh
MEJIULMHCKON nToMouIH. [10 3TOM NpruyYrMHE B TEKCTE HACTOSIIMX KJIMHHUYECKUX PEKOMEHJIALINM,
OJIHOBPEMEHHO HCITIOJIb30BaHbI JIBE IIKAJbl OIIEHKH JOCTOBEPHOCTH JIOKA3aTEIbCTB TE3HUCOB
pEKOMEHIaIuii: ypoBHH aoctoBepHOCTH naoka3atenbcTB EOK ¢ YVP u V]IJI. JloGaBneHsr
kiaccel pekomenpanuii EOK, mo3Bomstoniue ONEHUTh HEOOXOAMMOCThH BBHITIOJHEHHS Te3uca

pexomenaanuii (Tabmuusr 111,112, T13, T14).

Ta6auna I11. Knacesl nokasanmii corniacHo pekomenaauusam EBponeiickoro

Oo6mecrBa Kapauosoros (EOK).

Kmacce Onpenenenue Ipensaraemas
pexoMeHIanuii ¢opmynuposka
EOK
| JlokazaHo min o01enpU3HaHHO, YTO PexomennoBano/
JMarHOCTUYECKas TPOIIeypa, BMEIIATEeIbCTBO/ MOKa3aHO
JeyeHue sBIAI0TCs 3)(HEKTUBHBIMU U
MOJIE3HBIMU

1 [IpoTuBOpeuMBHIC JaHHBIE U /WU MHEHUS 00
3¢ HEeKTUBHOCTH/ MOJTH3€ AUATHOCTUUECKON
MPOLIeypbl, BMEIIATENbCTBA, JICUCHUS I{enecoobpazHo

. MPUMEHSITh
lla BonbmIMHCTBO TaHHBIX/ MHEHHH B MOJIB3Y

3¢ GEeKTUBHOCTH/ TOIB3bI TUATHOCTUIECKOM
MIPOLIEAYPHI, BMEIIATEIILCTBA, JICUCHUS

b D dexTuBHOCTH/ MONB3a JUATHOCTHYECKOM MOoKHO
npouecaypsl, BMEIIATCIIbCTBA, JICHCHHUA IpUMEHATh
YCTaHOBJICHBI MEHee YOeAUTENbHO

i JlaHHBIE WK €AUHOE MHEHUE, YTO He
ANAarHoCTHYCCKad mpoucaypa, BMCIaTejabCTBO, PCKOMCH)IyeTCﬂ
nedeHue Oecrone3nsl /He 3G HEeKTUBHBL, a B psfe
CITy4aeB MOTYT IPUHOCHUTH BPEI.

MMPpUMCHATH

Taoauna I12. YpoBHM 10CTOBEPHOCTH A0KA3ATEJIbCTB COIVIACHO PEKOMEHIallUAM
EBponeiickoro O6mecrsa Kapauosioros (EOK).

YpoBHHU J0CcTOBEepHOCTH A0Ka3aTeJbeTB EOK
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I[aHHBIC MHOT'OYUCJICHHBIX PAHIOMU3UPOBAHHBIX KIMHUYCCKUX
I/ICCHCIIOBaHI/Iﬁ WJIN METa-aHaJIn30B

JlaHHBIC MMOTYUYEHBI IO PE3ybTaTaM OAHOTO PaHIOMHU3UPOBAHHOTO
KJIMHAYECKOTO UCCIICIOBAaHUS WIIM KPYITHBIX HEPAHIOMHU3HPOBAHHBIX
HUCCIIEqOBAHUN

CortacoBaHHOE MHEHHUE 3KCIIEPTOB W/UIIN PE3YIBTaThl HEOOIBIITNX
MiCCIIeJOBAaHHUH, PETPOCIEKTUBHBIX UCCIIEOBAaHUN, PErUCTPOB

Taoauna I13 —

HIxkana onpenenenus Yl njs ieueOHbIX, peadMJINTANMOHHBIX,

NpopUIAKTHYECKUX BMEIATEIbLCTB

Yposuu nocroBepHocTH HoKazaTeabcrs (V) !

