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TepMuHBI 1 onIpeaeIeHUA

HNucTpyMeHTalbHAST JAHATHOCTHKA — JMAarHOCTUKAa C  HUCIOJIb30BAaHUEM ISt
oOcIieIoBaHus MAMEHTa PA3IUYHBIX MPHOOPOB, anmmapaToB U HHCTPYMEHTOB [ 1, 2].

Hcxona — mr060if BO3MOKHBIA pe3yJbTaT, BO3HUKAIOIIMI OT BO3IACHCTBUSA MPUYMHHOTO
¢baxTopa, MPOPUIAKTHYECKOTO WM TEPANEBTHUYECKOTO BMEUIATEIbCTBA, BCE YCTAHOBJICHHBIC
W3MEHEHHUS COCTOSIHUS 3/I0POBbsI, BOSHUKAIOIIHNE KaK CJIeJICTBUE BMEIIATEIbCTBA [3].

KoH(puaukT wHMHTEpecOB — cuTyaluus, Ipd KOTOPOM Yy MEAMIMHCKOIO WU
(apmaleBTHUECKOro pabOTHHKA NMPHU OCYLIECTBICHUM MUMHU MPO(ECcCHOHATBHON NeATeNbHOCTH
BO3HMKAeT JIMYHAsl 3aMHTEPECOBAHHOCTh B TMOJYYEHHUU JIMYHO JUOO uepe3 MpeacTaBUTENs
KOMIaHUU MaTepUaIbHOW BBITOJbI WM WHOTO TPEUMYIIECTBA, KOTOPOE BIMAET WU MOXKET
MOBJIMATh Ha HaJUIEKallee HCIOJHEHUE UMU NpO(EeCcCHOHAIbHBIX 00SI3aHHOCTEN BCIEJICTBUE
MPOTUBOPEYUST MEXKAYy JIMYHOW 3aWHTEPECOBAHHOCTHIO MEIUIMHCKOTO pabOTHHKA WU
(hapmareBTHUeCKOro pabOTHUKA U MHTEpecamMu narueHTa [2].

MeaunuHckoe BMeMATEIbCTBO — BBITIOJHIEMbIC MEAUITUHCKUM PAOOTHUKOM M WHBIM
paboOTHUKOM, UMEIOLIUM IIPaBO Ha OCYIIECTBIECHUE METUIIUHCKOM eI TENIbHOCTH, 110 OTHOLIEHUIO
K MAalUeHTy, 3aTparupamomre Gu3ndecKoe WM NCUXUYECKOE COCTOSHUE YeJIOBeKa M UMEIOIINe
poUIAKTUYECKYIO, JTNAarHO CTUYECKYIO, ne4eOHyto, peadTUTAIIMOHHYIO W
HCCIIEIOBATENIbCKYIO HAPaBICHHOCTD BUIbI MEAUIIMHCKUX 00CIeA0BaHUN U (MJIN) MEIULIUHCKUX
MaHMITYJSIIUH, @ TAaK)Ke UCKYCCTBEHHOE TIPEphIBaHNEe OEpeMEHHOCTH [2].

MenuuuHckuii padoTHUK — GU3NYECKOE JIUI0, KOTOPOE UMEET MEAUIIMHCKOE UM HHOE
oOpa3oBaHue, paboTaeT B MEAULMHCKONW OpraHu3alMd U B TPYAOBbIE (JOKHOCTHBIE)
0053aHHOCTH KOTOPOTO BXOJIUT OCYILECTBICHUE MEIUIIMHCKOMN eATeNbHOCTH, MO0 (hu3nueckoe
JULO, KOTOpOE  SBISETCA  WHAUBUIYAJbHBIM  IPEANPUHUMATENIEM, HEMNOCPEICTBEHHO
OCYHIECTBJISAIOIIUM MEAUIIMHCKYIO ACSITEIIBHOCTD [2].

IManuenT — Qusuyeckoe IUIO, KOTOPOMY OKAa3bpIBaeTCS MEAMIMHCKAs TOMOIIb WU
KOTOpO€ O0paTUjIOCh 3a OKa3aHUEM MEAMIIMHCKON MOMOIIM HE3aBUCUMO OT HAJU4Us y HEro
3a00JI€BaHUsI U OT €r0 COCTOSIHUS [2].

Pabouas rpynna no paspadorke/akTyanu3aluy KJIMHAYECKHX PEKOMEHAAIUH — 9TO
KOJUIGKTUB  CHEIHAIMCTOB, pabOTalolUX COBMECTHO M  COTVIACOBAaHHO B IENSX
pa3paboTKu/aKTyaln3ali KIMHUYECKUX PEKOMEHIAINi, U HECYIINX OOIIyI0 OTBETCTBEHHOCTD
3a pe3yabTaThl JAHHOU pabOTHI.

CocTosiHMe — WU3MEHEHUsI OpraHW3Ma, BO3HHUKAIOIIME B CBSI3U C BO3JICHCTBUEM
MaToreHHeIX W (wim) ¢usnonoruyeckux (akTopoB u TpeOyrolue OKa3zaHUs MEAUIIMHCKON

MOMOIIH [2].



CuHApPOM — yCTOUNBAsI COBOKYITHOCTb psAJia CUMIITOMOB C €IMHBIM IIaTOI'€HE30M [6].

Te3nc-pexkoMeHIanMsA — T[OJO0XKEHUE, OTpaXKarollee MOpPSAAOK M MPaBUIbHOCTD
BBIIIOJIHEHUSI TOTO WJIM MHOTO MEAMIMHCKOIO BMEUIATENbCTBA, MMEIOIIEr0 JOKa3aHHYIO
3¢ dEeKTUBHOCTH U 0€30TTaCHOCTb.

YpoBenb aoctoBepHocTH a0Ka3areabCeTB (Y/l) — cTeneHb yBEpEHHOCTH B TOM, YTO
HalJeHHbIN 3QPEKT OT IPUMEHEHUS MEAUIIMHCKOIO BMEUIATEIbCTBA SBJSETCSI UICTUHHBIM [7].

YpoBenb yoOeauteabHocTH pexoMengaumid (YYP) — cremneHb yBEpeHHOCTH B
JOCTOBEPHOCTH 3(pPeKTa BMEIIATEeIbCTBA U B TOM, YTO CJI€JOBAaHUE PEKOMEHIAIUSAM IIPUHECET
00JIbIIIE MOJIB3bI, YUEM Bpe/la B KOHKPETHON cUTyaluu [7].

Xupypruueckoe JedyeHHe — METOJ JIeYeHMs 3a00JIeBaHUM NyTEM pPa3beIUHEHUS U
COCIMHEHMS TKAHEH B XOJI€ XMPYPTHYECKOU OIepariy.

EOK - Espomneiickoe 00mecTBo KapauoJioroB. B TekcTe HACTOSIIMX KIMHUYECKHUX
pEeKOMEHJALNN JIOMOJHUTENbHO yKa3aHbl IIOKa3aHUS K Te3ucaM B COOTBETCTBUU C
pekomermanusiMu  EBpomnetickoro kapauonorunueckoro od6mectBa (EOK). B cootBercTBUM C
MEXAYHApOIHBIM TIOKYMEHTOM, BBIJEIIAIOTCS KIacChl pEKOMEH AN M YPOBHH J1I0Ka3aTEIbHOCTH.

HNmnanantupyembiii  kapauoseprep-aepuopwiastop (MKI) —  snexkrpoHHBIN
MMIUIaHTUPYEMBIN pudop, IpeHA3HAYEHHBIN JUTSt 3NEKTPOTEpanuu
(2MEKTPOKAPAUOCTUMYJISIUS U pa3psiibl BBICOKOM 3HEPIHU) YrpoXKaroMMX KU3HU apUTMUN U
MPEAOTBPALLEHUS OCTAHOBKH CepALa.

Kapanopecunxponmzupyromasa tepanusa (CRT) — wmeron jeyeHUs XPOHUYECKOU
CEp/IEYHON HENOCTATOYHOCTU NPHU HAJIWMYMKM HApPYUIEHUHA BHYTPHUIKEIYJAOYKOBOIO IPOBEACHMS
(wamme mpu Onokaze JIeBOM HOXKHM Iydka [mca), KOTOPBI OCYIIECTBISETCS IyTeM
PECUHXPOHU3ALMH CEPJCUHBIX COKPAIICHUN C TOMOIIbIO TPEXKaMepHOTro (OMBEHTPHUKYIISIPHOTO)
UMIUIAHTUPYEMOTO  3JIeKTpoKapAuocTuMyisitopa***. Takue cuctemMbl OOBIYHO BKIIOYAIOT
MIPaBOIPEACEPAHBIN 3TEKTPO, MPABOKEITYIOUKOBBIA 3JIEKTPO/I U JIEBOKETYI0YKOBBIN 3JIEKTPO/I.
DNEeKTPOIbl MOTYT UMILJIAHTHPOBATHCS TPAHCBEHO3HBIM WJIM XUPYPTHUECKUM CIIOCOOOM, a TaKxKe
MIOCPEACTBOM TOPAKOTOMUHU.

XoarepoBckoe mountopupoBanue JKI' — meTon uccnenoBanus, KOTOPbI MO3BOJISAET
IIPOU3BOIUTH HEMTPEPBIBHYIO PETUCTPALIMIO IMHaMUKH cepana Ha OKI' ¢ moMoIbro NopTaTUBHOTO
yCTpOMCTBa (XOJdTEpa), OTCIEXKHBAThb M3MEHEHHMs B paboTe cepAla U KOHTPOJIMPOBATH
apTepuanbHOE JaBJICHHE MallMeHTa B T€YEHUE JUIMTENLHOTO eproa (CyTkH U 0oJiee) B yCIOBUAX
€ro aKTUBHOCTH.

Paguouacrornas karerepHas aOganusi (PYA) apurMum — HMHTEPBEHIIMOHHOE

KaTCTCPHOC BMCIIATCIILCTBO, C MUCIIOJIB30BAHUCM CIICHHUAJIBHBIX KAaTCTCPOB, IMITYHKIWUOHHO



BBCACHHLBIX B IIOJIOCTH C€pJua 4€pe3 COCyAbl, U paI[HOqaCTOTHOﬁ OHCPIryuH, HAIPABJICHHOC Ha

yCTpaHEHHE HapyLIEHUM cepeYHOro puTMa (apUTMHH).

1. Kparkas wuHpopmanusi mno 3a00/1eBAHUI0 WJIH COCTOSHHIO (rpymnme
3200J1eBAHUM WJIH COCTOSTHHN)

1.1. Onpeoenenue 3adoneseanuss uiu coCmoAHus (2pynnovl 3a001€6aHUN WU

COCMOAHUIL)

Keaynouxosbie HapymieHus purma (GKHP) uwnaum KeaynouxkoBasi TaxuapuTMus
(’KTA) — 006001meHHOe Ha3BaHHE PACCTPOMCTB CEPJEUHOTO PUTMA, MPU KOTOPHIX MCTOYHMK
SKTONMYECKON aKTUBHOCTH WJIM Kpyra pUEHTPU HaXOJUTCs HIKe Imydka ['mca, T. €. B ero BeTBsIX,
cetu [lypkuHbe UM B MHOKap/e KeTyA0YKOB.

HeycroiiuuBas xeaynouxkoBasi Taxukapaus (HYKT) — 3 u 6onee xomruiekca QRS,
MIPOJOJKUTENBHOCTRIO < 30 cek.

Ycroiuusas xkeinynouxkoBas taxukapaus — KT, nponomknurensHOCTRIO > 30 cek.

Mounomopdmnuas KT — KT npu Hanuaun oquHakoBor kKoHpurypanuu QRS-komIekcoB

MMonumopdnas KT — nHecrabunpHas, MeHsromascs kKoHpurypanus QRS-komIiekcoB

DuekTpuyeckuii mropm — 6omee 3 snmzo10B XKT/DXK B Teuenue 24 yacos

Tpeneranue :KeJyI0YKOB — pPUTMUYHBIC, BBICOKOAMIUIUTYIHBIC, YIIUPEHHbBIE
AIIEKTPUYECKHE OTKJIOHEHMS KEIYyJ04YKOB € dYacToToil Oonee 250 B muH., BonHbl T He
OTIPEIEIISIOTCS.

OuoOpN/UIAIUA KeJIYA0UYKOB — XaOTHYeCKas »JIIEKTpUYecKass aKTUBHOCTh B BHJIE
MOJIMMOP(HBIX OCHUIUIALUN, TOCTOSHHO U3MEHSIOUIUXCS 10 CBOEH KOH(UTypaluu, aMILUIUTY/Ie,
MIPOJIOJKUTENFHOCTH U YacTOTe, AUana3oH KoTopoi coctapiseT ot 300 u Beimie B 1 MUH.

Bue3anHasi cMepTh — HETIPEABUACHHOE CMEPTENbHOE COOBITHE, HE CBSI3aHHOE C TPAaBMOM
Y BO3HHKAroIlee B Te€YeHHE | 4 C MOMEHTa IMOSBICHUS CUMIITOMOB Yy MPaKTUYECKH 3JOPOBOTO
yenoBeka. Eciau cMepTh mpou3oiiia 6e3 cBUAeTENeH, 0 BHE3AIMHOW CMEPTH TOBOPSAT B TOM Cllydae,
€CITU MOTHOIINI HAXOJUIICS B YIOBJIETBOPUTEIILHOM COCTOSIHUY 3a 24 4 10 CMEPTH.

Bue3annas cepaeunas cmeptb (BCC) — TepmuH npuMeHsiercs, €Ciiv BHE3alHas CMEPTh
BO3HUKJIA Yy CyObEKTa C U3BECTHBIM IPH JKU3HU BPOXKIACHHBIM WIM HpUOOPETEHHBIM
MOTEHIMANbHO (haTaJbHBIM 3a00JIEBaHUEM Ceplllla, MM MAaTOJOTHsS CeplAeuHO-COCYAUCTOM
CHCTEMBbI ObliIa BBISBJIEHA HA ayTOIICUU M MOTIJIAa OBITh MPUYUHON CMEPTH, WIN €CIH OYEBHIHbIE
AKCTpaKapIuaibHble IPUYUHBI CMEPTHU IO JAHHBIM ayTOTICUU HE BBISIBICHBI, U HAPYILIEHUE PUTMA

CIIY’KUT HanboJjee BepOSTHON NPUUNHON CMEPTH.



Bue3annas ocranoBka cepauna (BOC) — HenpeBuieHHas 0CTaHOBKAa KPOBOOOpAIICHNUS,
BO3HMKAIOIIAsl B TEUEHUE | 4 ¢ MOMEHTa MOSBIEHUS OCTPbIX CHUMITOMOB, KOTOpas Oblia
yCTpaHeHa € IIOMOLIBIO  YCIEUIHbIX pPEaHMMALMOHHBIX  MEpOIpUATUN  (HalpuMep,
NeUOPIILISAIUIN) — «IIPEAOTBPAICHHAS OCTAHOBKA CEPIay.

Nnnonaruyeckasi :KeJIyl0UKOBAasi TaXHAPUTMHSA — COOBITHE, KOTJA KIMHHUYECKOE
oOcIieioBaHNEe MAMEHTa HE TTO3BOJIMIIO BHISIBUTH 3a00JI€BaHUS, TTOTCHIIMAIBHO aCCOIIMAPOBAHHBIE
C KEJIyZJOYKOBOU TaxMapUTMHUEN.

epBuunas npopuiaakruka BCC — meponpusiTisi, HalpaBlieHHbIE HA CHUKEHHUE pUCKa
BCC y nun, umeroniux nosbieHHbIH puck BCC, Ho 6e3 aHaMHe3a yrposKaromuX )KM3HU apUTMUN
WM MPEA0TBPAILEHHON OCTAaHOBKH CEpALIA.

Bropuunas npopuiaakruka BCC — Mmeponpusitus, HarpaBlIeHHbIE HA CHUKEHHUE pUCKa
BCC y nun, uMmeronmx aHaMHE3 yrpoKaroUuX >KU3HH apUTMUN WIN NPEJOTBPAILEHHON
OCTaHOBKH CEpALA.

Cunapom bpyraga — HacneICTBEHHBI CUHAPOM M3 TPYNIbl KAHAJIONATUM, C TUIIMYHON
OKI -kaptrHOM 1 BeIcOKHM puckoM pazsutus OK u BCC.

Karexonamunepruyeckasi nojumopgHas xeaygouxonasa taxuxkapaus (KIIZKT) —
penkas HAacleACTBEHHAs KaHAJIONATHSA, XapaKTEPHU3YIOIAsACA aApeHEpru4eCKU-UHAYLUPYEMOU
JBYHaNpaBiIeHHOW 1 moaumopdHoit XKT.

HepBHo-MbIlIeuHble 3a00JieBaHUSI — TpyINa HACJICACTBEHHBIX 3a00JICBaHUM,
XapaKTEPU3YIOIIMXCS MPOTPECCUPYIOIUM IIEPBUYHBIM IOPaKEHUEM HEPBHBIX BOJIOKOH
(HefiporaTuM) WM CKEJIETHOM MYCKYJAaTyphl (MHONATHUM W MUOAUCTpodum). BosiedeHue
CepAECYHON MBIl U TPOBOIALINX IyTel BapuabenbHO, U HE KOPPEIUPYET ¢ BBIPAXKEHHOCTHIO
HEBPOJIOTUYECKOW U MHUOIIATUYECKOW CUMIITOMATUKH.

HexoMnakTHbIH MHOKapA — 0COOBII BUI KApAUOMHUOIIATUH, KOTOPBIN XapaKTepU3yeTcs
BBIPQXKEHHOW TPaOeKyISPHOCTBIO M INIyOOKUMH MEXTPaOEKYJIApHBIMU YIIyOJIEHUSMHU JIEBOTO
W/WIIH TPaBOTo KeNyJ0UYKa, a TAK)KE 4aCTO COYETACTCS C TOHKUM KOMITAKTHBIM 3ITUKApIUaTIbHBIM
clloeM MuoOKapza. J[narHo3 cTaBUTCS Ha OCHOBaHMHU »Xorpaduyeckux u/miaun MPT-kpurepues
(Ip¥ COOOTHOILIEHUH TOJIIIMHBI HEKOMITAKTHOTO CJIOSl K KOMITAKTHOMY > 2). MHOTHe NalMeHThI C
HEKOMIAKTHBIM MHOKapioM JDK abcomoTHO 6ecCMMNITOMHBI, HO BO3MOKHBI COUETaHHsI CO BCEMU
M3BECTHBIMU BHJIaMH KapauoMuonartuii, ¢ nporpeccueit 1o XCH, TpoM603MO01uH, apuTMHUH WIIH
BCC B anamuese.

HNutepBan QT — oTpakaeT »dJIEKTPUUYECKYIO CHUCTOJy JKEIYAOYKOB (Bpems B
MWUINCEKYH/IaX OT Havaia komruiekca QRS 1o xonma 3youa T). Ero mpoaomkuTensHOCTh
3aBucuT ot nouia (y xenuuH QT miuHHee), Bozpacta (¢ Bo3pactoM QT yanuHseTcs) U 4acTOTHI

cepaeunbix cokpamenuii (HCC) (oOpatHo mpomopiimoHanbHO). s OObEKTHBHON OIICHKHU
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untepBasia QT B Hacrosiliee BpeMs INOJIB3YIOTCS KOppUrupoBaHHbBIM (¢ nonpaBkoii Ha YCC)
unatepsasiom QT (QTc), onpenensembiMm mo dopmynam bazerra u ®@penepuka. B Hopme QTc
cocrasisieT 340—450 mc i sxeHuH U 340—430 mc 1yt MykuuH. [laTosornyeckum cuuraercs
npu 3HaueHuu 6osee 500 mc.

Cunapom yuiuHenHoro uarepsaia QT (CYUQT) — camplii yacTbiii HaCIEICTBEHHBIN
CHUH/IPOM M3 rpynnsl kaHanonaTuil (vactora 1:3000 — 1:2500 HaceneHus), XxapakTepu3yOLUIUics
yanuHeHueM uHTepBana QT U )KU3HEYrpokKaroIUMHU JKETYJ0UYKOBBIMU apUTMUSIMU, B OCHOBHOM
IIPOBOLIUPYEMBIMH aJPEHEPTUUECKON AKTUBALUEH.

Cunapom koporkoro wunrepana QT (CKHUQT) - penkas HaciaeacTBeHHHAs
KaHaJoMmaTus, XapakTepusyrouascsi ykopoueHueM uHTepBaia QT U MOBBIMIEHHBIM PUCKOM

Pa3BUTHUS KUZHEYTPOKAIOIINX APUTMHUIA.

1.2. Dmuonocus u namozenes 3a001€6aAHUSA  UAU COCHIOAHUA (2PYRNbI

3a001€6aAHUI WU COCMOAHUIL)

OcHoBubIMU MexaHu3Mamu JXKTA sBastoTcs:

- MEXaHHW3M MTOBTOPHOTO BXOJa BOJIHBI BO30YXACHUS (PHCHTPH);

- YCKOPEHHBIA HOPMaJIbHBI aBTOMAaTHU3M;

- aHOMAaJILHBIN aBTOMAaTH3M;

- TPUITEpHAsi aKTUBHOCTh, MHIYLIUPOBAaHHAsI paHHEH WJTU MO3/IHEH MOCTACTIONSpU3alHeH.

dopmMupoBaHUE YCIOBHUH MJii BO3HUKHOBEHUs (EHOMEHa pPHEHTPH B MHUOKapIe
KEITYI0YKOB, B BUJIE 30H 3aMEJVIEHHOTO MPOBEACHUS BO30YKIEHUS, YYACTKOB MBIIIIIBI CEpIa C
pa3HbIMHU MO BeJIMYMHE pepakTepHBIMU NEPUOAAMH, OOBIYHO CBS3aHO C MATOJIOTMYECKUMU
u3MeHeHusMu B Muokapzae. Ilostomy mapokcusmanbhas KT B mopasisromieM OOJBIINHCTBE
CIlydaeB OCJIOKHSIET TEUYEHHE TsDKeJbIX 3a0oyieBaHuil cepima, Takux kak BC, ocobenHo mpu
HAJIMYUU TOCTUH(APKTHBIX pPYOLIOB W XPOHMYECKON AaHEBPHU3MBI JIEBOTO JKEIyJOYKa,
BOCIAUTEIIbHBIC 3a00JIeBaHUS MUOKap/a, KapAMOMUOTATUH (munaranuoHHas,
runeprpoduyeckasi, apuTMOTEHHAs [UCIUIa3Us MHUOKapjAa IMpaBOro KeIyJouka u [Ip.),
uH(UIBTpaTUBHBIE 3a0ojeBaHus Muokapnaa. OctaHoBka cepima, kak wmexanm3sm BCC, B
abcomoTHOM OonbIIMHCTBE citydaeB (Oonee 80%) Bo3Hukaer B pesynbrare OX wmmm XKT,

cyiiecTBeHHO pexke (menee 20%) — B pesynbrate acuctonnu [205].
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1.3. Dnuoemuonocus 3a001e6anus uiu coOCmMoaAnus (2pynnvl 3a00,1e6AHUN WU

COCMOAHUU)

Bues3annHast cepaeuHas cMepTh Kak HEOOpaTHMBIM MCXOX U Ppe3ylbTaT BHE3AIHOU
OCTaHOBKHU cepia gocturaet 50% cpenu apyrux ucxonoB y il 35—-50 set, mperuMyIiecTBEHHO
MYKCKOTO TI0JIa, OJTHAKO B TOCIICHEE BPeMs HaOIIOAAETCs TCHACHIUS K YBEIIMYCHHIO JTOJTU JINLL
MKEHCKOT0 I10J1a, a TAKXKE MOJIPOCTKOBOrO U IoHOoIIeckoro Bo3pacra. Puck BCC Bbllie y MyX4nH
Y YBEIIMYUBAETCS C BO3PACTOM B CBsI3U C OoJbIneii pacnpoctpaneHHOCThI0 MBC cpemu mosxumbIx
moneit [8]. Uucno cimyqaes BCC Bapwupyercs ot 1,4 Ha 100 ThIc. uenoBeko-net (95% AU — 0,95—
1,98) y »xenmun u 10 6,68 Ha 100 ThIC. yenoBeko-net (95% AU — 6,24-7,14) y myxuun. Yucno
cryqaeB BCC cpenu mosonoro nokosieHust cocrasisier 0,46—3,7 Ha 100 Teic. yenoBeko-neT [9],
yto Tpanchopmupyercs B 1100-9000 cmepteit B EBpornie u 800—6200 cmepreit B CILIA kaxabii
rox [10].

Jannpie o pacnpoctpaneHHocth BCC B Poccum orpaHnyeHsl, B TOM YHCIE
ocobenHocTsmu peructpanun BCC B pazubix crpanax. Jons BCC Bo Bcex BO3pacTHBIX rpynmnax
coctaBuisia 49,1% (15 420 u3 31 428 Bckpeituit, win 123,3 wa 100 ThIc. Hacenenus B ron). [pu
sToM pacnpoctpaHeHHocTs BCC B Bo3pacte ot 1 10 45 ner cocraBuna 27,5% (2790 u3 10 132
BCkpbITuid) [11]. OgHako Gosee OIU3KMMHU K pealbHOCTH TpeacTaBissroTcest 3HadeHus 200—-250
TBIC. YEIOBEK B rof [12].

[Toutn B moJsioBMHE cllydaeB OCTaHOBKa cepjia y jull crapiie 40 jieT mpoucxoaut 0e3
U3BECTHBIX 3a00JIeBaHUN cepilla, OJHAKO OOJNBIIMHCTBO W3 HUX @PU OSTOM HUMEIOT
HequarHoctupoBanHyto MBC [13]. Caumxenue 3aboneBaemoctd MBC u npyrumu Bugamu
CEpJIEYHOM MATOJOTUHU MPUBEIIO K yMEHbIIEHUIO KonudecTBa ciaydaeB BCC nouru Ha 40% [14].
CornacHO HEKOTOpPBIM HCCJIEIOBAHUSAM, CYILIECTBYET T€HETHYeCKas MPEeApacloiOKEHHOCTh K
BHe3amHOW cMepTH. OmMcaHO MPOTHOCTHYECKOE 3HAYCHHE CEeMEMHOIro aHaMHe3a BHE3aImHON
CMEpPTU — IPU HAJIMYUH OJHOTO CIy4asl BHE3aITHOW CMEPTU B CEMbE OTHOCHUTENBHBIN puck (OP)
BHE3amHOW cMmepTu coctaBister 1,89, a mpu AByX ciydasx BHe3amHOW cmepTd B cembe OP
Bo3pactaer g0 9,44 (p=0,01) [15, 16, 17]. B KoroptHoM NOJBICCICIOBAHUM B paMKax
@paMHUHIEMCKOI0 HCCIEN0BaHUS IOKa3aHO, 4YTO IPU HaJIWuuu ceMmelHoro anamuesa BCC
BEPOSTHOCTh BHE3AIMHOM cMepTH Bo3pacTaeT Ha 50% (OP — 1,46; 95% AN — 1,23-1,72) [17, 18].
Onucano, 4yTo ceMeiHbIli aHaMHE3 BHE3aMHON CMEpPTH 3HAYUTENIBHO Yallle BCTpPEeUYaeTcs y JuIl,
peanumupoBanHbiX nocie XK, gem B koHTpOsbHO# rpymme (OL — 2,72; 95% AU — 1,84-4,03)
[19]. CxoncTBO pe3ysabTaTOB ITHX HCCIEJOBAaHMM YKa3bIBa€T HAa BO3MOYKHOCTb I'€HETHYECKOMN
IIPEIPACIIONOKEHHOCTH K BHE3AlIHOM CMEPTH, KOTOpas MOJXKET CYLIECTBOBAaTh Jaxe IIpHU

OTCYTCTBHUU NUATrHOCTUPOBAHHOI'O HACJICACTBCHHOI'O 3a0o0JieBanus. B cBs3M ¢ 3THM HeO6XO,Z[I/IMLI
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WCCIICIOBAHUS, HAIECICHHBIE Ha OOHAPY)KEHHE MOJICKYISIPHO-TEHETUYECKUX MapKepoB,
CHOCOOHBIX Mpeicka3biBaTh ciydan BCC B 001mel nomyssinuu.

brutenbHOCT, TO  OTHOIIEHHMIO K anekrpokapauorpaduueckum  (OKI) m
IXOKapAUOTpahUIECKUM TMPU3HAKAM HACJICJCTBEHHBIX aPUTMOTCHHBIX 3a00JICBAHUUN SIBJISCTCS
BOKHOW YaCThIO KIIMHUYECKOW MPAKTUKUA M TIO3BOJISIET CBOEBPEMEHHO BBISIBUTH JIMIA C BHICOKUM
puckom BCC. OgHako 10 cUX MOp HET €AMHOTO MHEHHS O TOM, JIOJDKEH JI TaKOW THIATEIbHBIN
MOJIXOJ] PaCIpPOCTPAHATHCS HAa MacCOBBIM CKpPUHUHI HaceneHus Ha Hamuuue pucka BCC. B
Uranuu wu Snonum BBeaennl cucteMbl OKI-CkpuHHMHra B 1ENSAX BBISIBJICHHUS JIMI C
HAaCJIEJACTBEHHBIMU apUTMOTEHHBIMH 3200JICBaHUSIMU, HE UMEIOIIUX KAaKOW-THOO CUMIITOMATHUKH
[20, 21]. Kak B EBponie u CIIIA, Tak u B Poccuu 00s13aTe€IbHBIM SBIISETCS CKPUHUHT CIIOPTCMEHOB
nepesi COPEBHOBAHMSIMH, COTJIACHO TPEOOBaHMAM MEXIyHApOIHOTO OJMMITMUCKOTO KOMHUTETA
[22, 23, 24], xoTsa mocneaHee HccienoBaHue B M3paumie moka3alio OTCYTCTBHE W3MEHEHUU B
gactote ciydaeB BCC y npodeccnoHaabHBIX CIOPTCMEHOB ITOCJIE BBEICHUS CKpUHHHTA [25].

CKpWHUHT ONIDKaWIIUX POJICTBEHHUKOB JKEPTB BHE3AITHOW CMEPTH IO3BOJIIET BBHISBUTH
JIMIIa B 30HE PUCKA, HA3HAYUTh COOTBETCTBYIOIIEE JICYCHUE M TEM CAaMBIM MPEIOTBPATUTH APYrUe

CJly4au BHE3AITHOM CMEPTH B ATOM CEMBbE.

1.4. Ocobennocmu KoOupoeanus 3a001€6aHUs UWIW COCMOAHUA (2DYRNbl

3a00aeeanuil  uau  cocmoanui) no MexcoyHapoonoi cmamucmuyecKol

Kaaccuduxauuu doae3nell u npoonem, ceazannvix co 300poevem (MKBE-10)

[46. OcranoBka cepaia
[46.0. OctraHoBKa cep/lia ¢ YCIEIIHbIM BOCCTAHOBIICHUEM CEPACYHOMN JAEATEIbHOCTH
146.1. BHe3anHas cepaieyHas CMEPTh, TaKk ONKUCAHHAs
[46.9. OcraHoBKa cep/iia HEyTOYHEHHAas
147. ITapokcu3ManbHas TaXUKapIUs
[47.0. Bo3BpaTHas xeny04KoBasi apUTMHS
147.2. KenynoukoBas Taxukapaus
[47.9. ITapokcu3manbHasi TaXUKapiusg HEYTOUHEHHAs!
149. JIpyrue HapymeHus CEpAEUYHOTO pUTMA
149.0. ®ubOpusuIALus U TpereTaHNe KEITYI04YKOB
[49.3. IIpexneBpeMeHHas ACTIOISIPU3ALINAS KEITYIOUKOB
[49.4. JIpyrast © HEyTOYHEHHAsI 1ENOJIAPU3ALUL
[49.8. Jlpyrue yrouHeHHbIE HapyIIEHHsI CEPAEUYHOT0 pUTMA

149.9. Hapyiienue cepie4HOr0 puT™Ma HEYTOUHEHHOE
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1.5. Knaccuduxkauus 3abo0neeanus uiu cocmosanus (2pynnol 3a00,1e6aHUNL UIU

COCMOAHUIL)

Knaccugukanus >xeqygo4YKoBBIX HApyIICHH pUTMa Cepilla OCHOBaHA Ha HECKOJBKHX
KIIFOUEBBIX MOJIOKEHUSX.

Llenecoobpasno evidenenue cnedyioOwux U008 KIUHUYECKU 3HAUUMBIX HCELYOOUKOBbIX
apummui:

- J)KemynoukoBas 3kctpacucronus (KD — akryanpHa kinaccudukamnus mo B. Lown u M.
Wolf, a Takxxe M. Ryan) [26, 27]

- HeycToiumBas xenynoukonas Taxukapaus (HYXKT)

- ycroiumuBas xenynoukoas Taxukapaus (YKT):

- moHomopdHas KT
- nonumopdHas KT

- MOCTOSIHHO peuuauBupytomas/Hexynupyomasics KT u sanexkrpruueckuil mropm

- pubpmsanus / Tpenetanue xenynoukon (OXK/TXK)

Ilo smuonoeuu: OTCYTCTBUE UM HAJIMYKME OCHOBHOT'O CTPYKTYPHOTO 3a00J1€BaHUs cepala.
ellnnonarnyeckue xeiryJ0UKOBbIE APUTMUU ITPU OTCYTCTBUU CTPYKTYPHOTO 3a00J1€BaHUs cepia
(«10OpOKaUYECTBEHHBIEY).
o)KenynoukoBble apuUTMUU IPU OTCYTCTBUHU SIBHOTO CTPYKTYpHOIO 3a00JIeBaHUs cepua Mpu
HaJIMYUU BPOXKJIEHHBIX CHHAPOMOB WIM T. H. KaHAJIONATHH — «3JIOKAYECTBEHHBIE). CHHIPOM
yuinHeHHoro wuHrepBana QT, cunapom bpyrana, karexonamMumH3aBUCHMAas HNOJIMMOpdHas
KEIYNOYKOBasi TaxXUKapAusa, CUHAPOM KopoTkoro wuHTepBana QT, cuHIpoM paHHen
PENOJIAPU3ALUH JKETYA0UKOB.
o)KenynoukoBble apUTMUU IPU OTCYTCTBUHU SIBHOTO CTPYKTYpHOrO 3a00JieBaHUs cep/ua Npu
HINYUU 0OpaTUMBIX META0OJIMYECKUX WIM JICKApCTBEHHBIX MPUYUH (HAIpuUMep, BTOPUUYHBIN
CUHJpOM yanuHeHHoro untepsaia QT).
oKenynoukoBble apUTMHUU IPY HAJTMYUU CTPYKTYPHOTO 3a00JI€BaHUs CepaLa.

Bonbiioe 3naueHue 11 KIMHUYECKON TPAKTHKU UMEET pUCK-cTpaTudukanus (Tadm. 1).

Tabmuua 1. Knaccuduxanus xenynoukossix aputmuii J.T. Bigger (1984)

Kpurepuun JloGpokauecTBEHHbIE ITorennmansHO 3nokauectBeHHble XKTA
cTpaTuduKauu XKTA 3JI0Ka4€CTBEHHbBIE
pucKa KTA
Puck BCC Husknii Cpennnii Beicoknii
Knunuka Cepnuebuenue Cepauebuenue CepaueOuenue u
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CHUHKOTAJIbHbIE
COCTOSIHUS
Opranunueckoe Her Ectp Ectp
MOpaXEHUE cepla
KenynouxoBas Penkas wim cpennsisi| CpenHsst win yacTast Cpennsis unu yacras
9KCTPACUCTOJIHS
[Mapuas KO wm XT OObIYHO HET Heycroitumnsas KT VYeronuusas KT
Iens neuenus YMmeHbIIeHUE YMeHbllIeHHe CHWXEHHE JICTATBHOCTH,
CUMIITOMOB CHUMIITOMOB, MOJIaBJICHUE apUTMHUH,
CHUKEHUE YMEHBIIIEHNE CUMITTOMOB
JETATBHOCTH

1.6. Knunuueckas kapmuna 3a00,1€e6aHuUs1 Wil COCMOARUA (2pDynnvl 3a00.1€6aHU

Wiy COCmoAHuIl)

Knunnueckne IMPOABJICHUSA KEITYOAOUYKOBBIX TaXI/IapI/ITMI/Iﬁ MOT'YyT CYIIECTBEHHO
paznmuuaThCs — OT aOCOJIOTHONH OECCHMITOMHOCTH JI0 CcepireOneHus, nuckomdopra B TPYIH,
3arpyIMHHON 0O0JIH, YIyIIhsl, TOJIOBOKPY>KEHHS, TPECUHKOMATBHBIX M CHHKOTIATBHBIX COCTOSHHIA,
MTOJTHOM OCTAaHOBKH KpOBOOOpaIieHus. YYaleHHoe cepareoneHme, mpeaooMopoIHOe COCTOSHIE
1 OOMOPOKHM — TpuU HamOoJjiee BaXKHBIX CHUMITOMA, KOTOpPBIE TPEOYIOT TIIATEIBHOTO cOopa

dHaMHE3a U JOINOJIHUTCIBHOI'O O6CJ'I€,Z[OB3HI/IH JJIA UCKITFOYCHU A KTA.

2. JluarHocTuka 3200/IeBAaHUS WJIM COCTOSIHUA (Tpynnbl 3a00JieBaAaHU WU
COCTOSIHMIA), MeTUIIHHCKHE TOKA3AHUS U NMPOTHUBONOKA3AHUS K NMPUMEHEHUIO
METOA0B IMATHOCTUKH

Kpumepuu ycmanogku duaznosa:

JlnarHoctuueckoe o0cie0BaHue MPH MOJA03PEHNUH HA JKEJTyI0UKOBbIE HAPYLLICHUs pUTMa
BKJIIOUYAET CJIEAYIOIUE ITAIIbL:

- TIIATEJbHOE U3yUeHHE kajl00, HCTOpUH 3a00JI€BaHNs U CEMEHHOI0 aHaMHe3a;

- OCMOTp U pH3HKaIbHOE 00CIIEJ0BAHUE;

- J1abOpaTOPHO-UHCTPYMEHTAIbHbIE METO/bI HCCIe0BaHUsA: OoJiee MPOCThie HAa MEPBOM
JTare M CJI0XHbIE — Ha BTOPOM 3Tarie 00cae1oBaHus (10 TIOKa3aHUsAM);

- IIaTOJIOTOAHATOMUYECKOE HCCIECAOBAHUE M MOJIEKYIISPHBIM aHAJIU3 KEPTB BHE3AITHOU
CEpIEYHOMN CMEPTH;

- TCHETUYECKOE TECTUPOBAHUE;

- BUBYAJIU3UPYIOIIUC MCTOJAUKH U MOp(I)OJIOl"I/I‘-ICCKI/IC HUCCICIOBaHU.
14



2.1. 2Kanoowel u anammnes

ePekomenayercss mnpu ompoce mnamueHta ¢ KD OLEHHUTHh TSHKECTh KIMHUYECKUX
nposiBiennit K3 [26, 27].

EOK IC (YYP C, YA 5).
Kommenmapuii. Xapaxmep rnunuueckou cumnmomamuxu K3, a maxoice ee 3nayenue 07
NPOCHO3A 300p06bs U  JCUSHU NAYUEHMO8 3a8ucaim om opM NposGIeHUss Camoll
IKCMPACUCTONUU, HO & euje DONbuLeli cmeneHu — Om OCHOBHO20 3a00/1e8aHUs, KaK NPUYUHbl ee
803HUKHOBeHUs. Peokas oounounas KO y nuy, He umerowux npusHaKos opeaHuieckol namoaocuu
CO CMOPOHbL cepoya, ModHcem NpomeKkamsv OecCUMNMOMHO UTU MALOCUMNIMOMHO, NPOAGIAACH
TUWb owyujeHuem nepeboes co Cmopomvl cepoyd, nepuoouyecKu OecnoKoawux NayueHmos.
Yacmas sxempacucmonus ¢ nepuooamu dueemMuruu, 0COOeHHO y NAYUeHmMo8 CO CHUNCEHHbIMU
noxkazamensamu cokpamumenvhou Gyuxyuu cepoya (UBC, xapouomuonamuu, opyeue ¢hopmoi
NOPaxiceHusi MUoOKapoa), NOMUMo nepeboes, Modxcem NpUeoOOUMsd K CHUNCEHUIO apmMepUarbHO20
0asneHus, NOAGNEHUI0 YY8CMBA C1AOOCMU, 20JI080KPYIHCEHUIO, NOAGNEHUI0 U HAPACMAHUIO
0O0bIUUKUL.
e[Ipu ompoce manueHTa co CTPYKTYpPHBIM 3a00JI€BaHHEM Cep/la, UMEIOIIETr0 BBICOKUI PHUCK
KEIYIOYKOBBIX apUTMUN, PEKOMEHIYETCsl IIeJICHANPaBICHHO BBISICHATh HalU4HMe Kayoo,
KOTOpbI€ MOTEHIMAIBLHO MOTYT ObITH OOYCIOBIEHBI MAPOKCU3MAJIbHBIMU HKETyJOYKOBBIMU
aputMmusmu [26, 27].

EOK IC (YYP C, YIA 5).
Kommenmapuii. Tsoicecmsv KIUHUYECKUX NPOABNEHUL 3A6UCUM OM  YACMOMbL  CEPOEUHbIX
COKpawjeHuti 80 8peMs NApOKCU3MA, HANUYUS UIU OMCYMCMEUs CMPYKMYPHO20 3a00]e8aHUs
cepoya u conymcemayoujeli namoio2uu (Hanpumep, amepockiepos dpaxuoyedaibHvix apmeputl).

¢ JKenynoukoBble HapylIEHUS] pUTMa PEKOMEHAYETCS paccCMaTpUBaTh B Ka4eCTBE OJHOM
U3 BEPOSTHBIX MPUYMH CUHKOMAIBHBIX COCTOSHUI Y MAIMEHTOB CO CTPYKTYPHBIM 3a00JI€BaHUEM
cepaiia, 0cCOOEHHO Yy MAalMEHTOB, MEPEHECIINX OCTPbId WMHGApKT MHOKapa, CO CHUKEHHOM
(pakuueii BBIOpoca JieBoro xenynodka [26, 27].

EOK IC (YYP C, YA 5).

e Jlpm ompoce mamueHTa  pekoMmeHayercsi  paccmarpuBatb  CYUQT wu
KaTexoslaMuHepruyeckyto noaumopduyto XXT B kauecTBe BO3MOXKHBIX MPUUUH KapIUOT'€HHBIX
CHUHKOTIJIbHBIX COCTOSIHUHM, BO3HUKAIOUIMX Ha BBICOTE (U3UUYECKOM WM 3MOLIMOHAILHOU

Harpysku, 0COOCHHO Y MOJIOABIX MAITUCHTOB, HC UMCHOIIIUX CTPYKTYPHOTO 3a00JIeBaHUS cepana.

[26, 27, 453, 450].
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EOKIB (YYPC, YA 5).
Kommenmapuii. Ilpu coope anamneza nayuenmos ¢ CYUQT pexomendyemcs yoensims maxice
BHUMAHUE NPUHUMAEMbIM HAYUEHMOM JNeKAPCMEEHHbIM NpPenapamam, NOCKOIbKY YOIUHEeHUe
unmepsanra QT mozym 6vi3vi6ams MHO2UE HeKApOUOLocUdecKue JeKapCmeeHHvle Cpeocmsd

(nocmosinno 06HO8IsIeMblil nepevenb npedcmasien ha caume https://crediblemeds.org/; makowce

AKmyajlibHAaA qu)opMauwz 0 noboyHbIX 3d)d)ei<max MEOUKAMEHIMO3HBIX _ NPenapamos

npedcmasnena Ha caume https://www.drugs.com/).

eV MalnMeHToB, y KOTOpbIX mnpeanonaraercs win umeercss XXTA, pekomenaoBan cOop
CEMEMHOro aHaMHe3a, HAlEJICHHbI Ha BBISBJIEHUE CIIy4aeB BHE3ANHbIX U HEOOBSICHUMBIX
cMepTeil (Hampumep, YTOIUIeHHe) cpeau pojacTBeHHUKOB I-II cremeneit pojactBa B MOJ0I0M
BO3pACTE C LEIBI0 OLICHKHM BEPOSITHOCTH T'€HETUYECKH JIETEPMUHUPOBAHHBIX KEIYAOUYKOBBIX
HapyleHu putMa cepana [26, 27].

EOK IC (YYP C, YA )5).