Cucrematnueckuii 0630p PKU ¢ npumenennem mera-ananusa

Otnenpabie PKU 1 cuctemaTnyeckue 0030pbl UCCIICIOBAHMM JIFOOOTO TU3aifHA

(momumo PKW) ¢ mpumeHeHneM MeTa-aHanu3a

HepaHIlOMI/IBI/IpOBaHHI)IG CPaBHHUTCIIbHBIC UCCIICAOBAHM, B T.4.

KOI'OPTHBICUCCIICAOBAHHUA

HeCpaBHI/ITGHBHHC HCCJIICAOBAHUS, OIIMCAHUEC KIIMHUYCCKOTO CiIy4dasa Ui CCprUU

CJIy4aeB, UCCIIEIOBAHUS «CIIy4aii-KOHTPOJIbY

Mmeetcst auib 000CHOBaHHE MEXaHU3Ma ILCIZCTBHﬂ BMCIIATC/IIBCTBA

(,Z[OKJ'II/IHI/I‘ICCKI/IS I/ICCJ'IG,I(OBaHI/ISI) HJIX MHCHHC SKCIICPTOB

Tadoauua I14. Hkana onpenenenus YYP ais jiedeOHbIX, peadUIuTAIIMOHHBIX,

npopuIaKTHYeCKUXBMEIATEIbLCTB

Yposens yoeauteasnoctn pexomengamun (YPP)?

OpnHo3HauHas (CWiIbHasl) peKoMeHAanus (Bce paccMaTpUBaeMble KpPUTEPHH
A (PEKTUBHOCTH (MCXO/BI) SIBISIOTCS BaXHBIMH, BCE WCCIEIOBAHUS HMEIOT
BBHICOKOE WJIU YOBJIETBOPUTEIHLHOE METOI0JIOTHUYECKOE KAa4eCTBO, MX BBIBOJBI 1O

HMHTCPCCYHOIINUM UCXOAaM ABJIAIOTCS COFHaCOBaHHBIMI/I)

«Metoaudeckrue peKOMEH IallUU 10 OIIEHKE JOCTOBEPHOCTH JI0KA3aTEIHCTB U
y6eIlI/ITeJ1LHOCTI/I pexkomennauuiiy OI'BY «UOKKMIID» Munznpasa Poccun, 2018

Meroanueckne peKOMEH AN TI0 OI[EHKE JOCTOBEPHOCTH JI0KA3aTENIbCTB U YOS IUTETBHOCTH
pexomernnaruiny OI'BY «I3KKMID» Munszapasa Poccun, 2018
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B Heonno3nauynas (ycinoBHast) peKoMeHaaIus (He BCce paccMaTpUBaeMble KPUTEPUHN
A (HEeKTUBHOCTH (MCXOIBI) SIBISIOTCS BaKHBIMH, HE BCE HCCIIECIOBAHHUS HMEIOT
BBICOKOC WJIM YIOBJIETBOPUTEIFHOE METOAOJIOTHYECKOE KadecTBO W/WIM HX
BBIBOJIBI 110 HHTEPECYIOIINM HCXO0/1aM HE SBIISFOTCS COTIIACOBAHHBIMH)

C Huzkas (cnmabast) pekoMeHAanus — OTCYTCTBHE JOKa3aTelIbCTB HAJICKAIIEro

KadyecTBa (BCe paccMaTpuBaeMble KpUTepHH 3(PpPEeKTUBHOCTH (MCXO/IbI) SABISIOTCS
HEBAXXHBIMHU, BCE MCCIEIOBAaHMS MMEIOT HU3KOE METOIOJIOTHYECKOE KadeCTBO M

X BBIBOJBI 110 UHTCPECYIOIHUM HCXOJaM HE ABJIAIOTCSA COFJ'IaCOBaHHI)IMI/I)

Tadoauna I1S. Hkana ouenkn Y/l 1Ji1 IMATHOCTHYECKUX BMEIIATEIbCTB

Y Hepapxusi 1u3aiiHOB KIMHUYECKUX UCCJIeJOBAHUN 110 YOBIBAHUIO YPOBHS
JAO0CTOBEPHOCTH /I0KA3aTeJabCTB 0T 1 10 5

1 CucreMaTH4ecKkre 0030pbI UCCIICIOBAaHUI ¢ KOHTPOJIEM pedepEHCHBIM METOA0M

2 OTaenbpHBIE UCCIEAOBAHUS C KOHTPOJIEM pePEpPEHCHBIM METOAOM

3 VccnenoBanus 6e3 MocieqoBaTeIbHOr0 KOHTPOJIS peepeHCHBIM METOJIOM — UJIH
MCCIIeIOBaHUS ¢ peEPEHCHBIM METO/IOM, HE SIBIISTFOIIUMCST HE3aBHCUMBIM
OTHCCIIEyEMOI0 METO/1a

4 HecpaBHUTENbHBIE UCCIIEIOBAHUS, OMTUCAHHE KIIMHUYECKOTO CyYasi

5 MmeeTcs nmuib 000CHOBaHUE MEXaHU3Ma JACHCTBUS UM MHEHHE SKCIIEPTOB

Taoauua I16. Hlkana onpenenennss YYP 151 AMarHocTHYECKHUX BMENIATEIHCTB

YYP Pacuu¢pposka

A OpnHo3HayHAas (CUIbHAs) peKOMeHalus (BCe UCCIe10BaHUsl UMEIOT BBICOKOE WU
yIOBJIETBOPUTENILHOE METOA0JIOTMUYECKOE KaYeCTB, X BBIBOJBI IO
MHTEPECYIOIIMM UCXO0JIaM SIBJISIIOTCS COIJIACOBAHHBIMH)

B HeonHo3HauyHas (yciioBHas) peKOMEH 1AM (He Bce UCCIeI0BaHUsI UMEIOT
BBICOKOE WJIH yJIOBJIETBOPUTEIBHOE METOJOJIOTMUECKOE Ka4eCTBO U/MUIIH UX
BBIBOJIBI 110 MHTEPECYIOIIUM UCX0JIaM HE SIBJISIIOTCS COTIACOBAaHHBIMMU)

C Huskas (cnabast) pekoMeHIaus — OTCYTCTBUE JI0KA3aTeNIbCTB HAUIKAIETO

KadueCTBa (BCC HUCCICIJO0BaHUA UMCIOT HU3KOC METOJOJIOTHYCCKOC Ka4YC€CTBO U UX

BBIBOJIbI IO HMHTCPECYIOIUM HCXOJaM HE ABJIAIOTCA COFJ'IaCOBaHHI)IMI/I)
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ITopsiiok 00HOBJIEHHUS KIMHUYECKUX PEKOMEHIAIH .

MexaHu3M  OOHOBJICHHS  KIMHUYECKHX  PEKOMEHJALMH  MpeaycMaTpuBaeT — HX
CHUCTEMATHYECKYIO AKTYaJIM3allMI0 — HE PEKE YeM OJMH pa3 B TPHU roja WIN IPU IOSBICHUU
HOBOM MH(OpPMAaLUU O TAKTHKE BEIEHUS NAIMEHTOB C JaHHBIM 3a0oieBaHueM. Pemenue o6
oOHOBieHUH npuHUMaeT M3 P® Ha OCHOBe NPEIOKEHUH, MPEICTABICHHBIX MEIULMHCKUMU
HEKOMMEPUYECKUMH TPOPECCHOHATBHBIMU Opranu3anusMu. ChopMupoBaHHbIE MPEIIOKEHUS
JIOJDKHBI  YYUTBIBaThb pPE3yJbTAaTbl KOMIUICEKCHOM OLICHKM JICKAPCTBEHHBIX IIPEnaparos,

MEAMIIMHCKUX U3JICJIHIA, a TAK)KE Pe3yabTaThl KIMHUYECKON anmpoOaIuu.