2.2. DuzuxkaivHoe 0dcredoeanue

eBcem o0OcnenyeMbIM MalMEHTaM PEKOMEHAYETCs MPOBOJIUTH CJEIYIOUIME CTaHAapTHBIE
U3MEPEHNUs, B COOTBETCTBUHU C JEHCTBYIOIUMH PEKOMEHJAIUAMMU:

- aHTPOIIOMETPUYECKHUE MTOKa3aTesn (poCT, BEC, MHIEKC MAcChl Tella, OKPYKHOCTb TaJIUN);

- TEPMOMETPHSI U OLIEHKA COCTOSHUS KOXKHBIX IOKPOBOB;

- OLICHKA HaJIM4Msl OTEKOB M UX PACIPOCTPAHEHHOCTH;

- OIpeZIeJIEeHHE YPOBHS CUCTOJIMYECKOTO U AUacTonuyeckoro AJl;

- MaJbIalys MyJIbca Ha NepUupepruuecKrX apTepUsx ¢ OLEHKOW YacTOThI M PEryJIsipHOCTH
pUTMa;

- oleHKa HaOyXaHHsS W MyJbCAllUM ILICHHBIX BEH, YTO MOXXET CBUJAETEIILCTBOBATH O
HaJIMYMU BEHO3HOTO 3aCTOS;

- ayCKyJbTallMsl Cep/la, COHHBIX, MOYEUHBIX U OCIPEHHBIX apTepHil I BBIABICHUS
NaTOJIOIMYECKHX IIYMOB;

- MaJbMaLKs IUTOBUIHOU JKeJle3bl: pa3Mepbl, 00I€3HEHHOCTh, TOIBUKHOCTD [26, 28].

EOKIC (YYP C, YA 5).
Kommenmapuii. B Oononnenue K OCHOGHbIM NOKA3AMENAM PEKOMEHOOBAHO OYEHUBAMDb
cneyughuueckue usMeHeHus ¢ Yeabio UCKII0YeHUsl 0OpAmUMbIX NPUYUH, KOMOopble NOMEHYUATbHO
Moz2ym Oblmb ACCOYUUPOBAHBL C HCENYOOUKOBLIMU HAPYUWEHUAMU pumMd. Bascnvim sensemcs
CKPUHUHZ ~ KOJICHbIX NPOAGNEHULl PeOKUX CUCEMHBIX GOCNANUMENbHLIX — (CKIepoOepMus,

capkouoo3) u ungexyuonnvlx sabonesanutl (boresnsv Yazaca, boppenuos u op.) [29, 30, 31, 32].
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eBEIsSBIICHNE MPU3HAKOB T'e€MOJWHAMUYECKOW HECTAOMIBHOCTH (CHIDKCHHS apTepHAILHOTO
JABJICHUS) PEKOMEHI0BAHO MpH (PU3UKATHHOM 00CIEI0OBAHUH MAIUEHTOB C MAPOKCU3MATHHBIMU
HapylIeHUsIMH puTMa cepaua [33, 34].
EOK IC (YYP C, YA 5).

Kommenmapuii. Ilpu nooasnsaiowem OOIbUUHCMEE HCETYOOUKOBHIX HAPYULEHUL PUMMA cepoyd
npu  QuzuKarbHOM 00C1e008anUl NAYUEHMO8 6He NAPOKCUMA KaKue-1ubo U3MeHeHUus He
ommeuaromcs. BHneouepeouvie cepOeunvie coKpawjeHus (IKCMpacucmonvl) moeym Ovimb
ommeueHvl npu noocuéme NYibCd, USMEPEeHUU apmepuaibHo20 OA6IeHUs: UIU AYCKYIbMayuu
cepoya nayuenma. B peoxux cnyyasx npu oocredosanuu nayuenmos c 8podxcoénnvim CYUQT unu
AKIDK 603mooicHo 0bHapysiceHue aHoManuil Opeano8 wy8cme (8PorHCOEHHAS 2TYXOMa) U KOCHHO-

cycmaeﬁoﬁ cucmemol.

2.3. Jlabopamopusie ouaznocmuyeckue ucciedo6anus

B pamkax oOciemoBaHus 11€7€CO00pa3HO MPOBENCHUE CTaHAAPTHOTO JIA0OPATOPHOTO
MHUHAMYMa, BKJIIOYAIOIIETO OOMICKIMHUYSCKUH W OWOXMMUYCCKHH aHauu3 KPOBH IS
OTIpENICIICHUs] YPOBHS OOIIETO CEPACYHO-COCYIAMCTOTO PUCKA, C KOHTPOJIEM NOMOJHUTEIHHBIX
napaMeTpoB, TO3BOJISIIONINX MOATBEPIUTh WM HUCKIIOYUTH TPEXOIANINEe KOPPUTHPYEMbIE
HapYIIEHHsI, TOTEHIIMATFHO 3HAYMMBIC U1 BOSHUKHOBEHHS KEIyJOYKOBBIX HAPYIICHHA pUTMAa
cepaua.

e PexomeHnyeTcst mpoBeJeHNE 00IIero (KIMHUYECKOr0) M OMOXUMHUYECKOTO aHaIHn3a KPOBU B
paMKax TEpBUYHOTO OOCIENIOBAaHUS M B TPOIECCE TUHAMUYECKOTO HAONIONEHHS Yy BCEX
MAIlMCHTOB C JKEIYJOYKOBBIMH TAaXMAPUTMHUSMHU JUII HCKIFOUEHHS COITYyTCTBYIOLIMX
3aboneBanuii [594, 596].

EOK ner (YYP C, YA 5).

e PexomeHyeTCsl IPOBECHUE UCCIICIOBAHUE YPOBHS KpEaTWHWHA, HATPUS, KaJIUs, TJIFOKO3bI,
obmero Oenka, C-peakTuBHOro Oelika, AKTUBHOCTH acmapTaTaMUHOTpaHCcdepasbl Hu
allaHMHaMHUHOTpaHcdepaspl, oOIIero OWIMpyOMHA, MOYEBOW KHCIOTBI B KPOBH Y BCEX
MAIMEHTOB C JKETYJOYKOBBIMU TaXHAPUTMHUSMHU B paMKax MEPBUYHOTO OOCIETOBAHUS U B
mpolecce AUHAMUYECKOTO HAOMIOACHUS JUIS MCKIIOYEHHS COIMYTCTBYIOMIMX 3a00JeBaHHI
[597-604].

EOK ner (YYP C, YA 5).
eBo Bcex cnydasx y manueHToB ¢ JKTA pekoMeHI0BaHO 00ClieJOBaHHE Ha TIOITBEPKICHHIE HIIN
UCKITIOYCHHE MPEeXOoamuXx (Moauduuupyemsix) (akTopoB, 3HAUMMBIX JUIsi BO3HUKHOBEHUS

KCITYOOYKOBBIX apI/ITMI/Iﬁ (aneM CCPACYHLBIX TJIMKO3UAOB, AaHTHAPUTMHUYCCKUX IMPCIapaToB,
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YPOBEHb Kallisi M MarHusg B CHIBOPOTKE KPOBH, NPH3HAKH OCTpOro HH(papKTa MUOKapia,
runepTupeos u ap.) [26, 27, 605, 606, 607].

EOK IC (YYP C, YA 5).
e[lainentam co 3HauuMbIM ymainuHeHnneMm uHtepBaina QT na OKI' pekoMeHIOBaHO MPOBEIACHUE
KOMILJIEKCA AaHAJU30B JUIS BBIABICHUS MPEXOAIIUX MPUYMH (Hampumep, THIIOTHPEO3a,
TUIIOKaJIEMUH, IPUEMa JIEKAPCTBEHHBIX MPENapaToB, META00INYECKUX HAPYILIEHUH, IPUMEHEHUS
pa3Ho00pa3HbIX AueT U 1p.) [26, 27, 605, 606, 607].

EOK IC (YYP C, YA 5).
e[larmentam, y kotopbix Ha OKI' perucrpupyercs bpyraga-narrepH, peKOMEHIOBAaHO
MIPOBEJIEHUE KOMILJIEKCA aHAJIU30B JJIsl BBISBICHUS NPEXOAIINX NPUYMH (Hampumep, OCTPOro
KOPOHAPHOTO CHUHJIpOMa, TPOMO0AIMOOINU JIETOYHOM apTepHH, IepuKapauTa u ap).[26, 27].

EOK IC (YVP C, VI 5).

2.4. Hncmpymenmanvhuvlie OUaZHOCMUYEeCKUe UCC1e0068aAH U

CKpPHUHHHI ALHEHTOB € MpeanoaaraeMbiMi WK A0Ka3aHHbIMH dKTA

CrannmaptHas OKI' B 12-TH OTBEACHHUSIX MOXKET CIIOCOOCTBOBAThH BBISBICHUIO MTPU3HAKOB
HacJeACTBEHHBIX 3a0osieBanui, cBsizaHHBIX ¢ JKA n BCC, Takux kak KaHaJIomatuu (CHHAPOM
yamuaeHHoro uaTepBana QT u cuaapom kopoTtkoro uHTepBasia QT, cuaapom bpyrama, KITXKT)
n xkapauomuonatuu (AKIDK u 'KMII). Ha cTpykTypHYIO MaToJOTHIO Cep/illa YKa3bIBAIOT TaAKUE
OKI -npu3Haku, kak Ogokaga mydka ['mca, arpuoBeHTpuKy/sipHas (AB) Omokana, rumeprpodust
xKenmynouka u 3yoen Q, xapakTepHbIN IS MILIEMUYECKON 00JIe3HH cep/lia WM HHPMIBTPAaTUBHOU
KapAMOMUOTIATHU. OJIEKTPOJUTHBIE HapylmieHuss U 3(G(GEeKTbl pa3IMyHBIX JEKapCTBEHHBIX
MpernapaToB MOTYT MIPUBECTH K HAPYILLICHUIO PETIOJIIPU3aLUU U/ WU yIITMHeHHIO kKoMIuiekca QRS.

N3  uHCTpyMEHTaJbHbIX  METOJOB  JMArHOCTUKM  Yallle  BCEr0  MCHOJIB3YIOT
sxoKapauorpaduio, KOTopas — 1o CpaBHEHHUIO C MArHUTHO-pe30HaHCcHO Tomorpadueit (MPT) u
koMmrbtoTepHoi ToMorpadueii (KT) cepana — siBisieTcs MeHee JOPOrocTosIIei, 0oiee T0CTYITHOU
Y TIO3BOJISIET C BEICOKOM TOYHOCTBIO AMArHOCTUPOBAThH 3a00JIeBaHUsI MHOKAp/a, KJIalmaHoB cepa
WIN BPOXKJEHHbIE OPOKH cepaua, cBazanHble ¢ JKA u BCC [40]. Kpome Toro, y 60bIIMHCTBA
MAIMEHTOB OHA TIO3BOJISIET OIEHUTh CUCTONMYecKyro pyHkuuo JIK 1 pernoHanbHOE IBIKEHUE
CEepACUYHOMN CTEHKHU.
eBrmonnenne DKI' (pacmindpoBka, onrcaHne U HHTEPIPETALUS dIEKTPOKApAUOTpadhuIecKix
JaHHBIX) B 12-TH OTBEACHUAX PEKOMEHJOBAHO BCEM TMAaIlMEHTaM TMPH MPOXOXKICHUU
oOcrenoBaHus Ha MPEAMET BBISBICHUS KETYI0UKOBBIX aputMuii (JKA) [26].

EOK IA (YYP A, VI 1).
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e[Ipo6a ¢ no3upoBaHHON (U3NUECKON HArpy3KOH PEeKOMEH/IOBaHA MALMEHTaM, €CIIM U3BECTHO
VI TIPEJIIOJIATaeTCsl, YTO KEITYI0YKOBBIC APUTMHH MPOBOIMPYIOTCS PU3NICCKON HATPY3KOH, IJIs
YCTaHOBKM JMAarHo3a, ONpPEJIeIeHNs IPOrHO3a OLIEHKU PE3yIbTaTOB MEJUKAMEHTO3HON Tepanuu
uiay abnanuu. [26, 27, 44].

EOK IA (YYPC, YA 5).
eDxokapauorpadus ans ouenku Qyakmuu JOK u DK u BeIsIBIEHHST CTPYKTYpHOW HaTOJIOTUU
cep/illa PEeKOMEHJIOBaHAa BCEM MAallMEeHTaM C MpearnojaraeMbiMu Wi jgokazanHbiMu JKTA unum
MMEIOIIUM BBICOKUHN pHcK pa3BuTus Tsokenbix KA wu BCC [27, 41, 43].

EOK IA (YYPC, YA 5).
Kommenmapuit. Dxoxapouoepaghuro credyem ulnoansams cem nayuenmam npu Haiuduu KA u
nO003peHUU HA CIMPYKMYPHYIO NAMOLO2UI0 cepoyd, a makdice y NayueHmos ¢ 6blCOKUM PUCKOM
pazeumusi KA umwm BCC, nanpumep, npu OulamayuoHHoU, unepmpohuueckon uiu
npago#Ceny0ouKo8oU KApOUOMUONAMUY, d MAKHCe Y NAYUEHMO8, NepedCUsUUx ocmpblii
ungapkm muokapoa, uiu y poocmeeHHUK08 NayueHmos ¢ Hac1e0CmeeHHbIMU 3a001e8aAHUAMU C
svicokum puckom BCC.
eHarpyzounsrit CTpecc-TeCT (anmextpokapauorpadus/sxokapauorpadus/mepdy3nonHas
oMHO(OTOHHAST SMHCCHOHHAsE KOMIIbIOTEpHas Tomorpadus ¢ (QU3MUEecKOl Harpy3Koil)
peKoMeHI0BaH narueHTam ¢ JKA, IMEIOIIMM CPEIHIO0 WK BBICOKYIO BeposTHOCTh MBC, ucxons
U3 BO3pacTa WIM CHUMIOTOMOB, C ILENbI0 MPOBOKAIIMM HIIEMUYECKUX HW3MEHEHUH WU
KEITYIOYKOBBIX apUTMHUIA, a TakKe JJIs YTOUHEHUs AMarHo3a u mporHosa npu Hamuuuu JKTA,
WHIYIUPOBAHHBIX (DPU3MUECKON HArpy3KOM, MM MOJO3PEHUH Ha JAHHYIO MAaTOJOTHIO, BKIIOYAs
KarexonamuHepruueckyto nmoaumopduyro KT [41, 43, 44, 45].

EOKIB (YYP C, Y1 5).
Kommenmapuii. Hexomopvim nayuenmam nokasana sxoxapouocpagus ¢ 1ekapCmeeHHou uiu
Quszuueckoti Hazpyskou («cmpec-2X0»), 6 mom uucie nayuenmam, y Komopwix KA mooscem
ObLIMb CNPOBOYUPOBAHA ULUEMUeT, a MAKCe MeM, KMo He nepeHocum QusuiecKue Hazpy3Ku uiu
umeem usmenenusi IKI' 6 nokoe, umo ocpanuuusaem mounocms IKI' 0nsa onpedenenus uwemuu.
eBrimonmnenne MPT wmm KT cepama y DanMeHTOB € KEIYJOYKOBBIMU APUTMUSAMHU
PEKOMEHIOBAHO B CIIydasix, KOT/a 3Xokapauorpadus He AaeT TOYHOU uHGopManuu o GyHKIUU
JDK u IDK w/nnm o cTpyKTypHBIX U3MEHEHUX cepaua. [26, 27].

EOK IA (YYP C, Y1 5).
o[lpu penkux cumnromax (K TpUMEPY, CHHKOTAIBHBIE COCTOSIHHUS) W HEBO3MOKHOCTH
peructpauuu OKI' Bo Bpemsi 3mu307a XOJITEPOBCKMM MOHUTOPUPOBAHUEM PEKOMEHIOBAHO

HCIIOJIb30BAHNUEC HAPYXHOI'0 WJIW HMIUIAHTUPYCMOI'O KapAMOMOHHUTOpa I JOJIT OBpeMeHHOﬁ
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perucTpanuy NEKTPUUECKOW aKTUBHOCTH IPOBOJAIIEH CHCTEMBI CEpla C LIEJIbIO BBISBICHUS
BO3MOJKHBIX TPAH3UTOPHBIX aPUTMUI, CHOCOOHBIX BBI3BIBATH TAKHE CUMOTOMBI [36, 37].

EOK IA (YYP B, Y1 3).
Kommenmapuii. Kapouomonumopel umnianmupyemole, Komopuvle HOCMOAHHO MOHUMOPUPYIOM
CepPOeyHbIlL PUMM U Pe2UCPUPYIOM COObIMUS 3a NEPUOO BPEMEHU, USMEPAEMbLL 200aMU, MO2YM
oCYWecmenams 3anucb asmoMAamuyecKku 6 COOMBEemcmeuy ¢ 3apanee YCMAaHOBNeHHbIMU
Kpumepuamu. Takue ycmpoicmea 0aom yeHHyo uH@opmayuio 0is OUACHOCMUKU CEPbe3HbIX
maxuapummuii. U opaouapummuil y NayueHmos ¢ yepodtcarowumMu CUMNMoOMamu (Hanpumep,
CUHKONAIbHbLE COCMOSIHUS).
eCurnan-ycpeanennas OKI' pekomennoBana ans ynyumeHus avarHoctuku AKMIT TDK y
MalUEeHTOB C JMArHOCTUPOBAHHBIMH JKEIYIOYKOBBIMU HAPYIICHUSIMH PUTMA WM UMEIOIIHNX
BBICOKHI PUCK Pa3BUTHUS )KU3HEYTPOKAIOIINX JKETyA0UKOBbIX apuTMuii [38, 39].

EOK IB (YYP B, Y/ 2).
Kommenmapuii. C nomowwio cuenan-ycpeonennou IKIT (CY-OKI) yoaemcsa yayuwume
coomHuouleHue cueHan-uym onsa nosepxnocmuoti IKI" maxum obpazom, umo cmanosamcs 8UOHbL
HU3KOAMAJIUMYOHblEe CUSHATbI (MUKPOBOTbmMadic) 6 kouye xomniaexca QRS, xomopwvie makoice
Hazvleaom «no30HuUMU nomeHyuaramuy. I[lo3onue nomenyuansvl yKaswvlearom Ha o6aACMU
UBMEHEHHO020 MUOKAPOA C 3aMeONIeHHbIM NPOBeOeHUueM — 803MOdicHbll cyocmpam onsi JKTA no
mexanuzmy puenmpu. Hcnonvzosanue CY-OKI' nonesmo ¢ yemvio ougpgepenyuanvrou
OUaesHOCMUKYU CMpPYKmypHoix namoocuti cepoya, makux kax AKIDK, y nayuenmog ¢ KA.
eMPT cepnua mnu KT crneagyer paccmaTpuBarh B KadyecTBE JMArHOCTHMYECKOTO METOAA Y
nanueHToB ¢ JKA, eciau 3xokapauorpadus He 1o3BojseT TouHO oneHuTh Gynkumio JOK u TDK
W/WIK CTPYKTYPHBIC H3MEHEHHUs [26, 27].

EOK IIA B (YYP C, Y/ 5).
Kommenmapuii. Tounoe onpeodenenue @PBJIDK  603moocno  maxoce ¢ NOMOWbIO
geHmMpuKynozpaguu cepoya uiu KOMNbIOMEPHO-MOMOSPAPUUECKOl 8eHmpuKyloepapuu, 4mo
0COOEHHO YeHHO OJisi NAYUEeHMO8, ) KOMOPbIX 3MOm NOoKa3amenb He y0daemcs Onpeoeiums 60

spems axoxapouocpaguu.

HNuBa3uBHBbIE METOAbI JUATHOCTHKH

.KOpOHapHyIO AHTHuor pa(bmo PCKOMCHAYCTCA pPaCCMOTPCTL I MOATBCPKACHUA  WUJIN

HUCKIIIOYCHUA HaJIU4usgd TCMOAWHAMHWYCCKHU 3HAYUMbIX CTCHO30B KOPOHAPHBIX apTCpI/Iﬁ y
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MALUEHTOB ¢ ku3Heyrpoxaromumu KA nnu nepexxupmnx BCC, koTopble UMEIOT CPEAHION WK
BBICOKYIO BeposiTHOCTh BC, yunThiBasi BO3pact u cuMnTomsl [26, 27, 43, 45, 46].

EOKIIA C (YYPC, YIAS).
ePEHTTeHOKOHTpACTHAsT BEHTPHKYJIOTpadus W/WiaM OHMOIICHS MHOKapla IPaBOrO JKEIyJZodKa
pexomenayercs i quarnoctuku AKIDK n muokapanTa B ciydae, €ciiv JUarHo3 He MOKET ObITh
IIOCTABJIEH WJIM UCKJIIOUYEH HAa OCHOBAHUHU PE3yJbTAaTOB JAPYIMX HEHHBA3UBHBIX MCCIEAOBAHUN U
coxpansitorcs noao3penus Ha Hannune AKIDK nmm muokapaura [27, 46].

EOK IIA C (YYP C, VI 5).

BuyTpucepaeunoe 31eKTpo(GH3n0J0ruieckoe uccjieoBaHue

Buyrpucepaeunoe  anekrpodusmosniormueckoe  ucciaepaopanue (OOU) ¢ [ICK
ucroab3yercst aist oneHkn uHAyknuu KT, KapTupoBaHMs MOTEHIHMAIBHOW 00jacTH abiaiuu,
OLIEHKH PUCKOB MOBTOPHBIX 31n3040B KT nnu BCC, a Takke Uil BBISIBICHUS TPUYUH TTOTEPH
CO3HAHHUS, BO3MOHO CBS3aHHBIX C HApYIICHUSIMH PUTMA, W JJIs ONPEICIICHHUs MOKa3aHUW K
MPUMEHEHHUIO UMILTAHTUPYEMOTO KapanoBepTepa-aedudpusuisitopa (MKJ***).
e[larueHTamM, MMEIOMIMM XapaKTEpPHbIE KIUMHUYECKUE MpOsABIeHUA, HO He uMmeromuM OKI,
3aperucTpUPOBAHHBIX BO BpeMs MPUCTYIOB, a TAKXKE B CIIydasiX, KOTJla TUarHo3 He MOKET OBbITh
OJHO3HAYHO MocTaBjeH Ha ocHoBaHuM ODKI', 3apeructpupoBaHHON BO BpeMs MapoKCU3Ma, IS
nHaykiuy KT u Bepudukanuu 1uardo3a peKOMEHIyeTcsl IpOoBeIeHHe BHyTpucepaedaHoro DDU.
[26, 27].

EOKIB (YYPC, YAAS).
eBuyrpucepneunoe DPU pekomenayercs mpH kano0ax Ha OOMOPOKM U MpPU MOJO3PEHHUU Ha
OpaAMapuUTMHUIO WJIM TaxXUapUTMHIO, C YYETOM CHUMITOMAaTUKUA (HAmpuUMep, Y4dalleHHOE
cepaiieOruenne) Wik pe3yabTaToB HEMHBA3WBHOTO OOCIIeI0BaHMS, OCOOCHHO NIl MAIlIEHTOB CO
CTPYKTYPHOI natoJjiorueu cepaua. [47, 48].

EOKIB (YYPC, YA 4).

Kommenmapuii. Obmopoxu sensaomcs HeOIA2ONPUSMHBIM  NPUSHAKOM ) NAYUEHMO8 CO
CMPYKMYPHOU namoio2uel cepoyd, 0cobeHHo npu evipadcennou oucpyukyuu JDK. Hanuuue y
nayuenma Hecmotikou KT no OaumHbIM XONMEPOBCKO20 MOHUMOPUPOBAHUS, O0OMOPOKO8 U
CMPYKMYPHOU NAMONI02UL cepoya ¢ 60IbUuLol 00Jell 8epOAMHOCIU YKA3bl8Aem HA NPUCYMCMEUe
unoyyupyemoti XKT.

IIpu couemanuu CUHKONAIbHBIX COCMOAHULL, 3A00]1e6aHUA CepOYA U CHUINCEHHOU (hpakyuu
8blOpOCa ommeuaemcs. 8blCOKAA 4ACMOmMA NOBMOPHLIX SNU30008 APUMMUU U CMEPMENbHBIX

cnyuaes, Oaxce kozoa OPHU oaem ompuyamenvhvie pezyibmamsl. IPU yenecoobpaszmo
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8bLINOAHAMY Y nayuenmos ¢ oucpyukyuei JDK nocne nepenecennozo ungapkma muoxapoa
(ppaxyus evibpoca <40%), HO OanHOe ucciedosanue He AGIAEMCcsl YE8CMEUMENbHbIM MEemMo0oM
0/1 nayueHmos ¢ Heuwlemuueckou kapouomuonamueti. Ilpu smom unoykyus noaumopguou KT
unu DK, ocobenno npu acpeccusHol CMUMYIAYUU, He Aeiaemcs cneyuguynvim mapkepom. Ilpu
UBC yennocms Oouacnocmuyeckou un@opmayuu, noayiennou npu IPU moocem docmuecams
50%.
eBuyrpucepneunoe DDPU pexomennoBaHo mis crpatudukanmuu pucka BCC y manmeHToB ¢
cunapomoM bpyrama, ¢ AKIDK, ogHako wHTepripeTaius pe3yJlbTaTOB HCCIEIOBAaHUS TPeOyeT
OCTOpOKHOCTH [26, 47, 48].

EOKI1B (YYP B, YA 3).
Kommenmapuir. Omcymcemeue unoykyuu KT unu @K 6 xode uccredosanus ykazvieaem Ha
OnaconpusmHulll. NPOCHO3, 0OHAKO NpocHocmuyeckas 3Hayumocmsv unoykyuu KT uiu DX 6
Hacmosuee 8peMs He onpeoesiend.
eBuyrpucepneunoe DPU He pexomenayetcs ans crpatudukanuu pucka BCC y nanueHTos c
CYUQT (cunapomom ykopodyeHHoro wuHTepBaia QT) u mpu KaTrexoJaMHHEPTHYECKOM
nosumopduoi JKT [26, 47, 48].

EOK III (YYP C, YA 5).
Kommenmapuit. Ob6vem yenHot OuacHoCmu4eckol unghopmayuu, noayuyerHot ¢ nomowvro IDPHU,
CYUIeCmBeHHO BAPbUPYEMCS 8 3A8UCUMOCIU OM MUNA U MANCECMU OCHOBHO20 3a00/1e8aHUs
cepoya, Hanuyus unu omcymcmeus cnowmannou KT, npunumaemvix jnexapcmeeHHbvIX
npenapamos, NpomoKona Cmumyasyuu u obracmu cmumynayuu. Haubonvwas uwacmoma
UHOVKYUU U BOCHPOU3BOOUMOCHIL Memood OmMmeyeHa y NAYUeHmo8, NepeHecuiux UuHgapkm
Mmuokapoa. [{uaenocmuueckas uH@GOpMamueHoOCHb OMIUYAEMCS 8 PA3HBIX 2PYNNAX NAYUEHMO8 U
00bIYHO 0080JILHO MALA NPU OMCYMCMBUU CIMPYKMYPHOU NAMOLO2UU Cepoya U UBMEHeHUll Ha
OKI' [48] u wacmo oaem noscHoompuyamenvhsie pezyiomamsi [49]. ¥V nayuenmos ¢ nopmanvhoii
Qyuxyuen JDK u 6e3 cmpykmypuoiu namonocuu cepoya IDPU mooicem cnposoyuposams

HecneyuguyecKyro maxuapummuio.

IIpoBokannonHbIe NPOOLI B 1narnoctuke 7KTA

Axmusnas opmocmamuueckas npoba. OueHka nuHamMuku wuHTepBana QT mnpum
peructpanuu OKI' B Xoze oprocratudeckoil mpoOsl 00s1agaeT IMarHoCTUYECKON 3HAYMMOCTBIO,
MO3BOJISIS B psijie ciy4yaeB BbIsIBUTH Juil, 0oibHbIX CYUQT. ITocne mepexona B BepTUKAIbHOE
MIOJIOKEHHE OTMEYAeTCs YMEPEHHOE YBEIMYEHUE YacTOThl CHHYCOBOTO PHUTMA, IPHU 3TOM Yy

3JIOPOBBIX MAallMEHTOB JuIMTeNbHOCTh MHTepBata QT ymenbmaercs, a y OompHbIx CYUQT
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(oco0GeHHO 2-T0 THNA) MPOJIOJDKUTENBHOCTh HHTEpBaia QT yMeHbIIaeTcss MeHee CYIIEeCTBEHHO,
HE M3MEHSETCS WIM YBEIUYHMBaeTCs. Y UIMHeHue koppurupoBanHoro mutepBaia QT (QTc) B
oproctaze 6oisee 499—-500 Mc SBNISETCS OJTHUM M3 TUArHOCTUYECKHUX KpuTepues [572, 573].

Ilpoba ¢ 003uposanHoll Pu3ULECKOU HACPY3KOU HA BelodpeoMempe Ulu mpeomuie.
Haubonee mHpopmaTuBHA oueHKa uuTenbHOCTH MHTEpBada QT B mepmon BOCCTaHOBJICHHS.
JinrensHocTh uHTEpBana QTc > 445 Mc B KOHIle IEpHOAa BOCCTAHOBIIEHUS (CIIyCcTs 4 MUHYTBI
MoCJIe OKOHYaHUs Harpy3ku) xapakrepHa st 60apHbIX CYUQT 1-ro u 2-ro tunos. Ilpu stom
mntenbHocTh nHTepBaa QTc <460 Mc B Havasie epro/ia BOCCTAaHOBIIEHUS [TO3BOJISIET OTIHYNUTh
6osbHBIX CYUQT 2-ro tumna ot 6onbabix CYUQT 1-ro Tuma. Taxxke BennunHa naTepBaia QTc
> 480 Mc Ha 4-iI MMHYT€ BOCCTAHOBJIEHMSI IOCJIE CTPECC-TECTAa MOXKET CUUTAThCSl OJHUM U3
KputTepueB AuarHoctuku BpoxaeHHoro CYUQT (kputepuid, Mo 3HaYMMOCTH COTIOCTAaBUMBII C
HaMuueM anbrepHanuu 3yoma T) [574].

Dapmakonocuieckue NPoBOKAYUOHHbLE NPOObL:

Ilpoba c snuneppunom. Tlo3Bossier BeisiIBUTH 00JbHBIX CYWQT1, mockonbpKy mpu 3ToMH
dbopme 3abosieBaHMs TPU TPOBEICHUM HH(PY3MHM SMHUHEPPUHA OTMEYACTCS MapagoKCcaaIbHOE
yBenuueHue urensHoctu uHTepBana QT. Ilpoba pacreHuBaeTcss Kak MOJIOKUTEIbHAs MPHU
yBeIU4YeHUH AnuTenbHocTH nHTepBasia QT > 30 mc Ha pone nndy3un snuaedpuna B 1o3e 10 0,1
MKI/Kr B MuH. Crelyer OTMETUTb, 4TO NpaBHIIbHOE u3MepeHue pmurenbHoctd QT Ha done
nH(y3uK dnuHedpUHA YaCTO 3aTPYAHEHO U3MEHEHUsIMU Mopdosiorun 3y01ioB T, ocoOeHHO ecin
P 3TOM PETHCTPUPYIOTCS BbICOKOAMIUIUTYAHbIe BoiHbI U. ComyrcTByromwuii npuem Oera-
aZpeHo0I0KATOPOB CHUKAET JUArHOCTUYECKYIO 3HAUMMOCTh MpoObl. Cpeau HexenaTeabHbIX
peaknuii, BO3HUKaWIKX Ha (oHe wuHPY3MH snuHehpUHA , HEOOXOJUMO YIOMSHYTh
apTepHalIbHYIO TUIIEPTEH3UIO U MHAYKIIMIO OMACHBIX Ui dKU3HU HApYIIEHUH pUTMA.

Ilpoba ¢ #mpugocaoenunom. Jlna OGompabix CYHNQT xapakTepHO YyBEITWUYCHHUE
npoaomkurenbHocTd uHTEpBAIoB QT > 410 Mc u QTc > 490 Mc, peructpupyemoe BO Bpems
MUHUMAJbHONW YacTOTHl CEPICYHBIX COKpAIEHUH MpU HHIYIUPOBAHHOWU #TpHudocaaecHUHOM
Opaaukapauu. B Hactosiiee Bpemsl AMAarHOCTUYECKas 3HAUMMOCTh JaHHOM MpoObl M3y4yeHa Ha
OTPaHMYEHHOM KOJIMYECTBE MAIMEHTOB C reHeTwdecku noArBepxaeHHbIM CYUQT, mostomy
MHTEpHpeTalys IOJy4eHHbIX B XOJIe HCCIEIOBaHUS pE3ylIbTaTOB TpPeOyeT OCTOPOXKHOCTH.
CYUQT cneayer nuddepeHpoBath OT APYTHX BO3MOXKHBIX TPUYUH CHHKOIAIBHBIX
COCTOSIHUH, YUUTBIBasi OTHOCUTENIHO MOJIO/ION BO3pacT OOJIbHBIX, MPEXJIE BCETro, OT AMUIIETICUU
M Baz0-BarajbHBIX OOMOPOKOB, a TaKKe OT APYIUX BPOXKIEHHBIX KEITYAOYKOBBIX HAPYIICHUIN

puT™Ma cepaua.
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2.5. Hnote ouaznocmuueckue uccie006anus

Metoasbl moJiekyJasapHo-reHeTudeckoi u JIHK-quarnoctuku

e[IpoBesieHNE KOMIUIEKCHOTO T'€HETUYECKOTO aHajln3a Ha BBISIBICHHWE BO3MOXKHBIX MYTAallUH B
rerax KCNQ1, KCNH2 u SCN5A (CYHUQT 1, 2 u 3-ro TumnoB — HauboJiee pacripocTpaHEHHbIE
(dopmBbI 3200JI€BaHNsI) PEKOMEHIOBAHO BCEM ITALMCHTAM, UMEIOWUM KIUHUYECKUe NPOSAGIeHUs
CYHQT, oTsaroméHHblil ceMeliHblil aHaMHe3 U yuinHeHue natepsaia QTc, 3apeructpupoBanHoe
Ha OKI' B mokoe uiu npu NpoBeIEHUH TPOBOKAIIMOHHBIX AUAarHOCTUYECKUX P00, a TaKXkKe BCEM
nanueHTaM, He wuMeromuM xapaktepHelx a1 CYUQT xiMHHYECKMX CHMITOMOB, NpU
peructpanuu Ha DKI" ynnunenus uarepana QTc > 500 Mc ipu OTCYTCTBUM JIPYTHX BO3MOKHBIX
npuurH yuinHenus uarepsana QT [50, 51, 52].

EOKIA (YYPC, YA 5).
Kommenmapuii. Memoowv: monexynapHno-eeHemuueckol OuazHoCmuKy umerom 00abuioe 3HaueHue
6 ouaenocmuxe CYUQT u onpedenenuu npocrnoza nayuenmos. Ilpu nposedenuu KoOMNIEKCHbIX
2CHEeMUYEeCKUX AHANU308 Mymayuu yoaémcs oonapyxcums npubausumenvio y 75% nayuenmos,
NnOSMOMY OMPUYAMENbHBIL De3yIbmam 2eHemuyecKo20 aHalu3a He no360.iem NOJHOCHIbIO
uckmoyums ouaenoz CYUQT.
e[IpoBesieHuE KOMIUIEKCHOTO T€HETUYECKOTO aHalli3a Ha BBISBICHHE BO3MOXKHBIX MYTallUl B
rerax KCNQ1, KCNH2 u SCN5A pekoMeHI0BaHO TAIMEHTaM, He UMEIUUM XAPAKMEPHbIX
CYUQT-cumnromoB, nipu peructpaunu Ha OKI' ynnunenus untepBana QTc > 480 mc mpu
OTCYTCTBUH PYTHX BO3MOXKHBIX IpUUMH yaiuHenus uatepsaia QT [50, 51, 52].

EOKIA (YYPC, YA 5).
B cinyuae oOHapyxkenus y manueHta ¢ CYWQT renernueckodt MyTranuy Npu MPOBEACHHH
CKPUHHMHIA, HAIPABJICHHOTO HAa BBISBICHUE ATOM MYTAallMM, PEKOMEHIOBAHO BCEM OIU3KUM
POJICTBEHHUKAM, Jak€ TMpPU OTCYTCTBUM Y HHUX XapaKTepHBIX [Uid OSTOTO 3a00JieBaHUs
KJIIMHUYECKUX MposiBiieHnH 1 nu3MeHeHui DKI' 115 oeHKH MHAMBUYalbHOTO MporHo3a [51].

EOK IIa B (YYP C, YA 5).
Kommenmapuii. Memoovl monekynapHo-eeHemuyeckol OUazHOCMuUKU makxdice peKomMeHO008aHbl
0111 ouasnocmuku cunopoma bpyeaoa, oonaxo cenemuyeckue mymayuu y nayuenma yoaémcs
obHapyscums uws npubnuzumenvto 8 30% cnyuaes (2eH 0CHOBHOU CYOBLEOUHUYbI HAMPUECBLIX
kananos SCN5A), nosmomy ompuyamenvHulil pe3yibmam 2eHemuiecko20 anaiu3a He no360saem
NOJIHOCMBIO UCKTIOYUMb 0UuazsHo3 cunopoma bpyeada. B ciayuae obnapyscenus y nayuenma c
cunopomom bpyeaoa ecenemuueckou mymayuu npogedeHue CKpuHmuHed, HANPAGIEHHO20 Ha
gvlAGleHUe DMOU Mymayuu, peKOMeHOO08AHO 6CeM ONUSKUM POOCMEEHHUKAM, oddce npu

OMCYMCMEUU y HUX XapaKmepHvix 015 3mozo 3abonesanus usmerenuti IKI'.
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e[IpoBenieHUE MOJIEKYJISIPHO-TEHETUYECKUX HcceaoBaHuil aunaM, uMmeromum DK -u3menenus
2-ro u 3-ro TUMOB cUHApoMa bpyraga, mpu OTCYyTCTBHHM Yy HUX KIMHUYECKHX MPOSIBICHUN U
otsroménnoro nmo BCC ceMeiliHOro anamMHe3a B HacToOsIEe BpeMs HE pekoMeHjioBaHo [50, 51,
52].

EOKIII C (YYP C, YA 5).
e[IpoBeneHnEe MOJICKYISAPHO-TEHETHUYECKOTO UCCIIEIOBAaHUS Ha OOHApY)KEHHE MYTallMil B T€Hax
RyR2 u CASQZ2 pexoMeH1I0BaHO BCEM MALMEHTaM C KaTeXoJIaMUHepriHueckoil mosmmophHon KT
W TareHTaM, KIMHAYECKHE NPOSBICHUS KOTOPHIX C OOJBIION BEPOSTHOCTHIO MOTYT OBITH
00yCJIOBJICHBI 3TUM 3a00JIeBaHHEM, OCOOCHHO TPH OTATOIMIEHHOM CEMEWHOM aHaMHe3e s
ctpatudukanuu pucka [50, 51, 52].

EOKIC (YYPC, YA 5).
eB cinyyae oOHapyKeHHUs Yy TMalWeHTa NaTOTHOMOHUYHOW TEHETHYECKOW MYyTalud TpH
MOJIEKYJIIPHO-TEHETHIECKOM HCCIICIOBAHUN, HATIPABJICHHOM Ha BBISBICHUE 3TOW MYTAIlMH, BCEM
OJIM3KUM POJICTBEHHUKAM IMAIIMEHTa PEKOMEHIOBAHO MPOBEACHUE MOJEKYISIPHO-TEHETHYECKOTO
CKPUHHHTIA, 1a)Ke MPU OTCYTCTBUU Y HUX KIMHUYECKUX MpOsiBIeHUi 3a0oneBanus [50, 51, 52].

EOKIC (YYPC, YA 5).
e[laruenram ¢ cuHApOMOM KOpOoTKOro uHTepBaia QT pexkoMeHAOBaHO MPOBEACHUE
KOMILJIEKCHOTO MOJIEKYJIIPHO-T€HETUUECKOTO CKPUHUHTA (BBISBICHHE HanboJIee YaCThIX MyTalluil
B reHax KCNH2, KCNQ1 u KCNJ2) nns BeIsiBiIeHHS IEpCOHATBHBIX pUcKOB [50, 51, 52].

EOKIC (YYPC, YA 5).
Kommenmapuii. Cnedyem yuumviéams HU3KYIO 4Y8CMBUMENbHOCNbL MEMO008 8 OUACHOCHUKE
3a601e8aHUA.
oB ciydae oOHapy)XeHUs y MaeHTa MaTOTHOMOHMYHON TeHeTUYeCKO MyTaruu B reHax DSC2,
DSG2, DSP, JUP, PKP2 u TMEM43 npoBeieHue CKpMHHUHTA, HAMPABJICHHOTO Ha BBISBJICHUE
3TOM MyTalllH, PEKOMEHJIOBAaHO BCEM OJIM3KUM POJICTBEHHUKAM, JakKe MPU OTCYTCTBUHU Y HUX
KIIMHAYECKUX MposiBiieHnH 3aboneBanus [50, 51, 52].

EOKIC (YYPC, YA 5).
e[IpoBeieHnEe KOMIUIEKCHOTO WJIH 1I€JIEBOTO T'€HETHUECKOTO CKPUHUHTA Ha BBISBICHHE Hanboee
yacTeix Myrauuid B reHax DSC2, DSG2, DSP, JUP, PKP2 u TMEM43 pexomMeHIOBaHO BCEM
nauuentam npu noao3pennn Ha AKIDK [50, 51, 52].

EOK IIa C (YYP C, YA 5).
e[IpoBeieHnEe KOMIUIEKCHOTO WM 1I€JIEBOTO T€HETUUECKOTO CKPUHUHTA Ha BBISIBICHHE Hanboee

yacTeix Mytauuii B renax DSC2, DSG2, DSP, JUP, PKP2 u TMEM43 He pekoMeHA0BaHO MpHU
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Huskoi BepostHocTH AKIDK (Hanuuue TONBKO OJHOTO Majoro AUArHOCTUYECKOTO KPUTEPHSI)
[50, 51, 52].
EOKIII C (YYPC, YA )5).

ITIaTosoroanaroMmuyeckoe Mccjaeg0BaHue U MOHeRyJIﬂpHO-FeHeTH'{eCKHﬁ aHaAJIn3 'y

KEPTB BHe3aINHoi cepueqﬂoifl CMEPTH

e AyTOTICHsl pEeKOMEHI0OBaHa JIJIsl yCTAHOBJICHUS IPHYMH BHE3AITHON CMEPTH U BBISICHEHUS (DaKTOB,
spisieTcst 11 BCC cnecTBueM HapyIeHHH pUTMa WK APYTUX MEXaHU3MOB (K IpUMepY, pa3phiB
aHeBpHU3MBI a0pTHI) [51, 52, 53].

EOK IC (YYP C, YA 5).
eHe3aBUCHMO OT CpPOKOB TIPOBEIEHHS AayTONCHM HapsAy C MAaTOJOrOoaHaTOMHYECKHM
WCCIIE/IOBAHUEM PEKOMEHJIOBAHO BBINIOJHEHHE MAaTOJOT0-aHATOMUYECKOTO  HWCCIIETOBAHUS
OuorncuitHOro (omepalroHHOr0) MaTepHaia cep/la, BKIIIoYas MCCIe0BaHNE MEUYEHbIX OJIOKOB
MOTIEPEYHBIX ~ CPE30B  MHOKapna OOOMX  JKETyJZOYKOB,  OONaNalomMX  JOCTaTOYHOU
penpe3eHTaTuBHOCTHIO [51, 52, 53].

EOK IC (YYP C, YIA 5).
e[locmepTHOE HccnenoBaHME OOPa3LOB KPOBU U JPYrUX OMOJIOTMYECKUX JKUIKOCTEH i
IIPOBEAEHUS TOKCUKOJIOIMUECKOH M MOJIEKYJIIPHO-T€HETUYECKOH IKCIIEPTH3bl PEKOMEHIOBAHO BO
Bcex ciydasx HeoOwscanmoit BCC [51, 52, 53].

EOKIC (YYP C, YA 5).
e[locMepTHBIA MOJEKYJISAPHO-TEHETHUECKUI aHalu3 /s BO3MOYKHOW HAEHTH(MKALUU T'eHOB,
NOTEHIMAJIBHO ACCOLMUPOBAHHBIX C PAa3BUTUEM BPOXKJIEHHON NATOJIOTUU CEepAla, CIEIyeT
paccmaTtpuBath y Bcex xepTB BCC, i1 KOTOPBIX BEpOSITHO HAJIM4YUE KaHAJIONATUH WIH
Kapauomuonatui [52, 53, 54].

EOK I1aC (YVYP C, V] 5).