Ipunoxenne A3. CBsi3aHHBbIE JOKYMEHTHI
1. Ilpuka3z MunucrepcTBa 3apaBooxpanenusi Poccuiickoit @eaepanun ot 15 HosOps 2012r. Ne

918n "OO ytBepxnaenun Ilopsnka okazaHus MEAMIIMHCKONW HOMOIIM OOJBHBIM C CEpPIECHHO-
COCYAMCTBIMU 3a00J1eBaHUSAMU "

2. CraHpapT MEAMIMHCKOW IOMOIIM OOJIbHBIM 3CCEHLMAIbHON IEPBUYHON apTepUabHOMN
runepreHsued (IpU OKa3aHWU CHEIUAJIW3HPOBAHHOW IIOMOLIM), YTBEPKAECH IPUKA30M
MuHucTepcTBa 3/IpaBOOXpaHEHUs] U couuanbHOro pasButusi Poccuiickoir ®enepanuu ot 13
utons 2007r. Ne 419.

3. Ilpuxkaz MunucrepctBa 3apaBooxpaneHus Poccuiickoit ®@enepanuu ot 15 uronst 2016 r.
Ne520n «<O06 yTBEpKIAECHUHN KPUTEPUEB OLIEHKH KaYeCTBa MEIUIIMHCKOMN IOMOIIY >>
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4727  Cxema 1.AJropuTM KyNHPOBaHHUS MMAPOKCH3MA KeJTyT0YKOBOH TAXMKAPIUHU
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MayneHT ¢ NnapoKkcMaMmom
MOHOMOPHOW KENyAo4YKOBOK
Taxukapaum

MNposABneHus ocTpbix
HapyLleHWI

reMoaNHaMUKK

OKcTpeHHas

aneKkTpUYeckas
Kapguosepcus

l HET

BbibpaHa TakTuka
MeOVKaMeHTO3HOro
KynupoBaHus

HET
OA

OnekTpuueckas
KapavoBepcus

[narHo3 Bepanamvn- unu
afeHO3MHYYBCTBUTENBHOR
KT He BbisbiBaeT

HA _
COMHEHWI

HET

Bepanamwun B/B unu
TpudcpocapeHuH B/B

Mmeetca

CTPYKTYpHOE
saboneBaHve

cepaua

A HET

MpokanHamug B/B Unu

AmunopapoH B/B AmMuoaapoH B/B

B cnyuae HeaddekTMBHOCTU
- aNeKTpUYecKkas Kapavuosepcns
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WT

Cxema 2.Jleyenue penupuBupywomein KT y mnanueHToB
HEeMIIEeMHUYeCKOM KapAuOMHUONaTHe.
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YcTonumneasn
MOHOMOpPOHaA
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HbIM 3 PeKT
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Neyenwne npu
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NpoBOLUpYIOLLET PeBackynsap
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HNPUJIOKEHUE B1l. AnTHAapUTMHYECKHE NIPenaparhl A5 NPOQUIAKTHKHY KeJIYI0YKOBbIX ApUTMHI

B Hacrosimee Bpemsi mpuHATa KiaccUuKanus anTraputMuueckux npenapatoB (AAIT) mo E.M.Vaughan Williams B moaudukamuu B.N. Singh u D.C.
Harrison.

Ora KiaccuuKaIis mo3BoJSIeT pa3IeIuTh BCE N3BECTHERIC B HacTosmee BpeMs AAIT Ha 4 kitacca, B 3aBUCHMOCTH OT HX CITOCOOHOCTH:

1. yraerats nenomstpuzanuio (Ga3y 0 moTeHnnanra qeiCTBASA) B TKAHIX C «OBICTPHIMY OTBETOM;

2. OJIOKUPOBATh CHMITATUYECKHE BIMSIHHAS Ha CEP/IIE;

3. yBeTMYHUBATH MPOAODKATENBHOCTD IMOTEHIINANA JSHCTBHUS, 3aMeIIISIS TPOIIECChl PENOIpU3aIni;

4. 3aMeUISITh JeTIOSIPU3AIII0 B TKAHIX C «MEJIEHHBIM» OTBETOM.

Kaxnprit u3 n3sectHbix AAIT 00mamaeT oqHIM U3 TpeACTaBIEHHBIX BhIIIE 3()(PEKTOB B KauecTBE JOMUHHUPYIOIIETO, YTO TIO3BOJSET OTHECTH €r0 K TOMY HIIH
WHOMY KJIaccy.

1. AAIT I knmacca (MeMOpaHOCTaOUITU3UPYIOIINE CPEICTRA).

2. AAIT II knacca (B-0sokatopsr).

3. AAII III knacca (aMuogapoH, OpeTHIIns TO3UIIAT, HIOSHTaH, COTAJION).

4. AAIT IV xnacca (aHTarOHUCTHI KAJTBITHS ).

AnTHaputMuydeckui | Jloza nous IHoxkaszanus Yacreie IIpornBonoKka3aHus
npenapar (kjaacel) MJIUTEJIbHOI0 nodouHble 3P PexThI
NpUMeHeHHs] BHYTPb
Amuomapor™* (1) 200 mr — 3 pa3a B cytku | K3, XKT, ®K KapauaneHneie: I'unorensus, QT>480 mc 10 Havana Tepanuu
— lHenens, 3atem B TOM YHUCJIE y Opaaukapaus,
200 mr 2 pa3a B CyTKH — | TALIMEHTOB C AB-6nokaapbl, Cepneunas HegoctaTogHOCTH I -1IVOK
1- 2 menenu, 3atem XCH, KT tuna TdP, 3amennenue putma | NYHA
nojaepkuBaronas 1o3a | naroinorndeckor | KT Huxke mopora JeTekuuu
200Mr B CyTKH. (>1,4 cm) I'JIK, HKI***, Bo3pactanue nopora CunycoBas 6pagukapaus, CA-6mokana
ITNKC. neudpuILIAIUN I-Illcr,




HexkapauaneHeie: keparomnarus,
TUIIO- ¥ TUTIEPTUPEO3, PBOTA,
3anop, GOoTOCEHCHOUIU3aIIHsI,
aTaKCusl, TOJIOBOKPYKCHHE,
nepudepuyeckas Helponarus,
TPEMOD, JIEKAPCTBEHHBIN I'€NATHUT,
IUPPO3 nedeHu, Gudpo3 JIETKuX,
MTHEBMOHUT

AB-6nokana ll-1llct. mpu oTcyTcTBUM
UMITTIAaHTHPOBaHHOTO DKC***,

bera-
anpeno6aokaropsr (11)
Arenonor** (1)
buconponon** (2)
Ane6yroion (3)
Kapsenumor™* (4)

Pa3znbie 10361

25— 100 mr 1-2 p/cyt
(1)

2,5—-10wmr 1 p/eyr (2)
200-1200 mr B 1-2
npuema (3)

KD, KT,

B TOM YHUCJIC Y
6onpHBIX ¢ XCH,
[IaTOJIOTHYECKOI
X (>1,4 cm),
I[MTUKC,

KapaunansHuelie: bpanukapaus,
runotensus, AB-0nokana,

ycyryonenue XCH.
HexapnuaneHbie:
['os10BOKpYKEHME, YCTANIOCTD,
OpOHXOOOCTPYKTUBHBIN CUHIPOM,

CA-6mokana ll-lllct., AB-6nokana ll-
I11 cT., cunycoBas 6paaukapaus (B
orcyrctBun DKC***) aprepuanbHas
runioronus, XCH-IV®K,
OpOHX0O0OCTPYKTUBHBII CUHIPOM.