3. JleueHue, BKJIIOYAA MeIUKAMEHTO3HYI0 U HeMeIMKAMEHTO3HYIO Tepalnuu,
AMETOTEPATINIO, 00e300/1MBaHueE, MeIUIIUHCKHEe MOKA3AHUA "
NMPOTOBONOKA3aHUA K MPUMEHEHUI0 METO/I0B JIeUeHMsl

3.1. Jleuenue ocnoeno2o 3abdoneeanus cepoua u nepeuyHaAs NPoPuIaKmuKa

6HE3ANHOU cMepmu

BaxHeWmuM yClIOBHEM YCHELIHOTO JIEYEHHs JKEeNyJOuKOBBIX aputmuil (OKA) wu

npenoTBpamieHuss BHe3anmHol cepaeuHoil cmeptu (BCC) sBnsercs 3¢ddexkTuBHOE JsedeHue

26



OCHOBHOTO 3a00JIeBaHUs Cepiia W COMyTCTBYHOIMX 3aboneBanuii. UBC sSBIsSETCS OCHOBHOM
natoJyiorueit cepana, spisomeiics npuauHoit JKXTA u BCC. Jleuenne ocHOBHOTO 3a00JI€BaHUSA,
apismomerocs npuunHoil Bo3HukHOBeHUss JXTA wu BCC, n0mKHO OCyHIECTBISITHCS B

COOTBeTCTBUU ¢ JeiicTByromumMu KP 1mo paccmaTpruBaeMbIM 3a001€BaHUSM/COCTOSTHUSM.

Jleuenue UBC
OcTpblilt KOPOHAPHBIH CHHIPOM M OCTPbIH HH(PAPKT MHOKapAa

Yacrora KA npu OKC Ha rocnutasbHOM 3Tane B MOCIEIHUE AECATUIICTHS] CHU3UIIACD,
TJIaBHBIM 00pa3oM 3a CUET paHHEH U aKTUBHOM peBacKyJIspU3allii U CBOEBPEMEHHON aIeKBaTHOM
(dapmakorepanuu. Tem He MeHee, y 6% mnamuentoB ¢ OKC B mepBbie 48 4acoB ¢ MOMEHTa
MOSIBJICHUSI CUMIITOMOB pPa3BUBAIOTCA JKeMyAoukoBble Taxukapauu (OKT) wim QuoOpminsuus
xenynoukoB (PXK), wame Bcero Ao wium Bo BpeMmsi penepdys3uu. Ycrpanenuto KA B aToi
CUTYyallUH CIOCOOCTBYIOT OBbICTpas W TIOJIHAs pPEBacKyJIspU3alus KOPOHApHBIX apTepHii,
He(dapMaKoJIOTUYECKUEe BMeIIaTeNnbCcTBa (KapauoBepcus, AeGuOpWUIsIIus, CTUMYIALUAS U
KaTeTepHas abnanus) u papMakoTepanus (aHTHAPUTMHUYECKUE U ApYyTrHe npenapartsl) [55, 56, 57,
58].

Ecnu na OKI' 10 wim cpazy nocie peaHuMalMOHHBIX MEPONPUATHI OTMEUYAETCS MOIbEM
cermeHTa ST, HeoOXoauMa OSKCTpEHHas aHruorpagus M peBacKyssipu3alus, Kak U BCEM
nanentam ¢ UM ¢ nmogpemoMm cermenta ST [59]. Opnako nmaxke mpu OTCYTCTBHM IMOJIbEMA
cerMmeHTa ST BHOJHE BO3MOXXHO OOCTPYKTMBHOE WM JaXke TPOMOOTHUYECKOE IOpa)KeHue
nH(papKT-aCCOLMUPOBAHHON KOPOHAPHOU apTepuu, 4To oT™Mevaercs B 25-85% ciydaes [59, 60].
Y4uThIBas BBICOKYIO PAacCIpPOCTPAHEHHOCTb OKKIIIO3MM KOPOHApHBIX apTepUil M BO3MOXKHBIE
cioxHocty nHTepnperanuu OKI' nociae octaHOBKU cepAla, ClIeLyeT pacCCMOTPETh BBIIIOJHEHHUE
KOpPOHApHOW aHruorpaduu BCeM IALMEHTaM, IEPEXUBIIUM OCTAaHOBKY Cep/la BHE CTEH
Je4eOHOTO YYPEeXJEHMs, cpa3y Iocie MOCTYIUIEHUS B NPUEMHBIH IOKOH WM OTIeJeHHE
MHTEHCUBHOW TEpaluy Ul UCKIOYEHHs HECEPICUHBIX IPUYMH OCTAaHOBKH cepAua [61].

B cniyuae OKC u noBTopHO# cTOliKON 1/unu remoanHaMuyecku 3HauuMoi KT miu OXK
ObICTpast M YCHELIHass pEeBacKyJspu3alus HMMeEeT KII0YeBOE 3HAYeHHe Ui NpOQHIAKTUKU
MOCIIENYIOIUX apUTMHI U J0JDKHA BBIIOJIHATHCS 0e3 mpomeienus [55, 56, 57].
oJ[ns1 Bcex MamUeHTOB ¢ OOJIIMH 3a TPYIAMHON PEKOMEHIYeTCs COKpAIlaTh BpPEMS MEeXIy
MOSIBJIEHMEM CUMIITOMOB U IIEPBBIM KOHTAKTOM C BPauyoM, a TAKXKE OT IIEPBOI'0 KOHTAKTa C BpauyoM
1o penepdys3uu [26, 27, 43, 45, 62, 63].

EOK I A (YYPA, YA/ 1).

27



Kommenmapuii. Pexomendyemcs obyuenue u Haonexicaujee oCHaujeHue opuead ckopol nomouu
o1 ouaenocmuxu OKC (npu neobxooumocmu ¢ ucnonvzosanuem 0oopyoosanus oas sanucu IKI°
u/unu menemempuu), a maxaice 0Jisl NPeOOMEPAWEHUs. OCMAHOBKU cepoYa ¢ NOMOUWBIO OCHOBHBIX
PeanuMayuoHHbIX meponpusmuil u depuopuinayuu [64].
o[Ipu pa3BUTHUN KIMHUYECKON CMEPTU PEKOMEHIYETCS BHITIOJIHITH OCHOBHBIC U JIOMIOJIHUTEIIbHbBIC
peaHMMAIIMOHHBIE MEpPOIPHUATHS B COOTBETCTBHUM C QITOPUTMamu, pa3pabOTaHHBIMU
Esponeiickum (ERC) n HanmonansabiM coBeToM o peanumaituu (HCP) [26, 27, 43, 45, 62, 65].

EOK I B (YYPB, YA 2).
eDKCTpeHHasi KopoHaporpadus, Tpu HEOOXOIUMOCTH C PEBACKYJISpPU3alMEH, PEeKOMEHIOBaHa
nanueHTaMm ¢ noBTOpHbIMU 3nu3oaaMu KT wnm @K, Korjga He ygaeTcs UCKIIOYUTh WIIEMUIO
MuoKapja [27, 62, 66].

EOK IC (YYP C, YIA 5).
o[Ipu M c nogbremom cermenta ST pekoMeHyeTcsl SKCTpeHHas penepdy3us sl yMEHbIICHUS
HIIEMUYECKOTO MMOBPEXKIACHUS U JIEKTPUUECKOU HECTAaOMIBHOCTH MHOKapa [68, 69, 70].

EOK I A (YYP A, Y1 2).
e[lanimenram ¢ UM 6e3 mogpema cermeHTa ST w3 rpynmbl BBICOKOTO PHCKA, B TOM YHCIE C
yrposxaromumu xu3Hu JKA, pekomeHayercs KopoHapHasi aHruorpadust U npu HeoOX0JUMOCTH
KOpOHapHasi aHrMOIUIACTHKA B T€UEHUE 2 4 MOCIIE MOCTYIUICHHUS JUIsl YMEHBUIEHUS UILIEMUYECKOTO
MOBPEXKACHUS M DJIEKTPUUECKON HECTaOMIBHOCTH MHOKap/a [S55, 56].

EOKIC (YYPC, YOI 5).
e/l ycTpaHeHUsT WIIEMHUH MHOKApJa, KOTOpas MOKET IPUCYTCTBOBATh y IMALMEHTOB C
noBTopHbiMH dnn3ogamMu KT wimm @K, pexomeHayeTcss SKCTpeHHas peBaCKYJSpU3ALMS
KOpOHApHBIX apTepuit [55, 56, 59, 60].

EOKIC (YYPC, Y 4).
e[locTymieHre B OT/A€JI€HUE UHTEHCUBHOW TEPANMHY PEKOMEHI0BAHO JJIs1 NAMEHTOB, BBIKUBIIHUX
MOCJIe OCTAaHOBKHU CepJilla BHE CTEH JICUEOHOTO YUPEXKJEHUS M HAXOJSIIIMXCS B KOMATO3HOM
cocTosiHuM, 0e3 aekTpokapanorpaduyeckux npuznakoB UM ¢ moaremom cermenta ST na OKI
nocie peanumanuu [27, 59, 60, 62].

EOK I1aB (YYP C, Y] 5).
oY TMAaIMEHTOB, BBDKHBIIUX IOCIE OCTAHOBKM CEpJlla BHE CTEH JIe4eOHOTO YUPEXKICHUS H
HaxoJAIIUXCS B KOMAaTO3HOM COCTOSIHUM, IPU OTCYTCTBHM JaHHBIX 32 HEKOPOHAPHbIE TPUUHHBI
PEKOMEHI0BAHO CPOYHOE BhITIONHEHHE (< 2 1) KOPOHAPHOU aHTHOTpad U, 0COOCHHO y MalMEHTOB
C HEeCTaOMJIBHOM reMoAuHaMuKo [59, 60, 71].

EOK IIaB (YYP B, Y]UI 2).
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Kommenmapuit. Ocmpas uwemusi a611emcsi NpU4UHOU 31eKmMpU4ecKol HecmabdulibHOCmu U
npogoyupyem eosnuxnosenue KA npu OKC [72]. [{na ymenvwenus seposmuocmu JKT/DIK npu
OKC pexomendyemcs Hasnawenue dema-aopenobrokamopos 6 pawHem nepuooe [73, 74]. B
HEKOMOpbIX CAYYaAx NoMo2dem KOMReHCAyus 2unomazHuemuu u eunokaiuemuu. Cmamumbvl
VMeHbwarom cmepmHocms  cpedu  nayuenmos ¢ HBC, enagnuim  obpazom  3a  cuem
npeoomepaujenus NO8MOPHbIX KOPOHAPHBIX COObIMUL, U AGIAIMCA 4ACMbIO CMAHOAPMHO20
Jlevenus maxux nayuenmos [56, 57]. Bosnuknogenue @ubpumiayuu sHceryooukos 8 pamHem
nepuooe (m. e. 6 meuenue 48 uacos) npu OKC conposodicoaemcs nAMuKpamuvim no8bluleHUeM

pucKa eocnumanbHou cmepmuocmu [75].

CrpaTudukanus pucka BHe3aNHOI cepAeyHoil cMepTH B oCTPbIii nepuoa (nepsbie 10
AHeil) uH(papKTa MHOKapaa

BonbmmHCTBO MCCeIOBaHU, B KOTOPBIX OIIEHUBAIH II€JIECO00OPa3HOCTh HEMHBA3UBHBIX
croco0oB cTpaTU(UKAIIMK PHUCKA, TMPOBOIUINCH HAa MAIlUEHTAX C BBIPAKEHHBIM CHIDKCHHEM
OBJIXK (<40%) nnu B cMemanHbIX rpynnax. Pezynbrarel i naurenToB ¢ ®BJIDK > 40% nubo
HEe coOo0IIaNCh, TM00 MOArPYIIbI TAKUX NAI[MEHTOB ObUIM HACTOJIHKO MaJlbl, YTO HE MO3BOJISIN
BBITIOJIHUTH JJOCTOBEPHBIM aHAIW3 U WHTEPIPETHPOBATh MOJyYyeHHbIE NaHHbIE. B HacTosmuit
MOMEHT HeT JIOCTaTOYHO CHeUU(DPUYHBIX W UYYBCTBUTEJIBHBIX HEHMHBA3UBHBIX METOJIOB
cTpatudUKaIMK PUCKa Y AIMEHTOB, nnepenecmux UM n umeronux Hopmansayro @BJIK. Ecth
OTpaHMYEHHBIC JlaHHbIC, TIOJyYEHHbIE B MOATpynmax OOJBIIMX HCCIEAOBAHUN, UTO
[IporpaMMUpyeMasi KeJly104KOBasi CTUMYJISLIUSA MOKET IPUMEHSThCS JUI CTpaTU(UKAIIIK PUCKa
nocie UM y mauuenTos co cpeaneit @BJDK nnn @BJDK > 40% [76, 77, 78]. 10T MeTOx ceituac
OIIEHUBAIOT B pamkax mpojoiikatomerocs uccienoanus PRESERVE-EF no crparudukanum
pucka y nanueHToB ¢ coxpanHoit ®BJIK.
eHeunBaszuBHbBIE METOIbI (HAIIPUMED, OLIEHKA anbTepHanuu 3youa T, TucyHKINN BereTaTUBHOM
cucteMmbl wiu curHan-ycpenneHHoit DKI') He pekoMeHIyroTcs Ais cTpaTH(HUKAIUU PUCKA B
pannuit nepuon nocie UM [79, 80].

EOK IIIB (YYP C, YA 4).
ePannsis (no Beinuckn) oreHka @BJDK pexkoMmeH0BaHa BCeM MaIlMEHTaM, MEPEHECIIUM OCTPHBIi
UM [27, 62, 66, 81, 572]

EOKIB (YYP A, YA 2).
o[Ipu cHmwkeHHON ¢pakuuu BbIOpoca JeBOro kenmygouka (MmeHee 35%) peKOMeHIyeTcs
MOBTOpHAs OleHKa yepe3 6—12 Hemens mocne MM c¢ nenpio ompeneneHUss HEOOXOTUMOCTH
UMIUTaHTalMU KapanoBeprepa-aedudbpumnsatopa (MKI***) nna nepeuunoit npodpunakruku BCC

[27, 62, 79, 80].
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EOK IC (YYP C, YA 5).

Kommenmapuii. B ocobvix ciyuasx, nanpumep, npu HENOIHOU  PeBACKYIAPUIAYUU,
npeowecmayrowem Hapyuwenuu @PBJDK u nossnenuu apummuu cnycms 48 uacoe om pazsumus
OKC, moocno paccmompemsv pannioio (< 40 ouer) yemanosxy UKI*** unu epemennoe (< 40
OHell) NnpumeHeHue HOCUMO20 Kapouosepmepa-oedhubpuniamopa. Ilpu smom  credyem
yuumoigamo mun KA (monomopguas, nonumopghnasn, nieomopuas KT unu DXK), a maxoice
onuny yukaa KT (Hecmoiikue Kopomkue Yukivl U HeCcmoukue OauHHble yuksl). Eciau
8BINOIHACMCS NPOCPAMMUPYEMAs CIMUMYAAYUSL, OONOJHUMENLHO OYEHUBAIOM UHOVKYUIO U MUn
unoyyupyemou apummuu (monomopuasn KT, nonumopgpuasn KT, ©XK) [58, 81, 8§2].
ePeBackynsipuzanys KOPOHApHBIX apTepuil pexoMenayercss Juisi cHuxkeHuss pucka BCC vy
nanueHToB ¢ @K u npenmecTByOUMME €1l MpU3HakaMu UIeMUH Muokapaa [27, 62, 83, 84].

EOK IB (YYP C, Y] 4).

AHeBpH3Ma J1eBOr0 keayaouka. Mimemudeckasi KapauoMuonaTusi. XpoHHYeCKas
cep/ieYHasi HeI0CTATOYHOCTh

Yacrora paszButus U TskecTh KA Bozpactaror no mepe yrspkenenuss CH, onnako
nporHoctuyeckoe 3HadeHue KA ISl OLIGHKM pHUCKAa BHE3alMHOM CMEPTH TOKa HESICHO.
OntuManbHass MeauKaMmMeHTo3Hass Tepanust uHruOutopamu AllD (wmm  anrmorensuHa I
AQHTArOHUCTAMH TIPU HETMEPEHOCUMOCTH HHTHOuTOpoB AlID), Gera-ampeHoOIOKaTOpaMHu WU
aHTaroHUCTAaMH alibJI0CTepOHAa peKkoMeHtoBaHa namuentam ¢ CH u cucronmyeckoit nucyHkiueit
neBoro xenyaouka (PBJIK < 35-40%) s camxenus obmeit cmeptaoctu U pucka BCC [85, 86,
87, 88].
e Xupypruueckas peKOHCTPYKIUs jeBoro xemyaouka (XPJIDK) pekomenmoBaHa MaldeHTaM C
XCH III/IV ¢ysknuonansHoro kimacca mo NYHA, Oonbmioit aneBpuszmoit JIK, Oosbmrmm
TpoMOOM, 3mH304aMu TpoMO0IMOO0JIMM B aHAMHE3€ U MPHU YCIOBHUH, YTO aHEBPHU3MA SIBIISETCS
npuyrHOu aputmuu [89, 90, 91].

EOK IIa (YYP A, YA 2).
Kommenmapuii. [[eno XPJDK — yoanenue py6yo6oti mxkanu npu nomMowu pe3ekyuu 3H0okapoa u
9HOOBEHMPUKYIAPHOU NAACMUKYU ¢ HOopManuzayuel @opmel u ob6véma JDK ona yayuwenus
OUACTONUYECKOU U KOHYESHMPUYECKOU CUCMOIUYECKOU (DYHKYUU, UCKII0YeHUe 30Hbl PUeHmpU,

ycmparnenue uuemuu Muomzpda, ucnpasjienue duﬂamauuu KOJlbYyd MUumpalbHOcO KilanaHa [89,

90].
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3.2. Jleuernue rceqy0ouKoevbix apummuil U npohuiaKmuxkd 6He3anHou cepoeyHoul

cmepmiu
MeankaMeHTO3HOE JIeYeHne

[Ipu ompenenenun JjiedeOHOro MOAXOJA y HALMEHTOB C KEIYyJA0YKOBBIMU apUTMUSMU
OCHOBBIBAIOTCA HAa HAJIMYMM WM OTCYCTBHUU CTPYKTYpPHOM mnarosnoruu cepauna. Ilepedens
OCHOBHBIX AHTHMAPUTMHUYECKHUX IIPENaparoB, MOKa3aHMUs K Ha3HAUEHUIO, JI03bl U NOOOYHBIE
s dexTsl mpuBenensl B [Ipunoxennn A3. X ucmosiap30BaHue BapbUPYETCS B 3aBHCUMOCTH OT

3amay — kynupoBanue npuctyna XT wim npodunakTuaeckoe Ha3HauYEHUE.

MenukaMeHTO3HAS AHTHAPUTMHYECKAS TePanus JKeJyA0YKOBOH IKTONMUYIECKOI
AKTHBHOCTH Y MALMEHTOB 0€3 CTPYKTYPHOM MATOJOTUM cepAla / TUCPHYHKIIUU JIEBOT0
HKeTYA0UKA
oV manueHToB 0e3 CTPYKTypHOH marosioruu cepiua / auc@yHKuuu jeBoro xenynouka (JDK)
MEIMKaMEHTO3HOE JICUCHHE JKEITYIOYKOBOM IKTOMMYECKON aKTUBHOCTH HE PEKOMEH/IOBAHO, TaK
KaK y ATHX MaIlM€HTOB HU3KWUU puCK BHe3amHou cepaeunor cmeptu (BCC) u He Tpedyetcs eé
npo¢urakruka [103, 106, 576, 577].

EOK IITIA (YYP A, YA 1).
Kommenmapuii. B omcymcmeue cmpyKmypHOU namoniocuu cepoya maxk HA3bleaemasl
«UOUONAMUYECKAS) HCETYOOUKO8As IKMONUYECKAs AKMUBHOCMb MOdiCem Oblmb NPeoCcmasiend 8
8UOe OOUHOYHOU, NAPHOU dHCey0ouK08ol Ikcmpacucmonuu (FK3), npobedicex dceny0oukosoi
maxuxapouu (KT), a maxoice aumanoeuunvlx nposeieHull dxcenyoouxkosou napacucmonuu. C
nosuyuu pucka BCC nayuenmuol 6e3 cmpyKmypHOU namoao2uu cepoya umerom oaa2onpusmmsii
NPOCHO3 6HE 3ABUCUMOCMU OM BUOA JHCEYOOYKOBOL IKMONUYECKOU aKMUBHOCMU, 00uje2o
konuuecmea KD 6 cymiu u eenuuunvt unmepseana cyenienus K3 [92, 93, 94, 95].
oV mareHToB 0e3 CTPyKTypHOI nmaronoruu cepaua / nuchynkuun JODK nexapcTBeHHoe JieueHue
KD pexoMeHI0BaHO B CiIydasix, KOTJa apUTMHUsI COIPOBOKIACTCS KIMHUYECKOM CUMITTOMATUKON
00 MPUBOJUT K JUJIATAllMU TOJOCTEH cepAlla U CHIDKEHHIO cokpatuMmocTi muokapaa JDK na
(oHEe YacTOM MKeNyJOYKOBOW SKTOMMYECKOW aKTUBHOCTH, MpeBblmatomeid 15% ot obmero
KOJIMYECTBA  CEPACYHBIX  COKpalleHWd B CYTKM 1O  JaHHBIM  MOHHUTOPHPOBAHUS
anekTpokaparnorpammbl (KT mo Xonrtepy (XMDKT') [92, 93, 94, 95, 96, 97, 98].

EOKIC (YYP A, YA 3).
oJl1is1 NEYeHUs KENYyIOYKOBOW HSKTOMMYECKOW AKTUBHOCTH Y TAIIMEHTOB 0€3 CTPYKTYpHOM
natosiorun cepana / auchyakiuu JOK pexomeHmoBaHO Ha3HaueHHE OeTa-aapeHOOIOKaTOPOB,

6J'IOKE[TOpOB (MCIUICHHBIX»  KaJIbIIUCBBIX KAHAJIOB C IpPsSIMBIM BJIIMIHUCM Ha CEpALC
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(#Bepamamma®*), a Tawke antTHapuTMudeckue npenapatsl I u Il xmaccoB mo knaccuduxanuu
E.M.Vaughan-Williams B Mmogudukanuu B.N.Singh u D.C.Harrison. (cm. [IPUJIOXKEHUE B.) [96,
97, 578, 579]

EOK IIaB (YYP C, YA 5).

Kommenmapuii. Haubonee s¢pghexmusnvimu  cpeocmeamu  aevenus KD asnawomcs
anmuapummudeckue npenapamsi Ic kracca (nponagenon™*, ousmuramMuHonpoOnUOHUIIMOKCU-
KApOOHULAMUHODEHOMUAZUH U TANNAKOHUMUHA 2UOPOOpoMuUd * ¥, a makoce aHmuapummudeckue
npenapamul 11l knacca (comanon™* u amuoodapon™*). Ilepeuenv npenapamos, pekOMeHOOBAHHbIX
0/ JleYeHUsl HCenyOOYKOBLIX APUMMUL, C YKAZAHUEM UX CMAHOAPMHBIX Mepanesmuieckux 003,
npedcmasnen ¢ [IPUJIOJKEHUHN A3. [96, 98].
oV marueHToB 0e3 CTPYKTYpHOU marosoruu cepana / quchyakiuu JOK Hanmuuue mapokcusMoB
MoHoMmopdHoi KT (ummonmarnueckoit XKXT) ne yBenmunumBaer puck BCC u He TpeOyer eé
MeanKaMeHnTo3Ho# nmpodunakruku [94, 99, 100, 101, 102].

EOKIA (YYP A, Y 1).
Kommenmapuit. C nozuyuu pucka BCC 6 bonvuuncmee ciyyaesd nayueHmol ¢ UOUONaAmu4ecKumu
KT umerom Orazonpusimueili  NPOSHO3  JHCUBHU, OOHAKO OAHHbIE — APUMMUU  MOZYM
CONPOBOACOAMBCS BLIPANCEHHBIMU HAPYUEHUAMU CUCTIEMHOU 2eMOOUHAMUKU (0OMOPOK, OMEK
Né2KUX), a npu ONUMENbHO NEPCUCUPYIOUEM MeYeHUU — NPUBOOUMb K NPOZPeCCUpyioujemy
CHUDICEHUIO COKPAMUMOCMU MUOKAPOA U PA3BUMUI0 MAXUKAPOUOMUONAMUU. DMU COCMOSAHUSL
npu  omcymcmeuu  dQP@OEKmusHo20 AHMUAPUMMUYECKO20 JleYeHUus MO2Ym NpeoCmasisms
ONACHOCMb OJI5 JHCUZHU NAYUEHMO8.
o[lpu Hammumu KT y mamueHTOB O€3 CTPYKTYpPHOW MATOJIOTHH CepJia sl Mpo(UIaKTHKH
MOBTOPHOTO BO3HHKHOBEHUS YCTOWYMBBIX MPHCTYIIOB PEKOMEHIOBAaHO Ha3HauYeHHe Oeta-
aJIpeHOOJIOKATOPOB, #Bepanamuia**, a Takke aHTHapuTMHuYeckux mpernapartoB I u Il wiacca
[100, 101, 102, 103, 104, 580].

EOK I11aB (YYP C, Y/ 5).
Kommenmapuii. Bvibop npenapama onsi anmuapummuieckoi mepanuu ¢ yeavio npo@puiaKmuxu
peyuousos KT Oondxcen ocyuecmensimocs ¢ Yuémom UHOUBUOYAILHBIX NPOBOYUPYIOUSUX
gaxkmopos u xapakmepnvix 011 pazuvix gopm KT uzmenenuti IKI. Bema-aopenodroxamopwl
sensiiomesi  npenapamamu  evloopa npu KT, nposoyupyemvlx ¢husuueckoi  Hacpy3Koil.
Ipogpunaxmuueckuii npuém #eepanamuna** yenecoobpaszen Onsi reueHusi HeNAPOKCUSMATbHOU
KT u npedynpesicoenuss napoxcuzmos QacyukyisapHou J1e8oHCeIY00UKO8OU MAaAXUKapouu.
Haubonee sgpgexmuenvivu cpedcmeamu npedynpexcoeHus peyuousosd napoKCusMaibHOU

monomopprou KT sensromes anmuapummudeckue npenapamsi 1 u Il xnacca. Ilepeuens
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npenapamos, pPeKOMeHOOBAHHbIX OJisl JledeHUs MHCeIYOOUKOBLIX APUMMUL, C YKA3AHUeM Ux
cmanoapmuulx mepanesmuueckux 003, npeocmasier 6 [IPUJIIO)KEHUU A3, mabnuya A3.1 [103,
104].

MeaukaMeHTO3HAS AaHTHAPUTMHYECKAS Tepanus KeJIyI04KOBOH IKTONHYEeCKOi
AKTHMBHOCTH Y IAIHEHTOB CO CTPYKTYPHOI aToJIOrHeil cepaua / iucyHKIMei J1eBoro
JKeJyA0UKa
eJlekapcTBeHHass aHTHaputMuueckass tepanus (AAT) XD y mnanueHToB cO CTPYKTYpHOM
narosjorued cepama / mguchynkumer JDK pekomeHjoBaHa B clydasx, KOrjga apUTMUs
COTMPOBOXKIAETCSA KIMHUYECKON CUMIITOMATUKON JIMOO MPUBOJUT K JWJIaTalluU MOJOCTEN cepaua
U CHIKEHHIO cokpatumocTu Muokapia JDK Ha ¢onHe yacTol kemyaoyKoBOM SKTOMMYECKOMN
aKTUBHOCTH, TpeBbIaronieil 15% ot 001iero KoJudecTBa CEpIeYHBIX COKpAIICHUN B CYTKU IO
nanaeiM XMOKT [96, 120, 121, 581].

EOKIC (YYPC, YIA5).
ellpy HanMuuu >KETYJOUYKOBOW HKTOMUYECKONM AKTUBHOCTH Y MAIMEHTOB CO CTPYKTYPHOH
natoJsioruet cepaua / nuchynkuuein JOK noswimen puck BCC u pexomeHayercs mpoBeaeHHE
aHTUAPUTMHUYECKON Teparuu 1 e€ mpodrraktuku [103, 104, 105, 106, 107, 108, 110, 111, 112,
113, 115].

EOKIA (YYP A, YO 1).
Kommenmapuit. V nayuenmos co cmpykmypuou namonoeuei cepoya puck BCC 3asucum om
xapaxkmepa #eny0ouKo8ol dKMONUYEeCKOU aKMueHOCmu U evipasxceHnocmu oucyukyuu JIK.
Hanuuue y nayuenmos co cmpykmyprnwim nopasicenuem cepoya wacmoti K3 (bonee 10 K3 6 uac),
MHOIHCECMBEHHBIX (YOPM JHCENYOOUKOBOU IKMONUYECKOU akmusHocmu (napHot K3, npobedsicex
KT) u/unu cnuxcennoti cokpamumenvrou gyuxkyuu JDK (3navenue ¢ppaxyuu eviopoca (PB) JDK
meree 40% no dannvim sxokapouoepagpuu (3XOKI')) conpsceno ¢ nogviuennvim puckom BCC
[105, 106, 107, 108, 109].
oJlyis1 JeueHUs MAlMEHTOB CO CTPYKTYPHBIM MopaxxeHueM Muokapaa / nuchynkiuein JDK,
nMeromux noBelieHHbIH puck BCC u Hyxnpamommxcs B €€ NMEepBUYHOM WM BTOPUYHOM
npoduIakTUKe, peKOMEHI0BaHO Ha3HAUCHHE MPENapaToB IPyMIbl OeTa-aapeHo0nokaropos [ 105,
106, 107, 108, 109].

EOKIA (YYP A, YO 1).
Kommenmapuii.  bema-adpenobnokamopel  (npeonoumumenvHo  celeKmuguvie — bema-

aopenobIoKamopbl) OONHCHBL HAZHAYAMBCS C YUEMOM NPOMUBONOKA3ZAHUL K UX NPUMEHEHUIO U

803MOJICHBIX NOOOUHBIX 3¢hexmos [110, 111, 112, 113, 114, 115, 116].
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e[IpMeHEHHE AHTHAPUTMHUYECKOW Tepanuu (3a UCKIIOYCHHEM OeTa-aJpeHO0IOKaToOpOB) HE
pexomMeH10BaHo st cHkeHus pucka BCC y manueHToB co CTPYKTYypHOU maToJorueit cepana /
mucynkmmeit JOK [117, 118, 119, 129, 130].
EOK IIIA (YYP A, YA 2).

Kommenmapuii. Hcnonvzoeanue anmuapummudeckux npenapamog Ic kiacca (broxamopbi
Hampueevix KaHai08) u OI0KAMOPO8 «MeONeHHbIX» KAIbYUedblx KAHAN08 ) NAYUEHMO8 CO
cmpykmypHou namoinoauetl cepoya / oucgynxyueii JDK modxcem npugooums K ygenuueHuro pucka
BO3HUKHOBEHUSL  JCUZHEY2podcatowux  dcenyooukosvix maxuapummuii u BCC, a makoce
NpocPeccuposanuio s8ieHull cepoedtol HeOOCMAmMoOYHOCMU, a NPUMEHEeHUEe AHMUAPUMMUYLECKUX
npenapamos Il knacca (610Kkamopsl Ka1uedvlx KaHal08) Yy MaKux NAyueHmos He yiyyuiaem ux

npoenos [117, 118, 119].

oV ManMeHTOB ¢ UMIUIAHTHPOBAHHBIMU MEIUITUHCKIMH H3IEITUSMU ISl IPOBEICHUS CEPACTHOM
pecunxponmsupyomeid  tepanun  (CPT),  Hampumep,  3JIEKTPOKapAUOCTUMYISATOPOM
UMIUTAaHTHPYEMBIM  PECHHXPOHH3HUPYIOUIEH Tepamuu, KapAnOoBepTepOM-IehHOPHILIATOPOM
UMIUIAaHTUPYEMBIM JIJISI CEPACYHON PECUHXPOHU3UPYIOLIEH Tepanuu (Jajee — UMIUTAHTUPYEMOe
CPT-ycTpoiicTBO) nmpuMeHeHne JiekapcTBeHHOM AAT pekoMEeHIO0BAaHO JUIsl TIOJIABJICHHS YacTOM
XKD B ciyyasx, Koria oHa IPUBOJUT K CHIDKEHUIO MPOIIEHTA HABS3aHHOTO OMBEHTPUKYISIPHOTO
pHUTMa HIKE PEKOMEHI0BaHHOTO ypoBHs [117, 118, 119].

EOK IIa B (YYP B, YA 2).
Kommenmapuir. /[na oocmudicenus naunyyuieco s3¢pgpexma CPT neobxooumo cmpemumvbcs K
MAKCUMATILHO 8bICOKOMY NPOYEHM) HABA3AHHO20 OUBEHMPUKYIAPHO20 pumma. OnmumanbHuIM
ona nposedenus CPT cyumaemcs Hanuuue He menee 93% OUBEHMPUKVIAPHLIX HABAZAHHLIX
KOMNIIEKCO8 (N0 OaHHbIM UHmeppo2uposanus umnianmuposaunvlx CPT-ycmpoticme unu
XMDKT) [122, 123, 124].
eB KkauecTBe CpEICTB aHTHAPUTMHUYECKOro JieueHus KD y MalueHTOB CO CTPYKTYpPHOM
natoJsiorueit cepaua / nuchynkuueit JOK pekoMeH10BaHO Ha3HaYeHHE OeTa-aapeH00I0KaTOPOB,
coTajyona**, aMmuoapoHa**, 1ubo KoMOMHAILMK OeTa-aapeHO0I0KaTOPOB 1 aMuoaapoHa™**[115,
125, 126, 127, 130, 134, 135].

EOKIA (YYP A, YA 2).
Kommenmapuii. bema-aopenobioxamopsl HeoOX00UMO paccmampusams 6 Kauyecmee OCHOBbl
AAT ancenyooukoevix apummuii. Comanon™** bonee aghghexmusen, uem bema-aopernodroxamopbwi,
nooasnsaem HceryoOOyKo8yIo IKMONUYECKYI0 AKMUBHOCMb, OOHAKO €20 NpUMeHeHue He
peKomMeHO008ano nayueHmam, umerowum 3Haveruss DB JDK wmenee 20% no OXOKT,

eunepmpoguro muokapoa JDK 6onee 14 mm no oannvim IXOKI, a maxace npusnaxu cepoednol
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neoocmamoynocmu (CH). Amuooapon™* 6 xauecmse monomepanuu u 6 xombunayuu ¢ bema-
adpenobrokamopamu npedcmasisem cobol Haubdosee PPeKmuHbll AHMUAPUMMUYECKUL
npenapam Oas JeyeHust HCeayOOuKO8bIX apUmMMUl Y NAyueHmos co CMpyKmypHot namoiao2ueu
cepoya. B mo orce epems, e2o npumenenue conpsxiceHo ¢ Hauboee blCOKUM PUCKOM PA3BUMIUSL
mANCENbIX NOOOUHBIX I pexmos. Beredcmaue smozo, amuodapon** yenecoobpaszno nasnawamo
npu  HeaghexmusHocmu  UIU  HEBO3IMONCHOCIU NPUMEHEHUSI OpYyeUux aumuapummudecKux
cpeocms. Ilepeuens npenapamog, peKoOMeHOO8AHHBIX OJisl IeUEHUsT HCeNYOOUKOBbIX APUMMULL, C
VKazaumuem ux CmaHoapmuulx mepanesmudeckux 003, npeocmasnen ¢ IIPUJIOJKEHUHW A3,
mabnuya A3.1[125, 126, 127, 128].
eHe pexkoMEHIOBaHO NPUMEHEHHWE AHTHAPUTMHUYECKHX IpermapatoB | kimacca M GIOKaTOpoB
«MEJUICHHBIX» KaJIbIIUEBBIX KaHAIOB s JiedeHHs JKD y MMalueHTOB CO CTPYKTYPHBIM
nopakenuem cepara / qmuchynxmmeii JOK [117, 118, 129, 130, 131, 132].

EOKIII A (YYP A, Y/ 2).
Kommenmapuii. Anmuapummuueckue npenapamol 1 knacca He O00AHCHbI NPUMEHAMbCS OJA
neuenuss K3 y nayuenmos ¢ uwemuveckou 6onesnvio cepoya (MBC), 6 mom uucie nepexrcuguiux
uHhapkm muoxapoa, a makxodce y NAyueHmos ¢ opyeumu opmamu cepoeyHol namonocuu,
NPUBOOAWUMU K CHUdCEHUIO cokpamumenvhou ¢yukyuu JDK (3uauenus @B JDK menee 40% no
oannvim OXOKT) u/unu nposenenusm xponuueckot CH. Hasznauemue awmuapummuyeckux
npenapamos 1 Knacca makdce npomMu8ONOKA3AHO NAYUEHMAM, UMEIOWUM 2Unepmpo@uio
muoxapoa JDK (monwyuna muokapoa negoeo xicenyoouxka oonee 14 mm no oannvim IXOKT).
FBnokamopul  «MeOneHHbIX» — Kalbyuesvlx  Kananoe  (#eepanamun®* u  ounmuazem™*)
Manosggexmusnvl 8 JeueHUuU HceryOOuUKOBbIX aApUMMULL Y NAYUEHMO8 CO CMPYKMYPHBIM
nopasicenuem cepoya u Mo2ym yxyoulams npoecHo3 nayuenmos ¢ oucghyukyueti JOK u CH.
eOrneHKy 2 (GeKTUBHOCTH U 0€30MacHOCTH TMOJABJICHUS JKETYIOYKOBOM HSKTOMHYECKOM
aKTUBHOCTH TMpPU TIOMOIIM AaHTUAPUTMUYECKON Tepanmuu Yy NAIMeHTOB CO CTPYKTYPHOM
natoJiorueit cepaua / nuchynkmueit JLK pekoMeH10BaHO TPOBOUTH MO KOHTPOJIEM IIOBTOPHOTO
XMDOKT', BeinosiHeHHOTO Ha OHE MpUEMa AHTUAPUTMHUUYECKON Tepaniy B TEParleBTUYECKOM 103€
B TEUYEHHE BPEMEHHU, JOCTATOYHOTO JUIsl HACTYIUICHUS aHTHApPUTMHUYECKOro 3ddekTa
Ha3HavaeMbIx JiekapcTs [106, 133, 134].

EOK IIaC (YYP A, Y11 2).
Kommenmapuii. Tumposanue b6ema-adpenob6iokamopos yenecoobpasHo nposooums Ha 3—5
cymxku ux npuéma, comanona** — na 5—7 cymku nocie HazHaveHus npenapama, amMuooapoHa** —
He panee, yem uepe3 5 Hedenb om Hauana e2o npuéma. Hazmauenue xasxcoozo nocneoyioujezo
AHMUAPUMMUYECKO20 CPEeOCMBA OO0JHCHO NPOBOOUMbCS He panee, dem yepe3 5 nepuooos

noJysvigedeHus: npedvioyue2o, 0isi amMuooaporna™** — ne panee, uem uepes 1,5 mecaya nocie e2o
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ommenvl. [na oyenku d¢hghexmusHocmu mecmupyemvix aHMUaAPUMMUYECKUX npenapamos
PEKOMEHOYemcs UCNOAb308amy  cledyloujue Kpumepuu: nNpu npuéme aHmuapummuyeckux
npenanamos 6 mepanesmuieckoll 003e pecucmpupyemcs CHudcernue ooujeeo koauvecmea KO
bonee, uem Ha 50% u/unu ymeHvuleHue KOAUYECMBA YACO8 6 CYMKU, 8 MeyeHue KOMopbvlx
peaucmpuposanace K3 Oonee, yem 6 2 paza om mako8020, NPOBOOUBULE20CS 6 YCIIOBUAX
OMCYMCmeusl aHMuapummu4yeckoeo Jnevenus. llapannenvno ¢ smum y NayueHmos OOIHCHO
peaucmpuposamvcs ymenvuienue koauvecmea napuwvix K3 6 10 paz u 6onee, a maxaice nonuoe
yempanenue npooexcek XKT.
eHa3zHaueHnne amuogapoHa™™* wnM KoMOMHaIMKM amuojapoHa** c Oera-anpeHOOIOKaTOpaMu
pexomeHnoBaHo npu Haimuuuu npuctynos JKT/®XK y nmanueHToB co CTpyKTypHOH maToJjiorueit
cepaua win aucynkiuenn JOK, ecnm onm otkaspiBaroTcst oT umrmiantanuu MKI*** nu6o sta
oreparysi He MOXeT ObITh BBITIOJIHEHA 0 KaKMM-T100 Apyrum npuurnam [140, 141].

EOK IA (YYP A, Y] 2).
Kommenmapuit. Y nayuenmos, nysxcoarouuxcs 6 nepsuyrou u eémopuyroi npogurakmuxe BCC,
amuooapor™* unu eco KOMOUHUPOBAHHOE NpuMeHeHUue ¢ bema-aopeHoOI0KAmopamu AGIAOMCs
eOUHCMBEHHOU  leKapcmeeHHol  anomepramusou  UK/[*** — cnocoonoui  npedynpescoamo
sosnuxHosenue JKT/DQK u yseruyusamov npoooricumenbHOCmsy HcuzHu nayuenmos. Ilepeuens
npenapamos, peKoMeHOOBAHHLIX OJisl JIeYeHUs JHCeyOOYKOBLIX aAPUMMUL, C VKA3aHUeM Uux
cmaHoapmHulx mepanesmudeckux 003, npeocmaener 8 IIPUJIO)KEHUU A3, mabauya A3.1.
e AHTHapuTMUYecKui mpemnapat Ib kinacca (#heHutoun™*) pekoMeHI0BaH B Ka4yeCTBE CPEICTBa
«BTOpPOH JMHUW» TIPU 4acThiX peruauBax KT/DXK y manmueHToB cO CTPYKTYpHOM MaTojoruei
cepaua u wuMmiutlaHtupoBanHbiMu  UKJ[*** mpu wHemocrarouHoit sddextuBHOCTH Oera-
aZpeHOOIOKATOPOB, coTaioNa*™* u aMuogapoHa™ ™, a Takxke MpPU HEBO3MOXXHOCTH MX MpUéMa B
CBSI3H C a0COJIOTHBIMU MTPOTHUBOMNOKA3aHUSAMU WM TSKEITBIMU TOOOYHBIMU 3 (deKTaMu JTeUeHUsI.
#denutoun** pekoMeHayeTcs Ui JUIMTENbHOro IpuéMa BHYTpb B 103ax 200—400 Mr/cyTku (uiu
B a03¢ 900-1200 mr, pa3aeneHHOW Ha TPpU BBEIEHUS C MEpephIiBOM B 12 4acoB (10 MOSBICHUS
Hucrtarma)). [lepedens npenapatroB, peKOMEHIOBAHHBIX JJIS JICYCHHS JKETYJOUYKOBBIX apUTMUH, C
YKa3aHHEM UX CTAHJAPTHBIX TepaneBTUUYECKHX 103, npexacrasieH B [IPUJIOKEHUU A3 [153,
142, 143, 144, 145, 146].

EOK ner (YYPC, Y/ 4)
eJleuenue manueHtoB ¢ mapokcuzMamu JKT/DX momkHO TPOBOAUTHCA TMapasie]bHO C
BBISIBICHHEM M YCTPAaHEHHUEM HWHAWBHAYaIbHBIX MMAaTOTEHETHUYECKUX (HaKTOPOB, JEKAIIUX B
OCHOBE BO3HUKHOBEHUS apuTMHUeckux npuctynos [120, 124, 147, 148, 149].

EOK IC (YVP A, VI 2).
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Kommenmapuii. IlomenyuanoHolmu namoeeHemudeckumMy @axkmopam, npo8oYupyIowuUMu
goznuxknosenue KT, saenaiomcs apummozenHoe Oelicmsue J1eKapCmeeHHbIX Npenapamos,

IJIEKMPOJUMHblE HAPDYULEeHUA (ZMI’ZOKaJZMeMuﬂ, ZMI’ZOMGZHMQMM}Z) u ocmpas uuiemus MMOKCZpaCZ.

KynupoBanue ycToiiunBbIX NAPOKCU3MOB KeJIyJ0YKOBOH TaXUKapIAUH

AnroputMm kynupoBanusa napokcusmoB KT npencrasinen B [lpunoxenun b (cxema 1). [lo3sl
npenapatoB ajs kynupoBanus napokcusmoB KT npeacrasnenst B [IPUIIOXEHUUN B2.
e[Ipu ocranoBke kpoBooOpamieHusst (KT ¢ orcyrctBuem mnynbca win DXK) pexomenmyercs
HE3aME/UINTEIbHOE  TMPOBEACHHWE  KOMIUJIEKCA  CEpJICYHO-JIETOYHbIX  peaHMMAaIlMOHHBIX
mepomnpusrtuii (CJIP) [150, 151, 152, 165].

EOKIC (YYP A, YA 2).
o[Ipu ocranoBke kpoBooOparienus (KT ¢ orcyrcTBuem mynbca mim OXK) KIr04eBbIM 2JIEMEHTOM
peanumanuu (T. €. OJHO3HAYHO PEKOMEHJIOBAHHBIM) SIBIISIETCS SKCTPEHHAs 3JEKTpUYecKas
nebubpmwsiusa cepamna [150, 151, 152].

EOKIC (YYP A, YA 2).
o[Ipu ®X/XKT ¢ orcyrcTBHEM Iysbca mocie Tpex HedhHEeKTUBHBIX pa3psaaoB nedubdpumiaropa
PEKOMEH/IOBAaHO BHYTPHUBEHHOE OOJIFOCHOE BBeaeHHe amuomapona** 300 mr Ha d¢oHe
npojoxenust CJIP ¢ nenbio moBeimeHUst 3()(EKTUBHOCTH MPOBOJUMBIX pPEaHMMAIIMOHHBIX
MEpOTPUITHI U MpeynpexacHuss HeMeieHHbIX peruanBoB XK T/DXK. [150, 153, 154, 155, 175]

EOKIA (YYP A, YA 2).
Kommenmapuit. Beeoenue oonornumenvuvix 150 me amuooapona™™ pexomenoosano nocie 5
HeaphekmusHviX pazpsaoos depubpuiiamopa.
eBHyTpuBeHHOE BBeeHuE NuAoKkanHa™* Ha ¢one nponomkenus CJIP pekomenyercs B ciydae
Hed(pGEKTUBHOCTH JIeUOPUILIALIMN UM HENPEePBhIBHOTO PEHUANBUPOBAHUS APUTMUU IS
MOBBIIIEHUS TaHcoB KynupoBanus OXK u npegynpexxaeHus HemeaneHHbIX peruanBoB KT/DXK
B Clly4ae, eciid aMHoIapon™* Henocrymnes. [154, 155, 156, 157].

EOK IIaB (YYP A, Y/ 2).
eBHyTpuBeHHOE BBeJeHHE dnTuHedprHa™* 1 Mr Kakapie 3—5 MUH. MOClie BBEICHUS TIEPBOM JT03bI
pexoMeHioBaHO B xojie okazanus CJIP, o BocctaHoBieHUs 3(h(hEeKTUBHOTO KpOBOOOpaleHus,
HE3aBUCUMO OT PUTMA, CONPOBOKJIAIOIIET0 OCTAHOBKY KPOBOOOPAIIEHHUS, C 11E€IbI0 MOBBIIICHHS
3¢ HEeKTUBHOCTH MPOBOAUMBIX PeaHMMAIIMOHHBIX Meponpustuii [150, 157, 158, 159, 160]

EOK IIb A (YYP C, Y 5).
Kommenmapuii. Ilo Oanubim KIUHUYECKUX UCCIE008aHUL, NpUMeHeHue 0ojee BblCOKUX 003

npenapama He obnadaem npeumyuecmseom no CPAGHEHUIo co CMaHoapmuou 0030u 1 me.
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Bpems e6gedenuss nepgoui 00361 dnuneppuna**  3asucum om  cepdeyHoz0  pumma,
€oOnpoBodHcoare20 0OCMAaHo8Ky Kpo8oOOPAUeHUL:
- npu pummax, noonedcawux OeuopuiIayuY uiu Kapouosepcuu, nepeas 003a snuneppuna™*
8800UMCsL NOCie mpex HedPheKmusHbvIX paspsioos depubpuiiamopa,
- NpU pummax, He NOONeNHCAWUX NeHeHUI0 Pa3psioom Oeuopuiiamopa (InNeKmpomexanuyecKast
ouccoyuayus u AcuCmonus) nepeasi 003a InuHeppuna™* 6600umcs Hemeo1eHHO ROCIe YCMAHOBKU
BHYMPUBEHHO20 OOCMYNA.
Beeoenue nexapcme ne oonocno npepvieamo CJIP u 3a0eporcusams makue emeulamenbCcmed, Kaxk
Ooepubpunnayus unu Kapouo8epcusi.
eDKCTpeHHas DJIEKTpUYecKas KapauoBepcusi pexomeHzoBaHa mpu KT, compoBoxaromieics
OCTPBIMH  HApPYIMICHUSMH  TEeMOJWHAMUKH  (CHMIITOMHAs  apTepHaibHas  THIIOTCH3US,
CUHKOTIAJIBHOC/TIPECHHKOTIAIBHOE COCTOSIHUE, TPU3HAKU OCTPON HIEMUH MUOKApP/Ia, OTEK JIETKHX
/ octpas CH) [150, 151].

EOK IA (YYP B, Y1 3).
o[Ipn oka3aHWM HEOTJIO)KHOH MEJUIIMHCKOH TIOMOINM MAapOKCH3MBbl TaXUKAPIAWH C MTUPOKHMH
komiiekcaMu QRS pekomenayercs pacienuBath kak KT 3a uMCKIIIOUEeHUMEM CUTyallWid, KOTAa
nuarHo3 HamxenynoukoBoit Taxukapauu (HXKT) He BeI3BIBaeT comHenus [169, 170, 171, 172,
583].

EOKIC (YYPC, YA 4).
Kommenmapuit. Humepnpemayus maxuxapouu ¢ wupokumu Komniekcamu QRS kax
HAOJHCeNyO0UKOB8OU MONbKO HA OCHOBAHUU OMCYMCMBUSL OCMPbIX HAPYUEHUL 2eMOOUHAMUKY
A61emcsi  pAcnpOCMPAaHéHHON  KIUHUYeCKOU owubkou. Aumuapummuyeckue cpedcmaa,
ucnoav3zyemvie o Kynuposanus KT, sgppexmusnvr u npu HXKT, 6 mo epems xax npenapamul,
npumensemvle 0 Kynupoeanus HIKT (Heepanamun**) mocym ewizvieamv cHudiceHue
apmepuanvHoz2o oasienusn (AH) u npusodumv K OCMpbIM HAPYUWEHUAM 2eMOOUHAMUKU Y
nayuenmos ¢ XKT.
eBuyrpusenHnoe BBeaeHue I[Ipokannamuga** pexomenayercs Uisi KyMUPOBAaHUS MapOKCU3MOB
XT, npoTekaromux 6e3 OCTpbIX HapylIeHui remoaunamuku [171, 172, 173].

EOK IIa A (YYPB, Y1 2).
eBHyTpuBEeHHOE BBeIeHHEe AMUOJapoHa™* pekoMeHyeTcs Ui KynmupoBaHus mapokcu3mos KT,
MPOTEKAIOIKX 0e3 OCTPhIX HapylleHuil remoauHamuku [173, 174, 175, 176].

EOK IIbB (YYP B, Y]] 2).
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eBHyTpuBEeHHOE BBeIcHHE OeTa-aapeHo010kaTopoB (Meromponon**, DcMoI0i) pekoMeHayeTC s
Ui KyMMPOBaHMA W  NPENOTBpallleHus HempepbiBHOTO  peuuauBupoBanus JKT/DXK,
npoBoLupyemMoil nmemueit Muokapaa [179, 180, 584].

EOK IIAB (YYP A, YA 1).
eBuyTpuBeHHOE BBe/IeHUE #BeparaMmmia™™® pexomenayercs ais kynupoBanus KT, HO TOJIbKO B
cilydae, eclid AuarHo3 #sepanaMui-ayBcTBuTeNbHOM XK T He Bei3bIBaeT comuenuii [179, 180, 181,
182, 183, 184].

EOK IB (YYP C, Y1 4).
Kommenmapuit. Ocoboii, He yacmo ecmpeudaroujeiics )opmou napoKCcusmMarbHOU MOHOMOPQHOTU
KT ssnsemcs acyuxkynsapnas ne60xceny0ouKosds maxuxkapous, 8 OCHO8e KOMOPOU JedCum
MeXanu3mM Nno8mMopHO20 6X00a BOIHbL 8030)JHCOeHUs (reentry) ¢ yuacmuem 8 yenu YupKyaayuu
BOJIHbL B030VHCOCHUS 3A0HE-HUNCHE20 PA38emaleHUs 1e8ol HoxcKku nyuka I uca (uneooa nepeone-
gepxnezo pazeemenenus). Komnnexcor QRS 60 epems napoxcusma umerom KoHgu2ypayuio,
xapaxkmepHyio 01 010KaObl npasou Hoxcku nyuxka luca ¢ omkioneHuem 21eKMpUyecKol ocu
cepoya eénego. Yuacmue npokcumanouwvix cmpykmyp cucmemvol I 'uca-Ilypkunve 6 oopmuposanuu
MeXanuzmMa maxukapouu AeAsAemcs NpUYUHolU Opyeux ee ocobennocmeli. 1) npooondxcumenbHocms
komnrexcos QRS pedko npesviwaem 120 mc; 2) napoxkcuzmvl Mo2ym UHUYUUPOBANLCA HE MOJILKO
JHCENYOOUKOBLIMU, HO U NPEOCEPOHBIMU IKCMPACUCTONAMU [NPedcepOHbIMU IKCMPACMUMYIAMU
60 epemsi DDU]; 3) #eepanamun evicoko 3¢hghekmusen 8 Kynuposaunuu dmot maxuxapouu [no
IMUM NpUYUHAM ee 0003Hauarm makdxice Kak «H#eepanamun-uyecmeumenvuyro KT», a
BHYMpUBEHHOE NpUMeHeHue Heepanamuia Ccayd’cum He mMOAbKO CHOCOOOM YCMPAHEeHUs.
NAPOKCU3MO8, HO U CB0€0OPA3HBIM OUASHOCMUYECKUM JeKAPCMBEHHbIM MeCcmoM, HAOEeHCHO
NOOMBEPIHCOAIOUUM UMEHHO MAKOU MEXAHUIM maxukapouu]; 4) omuemausviii aHamomMuecKuil
cyocmpam KT - 3a0ne-HUdICHASL 6emBb J1e6oll HOXCKU nyuka 1 uca, Kak y4acmuux yenu pueHmpu,
- 30HA BbICOKOI(DGEeKMUBHOU KamemepHou abrayuu npu 3moi  gopme maxuxapouu.
DacyukynapHas 1e80HCery00UK08aAs. MAXUKAPOUSL 8bIAGIIAEMC A, KAK NPAasuio, y MOLOObIX IUY, He
UMeWUX NPUSHAKO8 OP2AHUYECKO20 3a00.1e8aHUsl cepoyd, Ymo NPUHYUNUATILHO OMIUYAen UxX Om
nooasasawuie2o OonvuuHcmea opyaux nayuenmos ¢ napokcusmamu KT, u no msocecmu
KAUHUYECKUX NPOAGIEHUL NPUCMYNO08, U NO NPocHOo3Y dcu3Hu ¢ nosuyuu pucka BCC.
#Bepanamun®* mooicem evizvieams cuudiceHue A/l u npusooumsv K OCMpbIM HAPYULEHUIM
2eMOOUHAMUKY, NOIMOMY NPOMUBONOKA3AH nayueHmam copyaumu gopmamu XKT.
eBHyTpuBeHHOE BBeicHHE #TpudocaaeHnHa peKOMeHyeTcs Ast KynupoBaHus JKT, HO TOIBKO B
cllyyae, eCJId JUarHo3 ajieHo3uH-uyBcTBUTeNbHOU JKT He BbI3biBaeT comHenui [ 185, 186, 187].

EOK 1 C (YYP C, VI 5).
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Kommenmapuii. Qyscmeumenvrou k #mpugpocadenuny s6isiemcs maxuxapous, ucxoosuas u3
BLIHOCAWE20 MPAKMA NPABO2O AHcenyoouKa. [[ns maxkou maxuxapouu munuyHbl XapaKmepHas
mopghonoeus komniexcod QRS na IKI', wvacmoma pumma 80 8pemsi maxukapouu 8 npeoenax om
100 0o 150 6 munymy, menpepulgnoe peyuousuposarue. 1opazdo pedice ananocuunas @opma
MAxuKapouu Modcem 03HuKkams 8 eviHocsawem mpakme JDK. Ilomumo #mpugocadenuna,
OaHHble HOPMbL MAXUKAPOUU MAKICE SAGTSTIOMCS YY8CMBUMEeNbHbIMU U K #eepanamuny **,

#mpugocadenun modxcem evizvieams chudxcenue A/ u npugooums K OCmpwviM HAPYUWEHUAM
2eMOOUHAMUKY, 4 MAKIHCe NOMEHYUPOBAMb «(heHOMEH 0OKPAObIGAHUAY» U YCY2YONamb UUEeMUIO

MUOKapOa, nosmomy npomueonoxkazan nayuenmam c opyeumu popmamu KT.

Jleuenue KEJTYTO0YKOBBIX apl/lTMI/lﬁ IpH OCTPOM KOPOHAPHOM CHHApPOME

KD u neycronunBas KT gacto otmeuatorcs y narueHToB ¢ OKC, oco6eHHO BO BpeMst
MePBUYHOTO KOPOHAPHOTO BMemarenscTBa nmpu UM ¢ mogbsemom cermenTa ST (Tak Ha3bpIBaeMbIe
penepdy3nonubie aput™Mun ). OHU PEKO MPUBOIAT K HAPYIIIEHUIO TEMOTUHAMUKHN U HE TPEOYIOT
cnenuduueckoit Tepanuu. [IUTETBHO COXPAHSIONMIAACS M YacTas KeTyT0YKOBAsT SKTOMUS MOKET
CBUJIETEIHCTBOBATH O HEOOXOIUMOCTHU JajbHEIIeH peBacKyIsIpu3aluuu (HarpuMep, MOBTOPHOM
aHruorpaduu/9pecKoKHOTO KOpPOHApHOTO BMemarenbcTBa) [56, 57]. Ecnmu neycroiuuBas KT
COMPOBOXKIAETCA  HapylIEHHEM TeMOJAMHAMUKH, CIIeJyeT pacCMOTpPETh  Ha3HaueHUe
amuomapona** (300 mr BHyTpuBeHHO cTpyiHO) [26]. IloBTOpHAs croiikas XKT, ocoGeHHO
noiuMopdHoOro xapakrepa, uiau nosropuas OXK Moryt ObITh IPU3HAKOM HETOIHON penepdy3uu
WJIM BO3BpaTa OCTPOi uiieMuu. B Takux ciaydasix cieyeT pacCMOTPETh BBIIIOJIHEHHE SKCTPEHHOU
kopoHaporpaduu. Ilopropnas nmomumopduas XT c mepexomom B @K Moker oTBeyaTh Ha
Tepanuio OeTa-anpeHoOsokaropamMu. YMeHblieHuto uucia 3mu30a0B KT wmm OX Takke
crocoOcTBYeT riryookast ceanus. s ObICTPOro MoIaBIeHUS FeMOIMHAMUYECKU 3HAUUMBbIX JKA
MO>KHO UCTOJIb30BaTh aMmuogapor™** (150—300 Mr BHYTpUBEHHO CTPYHHO).
e[Ipumenenue npyrux antuaputMmuyeckux npenaparoB npu OKC (Hampumep, mpoKanHaMUI,
nponad)eHOH) HE PEKOMEHI0OBaHO [26, 74].

EOKIIT A (YYP C, YA 5).
oC nienbro mpodunakTuky JKA y manueHToB co CTPYKTYPHOI MaToJIOTHEH cepilia peKOMEHAyeTCs
HazHayaTh OeTa-aJpeHo0moKaTopsl [26, 73, 74, 88, 135, 191, 393].

EOK | A (YYPA, YO 2).
eHaznauenne 6era-aapeHoOI0KaTOpoB BHYTPH Aiis npodunakTuku KA u BCC pekoMeH10BaHO
st Beex manueHToB ¢ OKC Bo BpeMs rocnuTaiv3alidyd M TOCIE BBIMUCKH, MPU OTCYTCTBUHU

npoTuBonokaszanuii [188, 189, 190].
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EOKIIa B (YYP A, VI 1).
eJleyeHue OeTa-aAPeHOOIOKATOPAMU PEKOMEHI0BAHO NP HOBTOPHBIX AMU304aX MOTUMOPQHOI
XT [27, 62, 73].

EOKIB (YYPC, YAAS).

Kommenmapuit. Meouxamenmosnas mepanusi ycmouuusou KT oonxcna dvimv nanpaenena na
MaKcuManvHyo cumnamuyeckyio onokaoy [190, 191, 192]. B uccreoosanuu MADIT-II y
nayuenmos ¢ UK*** nonyuaswux maxcumanvusie 00361 bema-aopeHob10Kkamopos, Habiooanu
cyujecmeeHnoe yMenvuieHue uucia nosmopHvix nuz0008 KT umu DK, mpebosasuiux
emewamenvcmea HK/[*** no cpasnenuro c¢ nayuenmamu, komopwvie He noayuanu bema-
aopernoonokamopwl [190, 191, 192].

Jlobasnenue amuooapona™* ne ygenuuusano evixicusaeMocms 8 2pynne KOMOUHUPOBAHHOU
mepanuy no CPAGHEHUI0 C 2PYNNol, 20e nayuenmsl NOAYYAIU MOIbKO CMAHOAPMHYI0 MePanuio
CH [190, 191, 192]. Jleuenue amuooaponom™** 6 couemanuu c bGema-aopeHobOIOKAmMopamu
CONPOBOIHCOANOCH CYUECMBEHHBIM YMeHbIUeHUeM pucka cpabamsisanui UK/{*** no cpasnenuto
¢ MoHomepanuetl bema-adpenobirokamopamu u ¢ MoHomepanueti comanonom. Oouaxo 6 epynne
comanona u 6 epynne KOMOUHUPOBAHHOU Mepanuu amuooapoHom** u bema-aopenod10Kkamopom
OvlLIa vlile yacmoma ommensl npenapamos. Tax, uacmoma ommeHbl UCCIe0yeM0o20 npenapama
uepes 1 200 om Hauana nevenus cocmasuna 18,2% ons amuooapona™*, 23,5% onsa comanona u
5,3% ona 6bema-aopenobnokamopa. B uccnedosanuu SCD-HeF'T nayuenmsi ¢ oucghynkyueu JIK
u CH ©K II unu Ill no NYHA nonyyanu cmanoapmuyio mepanuio CH, cmandapmmuyro mepanuro
CH 6 couemanuu c amuooaporom™** unu cmanoapmuyio mepanuro CH 6 couemanuu c
oonoxamepuvim UK/ [*** [127, 118].
e[Ipumenenne amuogapoHa™™ peKOMEHJIOBAHO JUIsl yCTpaHEHUs cUMOTOMOB KA y ManueHTOB
nocsie UM, oHako Takasi Tepamnus He BIMSET Ha MoKa3aTtesn cMepTHocTH [27, 62, 125, 126].

EOK — ner (YYP A, YA 2).
eBHyTpUBEHHOE BBEJCHHE aMHUOJapoHa** pekomMeHmoBaHO s JyedeHHs nonumopduon KT,
aCCOLIMMPOBAHHOM C OCTPBHIM KOPOHApHBIM cuHApoMoM [121, 125, 125, 137, 140].

EOKIC (YYPC, YA 3).
eKoppekuus HapyIIeHUH ANIEKTPOJUTHOTO OallaHca peKOMEHJO0BaHa MAaIlMeHTaM C MOBTOPHBIMU
snuzoamu KT win @X m1s kynupoBaHus U npoHIAKTUKU MpUCTYnoB aputMmuu [147, 191,
193].

EOKIC (YYPC, YA 2).
eBHyTpHBEHHOE BBEJEHHUE JMIOKaHA** peKOMEHJIOBAaHO sl JICUEHHUs MOBTOPHBIX SIHU30]I0B

croifikoit KT wmu @XK, He orBewaromeil Ha Tepamnuio OeTa-aApeHOONIOKATOpaMU WU
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aMHOJapOHOM**, a Tak)Ke NMPU HAJTMYUU MPOTUBOIOKA3aHUN K JICYEHUIO aMHOIapoHOM™**[155,
195, 578].
EOKIIb C (YYP A, YA/ 2).

HemeaukaMeHTO3HBIE MeTOABI JJeueHus KT

DuiekTpuyecKkas 1epuOpHLIANUA. DJIeKTPUIECKAasT CTUMYJIALMS

e DKCTpEHHAs AICKTPUIECKas KapAuoBepcHs Win NeuOpHILIANNS PEKOMEHI0BaHA TIAIIHCHTaM C
yeroiunBoit KT wim @XK s kynuposanust npucryna apurmun [27, 62, 150, 151, 152, 195].

EOK I C (YYP A, Y1 2).
Kommenmapuit. Eciu ocmanogka cepoya npouzoulia 8 JleyeOHOM YUpedcoeHuu, HeobdXxooumo
cpazy 8bINOIHUMb 0ePUOPULTAYUIO, NOCKOTILKY 8 IMOM CIyYde Gbluie 8epOsIMHOCHb MO20, YMO
NPUYUHOU OCMAHOBKU cepoya Ovlia CMOUKas oHcenyoouxosas maxuapummus. Ilpu smom
oepuopuIIAYUIO HAYUHAIOM C MAKCUMATbHOU MOWHOCMU. [ 1eYeOHbIX YUpescOeHUll Cambim
VOOOHBIM 8APUAHMOM  AGNAIOMCA  NOAYyAmomamudeckue oepuopuiiamopsl. BuympueenHoe
86ederue amuooapona™* nosviuwaem sgpghexkmusnocmo deuoOpULIAYUY U/UTU NPEOOMEPALaem
nosemopuwie snu300vl KT unu @K 6 ocmpwix cayuasx.
eDJIeKTpUUECKasi KapAUOBEpPCHS pEKOMEHJOBaHa manueHtaM ¢ MoHoMopdHoit XT wu
HECTaOUJILHOM TEeMOJAMHAMUKOW 1JIs KYyNHpPOBaHUS MPUCTYNAa apUTMHUH U BOCCTAHOBJICHUS
ahdexTuBHOMU cepaeunon aestenpHocTH [ 150, 151, 152, 193, 194, 195].

EOK IC (YYP A, Y11 2).
DnekTpuyecKass KapIuoBepCHUs pPEeKOMeHIyeTcsl [uis KynupoBaHusi mnapokcusma KT, He
COMPOBOXKIAIOIIETOCS OCTPHIMU ~ HApYLICHUSIMU TeMOJUHAMHKH, NpU HEdIPPEKTUBHOCTH
AHTHAPUTMUYECKOU Tepamnuy, MPOTHUBOMOKA3aHUU K UX MPUMEHEHUIO, a TakKe B Cllyyae, eCciu
Jedaniuil Bpad ¥ NaueHT OTAAI0T MPEANOYTeHNE 3TOMY CIIOCO0Y BOCCTaHOBJICHUS pUuTMa [26, 27,
57, 65, 196].

EOK IIb C (YYP C, Y 5).

e Vvyamaromass CTUMYJSIHS  JKETyJOYKOB  PEKOMEHJOBaHAa s  KyIHPOBaHUs
MoHOMOpHOU KT u TpemeraHus KeIyIOYKOB U BOCCTAHOBICHHS JPPEKTUBHOM
cepaeuHoit aestensHoctu [197, 198, 199, 200].

EOKIla C (YYPC, Y1 4)
Kommenmapuii. KpamkospemeHHas «3aanosasny cCmumynayus xHenyooukos «navkamuy us 8—10
umMnynbcoe ¢ uacmomou, npegviuaiowert yacmomy KT (burstpacing) ons Kynupoeanus
monomopgnou KT mooxcem 6vimb npogedeHa ¢ UCNONb308AHUEM CUCMEMbL 8DEMEHHOU

MPAHCBEHOZHOU CIUMYIAYUU cepoya (MpU HATUYUU YeHMPATbHO20 8eHO3HO20 O0CMYNa), oo ¢
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nOMOUbIO UMNJIGHMUPOBAHHBIX ycmpoticms (91eKMPOKAPOUO CIMUMYIANOPOG F* ¥,
Kapouosepmepos-oepudbpuniamopos***, uunianmupyemvix CPT-ycmpoticms). /lanunvlil memoo
Heagpexmusen ons Kynuposanus @I u norumopgnou KT muna torsade de pointes.
o TpaHCBCHO3HAs KaTeTEPHAS ydallarolias CTUMYJISAINS [0 THUITY «OBEppaiiBy» PeKOMEHI0BaHa B
TOM Clly4ae, €CJIM BO3HHMKAIOT YacThle MOBTOpHBbIC 3mu30;6l KT, HECMOTps Ha JiCUCHHE
AHTHAPUTMUYCCKUMU IperapataMu, a KaTeTepHas aliaius y JaHHOTO MallMeHTa HEBO3MOXKHA
[197, 198, 199, 200].

EOKIC (YYPC, Y11 4).
eBpemMeHnHast TpaHCBEHO3HAS CTUMYIISAIINS PEKOMEHI0BaHa MallMeHTaM C CHMITTOMaMHU CHHYCOBOM
Opamukapauu it mpodunakTuku Bo3HukHoBeHUs XKT/DXK, HecMoTps Ha jieueHue nmpenaparaMmu
C TMOJIOKUTENBbHBIM XPOHOTPOMIHBIM P dexTom [27, 57, 62].

EOKIC (YYPC, YA 5).
eBpemMenHast TpaHCBEHO3HAsI CTUMYJISAIIUS PEKOMEHIOBAaHA MAMEHTaM C CUMIITOMAMHM TSDKETON
AB-6mokaner 6€3 CTAaOMIBHOTO 3aMEMIAIONIETO PUTMa ISl TMPO(IIAKTUKA BO3HUKHOBEHUS
KT/DXK [27, 57, 62].

EOKIC (YYPC, YA 5).

Xupyprudeckoe jedenue KT

Xupyprudyeckue MeTo bl B IEPBYIO OUEPE/Ib MOKA3aHbI MAIIUEHTaM, UIYIIUM Ha OTIepaIHio
Ha OTKPBITOM CepAlle, a TakXKe MalKheHTaM, Y KOTOPbIX JApYyrue CrnocoObl JIEYEHHUS HE Aaiu
JOJKHOTO pe3ynbTaTa. K XupypruueckuMm MeTodaMm JISUeHHs! )KeyJOYKOBBIX HapyIIeHU puTMa
OTHOCATCSL abnamusi U pe3eKuusl SHAOKapAa. Xupypruyeckas adianus MOXKET BBIOJHATHCS
SHI0KAPAMATILHO U SMUKAPAUAIBLHO TOKOM BBICOKOM YacTOTHI (paguodyacToTHas abyalus) UM ¢
MOMOIIBI0 HU3KUX TeMIiepaTyp (Tak Ha3zbiBaeMmas kpuoadmnanus). Jlokanuzanus 300 KA nomkHa
ObITh BbIsIBJICHA ¢ oMoIsio DD 10 onepanuu ¥ yTouHeHa MPH MPOBEACHUN KapTHPOBAHUS BO
BpeMsI OTlepaIlii Ha OTKPBITOM CepLe.
eXupyprudeckas abiaius, BBIOJNHsAEMas B CHEIMATU3UPOBAHHBIX IIEHTpaxX ¢ 00sf3aTeIbHBIM
ANEeKTPO(UZUOIOTHUECKUM KapTUPOBAHUEM JI0 U TIOCTIE ONIEpallii, PEKOMEHI0BaHa MAIlHEHTaM C
pedpakreproit XXT, He oTBeuaromieil Ha Tepanmui0 aHTUAPUTMHUYECKUMHU IMpernapaTamMu, Mpu
HEYCIENTHOM MOMBITKE KaTeTePHOU abNauu sl KyMUpOBaHUS U MPOPHUIAKTUKA BOZHUKHOBEHUS
KT/DXK [203, 204, 205, 206, 207].

EOKIB (YYPC, YA 4).
Kommenmapuii. OchosHble MeXHUKU XUpypeuyeckou aoaayuu Jne2iu 8 OCHO8Y MemOoOuK

KamemepHol adiayuu, 6KII0YAs OMHOCUMENbHO HOBYI0 MEXHUKY Moouguxayuu cyocmpama

[206, 207, 208].
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®DH/IOKApJIPKTOMHUSL BO BpPEMsI XUPYPIHUECKOW PEKOHCTPYKIUU JieBoro xemynouka (XPJDK)
PEKOMEH/IOBaHA MalMEHTaM € MOCTHH(ApPKTHOW aHeBpu3Moil neBoro kemynouka (AJDK), y
KOTOPBIX JMAarHOCTUPOBAHA KEITyJOYKOBAs TaXUKapIus s KYMUPOBAHUS W TPOPUIAKTHKU
Bo3HukHoBeHus JKT/DXK [201, 202, 206, 207].

EOK IIa A (YYP B, Y1 3).

Kommenmapuii. Pezexyusi snookapoa nokasama nayueHmam, HANPAGIEeHHbIM HA
onepayuro XPJDK, y komopwix ouacnocmuposana KT ¢ nomowwiro enympucepoeunoco 3PU na
000nepayuoHHoOM mane, a maxdce ocmanbHulm nayuenmam ¢ AJDK, komopwvim He nposoounocs
D®U, 66udy moeo, umo puck pazsumus KT y nayuenmos ¢ nocmungapkmuou AJIK cocmasnsem
50%.

e [Tarmentam nocne onepaunu XPJIK ¢ unynupyemoit KT pexomennoBana ycranoska MK [***
B paHHeM repuoe s KynupoBanus 3mu3040B KT/DXK mocne onmepanuu [91, 202, 203].

EOK IIa B (YYP A, VI 2).

Kommenmapuit. B psoe ciyuaes nocie cyomomanbHot 3HOOKAPOIKMOMUYU U/UMU abaayuu npu
sHympu—cepoeunom IDPU ooxymenmupyemcs peyuous KT y 2,5-20% nayuenmos, uacmo &

nepevie 90 oneut [202, 203].

AHTHApUTMHYECKHE ycTpoiicTBa. UMIUIAaHTHpPYeMblil KapanoBepTep-
nepudpuIIATOP

Nmmtantupyemslii  kapauoBeprep-aepuodpummsrop  (MKA***)  —  ycrpoiictso,
MpeJHAa3HAYCHHOE JUIsl TPEPBIBAHUS JKU3HEYIPOXKAIOIIMX apUTMHNA C IETBI0 TPEIOTBPAIICHUS
BHe3anHoi cepaeunoit cmeptu (BCC) [204]. Tlpumenenune MK/[*** B npodunaktuke BCC
OCHOBAHO Ha apuTMH4YeckoM MexaHusMe pasButus BCC. BoccranoBiieHue cuHycOBOTrO (Wid
OJIJISKAIIET0 ) PUTMA IPOUCXOIUT C IOMOIIBI0 HAHECEHHSI JICKTPUIECKOTO Pa3psiia B HECKOJIBKO
JECATKOB  JDKOYJEH, 00 MayeK dJIeKTPUYECKUX  CTUMYIIOB, KOTOpBIC  SIBJISIFOTCS
0e30071€3HEHHBIMU JJIs1 TAllMeHTa W JHepreTHuuecku MeHee 3arpaTHbiMu. UKJ*** cnemyer
paccMaTpuBaTh KaKk OCHOBHOE CPEJICTBO INMEPBUYHOW M BTOPUYHOM MPO(UIAKTHKH BHE3AITHOU

cepaeunoit cmeptu [205, 209]. UmmnnanTarms 0ObIYHO TPOBOAUTCS MOJT MECTHOU aHECTE3UEH.

IMoka3zanust u nporuBonoKa3anus K umMmmianrannu MK/{

UK/l ¢ nejib10 BTOPHYHON NPOPHUIAKTHKH BHE3ANHOM CepaeYHOi cCMepTH (BTOpHYHAast
NpoQUIAKTHKA BHE3AIHOM cepeYHOl CMepPTH)

elImmnantanus UKJ*** pexomennoBana mamuentam ¢ gokymentupoBaHHoi ®XK wmmum XKT c

BbIPA’)KCHHBIMU UBMCHCHUAMUA I'CMOINHAMUKU, ITPHU YCIIOBHUU OTCYTCTBUA NPCXOAAIMIUX ITPUYNH UX
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pasBuTHs ¥ TIoclie 48 4 0T MOMEHTA pa3BUTHS HHapKTa MUOKap/a. [1armeHTsl JOHKHBI MTOTy4aTh
ONTUMAIBHYIO MEIUKAaMEHTO3HYIO Tepanuto [27, 213, 214].

EOKIA (YYP A, YA 1).
elimmnanranus  UWKIA***  wunm  BpeMeHHOE TNpPUMEHEHHE HAPYKHOTO KapauoBepTepa-
nepudpmLIsaTOpa peKoMeH10BaHbl B TeueHue 40 nueid nociae UM y oTaenpHBIX TalueHToB (TIpu
HEMOJIHOW PEeBACKYJISIpHU3AINK, TIPEIIICCTBYIONICH TUCHYHKIIMN U CHIDKCHUU (Ppakiuu BeIOpoca
neBoro xenynouka (®BJDK), noseiaenun aputmumii mocie 48 u ot Bo3HuKHOBeHHs OKC,
nonumopduoit KT nmn @XK) [210, 211, 212].

EOKIIb C (YYP B, YA/ 3).
emmmantanust UKI*** pexomenmoBana mnamueHtam c ycrouuBod KT, mpu ymepeHHO
BbIpaKeHHOW nuchyHkiuu jesBoro >xemynouka (PBJDK menee 45%), BHE 3aBHCHUMOCTH OT
BO3MOJKHOCTH BBITIOJTHEHHUS KaTeTePHOU a0iaiiu U pe3yabTaTtoB mpouenyps [ 124, 129, 138, 139,
579].

EOK — ner (YYP A, YA 1).
Kommenmapui. Hwmnranmayus UK/T*** nayuenmam c ycmouuueot KT conpososcoaemcs
VBenUUeHUeM 8bIHCUBAEMOCMU NO CPABHEHUIO C aHmuapummuieckou mepanuei. Ha cecoonawmnuii
O0eHb Hem UCC1e008anull, 68 KOmopwvlx Obl cpasnusaru pezyivmamol HUK/***-mepanuu u
kamemepHou abaayuu 6e3 UKI*** y nayuenmoes ¢ ycmouuueot KT. Yuumuvieas nebonrvuiou
00beM OaHHBIX U BbICOKYIO yacmomy peyuousos ycmouiuusou KT nocie kamemepHot abrayuu,
yemanosxka UK/[*** yenecoobpaszna ecem nayuenmam c oucyuxyuei JUK (hpaxyus eviopoca <
45%) u ycmoiiuusoii XKT.
eImmiantanmss MKI*** pekomenmoBana mamueHtam c HeycroiumBoil KT, BcieacrtBue
nepeHeceHHoro uHdapkra Muokapza, ¢ nuchynkiueit nesoro xenynouka (PBJIDK menee 40%) u
unaynupyemoit ycroitunoid KT wnu ®XK npu mpoBeneHuu 3neKTPo(U3HOIOTHIECKOTO
uccinemoBanus [215, 216, 217].

EOK — ner (YYP A, YA 2).

IlepBryHas NpoPUIAKTHKA BHE3ANHON CEPACYHON CMEPTH U KeJIYA0YKOBOH TaXUKAPAUHU

B paHIoMu3MpOBaHHBIX MCCIEAOBAHUIX M MeTaaHalM3ax ObUIO MPOJIEMOHCTPUPOBAHO,
YTO PUCK BHE3AITHON CepAeYHON CMepTH cBsi3aH ¢ HapyuieHneM ¢yHnkuuu JDK, a ucnonb3oBanue
HNKI*** B kauecTBe cpeacTBa nepBuuHoi npodunaktukn BCC 3HaunMMo BIUSET Ha ypOBEHb
CMEPTHOCTH JAHHOM KAaTErOpUH MAIMEHTOB KaK C MIIEMHUYECKOM, TaK U C HEMILIEMUYECKOU €€

npuponoi [58, 82, 216, 217, 218, 219, 220, 221, 222, 223, 224, 225].
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Jiis Bcex mokazaHwii k mnpumeHeHuto MKJ[*** pemenue B mMOnb3y MOCIEIHHUX
MPUHUMAETCS TOJBKO B CiIydae, KOTJa MPOrHO3UpYyeMas MPOJOKUTENBHOCTD KU3HU MallMeHTa
npebimaer 1 rog. HeoOxoauMocTs B aieKBaTHOW peBACKYISIpH3AllMM MUOKapJa, Hapsmy co
CTpEMIICHHEM PaJMKAIBLHOTO YCTPAHEHUS apUTMUH, SIBIISIOTCS MPUOPUTETHHIMHU MO OTHOIICHUIO
K npumeHeHuto MKJ[***-tepanun.
elImmmanTanus UKI*** nns nepsuunoit npodunakrukun BCC He pekomennoBana B Tedenue 40
nHeit nocine UM [27, 58, 62, 82].

EOK I A (YYPB, Y] 2).
eMmmnanranus MKI*** pexomennoBana mans ymesblieHuss pucka BCC mnaumentam c
muchynkuueint geporo xemygouka (OBJDK — 35% u menee) u cepaeunoit HegocrarouHocThio (11
win Il ®K no NYHA), BcienctBue nepeHeceHHoro He Menee yem 40 mHeil mocne uH@apkra
Muokapaa [124, 129, 138, 139, 579].

EOK IA (YYP A, YA/ 1).
elmmnanranus UK*** pexomeHnnoBaHa y MalueHTOB ¢ KapJAWOMHOINATHEN HEUIIEMUYECKOTO
reHesza, aucynkmumein snesoro xkemymouka (DPBJDK — 35% wu wmeHee) u cepredHOiM
HegoctatouHocThio, II mm III K mo NYHA [215, 218, 219, 220, 234].

EOKIB (YYPB, YA 1).
emmmantanms UK[*** pekomenaoBana mist npodunaktaku BCC y manueHToB, 05KHUIAIOIMINAX
TPaHCIIAaHTAIMIO cep/ila BHE JieueOHOoro yupexaenus [227, 228, 229].

EOK IIAC (YYP A, V]I 2).

Cocrosinusi, npu kotopbix UK/[-Tepanusi He MoKa3aHa WM MPOTHBONOKA3aHA:

®IPOTHO3UPYEMBIN CPOK )KM3HHU MALUEHTOB C yJIOBJIETBOPUTEIbHBIM (DYHKLIIMOHAIBHBIM CTATYCOM
He IpeBbIIaeT | rox, naxe eciiv OHM UMEIOT NIoKa3aHus, cooTBercTByromue 1-5 VIJI;
eIIAI[MEHTAM, CTPAJAIOIIUM HENPEPHIBHO-PEUANBUPYIOIUMH JKEIYJOUYKOBBIMU TaXUKAPAUSAMU
Wi GUOpHILISIUEH KeTyA0YKOB;

elIallMEHTAM C BBIPAKEHHBIMM IICUXMUYECKUMH 3a00JI€BaHUSMH, KOTOpbIE MOTYT OBITh
ycyryOieHbl UMITIaHTaled nprubopa Win NpensTCTBOBAaTh CUCTEMATHYECKOMY HAOII0ICHUIO;
eTIallMEHTaM C XpOHHUYecKol cepaeuHoi HenocraTouHocThio [V OK (NYHA), pedpaxrepHoii k
JIEKApCTBEHHOW TepaIuu, KOT1a OHU HE SBIAIOTCS KaHAUAaTaMU Ha TPAHCILIAHTALUIO CEpALa;
eTIallMEHTaM C 0OMOpPOKaMH HESICHOTO reHe3a 0€3 MHAYLMPYEMBIX JKeTyA0YKOBBIX TaXUAPUTMUI
u 6€3 CTPYKTYpHO MaToJIOTHH Cep/lia;

®B CllydasX, KOI/Ia JKEIyJO0YKOBas TaxuKapIus I (QUOPHUIUIALUS >KEIYIOYKOB SBIISIOTCS

YCTPAHUMBIMU pPAAUKAIBHO, XUPYPTUYCCKU WA C IMOMOIIBRO KaTCTCpHOﬁ a6nau1/m: ApUTMHUH,
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cBsa3aHHble ¢ cuHapomoM BIIB (WPW), Taxukapauu W3 BBIBOJHOIO TpakKTa >KEIYyIOYKOB,
¢bacuukymnsapasie 1 uauonarudeckue KT, mpu OTCYTCTBHM CTPYKTYPHOW IATOJIOTHUHU CEP/LIA;

®IIAlIMEHTAM, Y KOTOPBIX 3MMU30/] KEIIyJOYKOBOM TaXUAPUTMUU BO3HUK BCIICJICTBUE MPEXOIAIINX
WIn  00paTUMBIX pPACCTPOMCTB (HampuMmep, OCTPbIi HMH(PAPKT MHOKapAa, HapylIeHne
ANIEKTPOIMTHOTO OanaHca, MoOouYHbIE A(P(PEKTH MEINKaMEHTOB, TpaBMa), KOTAAa KOPPEKIIHS
paccTpoicTBa BO3MOXKHA M MOXET 3HAYUTEIBHO CHHU3UTh PHUCK IMOBTOPHOIO BO3HMKHOBEHMS

apUTMUMU.

Cepaeunasi pecHHXpOHU3MpYWOIasa Tepanus y nauueHToB ¢ XCH nis cHukeHus1
pucka BCC. KomounupoBannbsie CPT-/I ycrpoiicTBa

O¢pdextuBHocTs CPT mpoaemoHcTprpoBaHa B MHOorounciaeHHbIx KW u metaananuszax npu
KapIMOMHUOTIaTUH KaK UIIEeMUYECKOT0, TaK U HEUIIEMUIEeCKOTo reHesa [219, 267, 268, 269, 270,
271, 272, 273]. JlaHHBIE €BPOTEHUCKOTO 0030PHOTO PETHCTPA CBUIACTEIHCTBYIOT O 00JIee HU3KOH
CMEPTHOCTH Y HAIMEeHTOB C KOMOMHHpOBaHHBIMU ycTpoiictBamu CPT-I[*** [274]. bonee
JOPOTHE M CJIOXKHBIE KOMOWHHUPOBAHHBIE CHCTEMBI B OOJIBIIICH Mepe CleAyeT MPEeArodecTb y
MAlUMEHTOB, HYXJAIOMKUXCS BO BTOPUYHONW NPOGMIAKTHKE, WU MEPBUYHON NpoUIaKTHKE
BHE3aMHONW CMEPTH IPU OTCYTCTBUU BBIPKEHHONH KOMOPOUIHOCTH U B OTHOCUTENILHO MOJIOJOM
Bo3pacte [232]. Ummmantammst CPT 0O6bp19HO MPOBOAMTCS TI0]] MECTHOM aHECTE3UEH.
elImnnantanuss CPT-ycTpoiicTB pekoMeHJOBaHAa Jid CHUMOTOMHBIX mnanueHToB ¢ XCH,
cuHycoBbIM putMOoM U Mopdostorueit QRS ¢ BJIHIIT, amurensHoCcThI0O QRS > 150 Mc, ®BJIXK <
35%, Ha oHe onTUMAIbHOI METMKaMEHTO3HON Tepanuu, ¢ [eJIbI0 YMEHbIIECHUS! CHMIITOMATHKH,
CHWKEHUS MOPOMIHOCTH M pucKa cmept [219, 267, 268, 275, 276, 277, 278, 279, 280].

EOKIA (YYPB, YA 2).
elIlmMmiantauuss CPT-yctpolicTB  pexkomeHJOBaHa s CUMOTOMHbIX nanueHToB ¢ XCH,
cuHycoBbIM puTMOoM U QRS-mopdonorueit BJIHIIT, anutensnocthio QRS 130-149 mc, ®BJIXK
< 35%, Ha ¢oHEe ONTUMAIBLHON MEIUKAMEHTO3HOW Tepamuu, C LEIbI0 YMEHbIICHUs
CUMIITOMATHKH, CHI)KCHHSI MOPOMTHOCTH U pHucKa cmepTH [279, 280].

EOKIB (YYPB, Y] 2).
elImmnanranna CPT-ycTpoilcTB ~ peKOMEHJOBaHa [uId CHUMINTOMHBIX manueHtoB ¢ XCH,
CHUHYCOBBIM puTMOM 1 QRS-mopdonorueit, He coorBercTBytomei BJIHII, nmurensHocthio QRS
> 150 mc, ®BJDK < 35%, Ha (oHE ONTUMANbHOW METUKaMEHTO3HOW Tepamuu, C LeJbio
YMEHBIIICHUSI CUMIITOMAaTUKHU, CHI)KEHUsI MOPOUIHOCTHU M prcka cMmepTu [279, 280].