Metonponon** (5) 3.125 - 25 mr 2 p/cyt BPOXKICHHBIN TPEBOXKHBIE PACCTPOICTBA,
[Tponanonon** (6) 4) LQTS, KOIDKT | nenpeccusi, nuapesi, CeKCyalbHbIE
25-100 mr 1-2 p/cyr (5) paccTpoiicTa, THIOTIUKEMHUS TIPH
10-40 mr 4 p/cyT (6) nHcynuazasucumom CJ1.
Cotamor** (I11) 80-120 mr 2 p/cyT. KD, KT, ®K KapaunaneHele: Opaaukapaus, CA-6iokana II-1Tlct., AB-6mokana II-
Makc. no3a 320 Mr/cyr. runotensus, ycyryonenue XCH, | III ct., cunycoBas OGpagukapaus (B
KT tuna TdP orcyrctBur DKC***), aprepuanbHas
HekapaunaneHeie: kak y 6eTa- runioronus, XCH I1-1V ©K,
0JI0KaTOpOB natonornyeckas (>1,4 cm) I'JIK, B
octpoM niepuoje UM,
OpOHXO0OOCTPYKTUBHBII CUHIPOM.
[Mponadenon** (IC) 150-300 mr 3 p/cyr. KD, KT (B Kapaunaneneie: CA-6nokana, AB- | CA-6nokana II-Illct., AB-6mokana I1-
OTCYTCTBUH 6nokaza, pacimpenue komruiekca | II cr., cunycoBas Opaaukapaus (B
JlanmakonuTrHa 25-50 mr 3 p/cyr. CTPYKTYPHOTO QRS 10 25%, oTpuIaTeNbHBIN orcyrctBun DKC**%) Tsyxenbie
rugapoopomu** (1C) MTOPAKEHUS WHOTPOIHBIN 3P PexT, HapyLIEHNs BHYTPUKEITYTOYKOBOTO
(AnnanuHuH®, cepaua) ycyryonenune XCH,yBennuenue npoeneHus (QRS>140mc), TII (mpu

Annadopre®)

IIOpOTroB CTUMYJISAINHA U

OTCYTCTBUHU TEpPAIINU IIpCIiapaTaMu
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JMATUIAMHUHOOPOIINOH
WIATOKCUKAPOOHMWIAMU

nodenornasun (IC)
(Dranu3ua®)

50 mr 3 p/cyr.

nepuOPUILIALINN CepIia.
ApUTMOTEHHOE JIEUCTBUE —
monomopduas KT, OK.
HekapauanpHEIE:
TOJIOBOKPY>KEHHE, YTOMIISIEMOCTb,
CYXOCTb BO PTY, TOLITHOTA,
uapesi, TpeMOop, HEYETKOCTh
3peHHUsl, HapyIICHHs QYHKIIUH
IICYCHU

onoxupyroummu AB-nipoBesenue),
HBC, IIMKC, XCH mo6oro ®K,
camkenne ®BJIK, Oose3nu
KJIAITAaHHOT'O arlrapara cep/iia ¢
HapyIICHHEeM TeMOIUHAMUKH, CHHIPOM
bpyrana, HacineacTBEHHBIN CUHIIPOM
yanuHeHHoro naTepsana QT.

Mexkcunetus (IB) 150-300 mr 2-3 p/n KO, XT, DX, B Kapaunaneneie: XCH, napymenus | CA-6nokana II-Illct., AB-6nokana I1-
TOM YHCJIE IIPU AB-npoBOAMMOCTH. III ct., cunycoBas Opaaukapaus (B
LQTS 3 Tuna HekapnuaneHeie: Tpemop, orcytctBun DKC**%) | TsyKenbie
aTaKkCHs, TApECTEe3UH, TOIIHOTA, HapyIICHUS BHYTPIKEITYI0YKOBOTO
HapyIICHHUs] KPOBETBOPEHUSI. nposenenus (QRS>140mc), XCH II-1V
OK
®denunrout (1B) 400-600 mr/cyT KD, KT KapnuaneHeie: aprepuanbHas CA-6noxkana II-Illct., AB-610kana 11-
TUIIOTOHUS III ct., cunycoBas Opaaukapaus (B
HexapanannHEbIe: orcyrcTBun DKC***), Tsprernbie
TOJIOBOKPYKEHUE,TU3aAPTPHUs, HapyLIEHNUs BHYTPHKEITY0YKOBOTO
JIETapTysl, THHTUBUT, nposenenus (QRS>140mc) ), XCH I11-
MaKpOLIUTapHasi aHEMMSI, IV ©K
BOJTYAHOYHOTIOTIOOHBIN CHHJIPOM,
JIETOYHbIE HHPUIBTPATHI
Bepamamur** (1V) 240-480 mr/cyT. KT (u3 KapaunanbHbIe: TUTTOTEH3US, CA-6noxkana II-Illct., AB-610kana 11-
BBIHOCSIIIIETO oreku, AB-6mnokana , cunycoBast | Il ct., cunycoBast Opagukapaus (B
Juntrazem (1V) 120-360 mr/cyr. tpakta [DK, JDK; | Opamukapaus, ycyryonenune XCH | orcyrctBun DKC***), XCH, canxenue
bacuukynsapHast y MalUE€HTOB CO CHUKEHHOU OBJLK, ®OIT/TII y nanueHToB ¢
KT) OBJDK cunapomom WPW.