EOK IIA B (YYP B, Y1 2).
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elImmnanrauus CPT-ycTpoiicTB  pexkoMeHIOBaHa s CUMITOMHBIX mnanueHToB ¢ XCH,
cuHYCcOBBIM putMoM 1 QRS-mopdonorueit, He coorBercTBytomer BJIHII, nmurensrocthio QRS
130-149 mc, ®BJIXK < 35%, Ha (oHE onmTMManbHOW MEIMKAMEHTO3HOU TEpamuu, C IENbIO
YMEHBUICHUS CUMIITOMATHKH, CHUKEHHUS MOPOUIHOCTH U pucka cmepth [280, 281].

EOKIIB B (YYP C, YA 3).
elImmnanranusa CPT-ycrpoiictB He pekoMeHaoBaHa ais nanueHToB ¢ XCH U 1uTensHOCThIO
QRS menee 130 mc [281, 282, 283].

EOKIIT A (YYP A, VI 1).
elmmnantanust CPT-yctpoiictB pexomenaoBana ais nmanueHToB ¢ XCH, III-1V ®K o NYHA,
marenbHocThio QRS > 130 mc, OBJDK < 35%, ¢ ¢ubpmmnsuueil npencepauii Ha Qone
ONTUMAJIBHOW MEIUKAMEHTO3HOW TEepanuu, C IEJIbI0 YMEHbIIEHUS CUMIOTOMATUKH, CHUXKEHUS
MOpPOWIHOCTH UM pucka cMepTu. [larmmentam nomwkHa OBITH OOECHEYeHa MOCTOSTHHAS
OMBEHTPUKYIIApHAS CTUMYJALUSA C A3PPEKTUBHBIM 3aXBAaTOM >KeIyJqoukoB [284, 285, 286, 287,
288].

EOKIIA B (YYP A, VI 1).
e[lanimenram ¢ CPT-yctpoiictB u ubpwuisanueir npencepauii, B ciydae HedPHEKTHBHON
OMBEHTPUKYIAPHON CTUMYJSLUU, PEKOMEHIOBAHO cO3JaHue OJOKaJapl cepila C MOMOIIbIO
KaTeTepHOM abyauu aTpuOBEHTPUKYIIApHOTO y371a [289, 290, 291, 292, 293, 294].

EOK IIA B (YYP B, YA 3).
elmmiantanust CPT-ycTpolicTB pekoMeH10BaHa JyIsl MAIUEHTOB ¢ GUOPUILIAIIMEH TTpeACEepaIni,
HEKOHTPOJIMPYEMOM YaCTOTOM KTy JOUKOBOT'O pUTMa, KaHAUIaTOB Ha CO3JJaHKe OJI0KaJIbl cepLa
C TIOMOIIBIO KaTeTepHou abnaruu AB-y3m1a [295, 296, 297, 298, 299].

EOK IIA B (YYP B, YA 3).
elImmiantauust CPT-ycTpoiicTB pekoMeHAO0BaHa Uit CUMITOMHBIX nanueHToB ¢ XCH, ®BJDK
< 40%, KOTOpblEe MMEIOT MOKA3aHHUS K MOCTOSHHOM JKeNyJI0YKOBOW CTUMYJIALIMM, BCIEACTBHE
OpaauKapIuy, ¢ LENbI0 YMEHBIICHUS CUMIITOMATHKH U CHIDKEHUs MOpOuaHocTH [284, 290, 300,
301].

EOKIA (YYPA,YAA1).
elImmnantanus CPT-ycTpoiicTB pekoMeH10BaHa B KadecTBe 3aMeHbl umeroerocss SKC*** ymm
NK***, nnsa mauuentoB ¢ ®BJIXK < 40%, koTOpble HY>KIAIOTCS B TOCTOSTHHOM KEITyT0UKOBON
CTUMYJISILINM, C IPOIPECCUBHBIM YXYALIEHUEM COCTOSIHUS, BCaeAcTBHE nporpeccupoBanus XCH,
HECMOTpS Ha ONITUMAJIbBHYIO MeAMKaMeHTO3HYto Tepanuto [302, 303, 304, 305, 306, 307, 308, 309,
310, 311].

EOKIA (YYP A, YA 2).
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Kommenmapuii. Pewenue sonpoca o evibope muna ycmpovcmea CPT-DKC*** ypu CPT-/***
OO0JIICHO OCHOBBIBAMbCS HA CYWECMBYIOUUX NOKaA3aHusx 0isi npogedenus UK/ [***-mepanuu u
0emanbHOM 00CYIHCOCHUU OAHHO20 BONPOCA C NAYUEHMOM U €20 POOCMBEHHUKAMU, C YYemoMm
noavsel om umnianmayuu CPT-UK*** u 603M0xCHbIX 0CI0MCHEHUT, NOCIeOCMBULL, C8A3AHHBIX
C HeoOX0OUMOCMbIO USMEHEHUsT JICUBHEHHO20 YKIA0d, cumyayutl, mpedylowux 0eaxmueayuu
CPT***-UKJT*** a makoice 603MOHNCHOCMU HAONIOOCHUS 30 NAYUCHIMOM 8 medeHue ONIUMmenbHOo20

nepuooa epemeHu.

IMoakoKHBIH MMIJIAHTHPYEMbIil KapAuOBepTep-AepUOpHLIIATOP

CnoXHOCTH TNPUMEHEHUS SHAOKAPAMAIBHBIX JJIEKTPOJOB Y HEKOTOPBIX MallMeHTOB
MPUBENHU K TOSBICHHUIO MOJAKOXHOTO AepuOpuuisiTopa ¢ OAHUM MM JBYMS 3JIEKTPOJaMH,
KOTOpbIE HMMIUIAHTHPYIOTCS IIOJIKOKHO, BHE TPYJHOM IOJOCTH. OJNEKTPUYECKUH pa3psl
HaHOCHUTCS MEXAY KOPILyCOM YCTPOMCTBA U JUIMHHOM CITMPANbIO HA TUCTATbHOM YaCTH 3JIEKTPOAA
B IpaBoM xeinynouke [312]. Pe3ynbraThl HEMHOTOUYHMCIEHHBIX HCCIEI0BaHUN MOKA3bIBAIOT, YTO
MOJAKOXKHBIE 1eUOpUIUIITOPHl MOTYT TIpENOTBpallaTh BHe3amHyl cMmepth [313, 314, 315].
[Monxoxusie MK]J[ mMoxxHO ucmosib3oBaTh st nepBuuHoi mpodmmaktukn BCC, omHako Ha
CETOJIHAIIHUN JCHb HET JOJTOCPOUYHBIX MCCIIENOBAHUN ¢ OOJBIIONH BRIOOPKOW TaKMX MAIUEHTOB
u cooTBeTcTBYytonue 3P dexrl mpumenerus noakoxxHeix MKJleme ne omucansr [314, 316]. K
HACTOSIEMY BPEMEHU IPOJOJKAKOTCS MPOCIEKTUBHBIE PAaHIOMHU3UPOBAHHBIE HCCIIEOBAHUs, B
KOTOPBIX IPOBOJAUTCS CpaBHEHUE YPPEKTUBHOCTU U OCIOKHEHUH y TAIIIEHTOB C MOAKOKHBIMH U
crannaptabiMu UK/,
elIMITaHTallMg TOJKOXKHOTO JAepuOpuuisitTopa peKOMEHJIOBaHA B KayeCTBE aJbTEPHATUBBI
nepUOPMILIATOPY € SHI0KAPIUATBHBIMU 3JIEKTPOJAMH Y AIIMEHTOB ¢ okazaHusmu k MK/I B Tex
ciydasx, Korga He TpeOyloTcs  aHTHOpaJuKapAWuecKas  CTUMYJSIIHS,  CepledHas
PECUHXPOHU3UPYIOLIAs Tepanus U aHTUTaxuKapauueckas ctumyisanus [313, 314, 315. 316, 317,
318].

EOK IIA C (YYP B, Y/ 3).
elIMITaHTalIMg TOJKOXKHOTO JAepuOpuiuisiTopa peKOMEHJ0BaHA B KauecTBE allbTEPHATHBHI
neuopMIIATOpY C SHIOKAPAMAIBHBIMH JIEKTPOJAMHU MPH OCIO0XKHEHHOM BEHO3HOM JIOCTYIIE,
py MHPEKITMOHHBIX OCI0KHEHUSIX, CBA3aHHBIX C MPEIbIAYIINM YCTPOICTBOM, BO BCEX CIydasix,
KOIJla TPUMEHEHUE OSHJOKAPAUAIBHBIX OHJIEKTPOJOB HEBO3MOXKHO, HELENeco00pa3Ho WM
noTeHmuaibHo onacHo [313, 314, 315. 316, 317, 318].

EOKIIB C (YYP C, Y] 5).
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BedeHue nauueHmMos ¢ UMnAaHMUPOBAHHbIM Kapouosepmepom-0edubpusismopom

e¢O0CyX/IeHHe BO3MOXKHOTO HM3MEHEHHS YyKIaga XU3HU B CBS3M C WMILTaHTarmern MKII***
PEKOMEHI0OBAHO JIJISl BCEX MAIMEeHTOB, KoMy nokazaHa MKJ[***-repammst [326, 327, 328].

EOK IC (YYPC, YA 4).
eO1eHKa [ICUXUYECKOTO COCTOSIHUS U JIEYEHHE IICUXUYECKUX PACCTPONCTB PEKOMEHI0BAHO BCEM
MalUEeHTaM C YacThIMU cpabaTteiBanusmu MKI*** [63, 326, 327].

EOK IC (YYP A, YA 2).
eBo3moxHocTh neaktuBanuu MKJ[*** Bo BpeMsi KpUTHUECKUX MEPUOIOB TEUEHUSI O0JIE3HU U ITPU
TEPMHUHAIIBHOM COCTOSIHUM PEKOMEHAYETCSI pacCMOTPETh ele 10 uMmranTarmu MKJ[*** [328,
329].

EOK — ner (YYP C, YA 4).
eHeobOxomumocts B aeaktuBanuu MK[*** pexomeHayeTrcs KOIEKTHBHO PaccMOTPETh MpU
3HAYUTENILHOM YXYAUIEHUH COCTOSHUS MallMeHTa U B TEPMUHAJIBHON cTaauu 3a0osieBanus [328,
329].

EOK — ner (YYP C, YA 4).
e[IporpammupoBanue UK/[*** pexomenayercs oCylmecTBIsAT, TAKUM 00pa30M, YTOOBI CBECTH K
MHUHHMYMY BE€pPOSITHOCTh HEOOOCHOBaHHBIX cpabarbiBanmii MK *** [330, 331, 333, 334].

EOK — ner (YYP A, YA 2).
e[IporpammupoBanne MKI[*** pexomeHmyeTcs OCYIIECTBIATH TaKUM 00pa3oM, YTOOBI TIO
BO3MOYHOCTH 3aMEHHUTH BEICOKOBOJIBTHBIE Pa3psi/ibl HA AHTUTAXUKAPAUUECKYIO CTUMYIISIIIUIO TIPU
KyIMPOBaHUM apuUTMUI 0e3 ymepoOa ais 6e3onacHocty nanuenta [330, 331, 332, 334].

EOK — ner (YYP A, YA 2).
e[lepenporpammupoBanue panee ycraHosienHoro MKJ[*** pekomeHnoBaHO B ciydae 4acThIX
HeaJIeKBaTHBIX CpabaThIBaHMK ycTpoicTBa [27, 62, 332].

EOK — ner (YYP C, YU 5).

VIHmepeseHyuUoHHble MemMoOsbI nevyeHusA. KamemepHaa abaauus
Karterepnas adsianusi y nanueHToB 0e3 CTPYKTYPHOM NATOJIOTHM cepALa

OO6nacTh BBIXOJIHOTO TPAKTa MPABOTO U JIEBOTO JKETYJOYKOB YacTO SBISIETCS HCTOUHUKOM
nauonatudeckux KT u XKD [335, 336, 337, 338]. B 70% cnydaeB 310 BhIBOJHON Tpakt DK
(BTIDK, B ocTanpHbIX citydasix — cuHychl Banbcanbsbl, BeiBogHOH TpakT JOK (BTJDK), Gonbias
BEHa cepla, dMUKapIUaIbHbIE 30HbI, A0PTO-MUTPAIbHOE COEAMHEHUE, peXe MPOKCUMAaJIbHBIN
OT/IEJI JIESTOYHOM apTepuH HETIOCPEACTBEHHO Ha/Jl MyJIbMOHAIBHBIM KiananoM [339, 340, 341, 342,
343, 344, 345, 346, 347, 348]. UauonaTtuueckas oyaroBas >KEIYJAO0YKOBas TaxXWUKapIus W3

BbIBOJHOTO Tpakrta (JKT-BT) 0ObIYHO BO3HMKaeT y MalMEHTOB 03 CTPYKTYPHOH MaTOJIOTHU
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cepAla, OAHAKO Yy HEKOTOPBHIX MAIMEHTOB OBLIM BBISABICHBI HE3HAYMTEIbHBIE M3MEHEHHUS II0
naaabiM MPT. Unnonatuueckas XXT-BT o0ObiuHO MMeeT N0OpOKayecTBEHHBIN XapakTep, HO B
HEKOTOPBIX Cllydasix Bo3MmoskHa 3iokauectBeHHast KT [349, 350, 351, 352, 353, 354]. Ouensn
penko HaONIONAIOT COYeTaHUE HECKOIBKUX Pa3nuuHbIX Mopdosoruii XKT, uTo MoxeT yka3piBaTh
Ha Hasiuue pydrosoro cyoctpara XXT, kak, Hanpumep, npu AKIDK.

[Tpu PYA npumeHseTcsl akTUBAIMOHHOE KapTHUPOBAHHWE /WM KapTHpOBaHWE Ha (oHE
CTUMYJISIIMM B pa3iMuHbIX Toukax Bo Bpems D®PU, naumnas ¢ BTIDK (Bkimrouass oGiacte Ha
KJIallaHOM JIETOYHOM apTepHH), 3aTeM B KOPOHAPHOM CHUHYCE, B CHHYCaxX aOpTaJIbHOTO KJarnaHa u
3aKaH4yuBas dHj0KapauanbHo dyactbio BTJIK. Ecnu abnanus B Touke paHHEH >Kely10YKOBON
AKTHBALMU HE MO3BOJISIET YCTPAHUTh KIMHUYECKYIO apUTMUIO, CJIETYET pACCMOTPETh BBIITOJIHEHUE
SMUKapAUalbHOro KapTupoBaHus. PYA OOBIYHO BBINONHSETCS 10 MECTHOM aHecTe3uel,

MepUKapIUaIbHBIN JIOCTYH OCYIIECTBIISIETCS M0 MHTYOAIIMOHHBIM HApPKO30M.

KeaynoukoBasi TAXUKAPAUS U3 BHIXOAHOI'0 OT/Ae/Ia CepaLa

eBrimosHenune karerepHoit abnanuu KT/ K3 u3 obmactu BOIDK pekoMeH0BaHO MpH HAJIMYUH
CUMIITOMOB W/UJIU B ciiydae Hed()(PEKTUBHOCTH aHTUAPUTMHUUECKONW MEIMKAMEHTO3HOM Tepanuu
(x mpumepy, Oera-aapeHOOIOKATOPOB), a TAKXKE Yy MAIMEHTOB C HAPYIICHHUEM CHCTOJUYECKOU
¢dbynxuun JIK Ha done wactoit KT/ KD [94, 98, 355, 580].

EOKIB (YYP A, Y] 2).

Kommenmapuii. Ilayuenmam c JKT-BTIDK/ KD pexomenoosana kamemepras abiayus 6
Kauecmee memooa nepsozo evibopa, mozoa kax npu KT-BTJDK/KD ee evinoinenue ciedyem
paccmampusams moabKo npU OMCcymcmeuu dgghexma aHmuapummu4eckol mepanuu.
eJleueHue aHTHAPUTMHUYECKUMU Tpenaparamu Ic kiacca (6I0KaTOpbl HAaTPUEBBIX KaHAJIOB)
pPEKOMEHI0BaHO Mpu Hanuyuu cuMnrtomoB nanueHTam ¢ KT u3z BOJDK, obnactu aopraibHOTO
KJiarana uiy snukapauanpHon JKT/KD [120, 343, 346, 383, 427, 581].

EOK IC (YYP C, YA 5).
eBLIno/IHEHNE ONBITHBIMH CHEIUAlMCTaMU KaTteTepHou abnammu it jedenus KT/OKD us
BOJIK, oGmactu aopranpHOro kiamaHa uiau snukapauansHoil XXT/KD pekomennoBano y
CUMITOMHBIX MAIIMEHTOB NMPHU HeA(D(HEKTUBHOCTH MpUeMa > | aHTHAPUTMUYECKHUM TpernapaToM Ic
KJIacca, a TakyKe MPU HEXKEJIAHUH NMAlMEHTOB HAXOAUTHCS HA JOJATOCPOYHON aHTUAPUTMUUYECKON
MeauKaMeHTo3Ho# Tepanuu [ 120, 343, 346, 383, 427, 581].

EOK IIaB (YYP C, Y 4).
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eKaterepnas abmarnus ans nedenus KT/ KD u3 cunycoB BanbcanabBel peKOMEHI0BaHA TOJBKO
npu Hed(P(PEKTUBHOCTH MEAWKAMEHTO3HOW Tepanuu aHTHApUTMHUYECKHUMH Tpenaparamu Ic
knacca [120, 343, 346, 383, 427, 581, 582].

EOK IC (YYPC, YA 4).
e DnmkapauanbHbIi moaxo i abinanuu KT/ KD pexomenn0BaH TOJIBKO mociie HedPPEeKTUBHON
snokapauansHoi admanuu BT-XKT/KD [340, 341, 359, 416, 445, 447].

EOK IC (YYPC, YA 4).
Kommenmapuit.  bonvwuncmeo  ouacosvix  snukapouanvuvlx KT eo3nukarom 8
HenocpeocmeenHou 61u30cmu om OONbUUX CepOeUHbIX 6eH UIU KOPOHAPHLIX apmepull, U 2JIA6HbIM
PUCKOM MAaKol npoyedypvl A618emcs nogpexcoenue xoponapHou apmepuu [358, 359, 360].
Yenewmnas abnayus KT uz obnacmu n1e2oyHou apmepuu onucana moabko 8 eOUHUUHBIX CIYUAsX

unu 8 Hebonvbuiux cepusx Haoooenuu [354, 357, 361].

Nauonarnyeckasi JeBOKeJIY104YKOBAS TAXUKAPAUA

Yame Bcero Bcrpeuaercst ¢acuukyiaspHas KT ¢ ynokanuzanueil nenud puHeHTpU B oOnactu
pa3BeTBIIEHUH 3a1HEN BETBM JieBOM HOXKHU mydka ['mca (> 90%), uspenka — nepenHel BETBH,
KOTOpasi pa3BUBAETCS IJIaBHBIM 00pa3oM y MOJIOJIBIX JIFOJIeH 0e3 CTPYKTypHOI MaToJIOTHU cepana
[362]. MeronoMm mepBOro BbIOOpa ISl JICUCHUS TAKWX TAIMEHTOB B CIEINUATU3UPOBAHHBIX
LEHTPaX ABJIAETCS KaTeTepHas abialus, MOCKOJIbKY 3a00JIeBaHUE BCTPEUAETCSI B OCHOBHOM Y JIUIT
MOJIOZIOTO BO3pacTa, M AJUTEbHOE MEINKAMEHTO3HOE JIEYeHHE B 3TOM ciiydae Hed(P(PEeKTUBHO
[363, 364, 365, 366, 367]. YactoTa peHMAMBOB TaxWKapJAWH IIOCJIE YCICIIHOW abialuu
konebnercs ot 0 o 20% [181, 368, 369, 370, 371, 372]. KT c uupkynsauueir Bo30yXaeHuUs M0
HOXKKaM Tmydka ['mca oObIYHO HaOMIOMAETCsl y MAIMEHTOB C paHee CyIEeCTBOBABIINMU
HapYIICHUSMH BHYTPUIKEITYIOYKOBOTO TMPOBENEHUS, BKIOYas yanuHeHHe uHTepBaina H-V u
6nmokany Hoxku myuka ['uca [373, 374, 375]. Takas Taxukapausi XOPOIIO MOJAAETCS JICUEHHUIO C
MOMOIIBIO KaTeTepHOM adnanuu, mo KpaitHel Mepe B ClieuaIn3UpOBaHHBIX [IeHTpax. Yaiie Bcero
BBITIONTHSAOT a0Naluio MPaBoi HOXKKH, PEXE JIEBOM HOXKKH 1. ['Mca, pe3ynbTaToM 4ero sBIsSeTcs

otcyrctBue uuayupyemoi XXT u, o cyru, nonxoe uzneuenue ot KT [375, 376].

KenynoukoBasi TAXMKaApAUS U3 NANMJISPHBIX MbIIII

eEcnu neuyenue KT/ KD u3 obnact manwuisspHBIX MBIIIL aHTHAPUTMUYECKUM IpenapatoMm Ic
KJjacca u/unn OeTa-aApeHo0I0KaTOpaMu OKa3aJloch HEYCIEIIHbIM, PEKOMEHI0BaHa KaTeTepHas
aOmarysi, kKoTopast 0ObIYHO JaeT HyKHbIH 3¢ ekt [378, 379, 380, 383].

EOKIC (YYP B, Y1 3).
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Kommenmapuit. YV nebonvwozo uucia nayuenmos uouonamudeckas KT umu KO mocym
8o3HuKamv 6 oonacmu nanunapuwix moiwy IDK unu JOK [377, 378, 379]. Ana KT, ucmounuxom
KOmMopou Aeisiemcs 3a0HAs nanuinapuas mviuya JDK, xapaxmepuna mopgonoeus no muny
010ka0bl npasotl Hodcku n. I'uca, cmewenue ocu QRS 88epx 6npaso unu 61€60 u OIUMENbHOCHb
ORS >150 mc. Oonako npu Kapmuposanuu u 8bINOIHEHUU AOIAYUU 8 30HE NANUISAPHLIX MbIULY
00CMAmMoO4HO CIONCHO O00CMUYL CMAOUILHO20 NOJIONCEHUs. Kamemepd, 6 C6A3U C HeM
DPEKOMEHOYemcsi MPAHCCenMAnbHulil OOCMYn 6 psde CaAy4aeé U KOHMPOIb C NOMOWbIO
BHYmMpUcepoeuHol dxoKkapouozpaguu. Ycnewnas adrayus mMoxicem OCIOHCHAMbCA MUMPATbHOU

peaypaumayueti, Komopas, 00OHAKo, 8CmMpeyaemcs peoKo.

KeaynoukoBasi Taxukapaus U3 00J1aCTH KOJIbIIA MUTPAJIBLHOTO HJIU TPEXCTBOPYATOIO
KJIalaHa
o[lpu orcyrctBuu sddexra ot neueHus KT/ KD wu3 obrmactu Koyiblla MHUTPAIBHOTO WIH
TPEXCTBOPUYATOro KialmaHa aHTHApUTMHUYECKUMHU TIpernapaTamu Ic kmacca w/wnm  Oera-
azpeHoOI0KaTOpaMH PEeKOMEHI0BaHa KaTeTepHasi abnanus (B CrieluaIu3UpOBaHHBIX LIEHTPAX)
[378, 379, 343, 380, 383].

EOK IC (YYPC, YA 4).
Kommenmapuii. Oxono 5% ecex uouonamuueckux KT u KO eosnuxarom 6 obnacmu konvya
mumpanvrozo xknanana [380, 381, 382]. Jna nux xapakmepna mopgonocus 610Kadbl npasoul
Hooicku n. I'uca, nepcucmupyrowas onna S 6 omeedenuu V6 u pacnonodicerue nepexooHot 30Hbl
6 omeedenuu VI, a 6 Hekomopuix ciayuasax u medcoy omeedenuamu VI u V2. Ilopsoxka 8% ecex
uouonamuyeckux KT u KO soznukarom 6 obracmu Koivya mpexcmeopuamozo Kianawa. B smom

cayuae ommedarom mop@onocuro 610Kkaobl 1eoti Hodcku u omxionenue ocu QRS eneso.

NanonaTnyeckas puOpUIISIIUA KeJTYyJ0OYKOB

elimmnanTanus UKJ[*** pekomeHmoBaHa NamueHTaM, MEPEKUBIIMM AITH30]] UAHOTIATUYCCKON
bubpumanuu xemynouxon st nedenus KT/DXK u npodunaktuxku BCC [13, 62, 384, 385, 439,
497, 540, 546, 550].

EOK IB (YYP B, Y1 3).
o[lpn wHammuuu penuauBupyomend KI-UHAYIUPOBaHHON (UOPUIIIALIMKM SKETYyJOUYKOB U
nokazanuii k UK/[***-tepanuu pexomennoBano ais yedenus XXT/DXK u npodunakruku BCC
BBITIOJTHEHUE KAaTETePHOM a0ialliy ONBITHRIMU criennanuctamu [387, 388].

EOK IB (YYP A, Y]] 2).
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o[Ipu Hammumu XKD, ABIAIOMIEHCS TPUIMHON dIEKTpUUECKOTo mropma, st gedenus KT/DXK u
npopunaktukn BCC pekoMeHJ0BaHO BBINOJIHEHHWE KATETEPHOW abJalmMu  ONBITHBIMU
crienmanuctamu [29, 180, 200, 390].

EOK IIaB (YYP C, Y 4).

KarterepHas aéjanusi y nallMeHTOB CO CTPYKTYPHO# naTosorueii cepaua / nucpynxkuueit
JIEBOT0 JKeJIyI0UKa

VYV nmaumentoB ¢ muchyakuuen JIK u croitkoit KT marodusmonornueckuii MexaHuzm
apUTMUU BO MHOTHX CIIydasiX 3aKJII04aeTcs B (GOPMUPOBAHUH Kpyra pUeHTPHU Ha (oHE pyOIIOBBIX
M3MEHEHUH, U LIeJIbI0 a0naluu sBisieTcsd KpUTUUeCKui neperieek B oosactu storo kpyra. KT y
TaKuX MAlMEHTOB Yallle BCEro MMeeT MOHOMOP(HBIN XapakTep. B HacTosiiee BpeMst HET €IMHOTO
MHEHHS 0 BEIOOpE KpuTepueB 3(HEKTHBHOCTH TIPOIeyphl. bosee nmpeanouTuTeIbHOM KOHEUHOH
TOYKOM MOXET ObITh OTCyTcTBHE JIOOBIX uHAymupyembix JKT. B cnydae pasBurus
AIIEKTPUYECKOT0 IITOpMa BBHIMOJHEHHE KaTeTepHOW abialuu MOXKET CHOCOOCTBOBAaTH €ro
MpEeKpaIeHnio, a TakKe CHU3UTh YacTOTy TOBTOPHBIX OSIH30J0B 10 CPaBHEHUIO C
MEIMKaMEeHTO3HOU Tepanueit [389].

B nenom, ycmex mpouenypel B KaKIOM KOHKPETHOM CIIy4ae 3aBHCHT OT Pa3MepoB
MOCTUH(APKTHOTO PYOIa, KOTOPBIA MOKHO OIICHUTh MO OOJAcTsIM HHU3KOTO BOJbTa)XKa INPHU
aNeKTpoaHaTOMHUeckoM kaptupoBanuu [390]. HeoOxoauMbIM yCiI0BHEM SIBIISICTCS BBHITIOJHEHUE
abnanuu OpUTasoi OMBITHOTO CIEUATU3UPOBAHHOTO IIeHTpa [391].
eBrInosiHEHNE HEOTIOKHOM KaTeTepHOM abialuu B CIIEHUaIN3UPOBAHHBIX U OMBITHBIX IIEHTPaX
PEKOMEHI0BaHO NanueHTaM ¢ HenpepblBHOM JKT Wiu aeKTprudecKuM ITOPMOM, PUBOJSAIIUM K
MOBTOPHOMY HaHeceHuto mokoB MKJI*** [389, 390, 391].

EOKIB (YYPC, YA 4).
eHa3zHauenne amuomapoHa™* wunm kaTerepHas abOnanus pPEKOMEHJOBAaHBI MAlMEHTaM C
noBTopHbIMU mokamMu MKJ[*** BcnenctBue ycroitunboii XKT [143, 154, 180, 392, 393, 394, 395].

EOKIB (YYP A, YA 2).
ePekoMeHIOBaHO Ha3HAYECHHE aMHUOJapoHa™™ WM BBIMOTHEHHS KaTeTepHOW abiaiuu mocie
peructpanuu nepBoro snu3zona ycrounsoi XT y manmentoB ¢ MKI*** [127, 135, 138, 393,
394, 395, 396].

EOK IIA B (YYP C, Y 4).
oV manuentoB ¢ guchynkumeir JDK, HampaBieHHBIM Ha KaTeTepHyro abOmamuio KA,
MpenpoleaypHas WIM BHYTPUIPOLEAYpPHAs BU3yalIM3alUsd PEKOMEHIYETCS ISl HUCKIIOUYECHHS

TpoMOo3a monocteit cepama [397, 398, 399, 400, 401, 402].

54



EOKIB (YYP A, YA 2).
eV MalUEeHTOB ¢ HEMUIEMMUYECKON MM MIIEMUYECKON KapAMOMHUONATHSAMM, HANPaBJICHHBIX Ha
karerepuyto abmamuio JXT, pekomenmoBana MPT-Busyanuzanus MuUOKapnaa JJsi MMOBBIIMICHUS
3¢ dEeKTUBHOCTH BMEIIATEILCTBA U CHIKCHHS BeposiTHOCcTH peruauBoB KT [402, 403, 406, 407,
408, 409, 410, 411].

EOK IIA B (YYP B, Y1 2).
oY manueHtoB ¢ pyoOen-acconuupoBanHoil JXT pekomenmoBana abnamus cybOcrpata i
MOBBIICHUS Y(PPEKTUBHOCTU BMEIIATEIHCTBA U CHIDKEHHS BeposiTHOCTH peruanBoB KT [416,
417].

EOKIB (YYP B, YA/ 2).
ePEeKOMEHJIOBAHO MYJBTUAJIEKTPOIHOE KAapTUPOBAHUE BBICOKOW MIIOTHOCTH JUIsl OOjiee MOJHOM
XapaKTEePUCTUKN apUTMOTEHHOW TKaHU BO BpeMsl KaTeTepHOU abiauu pyOer-accolMMpoBaHHON
KT nns noelieHus 3¢pGEeKTUBHOCTH BMEIIATEIbCTBA M CHIKEHHS BEpOSITHOCTU peunauBoB KT
[418, 419, 420].

EOK IIA B (YYP B, YA 2).

KenynouxkoBasi IKCTPACUCTOHSA Y MANMEHTOB CO CTPYKTYPHOM maToJjiorueii cepaua /
aucyHKIuUei JIeBOro xKeaya04Ka
oV MaIMEeHTOB CO CTPYKTYPHOM MATOJIOTHEH cepara / mucdyHKIMEH JIEBOTO KeTya0uKa ¢ 4aCTOM
CUMIITOMHOM KEITyJOYKOBOM SKCTPACUCTOIUEH UITM HEYCTOMYMBOM KETyTI0UYKOBOM TaXUKapaueh
PEKOMEHIOBAHO BBHITIOJIHEHHUE KaTeTepHOM abmanuu [421, 426, 427, 428].

EOK IIA B (YYP B, YA 2).
ollpu nHammuum auchynkiuu JDK, accoruupoBaHHOW C JKEITYJOYKOBOM SKCTPACHCTOJIHMEH,
PEKOMEHIOBAaHO IIPOBEICHUE KaTeTepHOM abnanuu [426, 427, 428].

EOK IIA B (YYP C, Y1 4).

VIHble su0bl ne4eHusA #esnyo0oyKo8siX maxuapummud u eHesanHol cmepmu
Heiipomonyissuus

Mopnynsuus aKTUBHOCTH BEreTaTUBHOW HEPBHOUM cHUCTeMBbl (HEHPOMOIYSAIUs) A
MPOQUIAKTUKA ApUTMUHN SBISETCS HOBBIM TEPANEBTHYECKUM TOIXOAOM. XOTS aBTOHOMHAas
MOAYNIALUA UMEET AOKa3aHHYI0 3(P(GEKTUBHOCTh ANl ONPEACTCHHBIX COCTOSHHUN (TakuMX Kak
cUHApoM yanuHeHHoro uHTepBaia QT, kaTexomamuHepruueckas noauMopdHas KelyI0uKoBast
TaXUKapJus), CYIIECTBYIOT OTPaHUYEHUS JOKA3aTeIbCTBA MPUMEHEHUS! TAKUX METOJIOB JICUCHUS

y Ooitee HIHpOKOﬁ TPYIIILI TAMUCHTOB C KCIIYAOUYKOBBIMH APUTMUSMH.
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B Hacrosimee Bpemsi CYIIECTBYIOT OTpaHWYEHHBIC IaHHBIE O POJH CTUMYISIIUU
ONMy)KJAIOMIeT0 HEepBa M CTUMYISAIHUA CIHUHHOTO MO3Ta Jjis MPOQHIAKTUKH KEITyTOYKOBBIX
apUTMHUKA W BHE3AIMHOW CEpACYHOW CMEpTH y JIOACH, W, TakUM O0O0pazoM, TOKa3aHHsS K
MIPUMEHEHHUIO HEHPOMOIYJIALIUY OIPaHUYEHBI [62].
oV mammeHToB c anekrpudeckuM mropmMoM ¢ JKT/DXK, y koTopsix Oera-aapeHOOIOKATOPHI,
Ipyrue aHTHAPUTMUYCCKHE MpenapaThl U KaTeTepHas abnarus Hed())EeKTHBHBI, HETIEPSHOCHUMBI
WM HEBO3MOXHBI K TPUMEHEHUIO, PEKOMEHIYETCS BBITIOJIHEHUE CUMITATUYCCKOW JCHEPBAIIUU
cepria JUIsl KyMUPOBaHUS apUTMUU M CHUKEHHSI BEPOSITHOCTH peruanBoB XKT.

EOKIIb C (YYPC, YA 4).

Kommenmapuit. /[ns snexkmpuueckoeo wmopma ecreocmeue KT/DK, pegpaxmeprnoeco «k
JIeYEHUIO MemoOooM KamemepHou abiayuu, noxkazana d¢pgdekmugHocms CUMNAMUYECKOU
oenepsayuu cepoya 8 HeCcKOIbKUX HeOONbuUX HAOII00amenbHblX UCCIe008AHUAX U 8 OOHOM
PAHOOMUUPOBAHHOM KOHMpoOIUpyemom ucciedosanuu [429] 6 6ude ymeHbuieHus Hacpy3Ku
apummueti [430, 432]. Ilpeononacaemcs, umo oOuramepanrvHas cumMnamuyeckas OeHepsayus
cepoya modicem bvimwv Ooee I3pexmusHol. [enepsayus noueuHvlx apmeputi ObLLa NPeoN0N*CeHA
KaK Memoo ne4eHusl HCenyO00uKOo8bIX ApUMMULL Y NAYUEHMO8 C HCeLyOOUKOBLIMU MAXUKAPOUIMU,
pedpakmepHbiMU K AHMUAPUMMUYECKOU mepanuu u KamemepHou abnayuu, a makxice y

nayuermoes ¢ npomueonoOKA3aAHUAMU K Kamemepusayuu cep()ua.

IMpoduniakTnka BHE3aANHOH CMEPTH MOCJIe TPAHCILUIAHTALIMH CepALa

Pa3BuTHe maTOJOrMYECKHX MPOLIECCOB B IEPECAKEHHOM CEPJIIE MOKET MPUBECTH K
noBbieHHOMY pucky BCC y HEKOTOpBIX NALlMEHTOB; IPU 3TOM pUCK cocTaBiseT oT 10% 1o 35%
B HaOmomarenbHbIX ucciaenoBanusax [432, 433]. Kak peakius OTTOP)KCHHs, TaK U CHIDKEHUE
OBJIK sBrstoress npeaukropamu BCC. Mexanusmsl, nexamue B ocHoBe BCC y nanueHToB ¢
nepecagkoil cepala, BKIOYAIOT B ce0s TOBpEXKJIEHUE TMPOBOJAIICH CHUCTEMBI Cepala,
KEITYIOYKOBBIE apUTMHUM BCIEACTBHE BACKYJIONMATUU KOPOHAPHBIX apTepuil WM BO BpeMs
SMU300B OCTPOTO OTTOPKEHUS.
oV MalMEeHTOB C TPAHCIUIAHTUPOBAHHBIM CEPJIIEM M TSHKENOW BacKylomaTHeil ammorpadTa co
camwkenneM ®BJDK ans nmpodwmnaktuku BCC pexomennyercst umiuiantauus UK***, ecnu
0’KMJ1aeMasi MPOJOJDKUTENBHOCTD KU3HHU > | roja.

EOK IIa C (YYP B, Y1 3).

Kommenmapuii. B neckonbkux HeOOIbWUX HAONIOOAMENLHBIX UCCIE008AHUAX, 6 KOMOPbLIX
oyeHusalacy wacmoma adekgamuoco cpabamvisanusi UK/[*** 6vinio noxazano, umo Haiuyue

UKT*** mooicem 6vimsb yenecoobpazno y HeKomopuvlx kamez2opuil nayuenmos. B uacmnocmu, y
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NAyueHmos8 ¢ BbIPANCEHHOU BACKYIONAmMuUel auilocpagpma, HeOObACHUMBIMU O0OMOPOKAMU,
svipadicennol oucyukyueti JDK [434, 435, 436]. [lokazanus k emopuunou npogunaxkmuxe BCC

nymem umnianmayuu UK*** maxue sice, xax ons opyeux nayuenmos [62].

3.3. Jleyenue xKeJyIOYKOBBIX TAXMAPUTMUN H NPOPUIAKTHKA BHE3aIHOMI

CMEPTH B OTAC/IBHBIX I'PyIIIIax
OOt anropyuT™ J€UEHUs KeyJOUKOBOM apUTMUU MIPU UILIEMUYECKON 00JIe3HU cepaua

1 HEMILIEMUYECKOH KapauoMuonaTuu npezacrasieH B [lpunoxenun b (cxema 2).

Apummozennas KapouoMuonamusi Rpaeo2o HceJiyoouKa

e[larmentam ¢ AKIDK ans nmpodunaktuku BCC pekoMeHIYyIOT BO3JAEp:KaThbCs OT Y4acTusl B
COPEBHOBATEIBHBIX BHIaxX criopTa [432].

EOKIC (YYPC, YA 3).
Kommenmapuii. I[1o0 copesrHosamenvhbiMu 8udamu cnopma noopasymesaiom arooumenbeKyo
UnU npogheccUoHanNbHyI0 CHOPMUBHYIO 0esMeNbHOCb HA PecylsPHOU OCHO8e ¢ ydacmuem 8
OP2aHU308AHHBIX COPEBHOBAHUSIX.
ebeTa-aipeH0OIOKATOPEl B MAaKCHMAJIBHO TEPEHOCUMOM J03€ PEKOMEHJOBaHBI B KadeCTBE
Tepanuu nepBoit tuann nanrentam ¢ AKIDK piist yctpanenus ciMnToOMOB y TAllUEHTOB € YacTOM
KENYI0UYKOBOHM AKCTPACUCTOJIMEN U HEYCTOMYMBOM KENyI0YKOBOM Taxukapaueu [27, 349].

EOKIC (YYPC, YA 5).
emvmuantanmss UK*** mnst Bropuunoit mpodunaktukn BCC pexoMeHI0BaHA MallUEHTaM C
AKIDK c¢ BHe3amHOW OCTaHOBKOW cepjila B aHaAMHE3€ MW JKEIIYJOYKOBOW TaxWKapJIueu ¢
HapylICHUSIMHU reMoauHaMuku [438, 439, 440].

EOKIC (YYPC, YA 4).
o/[ns ycrpanenuss cumnromoB y mnanueHToB AKIDK ¢ wactoit XD u HeycroiunBoi
KEIYIOYKOBOM TaxWKapaueil, KOTOpble HE NepeHOCIT OeTa-aJpeHOONIOKATOPbl WA HMEIOT
MIPOTUBOTIOKA3aHMS K HUM, PEKOMEHI0BAaHO Ha3HaueHHUe amuoapona™* [439, 440, 441].

EOK IIa C (YYP C, YA 4).
eBrimosHEeHHEe KaTeTepHOW ablanuu pPEeKOMEHJOBAHO B CIEHUAIM3UPOBAHHOM IEHTpE Y
narueHToB AKIDK ¢ uactoit cumntomuoit XX3/KT, He oTBedaromieii Ha MeIUKaMEHTO3HYIO
TEpaIuio, B LEIIX YCTPAaHEHHUs CUMIITOMOB M IpeAoTBpalleHus cpabarbiBanuii MKJ[*** [441,
442, 443, 444, 445, 446].

EOKIB (YYPC, YA 3).
ePekomennoBana umrianranus WK/*** y manmentoB ¢ AKIDK u ycroiumBonr XKXT 06e3
BBIPDOKEHHBIX HAPYIIEHUH TEeMOAMHAMHKH, ¢ YydeToMm puckoB HWKJ[*** (Bxmrouas puck

OT/JAJICHHBIX OCJIOKHEHU) U TI0JIb3bl TAKOW Tepanuu AJis nauuenta [233, 234, 235].
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EOKIIaB (YYPB, Y/ 1).
elImmnanranus MKI*** pekomennoBana y B3pocibix namueToB ¢ AKIDK ¢ omqaum unm Gonee
(hakTOPOB pUCKA JKETyJOUYKOBON apUTMHH TIPU OXKUAAEMOU MPOIOJKUTEILHOCTH KU3HH CBBIIIE
OJIHOTO I0J1a, MOCJIe TIIATEIILHOTO 00CIe0BaHNUs, C YIETOM PUCKA OTJAJICHHBIX OCJIOXKHEHUH, a
takke BnusHusg UKI[*** Ha 00pa3 KU3HU, CONMATBHO-IKOHOMHYECKUAN CTAaTyC M TICHXUYECKOE
310pOBBE maruenTa [27].

EOKIIb C (YYPC, YA S).
Kommenmapui. K ¢paxmopam pucka omuociam HeoObACHUMbIE 0OMOPOKU, YACmble dNU300bL
HEYCMOUYUBOLL HCENYOOUKOBOU MAXUKAPOUU, CEMEUNbIL AHAMHE3 BHE3ANHOU CMePpMU 8 MOA0OOM
go3pacme, maxcenoe nopadiceHue npasoo Heeryooukd, svipadxceHnoe pacuiupenue ORS, nanuuue
Nn030HEe20 2A00NUHUEB020 VCUNeHUS NPU MACHUMHO-PE30HAHCHOU momozpaguu (6 mom yucie c
B0GJIEUCHUEM JIeB020 HCENYOOUKA), OUCHYHKYUIO 1€B020 HCENYOOUKA, UHOYKYUIO HCETYOOUKOBOU
Maxuxkapouu 80 8pemsi J1eKmpopu3u0I02U4ecK0o20 UCCIe008AHUS.
oJlns crparudukammu pucka BCC pexoMeHIO0BaHO BBITIOJIHEHHE OHIAOKAPAUAIBEHOTO
ANEKTPOPUZUOTIOTUUECKOTO UCCIIEOBAHUS C TPOTPAMMHUPOBAHHON CTUMYJISIIIUEH xKemyaouka [30,
48, 76, 134, 448, 450, 508].

EOK IIb C (YYP A, Y 2).