HekapnuansHble: TOJOBHAS 0OJIb,
CBITb, TUTIEPILIA3Us IECEH, 3a1op,
JIACTICTICHS.

Ipumeuanus: ‘cormacuo knaccuduxarmuu E.VaughanWilliams B moaudukanuu D.Harrison.
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CyT. — CyTKH, MI/CYT — MIJIJTUTPaMM B CyTKH, XKD — xemynoukoBas skctpacuctonus, XKT — sxxenynoukoBas taxuxapaust, ©XK — ¢ubpumnsus
xemynouko, @I — pubpumuauus npeacepauii, TI1 — tpeneranue npencepanii, CA — cunoarpuansibiii, AB — arpuoBeHTpuKyssipusiid, LQTS —
cunapoM yanuHenHoro uarepBaia QT, KOIDKT — karexonamunepruueckas moauMopdHas xemyaoukobas Taxukapaus, [DK — mpaBslii sxenynodex,
I'JIDK — runeprpodus aesoro xenyaouka, [IMKC — noctundapkrabiii kapauockiepos, PBJIK — dpakmuus BeiOpoca neBoro xenynouka, XCH -

XpOHHUUECKas cep/ieuHas HeaocTaTouHocTh, DK — pyHkimonanbheiii kinace, CJ1 — caxapubiit nuaber, TdP- torsadesdepointes.



INPUJIOJKEHUE B2. AHTHapuUTMHM4YeCKHE Npenaparbl A KYNHPOBAHUSA
MAPOKCH3MOB KeJTYI104KOBOH TaXMKAPINHU

IIpenapar J103b1 ¥ cXeMBbI IIpumenenne ITapamerpbl Yacrble
(xaacc?) KT, n0604YHbIE
Tpedylomme 3P pexThI
BHUMaHUS
AMHOIapPOH™™ | B/B CTPYHHO KT y nanieHToB CunycoBas AprepuanbHas
(1) 5 MI/KT B T€YEHHE | CO CTPYKTYPHBIM Opanukapaus THITIOTOHUS,
15-20 muH., MOPAKCHUEM <50 yn/mMuH. Opanukapaus,
Janee B/B KarejabHO | CepAla, Mocie VYruerenue AB- | Hapymenus AB-
- HIEPEHECEHHOTO IPOBEICHUS IPOBOJIUMOCTH,
1 Mr/MuH. — 64., WM, B TOM uncie (6moxanpr 11- BO3pacTaHue
0,5 mr/mun. — 184 | pu Illct.), nopora
(1o 1200 mr B [IaTOJIOTUYECKON QRS>160 wmc, nepuOpHLIAIIN
CYTKH) I'JIDK, XCH, KT QT > 500mc , KT tuna TdP
mocJe (penko)
KapAHOJIOTHYECKUX
onepauuii, KT y
MAIUEHTOB C
Jlupokauu**(1 | 1-2 mr/kr (100-200 | XXT y nanuentoB B | 3HAaYUMO HE Henupuii,
B) MT) B Te4eHHe 3-5 | ocTpoM nepuose BIIUSIET HA IICUXO03,
MWH, TIPU UM, KT WHTEPBAIBI SMUJIEITUYECKUE
HE00X0IMMOCTH BCJIE/ICTBUE OKI'. Moxer [IPUIIAJIKY,
Janee B/B KaneiabHO | HHTOKCUKAIH cokpaiate QTC. | Tpemop,
1-4 mr/muH. CepCUYHBIMU nu3apTpus (npu
TIIMKO3HU1aMH, J103ax
nocine KareJabHOTro
KapIMOXUpypruyec BBezieHus 1
KHX ONeparuii. r/cyT u Goiiee)
Ipoxannamun | B/B cTpyiiHo KT y nanueHToB Cunycosas AptepuanbHas
**(1A) 10-17 mr/kr B 0e3 CTpYKTYpHOI Opaaukapaus < | TUIIOTOHHS,
teuenue 20-50 narosnoruu cepaua | 50 ya/muH. Opaaukapaus,
MHH., u XCH. yruerenue AB- | Hapymenus AB-
3areM Mpu IpOBEICHUS IIPOBOAMMOCTH,
HEe00X0IMMOCTH (6moxans! 1111l | Hapymenust B/x
B/B KaneapHO 1-4 CT.), MPOBOJIUMOCTH,
MI/MUH. QRS > 160 mc, | Bo3pacTanue
QT > 500mc rnopora
nehuOpuIIIAIIHI
, KT tuna Tdp
Bepanamua™** | 2,5-5 mr xaxmeie «Unnonatnueckne | CunycoBas AprepuaibHas
(1v) 15-30 mun » XT: Opaaukapausa < | TUIIOTOHMS,
N3 BBIHOCAIIIETO 50 yn/muH. Opanukapaus,
tpakTa I DK, JDK. VYruerenune AB- | Hapymenus AB-
dacuukymisipHas MIPOBEIEHUS MIPOBOJIUMOCTH,
5-10 Mr kaxxable KT (6moxkaner II-111 | ocTpas
15-30 muH. CT.) cepaeyHas
HMuarnazem(1V HEJ0OCTATOYHOCT