HacaencrBeHHbI€e NEPBUYHBIC APDUTMUH

Cunapom yainHeHHoro uarepsajga QT

Cpennuii Bo3pacT MaHH(ECTallud KIMHHYECKUX TmposiBieHnid — 14 ner. ['omomoit
nokazaresnb BCC y namuentoB ¢ HenedeHHbIM CYUQT cocrasnsier ot 0,3 o 0,9%, Torna kak
CUHKOIIE BO3HUKAIOT Yy 5% B rox [457]. bblnu BeIsIBIEHBI MyTallMK B 13 reHax, acCOLMUPOBAaHHbIE
¢ CYHUQT, OONbIIMHCTBO U3 KOTOPBIX KOJUPYIOT CYObEIUHHIIBI AIEKTPUUECKH aKTUBUPYEMBIX
MOHHBIX KaHAJIOB: KaJIMEBbIX, HATPUEBBIX WU KAIBIMEBbIX. | eHETHUECKUI CKPUHUHT BBISBIISET
natojoruyeckue myrauu B 75% cinyqaes CYNQT B Tpex ocHoBHBIX reHax (KCNQI, KCNH2 u
SCN5SA — tumet CYUQT 1, 2 u 3 cooTBeTcTBeHHO), 4TO cocTaBisieT 90% TMOJIOKUTEIBHO
TeHOTUIUPOBAaHHBIX ciyyaeB. CTpaTuukanus HWHAMBHIYAIbHOTO pHCKAa OCYLIECTBISETCS C
Y4ETOM KIMHHUYECKHX, JJIEKTPOKapaAuOrpauyeckux M TeHeTHuecKux mapamerpoB [243]. K
npo¢unaktuyeckomy mnpuMmenenutro WKII*** cinenyer moaxoauTe MHIMBHIYalbHO Yy BCEX
MAIMEHTOB TPYIIIBI BBICOKOIO PUCKA, B YACTHOCTH Yy ykeHIIMH ¢ reHotunoM LQT2 u QTc > 500
Mc, y nauueHToB ¢ QTc > 500 Mc ¥ mpU3HaKaMM JIEKTPUUYECKON HECTaOMIIBHOCTH, a TAKXkKe Y
NAIMEeHTOB C FeHETUYECKUM MPO(UIEM BBICOKOTO pHCKa (HOCUTENLCTBO ABYX MYyTalui, B TOM

yucie cuaapoma Jlxxepseria-Jlanre-Hunscena u cunapoma Tumotn).
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Ha ceromusamHuii [eHb HET JAaHHBIX, CBUACTEIBCTBYIOIIMX O IPOTHOCTUYECKOMN
3HaYUMOCTH UHBa3UBHOTO DM ¢ nporpaMMHpOBaHHON CTUMYJISLUEHN KETYAOUKOB Y TallUEHTOB
¢ cuHApoMoM yutnHeHHOTO nHTepBaita QT [449].

Crnenyromue MeponpuaTus IO KOppeKUuMHu oOpa3a KU3HU PEKOMEHJOBAaHbI BCEM
MaueHTaM ¢ JUarHOCTUPOBAaHHBIM CUHJIPOMOM YIUIMHEHHOTO MHTepBana QT:

a. N30erarb npuema MeIMKaMEHTOB, CIIOCOOCTBYIOIIMX YuIMHEHUIO uHTepBana QT
(mepeuens Ha caiite www.crediblemeds.org).

b. KoppektupoBaTh HapymieHHs 3JIEKTPOJMTHOrO OanaHca (TUIOKAIMEMHIO,
TUIIOMarHUEMHIO, TUIIOKAIBIIMEMHUIO), KOTOPbIE MOTYT pa3BUBAThCS Ha (OHE TUAPEU, PBOTHI MU
MeTab0IMYECKUX HapyLIECHUI.

c. M36erarp cnenuduieckux TpUrrepoB apuTMUH (aKTUBHOE IJIaBaHUE, 0COOEHHO MpH 1-
M THUIIE CUHAPOMA YUIMHEHHOTO nHTepBana QT, u BO3/1eHCTBUE TPOMKHUX 3BYKOB MPH 2-M THIE
3aboneBanus) [450, 452].
eBrisiBNIeHNE U yCTpaHEHUE NMPUYUH y/uIMHeHus uHTepBana QT (mpexe Bcero, oTMEHa JTHOObIX
JIEKapCTBEHHBIX CPEJICTB, CHOCOOHBIX YyHIMHATH MHTepBan QT, eciu TakoBble MPUMEHSIOTCS,
KOPPEKIUS NIEKTPOIUTHBIX HApYLICHUH, yCTpaHeHue OpaauKapaun) peKOMEHI0BAHO MMallueHTaM
¢ nosimmopduo# KT tuna torsade de pointes [243, 450, 454, 455, 512, 575].

EOK IIa (YYP C, YA 4).

Kommenmapuii. Bvisisumos u ycmpanums npuuunst yonunenus uumepsanra QT yoaemcs, Kak
noKa3zvieaem npaKmukd, 8 no0asaAowem OOILUUHCMEE CY4aes, Ho NOYMU HUKO20d Ym0 He 0aem
Oblcmpoco pesynbmama, 4mo mpeodyem nposeoeHuUs: 1e4eOHbIX MEPONPUAMULL, HANPAGIeHHbIX Ha

yropouernue unmepsana QT u npoghunaxmuxy peyuousos torsade de pointes.

[Tanmentam ¢ curapomom ymmmHeHHOro uHTepBasia QT mis npodunaktuku BCC pekoMennoBan
npueM Oeta-aapenoosokaropos [20, 116, 450, 451, 452].

EOKIB (YYP C, Y/ 4).
eHaznauenue Oera-aapeHobnokaropoB st npodmnaktukd BCC pexkoMeHI0BaHO Y HOCHTENEH
reHernueckoit mytauuu LQTS ¢ HopmansubiM QT-untepBanom [20, 116, 467].

EOK 1Ia B (YYP C, Y1 4).

e BpemenHas anekTpokapAHOCTUMYJsiIMA ¢ vactoToil 100 u  OGonbile B MHUHYTY
pekoMeHayercs s ykopoueHus wuHTepBana QT u mpenynpexaeHus penuuBOB
nosmumopduoit KT tuna torsade de pointes mpu oTcyrcTBUM 3(PdeKkTa OT BBEICHHS
Marsus cynbdara ** [197, 199].

EOK 1 C (YYP C, VI 4)
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Kommenmapuii. Bpemennas cmumynayus modxcem 0bims NPoBeoeHa ¢ UCNONIb308aHUEM CUCTHEMbL
MPAHCBEHO3HOU IeKMPULeCcKoU cmumyaayuu cepoya. Haesazvieanue Oonee 8bICOKOU 4acmomol
coKpawjenuti  cepoya npugooum K yKkopouvenuro uumepsana QT u cnocobcmeyem
npeoomspawjeHuro  peyuoueos  noaumopgrou KT — muna  torsade de  pointes.
IIpooonscumenvbHocms 21eKMPOKAPOUOCIMUMYTIAYUU ONPEOEISIeMCS 8PEMEHEeM, He0OX0OUMbBIM
0718 ycmpaHnenust npudunul yorunenus unmepeana QT, nanpumep, epemenem 3KCKpeyuu mozo unu
UHO20 npenapama, A6Usule2ocs npuduHou yorunenus unmepeana QT.
Ecnu npuuunoti yonunenuss unmepeana QT ¢ pazeumuem noaumopghnoi KT muna torsade de
pointes asigemcs opaoukapouusi (Hanpumep, npu NOJIHOU AMPUOBEHMPUKVIAPHOU ONl0Kade),
NEKMPOKAPOUOCMUMYTIAYUSL OOAHCHA OblMb NEPEbIM U OCHOBHLIM IMANOM JleYeHus, a npu
HAIUYUU  COOMEEMCMBYIOWUX BOZMONCHOCMEU CPA3y Hce PEKOMEHOYemcsi NOCMOSHHAS
NEeKMPOKAPOUOCMUMYTIAYUS C UMIIAHMAYUEl UCKYCCMBEHHO20 800UMeNsl pUMMAa cepoyd.
B cnyuae e6o3nuxnogenus noaumopguon KT muna torsade de pointes y nayuenmog c
UMNIAHMUPOBAHHBIMU Kapouocmumyaamopamu, UK*** unu ycmpoticmeamu ons obecneuenus
CPT 603mo01cHO 8pemenHoe uzmeneHue 6a3080U Yacmomvl CIMUMYIAYUU UMNIAHMUPOBAHHO20
ycmpoticmaa.
oC muenpto kynupoBanus mnosmMmopduort KT Tuma torsade de pointes mnpuMeHeHue
AHTHAPUTMUYECKUX IMpenapaToB (0COOEHHO aHTHApUTMHUYECKUX IIpernaparoB la kiacca u
aHTHapuTMUYecKux npemnapartoB I kmacca) He pekomenaoBaHo [453].

EOKIII C (YYPC, Y 4).
eBHyTpuBeHHOE BBeJeHHE MarHus cyinbdara ** pexoMeHJO0BaHO [UIsl TNPEAYHPEKIACHUS
petmauBoB nonumopduoii KT tuna torsade de pointes [453, 454, 455].

EOKIC (YYPC, YA 4).
Kommenmapuit. Bseoenue macnus cyropama™* nepeoko oxazvieaemcst 3Qhghekmusnvim, 6 mom
yucne u y NaYyueHmo8 ¢ UCX0OHO HOPMATILHbIM YPOSHEM HMazHUs 8 KPOSU.
emmiantanmss UK[*** B coderanum c¢ mpuemoMm OeTa-aapeHOOJ0KATOPOB PEKOMEHIOBaHA
ManueHTaM ¢ CHHAPOMOM Y/UIMHEHHOro uHtepBaia QT, mepexuBIIMM OCTaHOBKY cepaua [116,
242, 456, 459].

EOKIB (YYP C, Y/ 4).
elImmnanranuo MK/*** B coyeranun ¢ mpuemMom OeTa-aJApeHOOIOKATOPOB CIEAYET
pPEKOMEH/I0OBaTh MalMeHTaM C CHHIPOMOM YyJuinHeHHoro uHTepBaia QT u cHHKOMaTbHBIMU
cocrossHussMU u/uu XKT Ha GpoHe npuema aiekBaTHOM 710361 OeTa-agpeHo0n0KaTopoB [242].

EOK IIa C (YYPC, YA/ 4).
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eBrinosHEHUE IPyIHON JIEBOCTOPOHHEN CUMITATUYECKOM JIEHEpBALUU CEPALlA PEKOMEHIOBAHO Y
CUMITOMHBIX NAIIUEHTOB C CUHIPOMOM YJUIMHEHHOTO MHTepBana QT B cieqyromux ciaydasx:

a. [Ipuem Oera-aapeH0OIOKATOPOB HEAIPPEKTUBEH, TIIOX0 MEPEHOCUTCS, TUOO0 UMEIOTCS
IIPOTUBOIIOKA3aHUSI.

b. UKJ[***-Tepanus npoTUBONOKa3aHa UM UMEETCS OTKA3 NA[UEHTA.

c. [MarmenTs! ¢ nmrutantupoBanabiM UKJ[*** Ha done npuema Geta-aapeHOOIOKATOPOB
MIPOJIOJIKAIOT HCIIBITHIBATHE MHOXKECTBEHHBIC paspsipl aeudpuuisitopa [431, 432, 457, 458, 472,
473].

EOK IIa C (YYP C, YA 4).
eJleuenue #paHosiazuHoM (45 Mr / 4 B TeueHue 3 4acoB, 3aTeM 90 Mr / 4 B TeueHue 5 4acoB)
PEKOMEHI0BAaHO B KayeCTBE JOIOJHUTENbHON Tepamuu C IeJIbI0 YMEHbIIEHUS UIMTEIbHOCTU
nHTepBania QT y mamueHToB ¢ CHUHAPOMOM yanuHeHHoro wuHTepBasia QT 3-ro Tuma u
yBenuueruem QTc > 500 mc [460].

EOK IIb C (YYPC, Y 4).
emmmantanms UKJ[*** pekoMmeHnmoBaHna B JOMOTHEHUE K Tepanuu O0eTa-aapeHo0I0KaTOpaMu Yy
ACUMNTOMHBIX HoOcuTenel mnarojgorndyeckod myrtanuu B reHax KCNH2 wumum SCNSA npu
yBenmuennu QTc > 500 mc [243, 246, 462].

EOK IIb C (YYPC, Y 4).

Cunapom xkoporkoro uarepsaja QT (CKHUQT)

CuHIpOM XapakTEPHU3YeTCs YMEHBIICHHOW MNPOJOKUTEIBHOCTBIO —PENOJIIPU3AIIT
cepala, KoTopas SBISETCA CyOCTpaTOM Ui Pa3BUTHS  JKH3HEYTPOXKAIOIIMX apPUTMUHM.
Nnentudunmposansl msth reHoB, cBszaHHbIx ¢ CKMQT: KCNH2, KCNQI, KCNJ2, CACNAI1C
u CACNB2b. Ho mosio)xutenbHblid pe3yiabTaT FTeHeTUUYECKOTO CKPUHHUHTA OCTAETCS HEBBICOKUM
(Bcero 20%). 3aboneBaHue SBISETCS JIETaIbHBIM BO BCEX BO3PACTHBIX TPYINAax, BKIIOYas JeTei
B TIEpBbIE MECSAIbl >KH3HH, U BEPOSITHOCTh NEPBOM OCTAaHOBKH cepiaua k Bospacty 40 ner
cocraBisier 40%. Becbma BepostHo, uto CKHUQT sBugercs HenoauarHOCTUPOBAHHBIM

COCTOSIHHEM B OOLIEH MOMYIISAIIH.

[Tokazanus k mpumenenuto UKJ[*** B kaxxaom ciaydae paccMaTpuBarOT UHIUBUIYAIBHO,
YUUTBIBas CEMEIHBINM aHaMHe3 1 Hanngue ykopoueHHoro QTc, ogHako ist 00X pekoMeHaaui
Ha JIaHHBI MOMEHT HEJI0CTaTOYHO JaHHBIX [460].

Ha ceronnsmHuii AeHb HET JAHHBIX O TOM, YTO MPOTPAMMHUPOBAHHAS CTUMYJSLHUS
KEIYIOYKOB TMO3BOJISIET MPOTHO3UPOBATh APUTMUYECKHE COOBITHSI Y MAIIMEHTOB C CHHAPOMOM
KopoTkoro untepBana QT.
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elmmnanranus UK*** mis npodunaktuku BCC pekoMeH0BaHA MAIlMUEHTaM C CHHIPOMOM
kopotkoro untepsana QT, koTopsie:

a. [lepexwuiin OCTaHOBKY cep/la u/uim

b. IMeroT T0OKYMEHTHPOBaHHYIO ClioOHTaHHYH0 ycToiunByro KT [245, 246, 462, 463].

EOK IC (YYPC, YA 4).
eHa3Hauenne cortamosa pekomMeHaoBano isi mnpodwraktukn BCC y mammeHToB cC
JTUArHOCTUPOBAHHBIM CUHAPOMOM KopoTkoro unrepBaia QT, umeromux nokazanust k MK ***-
Tepanuu, B cilyyae, KOI/a JlaHHas Mpolielypa MPOTUBOIIOKAa3aHa UM UMEETCS OTKa3 MalieHTOB
[461].

EOK IIb C (YYPC, YA S).
eHazHnauenue coranona™* pekomenaosano s npopunaktuku BCC y acHMITOMHBIX TallUEHTOB
C IMarHOCTUPOBAHHBIM CHUHIPOMOM KOPOTKOTO MHTepBajia QT, MMEmMuX ceMEeHbI aHaMHE3
BHE3aITHOM cepyieuHoi cmeptu [461, 462].

EOK IIb C (VYYP C, Y] 4).

Cunapom bpyrana

Cunapom bpyraga — xanajonatvsi ¢ JTOMHUHAHTHBIM HAacCJAEAOBAHUEM M Pa3IMYHOU
MEHETPAaHTHOCThIO, 3aBUCHMOI OT BO3pacTa M Moja: KIMHUYECKHE NpOsBIEHUS 3a00JieBaHUS
BCTPEYAIOTCA Yalle y B3POCIbIX U B 8 pa3 yalie y MyX4uH, 4eMm y keHiuH. @)X BcTtpeyaercs B
cpenHem Bo3pacte 41 +15 neT, Ho MOKeT BO3HUKATH B JIF0OOM BO3pacTe, 0ObIYHO BO BpEMS OT/IbIXa
wiu cHa. JIuxopazka, ype3MepHoe yHoTpeOIeHUe ajaKoToIsl U 00MIbHOE MUTAHUE — 3TO TPUITEPHI,
KoTopble T03BOJIAOT BbIsIBUTHL DKI' 1-ro tunma u npenpacnonarator k ®B. Cunapom bpyrana
JUArHOCTUPYETCs Yy TMAIMEeHTOB ¢ moabeMoM cermeHta ST ¢ mopdosorueit 1-ro tumna > 2 MM B
OJIHOM MJI HECKOJIbKUX MPaBBIX NMPEKOPAUAIBHBIX 0TBeeHUAX V1 u/mnn V2, pacnosioxkeHHbIX
BO BTOPOM, TPETbEM HIIM YETBEPTOM MekKpeOepbe, BOSHUKAIOMINX JTUO0 CIIOHTAHHO, MO0 Tocie
MIPOBOKAIIMOHHOTO JIEKAPCTBEHHOTO TECTa C BHYTPUBEHHBIM BBEJICHHEM AaHTUAPUTMUYECKOTO
npernapata Ic kimacca (Takoro kak mpokanHamuna), uiau npu peructparmu OKI B BepxHHX
MIPEKOPINANIBHBIX OTBEIEHUSIX (MEXpeOEepHBIX MPOMEXyTkax Ha 1-2 peOpa BbIlIe MOJIOKEHUN

3MeKTpoioB B V1 u V2.

EnuncTBeHHas Bo3MoxkHOCTh cHU3UTH puck BCC npu cunapome bpyrana 3akmouaercs B
ucnoab3oBanuu UK/I***, koTopblil pekoMeH10BaH BceM nanueHTaM ¢ noarsepxaeHHon KT niu
@®X u npu cnontanHoMm nosiBaenun OKI' 1-ro Tuma, a Takke NMpU HATMYUU OOMOPOKOB B
aHaMmHe3e. HeaBHO MOSIBUITUCH CBEIEHUS, UTO SMMKapIUalibHas KaTeTepHas abiaius nepeaHei
CTEHKH BbIBOAHOTO TpakTa IDK mo3Bossier nmpenoTBpaTUTh NIEKTPUUECKUN IITOPM Yy NAIIUEHTOB
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C MOBTOPHBIMH 3IMH30]IaMH, OJHAKO 3TH JaHHBIC TPEOYIOT MOTOTHUTEIHLHOTO MOITBEPIKICHUS,
MPEXIC YeM UX MOXKHO OYJEeT HCMHOJIb30BaTh B KIIMHUYECKON IIPAKTHUKE.
eCrieyronue MeponpHsITUS M0 KOPPEKIIUU 00pa3a KU3HH PEKOMEHJIOBAHBI BCEM IMALMEHTaM C
JTMAarHOCTUPOBAHHBIM CHHApPOoMOoM bpyrana:

a. M36eraTh nmpriemMa MeIMKAMEHTOB, KOTOPBIE MOTYT ITPOBOIIMPOBATH JJICBAILIMIO CETMEHTA
ST B mpaBbIX TpyaHBIX OTBeIeHUAX (Www.brugadadrugs.org).

b. M36eraTh N30BITOYHOTO YHOTPEOICHUS AIKOTOJIS U IIepEeIaHusl.

c. Hemennenno npuHATH MEphl 711 CHIDKEHUS TEMIEPATyphl Tejla TPy BO3HUKHOBEHHH
JUXOpaJKK Jr000T0 reHesa. [247, 464, 465, 466, 468]

EOK IC (YYP C, YA 5).
elImmiantanust MKJ[*** pexoMeHmoBaHa MalMeHTaM C JUArHOCTHPOBAHHBIM CHHIPOMOM
bpyrana, koropsle:

a. [lepexxuiin 0cTaHOBKY cepla U/uin

b. UMmeroT ToKyMEeHTHPOBaHHYIO ClIOHTaHHYI0 yeToiumByto KT [247, 464, 465, 466, 468].

EOK IC (YYP C, Y 4).
emmmantanus UK *** pekomenmoBana y marueHToB co cioHTaHHIMU DKI -niposiBnenusimu 1-
ro Tumna cuHjapomMa bpyrajga v CMHKONAJbHBIMU COCTOSIHUSIMU B aHaMHese [247, 464, 465, 466,
468].

EOK IIa C (YYP C, YA 4).
elmmnanranua MKJ*** pexomeHmoBaHa y MalMEHTOB C TUArHOCTHPOBAHHBIM CHHIPOMOM
bpyraga, y xoTopbix pa3BuBaercs GUOPMILIALMS KETYIOYKOB BO BpeMs MPOrpaMMHPOBAHHOMN
YKEIyI0UYKOBOM CTUMYJIALIMU B IBYX TOUKaxX ¢ 2-Ms WM 3-Msl SKCTpacTuMynamu [247, 464, 465,
466, 468].

EOK IIb C (YYPC, YA 4).
eBrinosHEeHNEe KaTeTepHOW abialy PEeKOMEHJIOBAaHO y MAIMEHTOB C HaJMYMeM B aHaMHe3e
AIIEKTPUYECKOTO IITOPMa WA MOBTOPHBIX MOTHUBUPOBAaHHBIX cpalatbiBanuii UKJ[*** ¢
HaHECEHUEM IIOKOB [466, 467].

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

Karexosamunepruyeckasi no1umMopgHas xeay104KoBasi TAXUKapAus

DOTO  peAkoe  HACIEACTBEHHOE  apUTMOTEeHHOe  3aloJieBaHUE,  XapaKTepHU3ylolleecs
aJipeHepruveCKU-UHIyIIUPyeMoi JByHarnpaBieHHOW u mommumopdHoit XKT. 3aboneBaeMoCThb
UMeeT Mpeamnonaraemyro pacrpocrpaneHHocTs 1 Ha 10 000. beumn maeHTH(UIMPOBAHBI BA

reaeruuecknx tuma KIDKT: JOMUHAHTHBIN BAapHUaHT H3-3a MYTaI_II/Iﬁ B I'CHC, KOAUPYIOLICM I'CH
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peuentopa kapauanbHoro puanHoguHa (RyR2), u peaxuil penieccuBHBIM BapuaHT, BbI3BaHHbBIN
MyTaluen B rene kapauainbHoro kanbcekBectpuna (CASQ?2). Knunuueckue nposisinenust KIDKT
0OBIYHO BO3HHMKAIOT B MEPBOM JECATUIICTUH XU3HU U BBI3BaHBI (PU3NUYECKON aKTHBHOCTBIO WU
SMOILIMOHAIBHBIM CTPECCOM. J[MarHoCTUKa SBJISETCS CIOXKHOW 3a1adeid, OCKOJIbKY MAlUEHTHI C
KIDKT wumeror HopmanbHyto OKI' u »XokapauorpamMmy; sl YCTaHOBJIEHUS JUarHo3a
PEKOMEHYeTCS XOJITEPOBCKOE MOHHTOPUPOBAHHME /WM TECT C (DU3NYECKOH Harpy3Koil, BO
BpeMsi KOTOPOT'O MOSBISIOTCS NPEACEPAHbIE U JKETYJOUKOBbIE apUTMUHU (JIByHaNpaBieHHAasT WU

nonumopduas XKT).

HezaBucumbiMu nporHoctuyeckuMu (akropaMu Juisi aputMudeckux cooeituil B ciryyae KIDKT
SBJIIOTCSL BBISIBIIEHHWE 3a00JieBaHUS B JETCKOM BO3pacTe, OTCYTCTBME Tepanmuu OeTa-
azipeHoOI0KaTopaMi U MEPCUCTUPYIOLIUE CIIOKHbIE apuTMUU. CuMTaeTcsi, 4To MepBas JUHUS
tepanmuun  KIDKT BxitouaeT HeceneKTHBHBIE OeTa-aipeHOOMOKaTOphl (0€3 BHYTpEHHEU
CUMIIATOMHUMETHYECKOW aKTUBHOCTH) W MoJu(puUKalnuio o0pa3a >XKU3HU C OrpaHUYEHUEM

(hbMBUYECKUX HArpy30K.

JleBOCTOpOHHSISI cCUMIIaTUYeCKas IeHepBallysl cep/illa OKa3bIBaeT ONpeeseHHbIN AP deKT
npu KIDKT y marmeHToB, KOTOphIE HE IEPEHOCAT OeTa-aapeHO0I0KATOPhI, OJJTHAKO HEOOXO MBI
JIOTIOJTHUTENbHBIE JaHHBIE U O0Jiee ATUTEIbHOE HaOMI0CHHUE [T KOJIMYECTBEHHOM OI[EHKH 3TOTO
apdexra. IlanmmeHTam, TEpPEKHUBIIMM OCTAaHOBKY CEpJlla, PEKOMEHIOBaHBI IpueM Oera-
aapenoOmokatopoB U UK/[***-Ttepanus; ecnu Takoe JiedeHUe MO pe3ynbTaTaM CTPecc-TecTa He
MO3BOJISIET JJOCTUYb IOJIHOTO KOHTPOJISL apUTMUH, CIEAYeT PacCMOTPETb KOMOMHUPOBAHHYIO
AHTHAPUTMHUYECKYIO TEPAIIUIO.

Nmvmmantamms UK[*** Bo3morkna y nmanmentoB ¢ KIDKT, kotopesie He oTBeuaroT Ha
nedyeHue Oera-agpeHoOnokatopamu. Ilpu  mporpammupoBanmu  MKI***  yBenmumBaror
MPOJIOJKUTENBHOCTD AeTekinu JKT, moCKobKy HaHeCEHUE pa3psA0B MOXKET ObITh O0JIE3HEHHBIM
1 cocoOCTBOBATH MOBBIIICHUIO CUMIIATHYECKOTO TOHYCA U POBOLIMPOBATH TOBTOPHBIE SMTU30bI
apUTMHUM, YTO B KOHEYHOM HTOT€ BeIeT K BO3HHUKHOBEHHIO IIOPOYHOTO Kpyra cC
perauBupyomuMu JKA, BIUIOTh 10 CMEPTEIBHOTO UCXO0/A.
eBceM mamueHTaM ¢ JAMAarHOCTUPOBAHHOW  KaTEXOJIAMHHEPTHMUECKOW  MOIUMOP(HOIMA
KEIYIOYKOBOM TaxuKapAuel pPeKOMEHIyeTcsi M30eraTh COpPEBHOBATEIbHBIX BHJIOB CIIOPTA,
CUJIOBBIX TPEHHPOBOK U CTPECCOBBIX cuTyauui [248, 249, 469, 470, 471].

EOKIC (YYPC, YA 4).
e[Ipuem Gera-aapeHOOTOKATOPOB PEKOMEHIOBAH IS JIeUeHUs: apuTMuu u npodunaktuku BCC

BCEM ITalTUCHTaM C ﬂHaFHOCTHpOBaHHOﬁ KaTCXOHaMHHCpFHqCCKOﬁ HOHHMOp(I)HOfI xcenyz[quOBoﬁ
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TaxuKapAue, yYWUTHIBAas Haau4yue JOKYMEHTHUPOBAHHOM  CIIOHTAaHHOM WJIM  CTpecc-
unayuupoBanHon KA [247, 468, 469, 470, 471].

EOK IC (YYPC, YA 4).
emminantanus UK[*** nononnurensHo k mpuemy OeTa-aJpeHOO0I0KATOPOB B COUCTAHUH WIIU
0e3 anTnapuTMuyeckumu npemapatamu | wm 11 kacca pekoMeH0BaHA s JICUCHUST APUTMHUH
n npopwraktukn BCC mamweHTaM ¢ IMarHOCTHPOBAHHOW — KaTEXOJIAMHUHEPrHYECKOU
MOJIMMOP(HOHN KEITyJJOUKOBOW TaxXWKapAHWEH, MEPEeKMBIIMM OCTAHOBKY CEpAlla, MMEIOUINM B
aHaMHe3€ MOBTOPHbIE CUHKOTAIbHBIE COCTOSIHUS WM AMH30/1bI OJIUMOP(HOI/ABYHATIPABIEHHON
XT, HecMOTpst Ha ONITUMAJIBHYIO MEAMKAMEHTO3HYIO Tepamnuio [247, 248].

EOK IC (YYPC, YA 4).
eTepanusg Oera-apeHOONIOKaTOpaMH PEKOMEHIOBaHA  POACTBEHHMKAM MalMeHTa  JUId
npodunaktukn BCC mnpu BBISIBICHUHM T€HETHYECKHMX MYTallUW, Jake MpH OTPULIATEIHHOM
pe3ysbTaTe Harpy304HOro TecTupoBanus [248, 469].

EOK IIa C (YYP C, YA 4).
eBrinosiHEHNE IPyIHON JIEBOCTOPOHHEN CUMITATHYECKOM JIEHEpBAllUU CEPALla PEKOMEHJIOBAHO Y
MalMeHTOB C JWMArHOCTHPOBAHHOW KaTEXOJAaMUHEPTHYECKOW MOIMMOP(HON KEITyA0UYKOBOM
TaxuKapueil U NOBTOPHBIMU CUHKOMAIbHBIMU COCTOSIHUSIMHU, MTOJTUMOP(PHON/IBYHAIIPaBICHHON
KT, HECKOJIBKUMU MOTHUBUPOBAaHHBIMHU cpabarbiBanusiMu UKJ[*** ¢ HanecenneM paspsnoB Ha
¢boHe  M3OJMpPOBAHHOTO  TMpueMa  Oera-aapeHOOJOKATOpPOB  WJIM B COYCTAaHHUU  C
anTuaputmMuyeckumu npenaparamu [ wim 11l kiacca, a Takke pu HATMYUKM HEIEPEHOCUMOCTH
WJIY MPOTUBONOKA3aHUM K X npuemy [471, 472].

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

Jleuenue ZKT/BCC y 0emen u nauuenmoeg ¢ 6pOHCOCHHbIMU HOPOKAMU Ccepoua

JleyeHne xKeJIyJOYKOBbIX AaPUTMHH y /ieTel 0e3 OpraHu4eckoro 3a00JieBaHus cepana

eJletsam c penkoit, 6eccumnromuoit JKT, y KOTOpbIX mpeanosaraercs kpaitHe Hu3kuii puck BCC
U JT0OpOKAaYeCTBEHHBIH XapakTep TEUCHHs 3a00JicBaHMs, B OOJBIIMHCTBE CIIy4acB HeE
PEKOMEHI0BaHO Ha3HAYEHHE aHTHAPHUTMHUUECKOM Tepanuu. [27, 474].
EOKIB (Y45, YYP C).

Kommenmapuii. Takue oemu uyscoaromcsa 6 amOyi1amopHOM HAOII0OeHUU C Yeablo PaAHHe20
BbISIBICHUSL PA3CUMUSL CUMNIOMOS U NPOPUIAKIMUKU B03MOICHBIX 0CodcHenull. Jleuenue JKT
moxcem  Oblmb  MeOUKAMEHMO3HbIM — (AHMUAPUMMUYECKAs Mepanus) U  Xupypeuyeckum
(unmepseHyuoHuviM). B 8ot ouepeds, MeouKxamenmo3Hoe JleyeHue CoCmoum u3z O08yx

HanpaeneHuil: mepanuu, HANpaeleHHou Ha dKcmpeHHoe Kynupoeanue npucmyna KT, u
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NpOMeKmopHoOU  mepanuu 01 NpedynpexicoeHuss  603HuKHoeeHusi npucmynos. Cxema
Meoukamenmosno2o aevenus KT 3aeucum om GulpadceHHOCMU KIUHUYECKUX NPOSGTIEHUN
(uacmoma, OaumenvHOCMb U madxcecmsv napoxcusmos XKT), Hanuyus uiu Omcymcmeus
cmpyKmypHotl namoaocuu cepoya, gpaxmopog pucka BCC, 6ospacma, nokanuzayuu cyocmpama
apummuu, 3¢ghekmusHocmu UCNONb3YeMbIX panee Npenapamos.
eMeMKaMEHTO3HAsl Tepanusl Wik KaTeTepHas abiaius peKOMEHO0BaHbI JIeTsAM ¢ yacThiMu KD
win JKT, KoTopble MOTYT BBI3BAaTh AUC(YHKIINIO KEITYI0UKOB [27, 474, 475, 476, 477, 478, 479].

EOK IC (Y41 4, YYP C).
eJleTsaM ¢ nocTtossHHO-BO3BpaTtHOM JKT B OTCyTCTBHE HapylIeHMs LEHTPAIBHOW MeMOINHAMUKY,
HO C HAJIMYMEM HAaYaJIbHBIX MPOSBICHUN apUTMOTEHHON TUCPYHKIIMH MUOKapAa peKOMEHI0BaHO
MIPOBEJIEHUE TEeparnuu aHTUapuTMuueckumMu npemapatamu | u Il kiacca, Oera-
aZpeHoOIoKaTOpaMu U OJIOKaTOpaMu «MEIJIEHHBIX)» KalbIIUEBBIX KaHAOB [474, 475, 476, 477,
478, 479, 480, 486, 590, 591, 592]..

EOK ner (Y1 4, YYP C).
ePekoMEHZIOBAaHO TIPUMEHEHHE aHTHAPUTMUYECKUX TIpenaparoB Ic kiacca B KadecTBe
aNbTEPHATUBHI OeTa-aipeHoOI0KaTopam uin #Bepanammty** y nereit ¢ XKT BeIBoJHOTO TpakTa
[27, 475].

EOK IIa C (YAAS, YYP O).
oJleuenne KT/ KD #Bepanamunom™** He peKOMEHIOBAHO ACTSIM B Bo3pacte 10 1 roga [27, 481].

EOKIIC (YAA5,YYPC).
eBrinmomHeHne KaTeTepHOW abnanmuu y nered ¢ cUMNTOMHOM wuaumomatudeckor KT/KD wuz
obmactn BTIDK wim neBokennymoukoBor (HacuKyIIpHON TaxXuKapJued, 4yBCTBHUTEIBHOU K
#BeparmaMuiy, PEKOMEHIOBAaHO B Cllyyae, €CJId MEIMKaMEHTO3Has Tepanus OKa3ajlach
Hea(hpexkTUBHOM MM HeXenarenbHou [27, 475, 476, 477, 478].

EOK I1aB (Y11 4, YYP C).
eBrInosHEHNE KaTeTepHOU abialuy B CHEHHATU3UPOBAHHOM IIEHTpPE y JeTed C CHMITOMHOM
nauonatudeckoi JKT-BTJDK, oGmactu aopranpHOTO Kiamana wid snukapauanbHon KT/KD
PEKOMEH/IOBAHO B Cllyyae, €clid MEAMKAMEHTO3Hasl Tepanus oka3anach Hed((EeKTUBHOM, WIIH B
KaueCTBE aJIbTEPHATHUBBI IIOKU3HEHHON MEIMKaMEHTO3HO! Tepanuu [27, 474, 475].

EOK I1aB (YA 5, YYP C).
eKarerepnas abnamus JKT/2)KD He pekomeHAoBaHA NETSM MIafie S5 JIET, 32 HUCKIIOYCHHEM
ciydaeB HedpdexkTuBHOCTH MenukaMmeHTo3HOW Tepamuu M KT ¢ TsDKenbIMU HapyIICHUSMH
reMoiuHaMuku [27, 481].

EOK IIIB (V1 5, YVP C).
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IIpyMeHeHNe HMIJIAHTHPYEMOT0 KapAnoBepTepa-1euopuLIsiTopa y 1eTeid 1 NaNEeHTOB €
BPOK/IE€HHBIMH MOPOKAMH CepaIa
elImmanranus K pekomennoBana st BropuuHoit npodunaktukun BCC y neteii, BBDKUBIIAX
MOCJIE OCTAaHOBKY KPOBOOOPAIICHHUS, B TOM CITy4ae, €CIIU TIIATEIbHO BHITIOJHEHHOE 00CIeI0OBaHNE
WCKJTFOYAeT BO3MOKHOCTh YCTPAaHEHHs €€ NPUYMH, KaK CpPeAd MAIMEeHTOB 0e3 CTPYKTYypHOU
natoJioruu cepaua, Tak u npu Hanuuuu BIIC, KMII unu BpoxnenHol kananomnatuu [27, 260,
261, 262, 263].

EOKIB (Y44, YYP C).
elImMmiantanust K| pexomenpoBana mamueHtam ¢ BIIC ¢ ycTOWYMBBIMEH CHUMITOMHBIMHU
napokcusmamu KT [27, 260, 261, 262, 263].

EOKIB (YAAS, YYP C).
Kommenmapuiu. Ilayuenmam  00ndcHo  Oblmb  8bINOJHEHO  UHBA3UBHOE  UCCIE008AHUE
2eMOOUHAMUKY U  UHBA3UBHOE  dleKmpogusuonrocuyeckoe uccredoganue. Heobxooumo
paccmompems 803MONCHOCMb NPUMEHEHUSI AlbMEPHAMUBHBIX Memo008 NedeHus, MAaKux Kax
KamemepHas adrayus ulu xupypeuieckoe emeuwiamenbcmeo oaa yempawenus JKT. B cayuasax
HegosmodcnHocmu yempaueruss KT oanuvimu memooamu nokazana umnianmayusi MKJ*** [27,
259, 260, 261, 262, 263].
e[Ipumenenne NKJ[*** pexomenmoBano y mamumeHToB ¢ BIIC m oOMOpokamMu HEH3BECTHOTO
MIPOUCXOXKACHUS B COYETAHUU C TSDKENON TUCHYHKIMEH KelylI04YKOB W/MIM HHIYLHUPYEMOl
ycroitunBoi XKT/DXK npu nporeaennu 3u102DU [27, 260, 262, 263].

EOK IIaB (Y1 4, YYP C).
emmiantanuss UKJ*** pexomenmoBana B3pocinbiM mamueHTam ¢ BIIC u muchyHkumei
cucremHoro kemymouka (OB <35%), cumnromuoit XCH Ha (oHe onTumanbHON
MeankameHTo3Hou Tepanuu ¢ II wium 11 @K no NYHA [27, 265, 266].

EOK IC (Y445, YYP C).
elImmnanranua UK *** pekomeHnmoBaHa y HEKOTOPBIX MAllMEHTOB C TeTpagod Damno u
HeckonbKkuMU (akTopamu pucka BCC, Bmouas quchynkuunto JOK, neycroitunyro KT, QRS >
180 mc nimm naaynupyemyto yeroiuusytro JXKT npu ITCXK [27, 260, , 266, 267, 484].

EOK IIaB (YA S, YYP C).
elImmnantanus UK *** pekoMeH0BaHa y MAIIMEHTOB C TSHKENOM JUCPYHKIIUEH eTMHCTBEHHOTO
KEIyIoYKa WMIU CHCTEMHOTO IPAaBOTO JKENyIOoYKa IMPU HAIUYUU JAPYruX (aKTOpOB PpHUCKA,
BKuouas HeycronuuByro JKT, XCH II win III ®K no NYHA u BelpakeHHYI0 perypruTanmio Ha

cucteMHoM AB-knamane [27, 261, 485].

67



EOK IIbB (Y1 4, VYP C).

Katerepnas adsanus KT y geTeil 1 naniMeHTOB ¢ BPOXKIEHHBIMH OPOKAMU Cep/ala

e[Iposenenue PYA ouara XXT pekomeHnaoBaHO y aereil ¢ reMoanHamudecku 3Haunmoi KT mnu
HaJU4YUEM apUTMOTEeHHOUM nucPyHKImu Muokapaa [27, 475, 476, 477, 478, 479, 486, 487].

EOK — ner (YAA S, YYP C).
Kommenmapuii. PUA mooxcem 6vimv npumenena Kax [-a nunus mepanuu, aubO ModHcem
nposooumucs npu nHeagpghexmusnocmu AAT.
ePexomennioBaHo mnpoBeneHue PUA y gereit mpu Hamuuuu (acUUKYISIPHOM, #BepamaMmull-
gyBctBuTenbHOM XT [27, 475, 476, 477,479, 486, 487].

EOK IIaB (YA 5, YYP C).
Kommenmapuit. PYA mooicem Ovimb npumenena kax 1-s1 nunus mepanuu, 1ub0 MOdicem
nposooumucs npu Heagpghexmusnocmu AAT.
e[IpoBenenue PUA pexomennoBano y aereit ¢ cumntoMHOM JKT M3 BBIXOJHOTO TpakTa ImpaBoro
xenynouka [27, 475, 476, 477, 479, 485, 486].

EOK IIaB (Y44 5, YYP C).
Kommenmapuit. PYA mooicem nposooumvcs y Oemell ¢ NOIUMOPOHOU  HCenyOOUKOBOTU
apummueti, 8 ciyiae OOMUHUPOBAHUS OOHOU U3 MOPGYONO2ULl UIU KO20ad U3eecmeH mpuzeeep, Ha
Komopuwlti 6ydem Hanpasieno PY-eo30eticmsue. Paduouacmomuas abiayus icenyoouKkosou
maxuxapouu He pexomenoyemcsi y oemeil ¢ oeccumnmomuou KT, koeoa e npocrozupyemcs
pazeumue apummoceHHoU ouc@yrnkyuu muokapoa. Paououacmomnas abnrayus scenyoouxkosotu
maxuxapouu He pexkomenoyemcs 6 mex cayuasx, kozoa T obycroenena npexooswumu
NPUYUHAMU, MAKUMU KAK OCMPbIL MUOKAPOUM, MOKCUYECKoe IUsHUe MeOUKAMEHMOo8 U m. O.
[486].
eKarerepHas abnaius peKOMEH/I0BaHa KaK BCIIOMOTaTEIbHBIA METO/I JICUCHUS WU albTepHATHBA
UK]*** y marmmentos ¢ BIIC u peuuauBupyromuMe 3MH304aM1 YCTOWYUBOI MoHOMOpdHO# KT
WIN aJieKBaTHbIMH cpabateiBanusmMu MKJ[*** kotopsle He MOTrYT OBITH KOPPEKTHUPOBAHBI
nporpammupoBanrem UKJ[*** wnu meaukameHTo3HOM Tepanueit [27, 264].

EOKIC(YAA S, YYP O).
eBrimonHeHne  KareTepHOW — abjanmuu  PEKOMEHJOBAaHO B KAauyeCTBE  aJbTEPHATHUBBI
MEIMKaMEHTO3HOH Tepanuu Mpu CUMITOMHOHN ycToH4unBOi MOHOMOop¢HON KT y mauueHToB
BIIC u UKJ[*** [27, 264].

EOK IIaB (YA 5, YYP C).
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eBhInmonHEeHNEe XUPYpPrUYecKoi abnanMu B COYETAaHUM C  ANEKTPO(PU3NOIOTHUIECKUM
KapTUPOBAHUEM PEKOMEHI0BaHO y nanueHToB ¢ BIIC, koTopeIM IpeaCTOUT onepaliys Ha Cepale,
pU HATMYUK KIuHu4eckoi ycroiunBoi XXT u ungynupyemoit ycroitunBoii MonomopdHoit KT
C YCTaHOBJIEHHBIM KPUTUYECKUM Neperierkom [27].

EOK IIbC (YAA S, YYP C).
eKaterepHas abnanus ¥ mpo(UIAKTUYECKOE NMPUMEHEHHE aHTHUAPUTMHUYECKUX TpenapaToB He
pPEKOMEHI0BaHbI B ciiydyae OeccuMnToMHbIX, penkux XKD y manuento ¢ BIIC u crabunbHoM
¢GbyHKIMEH xenynoukoB [27].

EOK IIIC (YAA S, YYP C).

Bocnanumenvuble, peemamuyeckue nopajxceHus _cepoua _u_e20 KianaHHozo

annapama, 00,1e3HU HAKONJICHUS

e[lareHTOB C YrpoXarOUIMMH >KH3HU YCTONYMBBIMU JKEITYJAOYKOBBIMM TAaXHAPUTMUAMU H
KIIMHUYECKUM TIOJIO3PEHHEM Ha MHOKAPAUT/TIEPUKAPIUT PEKOMEHIYETCS HampaBisaTh B
CHelHaTM3UpPOBAaHHbIE IIEHTPHI, I/I€ BO3MOYXHBI MOHUTOPUHI TE€MOJMHAMHUKHU, KaTeTepU3allus
cepalla M SHIOMUOKapAuaibHas OHMOMCHUS, a TaKXKe MPUMEHEHHE YCTPOMCTB MeXaHWYeCKOM
MOJIEP>KKH CEPJICUHO-JIETOYHOM AEATEIbHOCTH U CIeUU(PUUECKUX METOJIOB JICUCHUS apUTMUN
[487, 488, 489].

EOK IC (YYPC, YA 5).
eBpeMeHHBIN KapAUOCTUMYISTOP PEKOMEHA0BaH MallMeHTaM ¢ Opaaukapaueil u/uiam OloKaIoi
cep/ua, KoTopsie mpoBonupyroT KA Bo BpeMst ocTpoid (ha3sl MUOKapauTa/mankapauta [487, 488,
489].

EOKIC (YYP C, YA S).
ePekOMEHJIOBaHO HA3HAYCHHE AHTUAPUTMHYECKON Tepamuu MalUeHTaM C CHMITOMHOM
HeycToitunBoi win ycroiunBoi XKT Bo Bpems octpoii ¢aszel muokapauta [487, 488, 489].

EOK IIaC (YYP C, YA 5).
ePeKOMEHJIOBAaHO TPU BOCHAIUTEIBHBIX 3a00JIEBaHUSX CepAlla PacCMOTPETh BOMpoc 00
umiutantanun UKJI*** pnu xapauoctuMynsTopa nocie paspeuieHus octpoi ¢gassr [490, 491,
493].

EOK IIa C (YYP B, Y1 3).
Kommenmapuii. [lpumenenue UK/*** y nayuenmoe c¢ ycmotiyueou KT u napywenusmu
2eMOOUHAMUKU YeNlecO0OPAa3Ho Nocile paspeuienus 0cmpoll (haszvl 8 ciyyae pa3eumusi 6MoOPUIHOL
KapOUOMUONAMUU, eCU 0HCUOAeMAsl NPOOOTHCUMENbHOCb HCUZHU cOCmasaiem 6onee 00H020

200a ¢ xopouwum QyHKyuoHanvHeim cmamycom [491].
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ePeKOMEHIOBAHO MPUMEHEHHUE NePUOPHIUIATOPa HOCUMOW CUCTEMBbI JIUTEIBHON perucTpanuu
CepACYHOro puTMa (HOCUMOTO 1epUOPIILIATOPA) VTS MOAIECP>KKH B IEPUO/]T BBI3TOPOBICHHS WIIN
1o ycranoBku MKJ[*** manmentaMm ¢ BocnalMTeIbHBIMU 3a00J€BaHUAMU CEp/Ia U OCTaTOYHOMH
Tsoxenon nqucdynkuuent JOK u/umm a1ekTprudeckoil HecTabMIIbHOCTRIO Kemyaouka [492, 493].

EOK Ila C (YYP B, Y11 3).
ePEeKOMEHJIOBAHO PAcCMOTPETb BONpPOC O paHHeM npuMeHeHun WK/[*** y nauuentroB c
THTAaHTOKJIETOYHBIM MHOKapIUTOM WM CapKOUZO030M, HMermux ycroiunByro XA ¢
HapyIIeHHEeM TeMOJIMHAMHKH WU TIEPEeKUBIINX OCTAHOBKY CEp/IIla, YIUTHIBAs TUIOXOH MPOTHO3
IIpHU JaHHBIX 3a00JIEBaHUSX, €CIH OKHIaeMasi TPOJIOJDKUTEIFHOCTh KU3HU COCTaBISIET OoJjiee
OJIHOTO T'0J1a ¢ XOpoInM (PyHKIIMOHAIBHBIM cTatycoM [30, 254, 495, 584].

EOKIIb C (YYP A, YA 2).

Kommenmapuini. Hanuuue nepcucmupyroweti 60CnanumensHol uH@uibmpayuu muoxkapoa (no
OGHHBIM UMMYHOSUCTOXUMUYECKO20 AHANU3ZA) U/UTU AHOMATbHBIX CKONIEeHUl (QUOPO3HOU MKAHU
(no oannvim MPT) nocine ocmpo2o Muokapouma Mos*CHO paccmampusams Kak OONOJIHUMENbHbIU
mapxep svicoxkoeo pucka BCC npu éocnanumenvhvix 3a601e6anusx cepoya [494]. Ilpu ocmpom u
MONIHUEHOCHOM MUOKApOume 8 OONOJHEHUe K MeOUKAMEHMO3HOU mepanuu pekoMeHOyemcs
azpeccusHasn n000EpHCKA 2eMOOUHAMUKU C NOMOUBIO YPECKONCHOU CUCEMbI CEPOCYHO-1e20YHOL
NO00EPI’CKU UNU HYMPUAOPMANLHOU OANIOHHOU KOHMPNYIbCaAyUl, 4mobbl COXPAHUMb HCU3Hb
nayuenma 6 msdicenylo, Ho NPeodoIUMyr0 ocmpyio gazy 3abonesanus. Ilepexood Kk upeckodicHOU
cucmeme cepoOeuHO-1e204HOU NOOOEPAHCKU HeobX00uM 6 mom ciyuae, eciu peppaxkmepras KT
unu @)K ne omseuaem Ha Heckobko nonvlmok degpubpuniayuu (om mpex 0o namu) [496].

Nmmmanranmio  UKJ[***  pexoMeHIyeTcss OTJIOXKHTH JI0 pPa3pelieHus OCTpou ¢a3bl
Muokapauta. Ilockonbky B 3TO BpeMsi MHOKAapAUT YK€ MOYKET MOJHOCTBbIO Pa3pelIuThCs,
nokazanus k UKJ[*** u BpemeHHBIE paMKH OCTAaIOTCS CIIOPHBIMH, JaXKe IMOCie OCTpor (hasbl
3aboneBanus. IlepcrektuBnbiit Meron neueHus KT u @K Ha doHe MHMOKapauTa, KOTOPBII
MO3BOJISIET MPEOJIONIETh KPUTHUYECKUW TEpHOJ U JOXKIAThCS TMOJHOTO BBI3IOPOBIICHHUS,
3aKJIIOYaeTCcsl B MPUMEHEHUU AeuOpUIsiTopa HOCUMOM CHUCTEMBl NJIUTEILHOM PErucTpaluu
CepJIeYHOTO pUTMa (HOCHUMOTO KapuoBepTepa-nedudpumiaropa) [493, 494, 497].

ITpu 3nokauectBenHoil KA nnm O10kKane cepiaua Npy TMTAaHTOKIETOYHOM MHUOKapiWTe,
6one3nu Jlaiima (kitemieBoil Ooppennos), TupTepuitHoM MHOKapIuTe JM00 CapKOMI03€ cepaa
pekoMmenzoBaHa wumiiantamus WK*** B panHem mnepuone, y4umThIBas BBICOKMH pPHCK
apUTMHYECKOM CMEPTH U NOTPEOHOCTh B TpaHCIUIaHTAMU cepaua [497].

Y nanueHToB ¢ NOATBepkIAeHHOW ycroiumBod KT  HesacHol  3THONOrUM,
COIPOBOKJAIONIEHCS KIMHUYECKOM CHUMITOMATUKOM, TakXe CcJelyeT HCKIIOYUTh JIHarHo3

MHUOKapJauTa. MPT Y TaKUX MAUCHTOB MOZKCT IIOKA3aTb aHOMAJIbHBIC YH4aCTKHU (1)H6p03H0f/'I TKaHH
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B TOJILIIE MUOKAp/1a, Yalle BCETO B CyOANMKapIMalIbHONW U MHTpaMypalibHOM 30Hax [494]. Onucan
YCICIIHBI OMBIT PAAMOYACTOTHONW KaTeTEpPHOW abjaluy SHIUKapIUaTbHBIX APUTMOTCHHBIX

ouaroB Ipu Muokapaute [498].

JHAOKAPAUT

[NosiBnenne KA y manmveHTOB ¢ MHQPEKIMOHHBIM SHIIOKAPIAUTOM CBHUAETEIHLCTBYET 00
OYEHb TIOXOM IporHo3e [499]. OnHako Kakux-1u00 CreNUaATbHBIX PEKOMEHAAINHN 110 JICYCHHUIO
apUTMUH B 3TOH I'pyIIe ManueHToB HeT. DopmupoBaHue adbciecca B 00nact GuOpO3HOTo KOJbIla
KJIaraHa (Jaie aopTajbHOTO, PEKE MUTPAIBHOTO) MOXKET MpUBECTH K Osokane cepana [ wmm 11
crenieHu. [Ipu nepBom snm301e ONOKaabl cep/la y MalMeHTa ¢ SHAOKApPAUTOM CJENyeT cpasy
HCKIIIOUUTH abcriecc cep/la.
e XUpypruyeckoe JIeYeHHe PEeKOMEHJ0BAHO MPU OCTPOM HAPYLIEHUH T'€MOJAMHAMUKH B CBSI3H C
OCTPO BO3HHUKILIEH aOpTaJIbHOM perypruranuei Ha poHe 3HI0KapAuTa, KOTOPOE MOXKET PUBECTH
k ycroitumBoit KT [501, 505].

EOK IIb C (YYP C, Y 4).

Boae3snsr Yaraca

emmmantanus UKJ[*** pexomenoBana y maniueHToB ¢ 607e3nb10 Uaraca u ®BJIK < 40%, nmpu
O’KUTaeMOM MTPOJOIDKUTEIHLHOCTH KU3HU OoJiee 1 Toa ¢ XopomuM (HyHKIIMOHATIBHBIM CTaTyCOM
[31, 255, 256, 257, 425].

EOK IIa C (YYP C, YA 4).

Hoparicenue Kknananoe cepoua

[TopakeHue Ki1anmaHoOB Cep/IIa, 110 BCel BEPOSTHOCTH, SBJISETCS IIIaBHOM MPUYMHON OKOJIO
7% obpamenuii st ycraHoBku MKI*** B nensix Bropuynoit npodunaktuku. [lo nanueim F.
Yang u coaBt. [501], marnueHTsl ¢ nopakeHHeM KJIaraHoB Cepla U OCTATOYHOW JUCYHKIHUEH
JDK mocne omepanuu Ha KianaHe, KOTOpbIM Obul ycranoBineH WKJ[*** nna nepBuuHOM
NpoQUIAKTUKH, C Y4EeTOM HWHIUBUAYAIbHBIX OCOOEHHOCTEH, HMENu TaKyl >Ke OOyl
BBKMBAa€MOCTh W BBDKMBAEMOCTh OT apUTMUN, KaKk M TMAalHUEHThl C HIIeMHYeCKON
kapauoMuonaTtueil. HemaBHo ObIIO0 TMOKa3aHO, YTO JAJS MAIMEHTOB C MOPaXEHHEM KJIalaHOB
cepara, KoTopsiM ycranaBiauBatoT UK/[*** B nensix mepBUUHON MM BTOPUYHOM MPOPUIAKTUKH
BCC, xapakrepHbl Takas k€ 4yacToTa 0oOOCHOBaHHBIX cpabarteiBanmii MKJ[*** u Ttakume xe

MOKa3aTeau CMEPTHOCTH, 4To U A nauuentoB ¢ MBC nmu IKMII [502].
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oIK/[*** pekoMeHIOBaH MalMeHTaM C 3a00JICBAHUSMHU KIIAMIAHOB CEPJlla, KOTOPBIC TOCIE
XUPYPTHUECKOM PEKOHCTPYKLMH KJIAllaHA MMEIOT II0Ka3aHWs K IEPBUYHOM WIM BTOPUYHOU
npo¢umnakruke BCC [502, 503].

EOKIC (YYPC, YA 4).
Kommenmapuu. Xupypeuueckasn koppexyusi oCmpoii aopmanshol pe2ypeumayuu, 603HuUKuell Ha
Gone sndoxkapouma u conposgodicoaroueticsi ycmouuueou KT, pexomendosana npu omcymcmeuu
NpPOMUBONOKA3AHUL K makomy memooy nevenus [503, 504, 505].
eBrimonnenue D®U ¢ karerepHoil abnanueld peKOMEHIOBAHO y MAI[UEHTOB, Y KOTOPHIX TOCIIE
omepanuy Ha kinanaHe cepaua nosswiack JKT, B nensax BbeisaBieHus U ycrpanenus KT ¢
LHUPKYJIsuei Bo30yX1eHus Mo Hoxkkam mydka ['uca [505, 506, 507].

EOK IIa C (YYP B, Y1 3).

HepBHo-MbIIIeYHBbIE 32001eBaHUS

DTO0 rpymma HACIEICTBEHHBIX 3a00JICBAaHUH, MOPAXKAIONIUX CKEJICTHBIE M CEPJCYHBIC MBIIIIIBL.
BoBieuenne cepima MpoMCXOMUT B BHIE JIETCHEPATUBHOTO Iporecca ¢ (GUOpPO3UpOBaHUEM U
XKUPOBOI 3aMeHo Mrokapaa. Hanbouee yacteie nposiBIeHNs — AUIaTallMOHHAS KapAMOMHUOTATHS
Y HapyILEHUs MMPOBOJUMOCTH, KOTOPbIE MOTYT coueTaTbcs. [Ipu Bcex MBIIIEUHBIX AUCTPOPUIX
MOPaXKEHUE BIXaTEeNbHBIX MBILII] MOXKET BIUSATh Ha KAYECTBO U MPOAOKUTEIBHOCTD JKU3HH, U
JOJI’KHO YYUTBIBATHCS, KOT/Ia pacCMAaTPUBAETCSl UMIUIAHTAIUS TPO(PUIAKTUYECKOTO YCTPOHUCTBA.
Boeneuenne cepauna nHambosee yacto BcTpeuaercs npu auctpodusax romenna u bekkepa,
MHOTOHWYEeCKOW auctpodun tuma 1 (Gone3ns llreiinepra), aucrpodun Dmepu—lperidyca u
muctpoduu koHeyHocTel 1B Tuma.
e[larueHTamM ¢ HEHPOMBILIEYHBIMU 3a00JIEBAaHUSIMU M COMyTCTBYIOIMMH JKA pexomeHayercs
TaKo€ K€ JICUCHHE, KaK U nanydeHTaMm ¢ JKA 6e3 HelipoMbiiedHbIxX 3a0oseBanuii [507, 508].
EOKIC (YYPC, YA 4).
emmnanranus UK *** pekoMenoBana y maineHTOB ¢ MUOTOHHYECKOH nuctpodueit 1-ro tuma
(6one3nn llreitnepra), MmbimeuHoit auctpodueit Imepu-/peridyca U KOHEYHOCTHO-MOSICHOU
muctpodueil 1B Tuma mpu HanMuMM MOKa3aHUM K CTUMYISIIIUU M TPU3HAKOB JKETYAOYKOBBIX
aputmuii [508, 509, 510].
EOK IIb B (YYP B, Y1 4).

Jleuenue KT Bo Bpemsi GepeMeHHOCTH

oJlcucHue 6eTa-az[peHo6n0KaTopaMH PECKOMCEHAYETCA BO BpEMs 6CpCMeHHOCTI/I U B IOCJICPOJOBOM

nepuo/ie MalueHTKaM ¢ CUHApoMoM yuinHeHHoro uHTepana QT unu KIDKT [27, 62, 511, 512].
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EOKIC (YYPC, YA 5).
eHasznauenue Metorponona*™*, #rponpanonona™* wnm #sepanamMuna™* Bo BpeMsi 6epeMEHHOCTH
BHYTPb PEKOMEHJIyeTCs U1l JUINTENbHON Tepanuu uanonatuueckoi ycrouusoit KT [512].

EOKIC (YYPC, YA 5).
eDKCTpEHHAasl AJIEKTPUYECKasl KapIUOBEpPCHUs BO BpeMsi OEpEMEHHOCTH PEKOMEHIYETCs [UIs
KynmupoBaHus aputMmuu 1ipu ycroirunBoil XXT, ocoGeHHO ¢ HapymieHneM reMoauHaMuku [513,
514, 515, 517, 523].

EOKIC (YYPC, YA 2).
e[lpy HaMMUUKU COOTBETCTBYIOIIUX TIOKA3aHWM  BBIMOMHEHUE WMIUTaHTamuu — MKJ[***
peKoMeHIyeTcs Bo BpeMs OepemenHoctH [512, 513, 514, 515, 517, 523].

EOKIC (YYPC, YA 3).
eBHyTpuBEeHHOE BBeIAcHHE CcoOTalnona** WM mpokamHamuaa*™* Bo Bpemsi OepeMEHHOCTH
PEKOMEHI0BAHO JJIsi 3KCTPEHHOW KOHBepcuu MOHOMOpQHOH ycroiuuBoil KT 0e3 HapymieHuit
reMoauHamMuku [512, 515, 517, 523].

EOK IIa C (YYP C, YA 3).
eBHyTpuBEHHOE BBEJEHHWE aMHOJapoHa** BO BpeMs OEpPEeMEHHOCTH PEKOMEHJIOBAHO IS
OKCTPEHHON KOHBepcuM MOHOMOpPGHOU ycToiumBoi JXT ¢ HapymeHueM TreMoAWHAMHUKH,
pedpakTepHON K AICKTPUYECKON KapIHOBEPCHUU WM HE OTBEUAIONIEH HA MEIUKaMEHTO3HYIO
tepanuto [153, 512, 515, 517, 523].].

EOK IIa C (YYPC, YA 3).
eBrinonHeHne kareTrepHoi abianuu BO BpeMsl OEpEeMEHHOCTH PEKOMEHJOBAHO IS JICUEHUS
pedpakTepHbIX K MEAMKAMEHTO3HOM TEPAIHHK U IJIOXO NMEPEHOCUMBIX Taxukapauii [512, 513, 514,
515, 516, 523].

EOK IIb C (YYPC, YA S).
Kommenmapuii. bepemennocms accoyuuposana co sHa4umenbHblM PUCKOM HeONa20npUsmmbLx
cobvimutl y JceHuur co cmpykmyprou namonoauet cepoya [511, 513, 514, 515]. V ocenwun ¢
8DOIHCOEHHBIM CUHOPOMOM YONuHenHo2o unmepsanra QT ommeuarom cywecmeennoe nogviuieHue
PpUCKa cepoednblx cobbimuil 8 NOC1epo008om nepuode (6 meuerue 40 Hedenb nocie pooos), 8 ces3u
C YeM UM HeobXo0uMo npumeHeHue Oema-aopeHoOI0Kamopo8 60 6pems OepeMeHHOCmU U 8
nocnepodosom nepuode. Y owcenwun ¢ cunopomom bpyeaoa 6Gepemennocmuv, poovl U
noCaepooosslii nepuod 00bIUHO Npoxodsm 6e3 O0onoaHumenvbHvlx puckos [516, 517]. Puck

nosmopnoti KT eviwe y nayuenmox ¢ KT 6 anammuese u cmpykmyprou namonozuei cepoya [512,

518, 519].
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ApHTMI/IH, CBfI3AHHBIC C I[OCJICpO)IOBOﬁ Kapz[n()MnonaTneﬁ

[locneponoBass (mepumapranbHas)) KapAHOMHOIIATUS XapaKTEpU3YETCsl pa3BUTHEM
cucronuueckoir auchyakuuu JDK © cepleyHON HETOCTATOYHOCTH HA TMO3JHUX CpPOKax
OEepeMEHHOCTH WIIM B TEYCHHUE HECKOJIBKHUX MecsleB mocie poyoB [S11, 520, 521]. CnencrBuem
IIOCJIEPOJIOBOM KapIMOMHOIIATUH MOTYT ObITh cioxHble JKA 1 BHe3anHas OcTaHOBKa cepaua. ¥
BCEX MAlMEHTOK ¢ BrepBbie Bo3HuKIIEH JKT B mociennue 6 Hepenb OEpEMEHHOCTH WM B pAaHHEM
MOCJIEPOJOBOM MEPUOJE CIEAYET UCKIIIOUUTh MOCIEPOIOBYIO KapAuoMuonaTuio [522].

[Ipn pa3BUTUM yYrpOKAIOLUX >KU3HHU JKEIyJOUKOBBIX TaXUapUTMUN MpUOErarT K
anektpuieckoi kapauosepcuu. [Ipumenenne UK*** y nanmentok ¢ XKA nunu Huskoi dpaxiueit
BbIOpOCa CleAyeT CTaHJIApTHBIM pekoMmeHnauusMm. llpu sToM cieayer y4yuThIBaTh BBICOKYIO

gacToTy (50%) CIIOHTaHHOTO pa3pelIeHus AUIaTallMOHHOW KapJMOMHUOTIaTHH 1IOCIIE poJioB [523,

524].

OO0CTPYKTHBHOE HOYHOE AITHO)

ePekoMeHIyeTCsl paccMaTpyBaTh B Ka4eCcTBE MPUYHHBI MPpU U HEepeHIINATEHON JTHarHOCTHKE
OpamuapuTMUN CHHIPOM HOYHOTO ammHo?d [525, 526, 527, 528, 529, 530, 531, 532, 533].

EOK IIa B (YYP B, Y1 3).
ePekoMeHIyeTCsl paccMaTpUBaTh HOYHOE alHO? U CHUYKEHHE caTypalliu KUCIOpoa Kak (hakTopbl
pucka BCC y manueHTOB ¢ HapylIeHUEM JbIXaHUs BO Bpems cHa [525, 530, 531, 532, 533].

EOK IIb C (YYP B, YA 3).
Kommenmapuii. Pe3ynomamul nocieOHUx uccie008anull yKa3vl8arom Ha C653b 00CMPYKMUBHO20
HOYHO20 ANHO3 C NOBbIUEHHOU cmepmuocmblo [526, 527]. Bedymces cnopvl 0 Hanuuuu céasu
mexncdy smum 3abonesanuem u BCC. [loxazano, umo o006CcmpyKmueHoe HOUHOe anHod C
VMeHbUleHUeM CpeoHell HOYHOU camypayuu Kuciopooa < 93% u MuHuMmanibHas HOYHAS
camypayus kuciopooa < 78% saengiomca Hezasucumvimu gaxmopamu pucka BCC [525]. Ilo
MOl npudUHe OUACHOCMUKA 0OCMPYKMUBHO20 HOYHO20 ANHOI OO0JIHCHA 6XO00UMb 8 AN20PUMM
obcnedosanus ons cmpamuguxayuu pucka BCC. Haubonee uacmvimu HapyueHuAMY pumma npu
CUHOPOME HOUHO20 ANHOI-2UNONHOI ABIAIMCS CUHYCO8ASL OPAOUKapous, cCuHycosvle naysvl, AB-
onoxaowl 1-ii cmenenu u 2-ii cmenenu muna Mooumy I, a makoace uacmoie K3 [525, 528, 529,
530, 531, 532, 533]. Ha cezcoonswinuii Oewb Hem OAHHLIX, KOMOpble YKA3blealu Ovl Ha
HeobXo0UMOCmsb OmMOelbHbIX peKoMeHoayull no aedenuto KA npu cuHopome HOUHO20 ANHOI-
eunonnod. Kpome moeo, 0o cux nop HeacHo, kakoe 3HayeHue umeem noKa3ameib NOCMOAHHOZO0
NOJOACUMENILHO20 0asleHUs 8 dblxamenbublX nymsax 01 npogunakmuku KA u BCC [525, 534,

535, 536, 537]. B nacmosiwee spems ucciedyrom Hosvie Memoobl JeUeHUsi YeHMPATbHOU PopMbl

74



HOYHO2O0 AnHO3-2UNONHOI9, mMAaKue KaK Cmumyiayusi 0uad)pCZZMCUZbH020 Hepsa U 6EPXHUX

ovlxamenvHwiX nymeti npu oocmpykmuenom mune [538].

I'uneprpoduyeckass kKapAUOMHONATHSA

IIpu runeprpopuueckoit kapauomumonatuu (IKMII) oTmeuaercs 3HauuTENBHOE
yrommenne creHkn JDK, koropoe HE MOXKET ObITh OOBSICHEHO HWCKIIOYHUTEIHHO YCIOBUSMU
NOBBIIIEHHOW Harpy3ku Ha JDK. JlaHHOe ompeneneHue OTHOCUTCS K AETSIM M B3POCIBIM M HE
MIPENIOJIaraeT HUKAKUX CHEU(PUUYECKUX 3TUOJIOTMUECKUX MPUYMH, HO JJIS IieJiell HacTOSIIMX
pexomenaauuii no npodmnakruke BCC mpenanonaraercs, 4To B JaHHYIO TPYIIYy HE BXOJIAT
MAUEHThl ¢ METa0OJINYECKUMH, WHMUIBTPATUBHBIMU 3a00JI€BaHUSAMHU, U1 KOTOPBIX UMEKOTCS
YeTKHe KIMHUYECKUE IPU3HAKU U IPOTOKOJIBI JIEUEHHUS.

O611ast ro10Basi CMEPTHOCTh OT CEPJICYHO-COCYAUCTHIX 3a00JI€BaHUN U CMEPTHOCTD WIIH
yactoTa cpabarbiBanuit UKJ*** no mosoxy KT/®XK y B3pocabix nanuentos ¢ ' KMII
cocrapinseT 1-2 u 0,81% cootBercTBeHHO [539, 540]. IpyruMu 0CHOBHBIMH NPUYHMHAMU
cepaeuHo-cocyauctoit cmeptu nipu ' KMII sensiroress XCH, tpom6osmbonn u AB-61okana.
Kanekynsarop pucka BCC B treuenue 5 net (Risk-ICD) pacnionokeH B UHTEpHETE TI0 aJIpecy:
http://doc2do.com/hcm/webHCM. html [230, 541].

. [Tatmentam ¢ 'KMII BBuay Bwicokoro pucka BCC He pekoMeHAyeTcs ydacTHEe B
COpEBHOBATENBHBIX BUJAX criopTa [226, 231, 544, 547, 548].

EOKIC (YYPB, YA 3).

. Pexomennyercs nmmnantanus UK [*** y nmarmentoB ¢ I'KMII, nmepeHecmmx ocTaHOBKY
cepaua no npuuurHe KT wam @K, wiv y manuveHToB co crnoHTaHHOW ycroumBon KT,
NPUBOJAIIEH K TMOTEPE CO3HAHMA WIM HAPYLIEHUID TEMOJWHAMUKH, IMPH OXKUIAAEMOM
MPOJIOJKUTEIILHOCTH Ku3HU > 1 rona [230, 542, 543, 544, 545, 546, 547].

EOKIB (YYPB, Y/ 3).

. Crparudukamus pucka y nanueHtoB ¢ ['KMII pekoMeHayeTcss ¢ HUCHOIb30BaHUEM
kanpkynaTropa Risk-ICD s onenku pucka cMepTy B TeUeHUE S JIeT y NAMeHTOB cTapiie 16 et
6e3 anamuesza yctoiuuBoil KT (mpuBojsmiell K HapyIIeHHIO TeMOIAWHAMUKH WU TIOTEpe
co3Hanus) uau OXK [231, 232, 541, 545, 546].

EOKIB (YYP B, Y/ 4).

e [laTuneTHU pUCK BHE3aITHONW CMEPTU PEKOMEHIYETCS OLEHUBATH MPHU IIEPBOHAYAIBHOM
oOcreoBaHUY MAIMEHTa, a TaKkKe Kaxaple 1-2 roja Wi npyu U3MEHEHUH KIMHUYECKOTO
cratyca [231, 238, 240, 540, 541, 543, 544].

EOKIB (YYPC, YA 4).
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) Nvmnanramms UKJ*** pekoMeHayeTcss mamuwieHTaM ¢ OPEINoJiaraéMbIM  S-JIIETHUM
PUCKOM BHE3AIIHOW cMepTH > 6% U OKHMJaeMOl IPOJOHKUTENbHOCTBIO KU3HU > | roja mnocie
MOoAPOOHOTO KIIMHUYECKOTO OOCIEAOBAHMUS C OLEHKOW pHUCKA MOCIEAYIONIUX OCIOXHEHUU W
Brusiausg UKJ[*** nHa 00pa3 ku3HH, COIMAIIEHO-DKOHOMUYECKHI CTaTyC W ICHXOJOTHYECKOE
3nopoBse [230, 543].

EOK IIa B (YYP B, Y/ 3).
° Nmmnaaramms UK*** pexomeH0BaHa B OTACIBHBIX TPYIIAX MAIUCHTOB C S-JICTHHM
puckom BCC ot > 4 1o < 6% u oxugaeMol NpoA0KUTEIbHOCTRIO KU3HU > 1 Toda mocie
MOJPOOHOTO KIMHUYECKOTO OOCIEOBaHUs C OICHKOW pPHUCKA TOCIETYIOIMHMX OCJIOXHEHUNU W
Brustaust UKJ[*** Ha 00pa3 Ku3HM, COIMATIbHO-dKOHOMUYECKHM CTaTyC M TICHXOJIOTMYECKOE
3nopoBse [230, 540, 543].

EOK IIb B (YYP B, Y 3).
° Nmvmmanramms UKJ*** pekoMeHmoBaHa y OTAETBHBIX MAallMEHTOB C S5-JIETHUM PHUCKOM
BCC < 4% npu Hanuyuu KIMHAYECKUX XaPAaKTEPUCTHK C JOKA3aHHBIM IMPOTHOCTHYECKUM
3HAYEHHEM, U KOT/Ia B Pe3yJIbTaTe OIIEHKH PUCKA MOCIETYIOIINX OCIOKHEHUH 1 BustHmst MK J[***
Ha o0pa3 J>KM3HH, COLMAIbHO-DKOHOMHYECKHH CTAaTyC U TICMXOJOTHYECKOE 370pPOBbE
MpeAnoJaraeTcs oo1ee moJIoKUTeNIbHOe Biusare nMiuiantanud UK*** [230, 540, 543].

EOK IIb B (YYP B, Y] 3).

4. MeauuuHcKasi peaduaIuTANUsI, MeTUIMHCKHE MOKA3aAHUS U
NMPOTUBONOKA3aHUS K MPUMEHEHHI0 METOI0B peaduauTaun

XKenynoukoBble HApYyILIEHUsT PUTMa CEpALA, 32 PEAKUM HCKIIOUEHHEM (MIuonaTHYecKast
KEIyJOUKOBAasi SKCTPACUCTONIMS), OTHOCATCS K YrpoXKarolUM JKU3HU apuUTMUAM. VX Hamuuune
MOJKET ObITh KaK OJIHUM M3 NEPBbIX MMPOSBICHUN KIMHUYECKU 3HAUUMBIX CEP/ICYHO-COCYIUCThIX
3a00JeBaHM, TPeOYyIOIUX MPOBEICHUS KOMIUIEKCA JUArHOCTUYECKUX HCCIIEAOBAaHUM, Tak U
OCJIO)KHEHHEM JIaHHOM Marojiorud. B HacTosiiee Bpemsi MporpamMMbl peaOWIMTanuu IS
NAIMEHTOB C KEIyJOYKOBBIMU HapyIIEHUSMHM PUTMa Cep/la, Kak TAaKOBOW, HE CYIIECTBYET.
PeabunuTanmoHHble MEpONPUATUS JIOJDKHBI OCYIIECTBISATHCS B COOTBETCTBUU C OCHOBHBIM
3a00JIeBaHUEM, SIBIIIOLIMMCS IPUYUHOM apUTMHH, eclid TakoBoe umeercs [548]. Orpanuyenue
(bU3MYeCKUX Harpy30K peKOMEH/I0BaHO NallMeHTaM B COOTBETCTBUH C UMEIOLIHMCS 3a00JIeBaHUEM
CEpAEYHO-COCYIUCTON cuctemsl [548]. B ToM 4mcie, B COOTBETCTBUU CO CTaJNEH, TSKECTBIO U
CTETNEHbI0 KOMIIEHCAIIUH OCHOBHOTO 3a00JI€BaHMUsL.
e[lanienTaM, MEepeHECHIMM YCIEUIHYI0 KaTeTEepHYIO abialfio, PeKOMEHJIO0BaHO OTpaHUYECHUE

¢buznueckoit aktTuBHOCTH B TeueHue 1 mecsua [27, 336, 338, 364, 392, 424].
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EOK — net (YYP C, YA 5).
Kommenmapuii. [layuenmam, nepenecuium yCcneuwimylo KamemepHylo abaayuio no mnosooy
HCENYOOUKOBLIX HAPYULEHUL PUMMA, NOKA3AHO 02PAHUYeHUe PU3UYECKOl AKMUBHOCMU 8 MeYeHuUe
1 mecsaya nocie onepamuHoo ieyeHus, eciu 9Mo He NPOMUEOPEeUUm 0SPaAHULeHUIM no No800y
OCHOBHOU cepoedHO-cocyoucmou namonoauu. IIpu omcymemeuu 0C10#CHEHUN 8Meuamenbcmea
npoeedenus CneyudIbHblX peaduIUmayuOHHbIX MEPORPUAMUL He MpeOyemcsl.
e[lareHTaM C BO3HUKIIMMHU OCJIOXXHEHUSMHU TIOCIIC KAaTETEPHOW alialud pPEeKOMEHJIOBaHA
CKOpeHIIas roCuTaaIu3alus B CleluaIn3upoBaHHblid ctanonap [359, 360, 361, 396, 442].
EOK — netr (YYP C, Y] 4).
Kommenmapuii. B ciyuasx 603HUKHOBEHUsL THOOLIX OCIONCHEHUI NOCle KamemepHoU abaayuu, 8
MOM Yuciie OMCPOYEHHbIX, NOKA3AHA CKOpetds 20CNUMAanu3ayus 8 CHeyuaiu3upo8aHHblll
Kapouoio2udecKull/Kapouoxupypeuieckuit. CmayuoHap 0s npo8edenusi HeooXoo0umblx ie4eOHo-

OUACHOCMUYECKUX MePONPUAMUL.

5. llpodpniakTUKa U TUCTIAHCEPHOE HADIIOIeHNEe, MeIUIIMHCKIE TIOKA3aHUS U
NPOTUBONOKA3aHUS K IPUMEHEHHI0 METO10B NMPOPUIAKTUKH

e3anuch u aHanu3 DKI' pekomeH10BaHbI BCEM JullaM € BBICOKUM puckoM BCC.

EOK — et (YYP C, YA 3).
Kommenmapuit. boumenvnocmv no omuowtenuro x anexmpoxapouoepaguueckum (OKI) u
IxoKapouocpaduuecKum NpusHaKam HAcie0CmMeeHHbIX apUmMMO2eHHbIX 3a00/1e8aHULl A811emcs
BAJCHOU YACMbIO KIUHUYECKOL NPAKMUKU U NO360JI5em C80E8PEMEHHO BbIABUNMDb TIUYA C 8bICOKUM
puckom BCC. Oonaxo 0o cux nop Hem eOuH020 MHEHUsL 0 MOM, OOJIHCEH Jih MAKOU MUaAmeibHbllL
Nn00X00 PACNPOCMPAHAMbCA HA MACCO8bIL CKpUHUHe Hacenenus Ha Haaudue pucka BCC. B
Umanuu u Anonuu eeedenvt cucmemvr IKI-ckpununea 6 yenax 6vlAGNeHUs JUY C
HACNe0CMBEHHbIMU APUMMO2SEHHBIMU 3A00JIe86AHUAMU, HE UMEIOUWUX KAKOU-TUOO CUMNMOMAMUKU
[20, 21, 549]. B Espone u CIIIA obszamenvhbim AGNAEMCA CKPUHUHS CHOPMCMEHO8 Nepeo
COPEBHOBAHUAMU, CO2NACHO mpebosanusim MedcOyHapoOHO20 ONUMNULICKO20 KOMUMmMema, Xoms
nocneonee ucciedoganue 8 Mzpaune noxazano omcymcemaue usmerenuii 8 yacmome ciyuaes BCC
Y npogeccuoHanbHbiX CHOPMCMEH08 nocie 86edenus ckpununea [22, 23, 24, 25].
eB HacTos1Iee BpeMs He peKOMEHIOBaHO MpoBeeHne odmenonynsnuonHoro JKI'-ckpununra B
CBSI3M C HEIOCTATKOM HHMOPMALMU O €ro 3KOHOMHUYECKOW 3((EKTUBHOCTH U HEU3BECTHOM
KOJIMYECTBE JIOKHOIOJIOKUTETBHBIX U JIOKHOOTPHULIATEIBHBIX pe3yabTaToB [550, 551].

EOK — ner (YYP C, VI 5).
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Kommenmapuii. B coomeemcmsuu ¢ cospemennvimu pexomenoayusmu EOK 2015 200a no
JICYEHUIO JICETYOOUKOBbIX APUMMULL U NPEOOMBPAWEHUI) BHE3ANHOU CEePOeyHOl cMepmu, 8
Hacmoswee 6pemsi  dKcnepmmuuli  komumem  Esponeiickoco  obwjecmeéa  Kapouono2os
8030epacusaemcss om @OpMUPOBaAHUs PEKOMEeHOayull no NPOBeOeHUI0 0OWEeNnonyIAYUOHHO2O
OKT-ckpunuHea 8 c8a3u ¢ HeOOCMAmMKOM UHDOPMAYULU O €20 IKOHOMUYECKOU I pekmusnocmu u
HeUu38eCMHOM KOIUYECHEe TOHCHONOTONCUMENbHBIX U TOHCHOOMPUYAMETLHBIX PE3YIbmamos.
ePeructparuss OKI' B 12-TH OTBEACHHUAX PEKOMEHIYETCS MPHU IUIAHOBBIX IUCIIAHCEPU3AIUSIX
B3pocioro Hacenenus [25, 550, 552, 553].

EOK — et (YYP C, YA 5).
Kommenmapuit. B coomeemcmeuu ¢ npukazom Munucmepcmea 30pasooxpanenus Poccuiickotl
@eoepayuu, pecucmpayus IKI' 6 [2-mu omeedenusx npedycmompena npu niaHOBbIX
OUCNAHCEPU3AYUSX 83DOCTI020 HACETICHUSL:

- 0151 mydcuun cmapute 36 iem u dceHwun cmapuie 45 nem npu Kancoom npoxoHcoeHuu
oucnancepuzayuu (mo ecmo 1 paz 6 3 2ooa),

- 01151 MYJHCUUH 8 8o3pacme 00 36 Jlem u HCceHwWuH 8 go3pacme 00 45 nem npu nepeuyHoM
npoxoogicoeruu oucnancepuzayuu [552].
oY HeECOBEpIIEHHOJIETHUX TMpeaycMarpuBaetcs peructpanus OKIT mpu npodumakTuyeckux
MEIMIIMHCKUX ocMoTpax B 1 rox, 6, 15, 17 ner, a Takke npu NpeABAPUTEIbHBIX MEIUIIMHCKUX
OCMOTpax Mepesl MpUEeMOM B CpelHUE U BbICIIME 00pa30oBaTeNIbHbIE YUPEKICHUS, BHIIIOJHEHHE
OXOKC B 6 net [550, 551, 552, 554].

EOK — et (YYP C, YA 3).
Kommenmapui. Ilpunamoii 6 Hacmosujee 8pems NOPAOOK NPOXOHCOCHUS MeOUYUHCKUX
ocmompos necosepuieHHoremuumu. OcobeHHO 8adiceH 2eHeanoSUutecKuti Memoo aHanuza y auy
MOI00020 803pACMA, CMPAOAIOWUX PEYUOUBUPYIOWUMU NPUCIYNAMU NOMEPU CO3HAHUSA UIU
umerowux anomanuu na IKI" [554, 555].
eMoudpukanus obpasza ;KM3HH PEKOMEHI0OBAHA BCEM MAIUEHTaM C >KeIyI0YKOBBIMH apUTMUSIMH
JUISL IPEIYTIPEXKACHUS UX peunuIuBoB [554, 555].

EOK — ner (YYP C, YA 5).
Kommenmapuii. Moouguxayus obpaza sxcusnu ekniouaem 6 ceds HOpManu3ayuio eeca, Omkas om
KVpeHus, ynompeOjeHuss aiKko20is, HPOOYKMO8, Ccooepiucaujux Kogeun, u cumyayui,
8bI3bIBAIOWUX CMPECC, DECNOKOUCME0, HapYULeHUe PedCUMA HOYHO20 CHA.
ebnmkailiiiuM poJICTBEHHUKAM JKEPTB BHE3AIMHON CMEPTH CIEAYeT COOOIIUTE O CYIIECTBYIOIIEM
JUIS HUX PUCKE BHE3AITHOM CMEPTH U HE0OX0JUMOCTH 00ceioBaHus y Kapauosora B cinydae BC,
MpH KOTOPOH MAaTOJOTOAHATOMUYECKOE HCCIEAOBAaHWE M aHAIM3 HE BBISBISIOT OYEBHIHBIX

anomamuii. KoHTakT ¢ Takumu MNanuceHTaMu U UX POACTBCHHHUKAMHU JOJIKCH MPOUCXOAUTH C
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YU4ETOM HX TICHXOCOIHUATBHBIX MOTPEOHOCTEH M C HCMOJIH30BAHUEM MEXKIUCIUIUTMHAPHOTO
nonaxoxaa [460, 557, 558, 559, 560, 561, 562].

EOK — net (YYP C, YA 3).
Kommenmapuii. [Ipumepro 6 nonosune ciyuaes y poocmseennuxos scepms BAC ycmanasnusaiom
OUACHO3 HACNIEOCBEHHbIX —APUMMO2EHHbIX 3a0071e8anull, npexcoe 6ce2o, KAHALONAMUL
(Hanpumep, cunopoma yonunennoeo unmepeganra QT, cunopoma bpyeaoa unu KIDKT), pesce —
HAYAIbHLIX  NposeieHull  Kapouomuonamuil [npexcoe e6ceco I'KMII u apummozennoi
Kapouomuonamuu npasozo sxcenyoouxa (AKIDK)], a makoce cemetinoii eunepxonecmepurnemuu.
Ecnu npu CBHC unu BHCH, a maxoce npu BAC unu CBCH namonozoanamomuyeckoe
uccne0o8anue nocudULE20 He8O3MONCHO UU KO20d NAMOI020AHAMOMUYECKOe UCCTIe008aHUe He
8bIABNIAACN CIPYKMYPHBIX AHOMAAUL, d pe3yIbmamvl MOKCUKOLOSUHYEeCKO20 AHAIU3d 8 HOopMe,
OnUAICAUWUM POOCMBEHHUKAM Clledyem cOooOwuUms 0 Cywecmayroujem 0as HUX pucke 6He3anHou
cmepmu U Heobxooumocmu ob6credosanus y kapouonoza. CemeliHblll aHAMHe3 NOBMOPHBIX
ciyuaes CBHC 6 monodom eo3pacme (0o 40 nem) unu npu Hamuyuu HAC1eO0CMBEHHLIX
3ab0ne6aHull cepoya A8Aemcsi HeONPOBEPHCUMBIM O0B000M 8 NOJb3) 00CIe008AHUS BCEX UIEHO8
cembl.
oCKpUHHMHT  pPOJICTBEHHHKOB KEPTB BHE3AlIHOM CMEPTH PEKOMEHIYeTCS BECTH IO
MPEICTaBICHHOMY  MNPOTOKOJY,  YYHUTHIBasE ~ 3KOHOMHYECKYHDO U  HH(OPMAIMOHHYIO
1esecoo0pa3HoOCTh KakI0To MeToa [54, 560, 564].

EOK — ner (YYP C, Y1 4).
Kommenmapuii. [Ipeonodceno HeCKOIbKO PA3HbIX NPOMOKOL08 Ol CKPUHUHSA POOCTBEHHUKOG
JHcepme 8He3aNnHoU cmepmu. B ocnoge ecex smux npomoxonos nexcum nouazoswlii no0xoo, Koeoa
8 nepeyio ouepedb UCNONb3VIOM HauMeHee 00po20Cmosiuue Memoobl 00C1e008aHus, Oarouue
MAKCUMANbHBLIL  00beM UYeHHOU uHpopmayuu, nocie ue20 HA OCHOBAHUU NOJYYEHHbIX
PE3YIbmamos u ¢ yuemom OAHHbIX CeMeUH020 AHAMHEe3d Nepexoosm K OONOJHUMETbHOM)
obcnedosanuio. Eciu 6 xode 00C1e008anus GblAGIAIOMCS CIMPYKMYPHblE ULU dNeKMPUYecKue
UBMEHEHUsl, C8UOeMENbCMBYIoWUe 6 NOoIb3Y KOHKPEMHO020 OUdcHO3d, HeoOXo0umo Cc1edo8amb
CMAHOAPMHOMY NPOMOKOLY 00CIe008AHUS NO COOmMEemcmeyruemy ouaznosy. llepsvim wazom 6
NOCMAHOBKE NOCMEPMHO20 OUACHO3d, 00 HAYANAd 00CNe008aHUsL POOCMBEHHUKO8 NO2UbULe2o,
A671emcsi muamenvHslil cOOp anamuesda. Y Moiooblx Uy 8 nepsyro ouepedb ciedyem UCKIIOUUmb
Kapouomuonamuu u Kauaronamuu. Pexomenoyemcs oyenxa npeouiecmeo8asuiux cepoeunvlx
CUMNMOMO8 (8 MOM Hucie 0OMOPOKO8 Ul CYOOPOICHBIX NPUNAOKO8) U MUAMENbHOe U3YUeHUe
obcmosamenscme cmepmu, a makdxce cOOp U AHANU3 NPUICUSHEHHBIX KAPOUOTIOSUYECKUX
saxntovenuu. Y nuy cmapwe 40 nem 6 nepgyio ouepeds uckaoyaiom ghakmopul pucka UBC

(HanpuMep, aKmueHoe Uujlu naccueHoe KypeHue, duwzunonpomeuHemuio, apmepuailbryo
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2unepmen3uto Ul caxapuwiii ouabem). Heobxooumo cocmagumsv pooOCIO8HYIO No2ubuieco 8
mpex NOKONEeHUAX, 8 KOMOPOU O00IHCHbI OblMb OMPAdXCEHbl 6Ce CAVYAU 6HE3ANHOU CMepmu U
POOCMEEeHHUKU ¢ cepoeunbimu 3aboneeanusmu. Credyem no 603MONCHOCMU NOTYYUMb APXUBHDBLE
MeOUYUHCKUEe Kapmbvl U/Uiu pe3yiomamol Namoio20aHamoMu4ecKo2o ucciedosanus. B nepeyio
ouepedb 00C1e008aHUI0 NOONEHCAN POOCHBEHHUKU C NPUSHAKAMU 3A001€8aHUL cepoya, MaKUMU
Kak oOMOpoKu, yuawennoe cepoyebuenue umu 6oau 3a epyounou. Eciu ¢ cemve omcymcmeyem
0uazHo3 cepoeunblx 3a001e6aHUl, Cledyem Npo8ecmu CKPUHUHE MALeHbKUX oemell Xoms Ovl ¢
nomowwvto IKI u sxoxapouoecpaguu.

eDxokapauorpadus (3XOKI') sBisieTcs peKOMEHI0BaHHBIM METOJIOM JJIsI CKpUHUHTA TTAIMEHTOB
MPY HATUYHHA TIOJITBEPXKJICHHOTO JHAarHo3a WM TIOJIO3PCHUS Ha JKEITYJOYKOBBIC HAPYIICHHUS
puTM™ma.