)

b.




IIpotuBonokasa
HBI [IPU

cunapome BIIB
1 JII00BIX
dopmax XCH.
Tpudocagenun | 10 mr «Mnnonaruueckue Apect
(ATD) B T€UEHUE 2CEK. » KT: CHUHYCOBOTO
UYepes 2 MuH. N3 BBIHOCAIIIETO y3na uiu AB-
BO3MOXHO tpakta [ 12K, JDK. omokana II-111 ct
MTOBTOPHOE dacuukymispHas (KpaTKOBpeMeHH
BBEJICHUE KT 0).
20 mr Bo3moxHO
B T€UeHUE 2 CeK., pa3BUTHE
3aTeM 4epe3 2 MUH. napokcusma
30 mr oIl
B T€UEHUE 2 CEK. Oppika,
OpoHXOCMa3M.
Marnus 2-4 1. B/B KT tun TdPmpu ApTtepuaibHas
cyabgar** MEJIJICHHO IO/ CHUHIpOMAaX TUTIOTOHMS
koHTposiem A/l YATUHEHHOTO
JHo3a moxer ObITh | mHTEpBaa QT
yBeJIMYeHa J10 6- pa3InyHON
10r mpu ATHUOJIOTHH
OTCYTCTBHUH
TUTIOTOHUH
Ipumeuanns: ‘cornacuo xnaccudukammu E.VaughanWilliams 8 moauduxanuu D.Harrison.

CyT. — CyTKH, MT/CYT — MUJUIUTPAaMM B CyTKH, XKD — sxenmymoukoBas skctpacuctonms, KT —

xenynoukoBas Taxukapaust, @K — pubpususiumst xenynoukon, I — puOpumnsaus

npencepauii, TII — tpeneranue npencepanii, CA — cuHoatpuanbabiii, AB —

aTpUOBEHTPUKYIApHBIN, LQTS — cunapom yrmunenHoro unrepsana QT, KOIDKT —

KaTexoJaMUHepruueckast noiuMopQHas xenyaoukoBas Taxukapaus, [DK — npaBblii sxenynouex,

I'JIX — runeptpodus nesoro xenynouka, [IMKC — noctundapkTHbiil Kapanockiepo3, DBJDK —

¢pakuus BeIOpoca jeBoro xenyaouka, XCH - xpoHnueckast cepaeuHast HeroctaTo4HocTh, OK —

¢ynkunonanbHbIi kiace, IKI' — sanexkTpokapauorpamma, UK*** — umnnantupyemslit

KapauoBeptep-nedudpmutsatop, CI1 — caxapusiii tuaber, TdP- torsadesdepointes, Al —

apTepuabHOE JIaBIICHHE.