EOK — ner (YYP C, YA 3).

Kommenmapuii. Oxoxkapauorpadus — Hamboyiee 4acTO HWCIONB3YEMBIH METOJl BHU3YaJH3alliH
cepaiia, KOTOpbIA, IO CpPaBHEHUIO C MarHUTHO-pe3oHaHcHO#l Tomorpadpueit (MPT) wu
koMmiptoTepHoid Tomorpadueirt (KT) cepaua, sBiasercss MeHee JOPOTOCTOSIIUM, BCerja
JOCTYITHBIM M TI03BOJISIET C BBICOKOW TOYHOCTHIO JAMArHOCTHPOBATh 3a00JIeBaHMSI MUOKap.a,
KJIAMaHOB CEP/Illa WJIM BPOKJACHHBIE MOPOKHU Ccep/ilia, cBsizaHHbIE ¢ Bo3HMKHOBeHHEM KA u BCC.
Kpowme Toro, y 60JpIIMHCTBA MAIIMEHTOB OHA MO3BOJIIET OLEHUTH cucTondeckyro pynkuuio JIK
U JIOKaJIbHYIO COKPAaTUMOCTh CTEHOK Cepla.

[To sToit mpuumHe sxokapauorpadus nokazaHa BceMm manueHtaM c KA, y KOTOpBIX
MIPEIoIaraeTcsl WM UMEEeTCsl CTPYKTYpHas aToJIOTUs Cep/ilia, a TaKXKe B IPYIax MalleHToB ¢
BbICOKUM puckoMm pa3Butus KA uiu BCC — nanpumep, y niuentos ¢ JJIKMII, T'KMII u AKIDK,
a TaKKe y MalMeHTOB, MEPEKUBIIUX OCTPbIl MHPapkT mMuokapaa (MIM), u y poAcTBEHHHKOB

MalMEeHTOB ¢ HACJEACTBEHHBIMU 3a00JIeBaHUsIMHU ¢ BbIcOKUM puckoM BCC [40].

6. Opranuszanusi oka3aHus MeJIUIIUHCKON MOM O
BI/I,Z[ IIOMOIIK KU IOPAAOK €€ OKa3aHHA 3aBHUCUT OT 3THOJIOTUH KT un COHYTCTBYI-OH_Ieﬁ

natosiorud. CTpykTypHas wid (yHKIUMOHAIbHAS TATOJOTUS Cepila, OCOOCHHO Npu ee

MIPOIPECCUPOBAHUM, MOKET SIBJIATHCS OCHOBHBIM ITOKa3aHUEM ISl TOCTIMTAIU3 AU Y.
Bo3moxHOCTH amMOynaTopHON MOMOIIM MAlUEHTaM C JKeTyIJOYKOBBIMH TaXHAPUTMUIMU

OTPaHUYUBAIOTCA CIECAYIOIIUMU CIyYasMu:

e[larueHTHl ¢ XPOHWYECKUMHU CTAaOWIBHBIMU apUTMHUSAMH 0€3 HapyIIeHUH TeMOJAUHAMUKHU:

JKEIYTOUYKOBOM DKCTPACHUCTOJIMEM, HEYCTOMUYMBOM IKEIYIOYKOBOM TaxXUKapAUEH, PEAKUMH

npuctynamu MeuieHHbIX JKT.
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e¢O0cne0BaHNEe y MAIMEHTOB 0€3 CTPYKTYPHOW MATOJOTHHU CepAla sl BBISBICHUS CKPBITOM
MaToJoruu cepaua, kpurepues pucka BCC.
‘HO[[FOTOBKa K roCrrajn3anuu 1mpu CTa6I/IHLHOM COCTOSAHUU NaIlMCHTA.

.Ha6JHOI[eHI/IC MOoCJIC XUPYPIrUUCCKUX MW HHTCPBCHIMOHHBLIX BMCHIATCIBCTB, HMILIAHTALUN

N1eKTpoHHBIX ycTpoiicTB (QKC*** UK*** CPT-/).

Iloxa3anusa AJ19 NJIAHOBOM rOCHUTAJIN3ANUMA

eBriepBrle BO3ZHMKIIASA CHMIOTOMHAS JKEIYJOYKOBAas SKCTPACHCTOJMSA, COIPOBOKIAOIMIAACS
Pa3BUTHEM WJIM 3HAUUTENBHBIM YCYT'yOI€HUEM CeplIeYHON HEA0CTaTOYHOCTH.

eBriepBble BO3HUKIINE WM PELUIMBUPYIOLINE MIU30AbI XKEITYAOUYKOBOW TaXUKAPAWH.
e[IporpeccupoBanre OCHOBHOTO 3abojeBaHMsI B CilydasX, KOIJla apUTMUs HE SBISETCS
reMOJMHAMUYECKN 3HAYNMOM.

o[Ipu Heap(PpeKTUBHOCTH JOTOCIUTATBHOIO JIEUEHUS CUMITOMHBIX XPOHMUYECKUX CTaOMIJIbHBIX

KO, BT, memnennnix XT.

IMoka3anust 111 IKCTPEHHON ITOCIUTAIN3ANUU

O0s3aTebHON TOCIUTAIM3AIIAH TTOJICKAT IMAIIMEHTHI, Y KOTOPHIX Ha (DOHE KETYTOUYKOBOM
TaxXUapUTMUU HUMEIOTCS TPHU3HAKH apTEePUATBHOW THUIIOTOHHH, OCTPOU JIEBOXKEITYJOYKOBOM
HEJIOCTATOYHOCTH, AHTMHO3HOTO CHHJIIPOMA, YXYIIICHHS MO3rOBOro KpoBooOpameHus. [Ipu
MOJO3pCHUM Ha HWHGApPKT MHUOKapJa HEOOXOJMMO SKCTPEHHO JOCTAaBHTh B MEIUITMHCKOE
YUpEeKICHHE.
eBeneHne manueHTa mociie peaHHMalMk PEKOMEHIYETCS B CICIHAIM3UPOBAHHBIX IIEHTPAX C
MYJIbTHAUCIHUIUIMHAPHBIM TIOJIX0JIOM K MHTEHCUBHOW TEpald U BO3MOYKHOCTBIO BBITIOJTHEHUS
MEPBUYHBIX  KOPOHApPHBIX  BMEIIATENBCTB,  AJICKTPOPU3HOJOTHUECKOTO  HMCCIICIOBAHUS,
MMIUIAHTAIIMM BCTIIOMOTATENbHBIX JKENMYJOYKOBBIX CHUCTEMa JJIi MEXaHUYECKOW TMOICPKKU
KpOBOOOpAIIeHHs, XUPYPTUUECKUX BMEIIATEIBCTB Ha CEPALIE M COCylax U TeparneBTHYECKON
runorepmun [65, 153, 165, 194, 196, 324, 546].

EOKIB (YYPC, Y1 5).
eKopoHnapnas aHruorpadusi ¢ BO3MOXKHOU MOCIEAYIONEH aHTHOIIIACTUKON B TEUEHUE MEPBBIX 2
4acoB TOCMUTAIN3AIMHA PEKOMEHI0BaHa nanueHTaM Boicokoro pucka ¢ UM clIST, B Tom uucne ¢
KU3ZHEYTPOKAIOIHUMHU KETYyJOUKOBBIMU apUTMUSIMH [S55, 56].

EOKIC (YYPC, YOI )5).

IIpn ocraHOBKE KpOBOOOpAIlEHUs TOCHHUTANU3alusl TpeOyeTcss cpazy ke Tocle
KY[MPOBaHUS MPHUCTYNIa M BOCCTAHOBJIICHHS HOPMaJIbHOW CepAeUHON nedaTenbHOCcTH. Ecin
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peaHMMAIMOHHBIE  MEPONPUATHUS HE MpPHUHECHIM HeoOXoauMoro Hddexra, MmanueHTa
TPAHCIIOPTUPYIOT B cTanuoHap Oe3 co3HaHus. Ilpu 3TOM 1o JOopore HENPEPHIBHO BBINOIHSIIOT
HCKYCCTBEHHYIO BEHTUJIALIMIO JIETKUX U HENPSIMOM Maccaxx cepALa.

[TanueHTOB ¢ IPUCTYIIaMH MApOKCHU3MAJIBHOM JKEIyJOYKOBOM TaXUKApIUU CIEIYET
TOCHUTAIM3UPOBATh B CIy4ae OTCYTCTBHS d(PQeKTa OT HEOTIOKHOW Tepamuu, a TaKkKe MpU
HaJM4YUMU TPU3HAKOB OCTPOM JIEBOXKEIYAOUYKOBOW HENOCTATOYHOCTH, YXYALIEHHUS MO3TOBOTO
KpOBOOOpAIIeHHS, apTePUAITBHON THITIOTOHUH, aHTHHO3HOTO CHH/IPOMA.

lNocnuranu3anuu nojuiekar JIMNA, NEPEHECIINEe MPUCTYI KENTYJOYKOBOM TaxWKapIHH,
YCIEIHO KYNHUPOBAHHBIM Ha JOTOCIUTAIbHOM 3Tale MpPU HaJIUYUU CTPYKTYpHOH MaToJIOTUU
cepla WIM NMPU OTCYTCTBUM PE3YJIbTaTOB KapAUOJOTHYECKOrO OOCIIeOBaHMs, NMPU HAIUYUU

COITYTCTBYIOLIMX 3a00J€BaHM, BHICOKOM PUCKE Pa3BUTHSI OCIIOKHEHUH.

Iloxa3aHusa K BbINKCKE MalMeHTa U3 cranuoHapa

[lenecooOpa3HOCTh JalibHEWIIEr0o mMpeOblBaHUS B  CTAallMOHAPE W BO3MOXKHOCTH
aMOyIaTOPHOTO JICYCHUS OTPEIEISIFOTCS 110 UTOTaM 00CTIeIOBAHUS.
ePannss (mepen BHIMHUCKOW M3 crannoHapa) omnenka @B JIXK pekoMeHnoBaHa BceM maideHTaM
nocie nadapkTa Muokapaa [42, 56, 218, 493, 572].

EOKIC (YYP B, Y]/ 3).

Tlayuenmot mocym Ovlmov 8bINUCAHBL U3 CMAYUOHAPA 8 CLEOVIOWUX CTYUASX.
— BrinonHenne paguKanbHOTO WM MAJIMATHBHOTO XUPYPTHYECKOTO M MHTEPBEHIIMOHHOTO
JICYCHHSI.
— Nmrmtantanmst  kapauoBepTepa-aeduOpmiisaTopa, €ciid He TpeOyeTcs MNpoAoHKEHUE
TepaIuu B YCIOBHIX CTAllHOHApa M0 OCHOBHOMY 3a00JI€BaHHUIO.
— D¢ heKTUBHBIN OO0 aHTHAPUTMHUYECKON Teparuy U TepaIlui OCHOBHOTO 3a00JICBAHMS.
— YcTaHoBIIeHHE JUAarHo3a W MPOTHOCTUYECKOTO 3HAYEHUS JKENMyJOUYKOBON TaXUapUTMHUH,
HEe TpeOyromiee CpPOYHONW KOPPEKIMH AaHTHAPUTMHYECKOW Tepamuu, XUPYPruuyeckoro Miu

WHTEPBEHIIMOHHOTO BMEIIATEIbCTBA, UMITTaHTauu MK J[***,

Hub1e OPraHU3allMOHHbIC TEXHOJOIHH

ABTOMaTH4YeCKHE HAPYKHbIEe 1e(PHOPHU/LIATOPBI B MeCTaX CKOIJICHHUS JTIOeH
e ABTOMAaTHUYECKHUE  HapyXHble JePUOPMIIATOPHl  PEKOMEHIYyeTCs  YCTaHaBIMBaTb B
00I11eCTBEHHBIX MECTAaX, /1€ CYLIECTBYET 3HAUUTENIbHAsl KOHIIEHTPAIHS JIIOJIEH, 4TO CYIIECTBEHHO

MOBBIIIACT BEPOATHOCTH BOSHUKHOBCHU S CUTYAllUU C BHE3aIIHOI OCTaHOBKOM cepana (HaHpI/IMep,
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B IIIKOJIAX, a3pOTOPTaX, Ha BOK3alaX M CTaJAMOHAX), HJIM B MECTaX, IJI¢ HET HHOH BO3MOXHOCTH
neuOpmLIIsIUY (HalpuMep, B oe3/1ax, Ha KPYH3HbIX JIallHepax, B caMmoJieTax u T. 11.) [322, 323].
EOKIB (YYPB, YA/ 2).
Kommenmapuii. B 6onvuuncmese ciyuaee ocmanogka cepoya Rpoucxooum eHe cmeH ie4eOHoeo
yupescoenus [324]. Ilpu sxcmpennou depuOpuiiayuy WaHcvl Ha 60CCMAHOBIEHUE HOPMATLHO2O
pumma u CmabuIbHO20 CEPOeUHO20 BbIOPOCA HAMHO20 6blule, YeM NPU OMCPOYEHHOU
oepudpunnayuu [322, 323, 325].
ePekoMeHI0BaHO 00y4YeHHE OCHOBHBIM NMPHUHIUIIAM pEaHUMAIMH POJICTBCHHUKOB ITAIIHCHTOB C
BIcOKUM puckom BCC [323, 325].
EOKIIB C (YYP C, Y/ 4).

MoryT OBITh UCTIOTB30BAHBI:
eTenemMeUITMHCKOE KOHCYJIBTHPOBAHKE MAIIHCHTOB.
oY TaJIeHHBII MOHUTOPHUHT aMOyJIaTOPHBIX MAIIMEHTOB C HIMIUIAHTUPYEMBIMH YCTPOUCTBAMHU.

B oxazanum momommm marmmentaM ¢ KT u BCC menecooOpa3HO BbIeTEHHE YpOBHEH
OKa3aHUsl IOMOIIM C PA3JIMYHBIMA BO3MOXXHOCTSMHM OKa3aHMS IIOMOIIW. Y4YHUThIBas
)u3HeomacHbId xapakTep JXKT mpu SKCTpeHHOW TOCHUTAIM3AIMU 11eJIecO00pa3HO HaNpaBlICHUE
MAIMEHTOB B LIEHTPHI 00Jiee BHICOKOTO YPOBHSI.

Oman keanupuyuposanHol NoMowu:

- peaHMMaIMOHHAs [IOMOIb

- KapauoBepcust/ nepuopuIIsIIus

- aHTUAPUTMHUYECKasl Tepanus

- KopoHaporpadus/peBacKyasspu3ausl
Oman cneyuanuzupo8anHol NOMOWU.

- KopoHaporpadus/peBacKyaspu3ausl

- sHA0KapauairHoe DDOU

- katetepHas abmarus KT

- UMILTAHTAIUS KapauoBepTepa-aedudopuisaTopa

- UMIUTaHTAIUs KapAMOPECUHXPOHU3ATOpa
Oxcnepmuvie yenmpuoi:

- KopoHaporpadus/peBacKyaIpu3aIusl

- SQHIOMHOKapAuaabHasi OUOTICHS

- TEHETUYECKOE TECTUPOBAHUE

- 3HI0KapauanbHoe DPU

- katetepHas abmarus KT
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- IMIUTAHTAIHS KapuoBepTepa-aepuopmusTopa
- UMIUTAHTAIHSI KapAHOPECHHXPOHHU3ATOPA
- BCIIOMOTaTeJIbHOE KPOBOOOpAIlleHHE

- TpaHCIUIaHTalOuda CCpla

B otnensHbIX cyobekTax PO MoryT ObITh CHOPMHUPOBAHBI OTACIBHBIC JOPOXKHBIC KAPThHI
OKa3aHMsI TIOMOIIM MAalMEHTaM C KEIYyJIOYKOBBIMU TaXHMAPUTMHUSMHU U CO3aHbl PErHOHAIbHBIC
[EHTPBI/PETUCTPHI )KU3HEOTIACHBIX TAXHAPUTMHUHN M BHE3AITHON CMEPTH.
ePeKOMEH/IOBAHO PaCcCMOTPETh BO3MOKHOCTH CO3[@HUS PETHOHAJBHBIX CETeH MO0 AKCTPEHHOM
MTOMOIIIHA MTPH OCTAHOBKE CEP/IIla, YTOOBI YIYYIIUTh MOKA3aTeId BBDKUBAEMOCTH U PE3YJbTaThl
JICUEHHSI CPETU CITaCeHHBIX Jinll [27, 62, 66].

EOK ITaB (YYP C, Y] 4).

[Ipu ompenenHuu TOKa3aHWK K WHTEPBEHIIMOHHOMY WM XUPYPTHUUECKOMY JICUYCHHUIO
HapylieHUss pUTMa WJIA TPOBOJUMOCTH Cepila, a Takke B CIOXHBIX ciaydasx (mpu
HeA(pPEKTUBHOCTH MEIUKAMEHTO3HON Tepanuu WM pelaInBe TaXHapUTMUHU TIOCJIe KaTeTepHOM
abnmanuu, WM MpU HAJWYMKM Yy TMalMeHTa HMIUIAaHTUPOBAHHOTO 3JIEKTPOHHOTO YCTpOiCTBa
KOHTPOJISI UJTU JICYCHUS PUTMA, a TaKXKe B JIPYTUX CIIydasx) HEOOXOAUMO OOCYKJIEHUE TaKTHKHU
BEJICHUS CO CIEIUAINCTOM, UMEIOIIUM JOCTATOYHBIN OMBIT JIEUeHUs HapylIeHUu putMma. Takum
CHEIHAIUCTOM MOXET OBbIThb Bpay-KapIuoJIOT, CEpJIEYHO-COCYAUCTBIM  XUpPYpr, Bpau

peHTFeHBHHOBaCKYJIHpHOI;'I JHUArHOCTHUKH U JICUCHUA.

7. JonosuurenbHass nHpopMmauus (B TOM 4ucjae (PAKTOPbI, BJIAUAKOIIHE HA
HUCXO0/1 32a00J1eBaHMSI MJIH COCTOSIHUS)
Cosmecmmuoe npunamue peuieHul

B Teuenue Gompleii 4yacTH CBOEH KU3HU JIFOIU MPEIMOYUTAIOT JIENATh BCE, YTO BO3MOXKHO,
g npenotepatienust BCC u npoyenus sxu3au. TeM He MeHee, MHOTHE JIFOJI1 MOTYT IOCTUTHYTh
OTIpeJIeIEHHOM TOYKW B CBOEH ku3HU, B KoTopoii BCC He sBiseTCSs HaUXYAUIUM HCXOJOM.
[TarmenTsl MHOTJA COOOMIAIOT O MPEANOYTEHUU YMEPETh BO CHE, MPH CPaBHEHUH C APYTUMU
BEPOSITHBIMHU CLIEHApUsIMH TaHaToTeHe3a [564]. Pemenus, cszannsie ¢ npodunaktukoit BCC,
MOTYT OBITh JOBOJIbBHO O3MOIMOHATBHBIMU, B COOTBETCTBUM C TOKETAHHSIMH TMallMeHTa
COBMECTHOE pEIIeHHE OTHOCUTEIHLHO TEepaHuy B KOHIIE KU3HU MOKET ObITh MPUHSATO B COCTaBe
Bpaya, YICHOB CEMbH W/UIH JIpy3eH [62].

Kommenmapuu k pekomenoayuam:

1. Badxxcno yuumwvieamb npeonoumeHus nayueHma Ois OUASHOCMUKU IHCETYOOUKOBbIX

apummuﬁ U npurAmMuUs peuerusd o 6eoeHUU. Hpec)noqmeHuﬂ nayuermos UHBA3UBHOLL mepanuu u
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npunamue pucka BCC sapvupytomcs u moeym usmeHamvcsa HA NpomsAdceHuu 6cetl OOe3HU.
1100x00 Kk cogmecmHOMY NPUHAMUIO PeULeHULL MOJICem OblMb 4acmbio 0Oujell cmpameuu 8e0eHUs.
nayuenmos c oiceny0ouxoguimu apummuamu u puckom BCC. Obwenpunamoe onpeoenenue
COBMECMHO20 NPUHAMUSL peuieHull eKutouaem 6 ceost 4 xomnowenma [565]: 1) munumym 2
yuacmHuka: eépay u nayuewm, 2) obe cmopowvl Oensmcs ungopmayueti, 3) obe cmopomvl
npeonpuHuUMarom wazu 0Jisi GoOpMUpo8anuss 0oue2o nooxooda K npeonoumumenbHOMy 1e4eHuio;
4) coenawenue o peanuzayuu nevenus. Ilooenumvcs pewenuem — He 3HAYUM NPeOOCMABUND
nayuenmy CnucoK pucko8 U npeumyujecms jeyeHus U npeosiodcums NpUHAms peuerue (maxot
n00x00 Hekxomopwvle Aemopwl Hazeanu «ocmasieHuem» [566]. Pexomenoayus, ocCHO8aHHAS KAK HA
HAY4YHbIX 00KA3amMenbCmeax, maxk u Ha NOHUMAHUU Yenu jleyeHus, npeoOnouymenutl u yenHocmelu
nayuenma, 8adcHa 01 UCMUHHO20 COBMECMHO20 NPUHAMUs peulenuli. Takoce, 803MOHCHOCMb
Ooeaxmusayuu umeroweeocsa HK/*** credyem obcyoumsv ¢ nayuenmamu 6 mepMUuHAlIbHOU
cmaouu 3a601e8anusL.

2. UK][*** npoonesarom dHcu3Hb, Kak nOOYEPKUBAEMCS 80 MHOSUX PA30eiax HACMOAUUX
pexomenoayuii. Tem ne menee, nayuenm ¢ XCH unu msoicenvim HekapouaibHvim 3a001e6anuem
Modcem omkazamovca om 3amenvl UK/[*** npu cmonxknogenuu ¢ nepcnekmugou noCmosaHHo20
VXyouieHus 300po6vsl U PyHKYuoHanvHozo cmamyca. K coswcanenuro, pesynomamul uccieoosanuil
NOKA3bl8AIOM, YMO NAYUeHmsl NI0XO0 UHDOPMUPOBAHDBI, KO20A CMANKUBAIOMCS C NOHUMAHUEM
PUCKA, NOb3bl U Nociedyioue2o opemeru umnianmuposannoeo HK/[***. 'V nayuenmos c
UK[*** ommeuaemcs menoenyuss K nepeoyeHke e2o nojib3vl U He0OOYEHKA aACCOYUUPOBAHHBIX
puckog [567, 568, 569]. Aunanocuunvim obpazom, nayueHmsi, KOMopwvle OMKA3bIGAMCS OM
UK[***, maxoice wacmo wnedooyenusarom auunvii puck BCC [570, 571]. Hccredosarus
NPUHAMUSA ~ KIUHUYECKUX peuleHuli NOoKA3blearom, 4Ymo 6payu Ydacmo NnepeoyeHusarom
npeuMywecmsea U 8 mo dice 8pemMs npeymeHvuarom nomeHyuaibHslll eped [569]. B momenm,
Koeoa onpeodensiromcs nokaszamus x 3amene UK/[*** nayuenm u epau Oondcuvl emecme
06cyoums, no-npesjicHemy au coomsemcemayem samena UK/ [*** yenru nevenusn. Ymo umeno cmoicn
6 70 nem, modcem He umems cmoicia 6 80 nem. Ilayuenmsl mocym umems npozcpeccupyroujee
3ab01e6aHue Uiy HU3KOe Kauecmeo HcusHu. Bece smu gpakmopwvl mozym usmeHums coomuoulenue

puck/nonvsza om UK/[*** u nosausms na npeonoumenue nayueHmos.

PexoMenganuu mo NPpUHATHIO 06]].[61"0 pelIeHu s

oY MallMEeHTOB C JKCITYAOUYKOBBIMU APpUTMHUAMHA HUJIKM NOBBINICHHBIM PUCKOM BCC KIMHHUIUCTaM
PECKOMCHAYCTCA NPUHATH MMOAXO0A K COBMCCTHOMY NMPHUHATHUIO PCIICHUA, IIPU KOTOPOM PCIICHUEC O

JICHCHHUU OCHOBAHO HC TOJIBKO Ha HAWITYUHIUX HOCTYIIHBIX HAYYHBIX HNAHHBIX, HO W Ha ICJIA
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MAalMeHTa B OTHOIIEHUN COOCTBEHHOTO 3/I0OPOBBS, MPEANOUTESHUSIX U €ro IEeHHOCTAX [565, 566,

567].

EOK 1B (YYP C, VI 4).

eB ciyuae paccMoTpenust umiutanTanuy Hoporo MK/[*** wnm 3amens! numeromerocs MKJ[*** B

CBSI3U C pas3psoM Oaraped y MalMeHTa, PEKOMEHIyeTcss WH(POpPMUpOBaTh ero/ee 00

unauBuayaibHoM pucke BCC u pucke HeBHesanmHoi cmeptu oT XCH wunm HecepaeuHbIX

3a00JieBaHMiA, a Takxke 00 APPEKTUBHOCTH, OC30MACHOCTH W TMOTCHIUATBHBIX OCIIOKHCHUSIX

UKJ*** B cBere menw camoro maryeHTa B OTHOIICHWH €ro 30pOBbs, MPEANOYTCHUNA U

IeHHocTel [565, 567, 568].

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

Kpurepuu oueHKM KayecTBa MeIMIUHCKOU MOMOLIHU

Kpurepuii kayecTBa

EOK
Kaacc n
YPOBE€Hb

yyp

Yaa

Ornenka
BBITIOJIH
eHUs

[TanmenTy ¢  OCTaHOBKOW  KpoBooOpamieHust  /
CUHKONAJIBHBIM 30u300M BeIMoigHeHO OKI' m mpm
nuarHoctupoBanuu napokcuzma JKT/DXK BeIToTHEHBI
peaHUMAaIIOHHBIE ~ MEPONPUATUS U IKCTPEHHAs
KapauoBepcust/ neuOpuIIsms.

IB

Ja/mer

[TarmeHTy ¢ yCTOMYMBOM KETyIOYKOBOM TaxXuKapaueun

BBITIOJIHEHO KYITUPOBAaHUE apPUTMHHU (MEIMKAMEHTO3HOE,
DOUT).

1B

Jla/mer

Brimomaeno OKI'-mccnemoBanue TmokosT B 12-TuH
OTBEJCHUSAX W/WUIU XOJTEPOBCKOE MOHUTOPHUPOBAHUE
OKI' (XM-DKI') mnamueHTtaM TIpH  TPOXOXKIACHUH
00ceIoBaHusI Ha MPEAMET BBISIBICHUS JKEITYI0YKOBBIX
aputmuii (KA).

Ja/mer

BrimonHeHo  9xOoKapauorpauvecKkoe  MCCIeOBaHUE
W/UAM ApYrue BU3YATU3UPYIOIIUE HCCIENOBAHUS s
onenku ¢GyHkiuu JIK ©u BBISBICHHS CTPYKTYpPHOM
1aToJIoruu cepaua y nanuenta ¢ KA.

Ja/ner

Hauara/mponomkena Tepanus Oera-
aapeHoOJoOKaTopaMH B JICYEHHMH BCEX KaTeropui
MalUEeHTOB co CTPYKTYPHBIM MOPAKEHUEM
Muokapaa/nucynkuueit JOK, nMeronux moBbIieHHbIH
puck BCC u Hyxparomuxcss B €€ NEPBUYHOM WU
BTOPUYHOM MpOUIaKTHKE.

Ja/ner

[IpoBeneHa onTuMallbHas MEIUKAMEHTO3Hasi TEPAIHs
uaruburopamu  AIl®  (wim  anrumorensuna Il
AQHTarOHUCTAMU TIPU HENEPEHOCHMOCTH WHTHUOMTOPOB
AIl®), Oera-anpeHobIoKaTOpaMd M aHTAarOHUCTAMU
anprocrepoHa nanueHtaM ¢ XCH u cucronmdeckoi
michynkmuern JDK (OBJDK < 35-40%) c wnensio
CHIDKeHUs o0uieit cmeptHocTH U pucka BCC.

JMa/mer
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[Ipu moOBTOpPHBIX cpabareiBaHuAX/mokax MKJ[***
BCJICJICTBUC YCTOMYUBOMU KT MpOBEIEHA
aHTHApUTMUYECKas Tepanus, Npu HEIPPEKTUBHOCTH
WIM HEBO3MOXKHOCTH KOTOPOH TMAIlMEHT HarpaBlieH Ha
KOHCYJIbTAIIMIO K Bpauy, CIEHUATU3UpYIOIIEeMycs Ha
JMAarHOCTHKE W JICYCHUH HApYIICHWHA pUTMa cepana
(kapIuoJory, CepleuHO-COCYAUCTOMY XUPYPry, Bpady
PCHTICHAH/IOBACKYJIIPHOW MArHOCTUKUA W JICUCHHUS)
JUISL PEeUIeHHus BOTIPOCA O HEOOXOIUMOCTH BBITIOTHEHUS
KaTeTepHOU abjanuu.

IB

Ja/mer

[TanueHt ¢ coxpaHswoomecs AUCPYHKIUEH JIEBOTO
xenynouka (OBJDK — 35% u menee) um cepaedHoi
HenoctatouHOCTHIO (11 mm I @K mo NYHA), uepes 40
qHEW Tmocie uH(papKTa MHOKapAa, HampaBlIeH Ha
KOHCYJIBTAIIMIO K Bpayy, CHEHUATU3UPYIONIEMYCs Ha
JTUArHOCTUKE W JICYEHWW HaApYIIEHUH pUTMa cepiia
(kapanoJIoTy, CepleYHO-COCYAUCTOMY XHUPYPry, Bpady
PEHTIe€HIHIOBACKYISIPHON TUArHOCTHKHA W JICUYCHUS )
WJTU B CTICTIMATM3UPOBAHHBIA KapIMOJIOTHISCKUN IEHTP
JUTSI pEIIEHUs BOTIPOCca 0 HEOOXO0MMOCTH UMITJIAHTAITUN

IA

Jla/mer

IIpu wenpepweBHOM Hekynupytomeics KT  wmm
AIIEKTPUYECKOM ITOpME, TIPUBOASIIIM K
MHOTOKPAaTHOMY TIOBTOPHOMY HaHECCHHIO IIIOKOB
UKJ*** ¢ Bpadom, CHEUUATU3HPYIOIMIUMCS Ha
JMAarHOCTHKE W JICYCHWW HaApYIICHWA pHUTMa cepIia
(kapIuoJorOM,  CEpACYHO-COCYAUCTOM  XHPYPIOM,
BpauoOM PEHTICHIHIOBACKYJISIPHOW JHUAarHOCTHKH U
JedeHus1)  oOCyKIeHa HEOOXOIUMOCTh KaTeTEePHOU
a0Januy B CIICNMAIM3UPOBAHHBIX U OMBITHBIX IIEHTPAX.

IB

Jla/mer

10.

[Ipu ©Oe3ycrnemHoCTd MEIMKAaMEHTO3HOW Tepaluu,
coxpaneHuu mnpuctynoB KT, Hamumuuu aUCHYHKIUU
JIOK, aCCOLMUPOBAHHOM C JKEITy1I0UYKOBOM
SKCTPACUCTOJIUEH, MalyeHT HarpaBJieH Ha
KOHCYNIbTAIIMIO K Bpayy, CHEUUATU3UPYIOUIEMYCS Ha
JUAarHOCTUKE M JICYEHUM HaApYLIEHUH pUTMa cepaua
(KapauoJiory, cepAeYyHO-COCYIUCTOMY XUPYpPry, Bpady
PEHTTeHAHIOBACKYISIPHON JIMArHOCTUKH U JICUCHUS)
WY B CIICIUATU3UPOBAHHBINA KapAHOJIOTHYECKUI LIEHTP
JUIS pellieHrs BOTpoca O HEOOXOAMMOCTH KaTeTepHOM
abmaruu A7 NpOQUIAKTUKH PEUUIUBOB apUTMUU U
NOBTOPHBIX cpabaTeiBanuii MK/I.

IB

Ja/mer
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IIpunoxkenue Al. CocraB padouyeil rpynnbsl mo paspadorke M IepecMOTpy

KJIMHUYECKUX PEKOMEeH A .

IIpe3unanym padoyeii rpynnsi:

Jlebenes Jmutpuii Cepreesuy (Canxr-IlerepOypr)
Muxaiinos Esrenuit Hukonaesuu (Cankr-IlerepOypr)

Hemunymuit Hukonait Muxaiinosuu (Mocksa)

I'onyxoa Enena 3enukoBHa (MockBa)

Ynenp! padoyeil rpynnei:

D®UO TI'opon
babokun Bagum EropoBuu Ynen rpyniibl MockBa
bepesnunnkas Bepa BacuibeBHa Unen rpynmst MockBa
Bacuukuna Enena Cepreesna UsieH rpymibl Cankr-IlerepOypr
l'appkuna Cetniana ButanseBHa UYnen rpynmsl Cankr-IlerepOypr
INomuiein Cepreit [TaBnoBuy Unen rpyniibl MocksBa
Haptsan Kapaner BoBaeBuu Unen rpyniibl MocksBa
Jymnskos JImutpuiit Bukroposuy Unen rpynmst Camapa
3akna3pmuHckas Enena BanepseBHa Unen rpynmsl MockBa
3enun Cepreil AHATONBEBUY Unen rpynnsl HoBocubupck
NBanunkuii Dayapa AnekceeBud Unen rpynnsl Kpacnosipck
Wnsnaposa Pykmwkat A6nyn-I'adpyposHa Yten rpymisl Mocksa
KomonstoBa Bepa HukomnaeBna Yiten rpymisl MockBa
KocrapeBa Anna AsnekcanapoBHa Yiien rpymisl Cankr-Iletepoypr
Kyuunckas Enena AnnpeeBHa Yiien rpymisl MockBa
JlaioBnu (Hectepenko) Jlaga IOpbpeBHa Ynen rpymnmsl MockBa
JlebeneBa Bukropus KumosHa Ysen rpymnmsl Cankr-Iletepoypr
Jlrobumuesa Tamapa AnekceeBHa Unen rpynnsl Cankr-IlerepOypr
Makapos Jleonn MuxaitnoBuu Unen rpynnsl MockBa
Mamuyp Cepreit EBrenbeBuu Ynen rpymniel Kemeposo
MengeneB Muxann MapkoBu4 Unen rpynnsl Cankr-IlerepOypr
Muponos Hukomnait FOpreBuu Yien rpymist Mocksa
Murtpodanoa JIro60Bs bopucoBna Hiten rpymms Cankr-IlerepOypr
[TonoB Cepreii BanenTunoBuY UiieH rpynmsl Tomck
PeBumBuiau Amupan [lotaeBuu UiieH rpynmsl MockBa
P3aeB ®apxan I'yceitHoBUY UiieH rpynmsl MockBa
Pomanos Anexcanap bopucosnu Yite rpymiist HoBocubupck
Tarapckuit Poman bopucosuu Ynen rpynmsr Cankr-IlerepOypr
Tepmocecos Cepreit AprypoBUY Ynen rpynmsr Mocxksa
YuymyeBa Maauna /[»xaBaToBHA Ynen rpyniibl MockBa
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Xapnan Mapus CepreeBHa Unen rpynmst Mocxksa
Haperopoaues Jmutpuii AekcanIpoBUY UneH rpyniibl MockBa
[xonbarKOBa Mapusi AjiekcaHpoBHa UneH rpyniibl MockBa
[IIneskoB Hukonai bopucosuu Unen rpynist Mocxksa
[naxro EBrenunit Biagumuposuy Ynen rpynmsl Cankr-IletepOypr
youk FOpuit Bukroposuu Unen rpynmst Cankr-IlerepOypr
Ammn Cepreit MuxaitnoBud Ynen rpyniibl Cankr-IletepOypr

Usnensl Paboueit rpymibl NOATBEPIMIN OTCYTCTBUE (PMHAHCOBOM MOAIEPKKH/KOHPIUKTA

uHTEpecoB. B ciydae cooOmieHns o HamMYuyu KOHQIIMKTa HHTEPECOB, UiieH(bl) pabodeil rpymib

ObUI(M) UCKITIOUEH(bI) U3 00CYXKIEHMSI pa3JIeNioB, CBA3aHHBIX ¢ 00JaCTbI0 KOH(IINKTA HHTEPECOB.
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Ipunoxkenue A2. MeronoJiorusi paspadoTKu KIMHUYECKHX PEKOMEeHAalui

[IpencraBnennsie Pexomennanuu pazpaboTaHbl HA OCHOBE KIMHMUYECKUX PEKOMEHIAIUI
I10 MPOBEJICHUIO 3JIEKTPOPU3UOIOTNUECKUX UCCIEA0BAHNMN, KATETEPHOU abaaliiy U MPUMEHEHHUIO
UMIUIAaHTUPYEMbIX aHTHApUTMHUUYECKUX YCTpOWCTB Bcepoccuiickoro HaydyHOro ooO1iecTsa
CTMEIUAINCTOB IO KIMHUYECKON OSJIEKTPO(PHU3HOIOTUH, APUTMOJIOTUH M KapJHOCTHMYJISIHH
(BHOA) 2017 ronma, pekomeHaanuii oOIIeCTBa CIEHMAIMCTOB MO HEOTIOKHOW KapAuOJIOTUU
«KenynoukoBble aputmMuu y B3pocibix» 2015 roga, Pexomennauuii EBponeiickoro oOuiecta
KapAMOJIOTOB IO JIEUEHUIO OOJBHBIX C KEITYI0YKOBBIMHM HApyLIEHUSMU PUTMA U TIPOUITAKTHKE
BHe3anHoi cMepTH 2015 rona, Becepoccuiickux KIMHUYECKUX PEKOMEHAANNA 0 KOHTPOJIIO HAJl
PUCKOM BHE3allHOM OCTAaHOBKHM Cep/lla W BHE3AaHOM CEeplIeYHONW CMEpTH, NPOPUIAKTHKE U
okazaHuto mnepBod momomu 2018 roma, co3gaHHBIX, B CBOKO OYEpeIb, HAa OCHOBE aHaIM3a
uMmetoierocsi 0osee yem 20-J€THEro OMbITa Pa3IMYHBIX MO LEISAM, IPOTOKOJIaM U oObeMaM
KPYIIHBIX HCCIEAO0BAHUN, NMPOBENEHHBIX IO PA3JIMYHBIM AacleKTaM JAMArHOCTUKU M JIEYEHUS

KCITYAOYKOBEIX TaXI/IapI/ITMPIfI.

B PexoMenanusix u3n0>keHbl OCHOBHBIE TPUHIIMUIIBI JUArHOCTUKY, CTpaTU(UKALIUN pUCKa
BHE3aMHOW CMEpPTH W JIEYCHUs MAIeHTOB, B TOM YHCJIE U B psAA€ KIMHUYECKUX CUTYaluH,
KOTOpble ObUIM TMOJIydeHbl B PaHAOMU3UPOBAHHBIX KOHTPOJUPYEMBIX HCCIIEAOBAHUSIX.
Hcnonb3yeTcss KOMIUIEKCHBI MOAXOA € Y4YeTOM OSTHOINATOreHe3a, HWHAWBUIYaIbHBIX
OCOOCHHOCTEl ~ MEXaHM3MOB  pPa3BUTUS M TeYeHUS  3a00JeBaHUS,  HCIIOJIb30BAHUS

MEJIMKAMEHTO3HbIX, NHTEPBEHLIMOHHBIX U XUPYPTrUYECKUX METOJ0B JICUCHUSI.
HeneBast ayiuTOpHs JAHHBIX KIMHHUYECKUX PEKOMEHIAMIA:
1. Bpau-kapauosnor
2. Bpau-cepieyHo-coCyAUCThII XUpypr
3. Bpau-TepaneBT
4. Bpau oOrelt npakTUKu

EOK - B Tekcte HaACTOAIIMNX KINMHHYCCKHX peKOMeHI[aI_II/Iﬁ JAOIIOJIHUTCIIBHO YKAa3aHBbI
IOKa3aHHuid K TE3UCaM B COOTBCTCTBUHU C PECKOMCHIAAIUAIMU EBpOHCfICKOFO KapaAuOJOTUYCCKOTO

obmecta (EOK).

125



BcenenctBue Toro, yto uneHsl PoccHiiCKOro KapIuMOJIOTMYECKOTO O0IecTBa BXOAST B
coctaB EBpormeiickoro o0mecTBa KapIuOJOrOB U TakKKe SBISIOTCS €ro 4YIeHaMH, BCE
pexomenganun EBpomneiickoro ooOmecrBa kapauosioroB (EOK) dopmupyrorcs ¢ ywactuem
POCCUICKHX JKCIEPTOB, KOTOPBIE SBJIIFOTCS COABTOPAMHU €BPOIIEUCKUX peKoMeHaui. Takum
obOpa3om, cymectBytone pekoMmeHganmuun EOK orpaxkaror o0mee MHEHHE BEAYIIHX
POCCUIMCKHX M €BpONEUCKUX KapauoJsioros. B cBs3u ¢ atum  opmupoBanue HarmoHanpHbIX
pPEeKOMEHIalMi TPOBOIMWIOCH Ha ocHOBe pekomeHmanuii EOK, ¢ ydetom HanmoHaibHOU
cnenuuku, OCOOCHHOCTEM  OOCHeOBaHWsA, JIEUEHHUS, YYUTHIBAIONIUX  JOCTYITHOCTH
MEIUIMHCKON nomoiu. [1o 3Toi npudrHE B TEKCTE HACTOSIMIMX KIMHUYECKUX PEKOMEH AN
OJIHOBPEMEHHO HCIIOJIb30BAHBI JIBE€ IIKAJIbI OIEHKH JIOCTOBEPHOCTH JI0KA3aTElIbCTB TE3HCOB
peKOMeHIanuii: ypoBHU AoctoBepHOCTH aokazatenbcTB EOK ¢ YYP u V]IJI. HoGaBneHst
knaccel pekoMmeHnanuii EOK, mo3Bosstonue orneHnTh HE0OXOIMMOCTh BBITIOJHEHUS Te3nca

pexkomermanuii (Tabmume! 1, 2, 3, 4, 5).

Tab6aunma 1. Kiaccel mokazanuit comtacHo pexoMeHmarusMm EBpomeiickoro OoOmiectBa

Kapauonoros (EOK)
Kunacc Onpenesenue IHpennaraemas
pexoMeHaauuin popmyauposka
EOK
I JlokazaHo 1503051 00I1IeTTPU3HAHO, yro | PexomenmgoBaHo/
TUMarHOCTUYecKass MIpolenypa, BMeENIaTeabCTBO/ MOKa3aHo
JeyeHue sBIATCs () (HEKTUBHBIMU U MOJIE3HBIMU
II [IpoTBOpeuYMBLIC JaHHBICE W/WIM MHEHHS 00
3¢ HeKTHBHOCTH/TIOTB3E JTMArHO CTHYECKOM
IPOLEAYPhI, BMEIIATENIbCTBA, JICUCHUS Llenecoobpazno
BonpunucTBO JAHHBIX/MHEHUN B HOJIB3Y TPUMCHATE
lla 3¢ HEKTUBHO CTH/TIOB3BI JTUArHO CTHYECKOM
IPOLEAYPhI, BMEIIATENILCTBA, JICUCHUS
IIb D¢ heKTHBHOCTH/TIONB3a IUAarHOCTHYECKOH | MoskHO
IPOLELYPbI, BMEIIATENbCTBA, JICUEHHs YyCTAHOBIEHB! | IpUMEHATH
MeHee YOeIUTEeNbHO
III JlaHHBIE WJIM €IMHOE MHEHHE, YTO Auarsoctuueckas | He
IpoIeaypa, BMEIIATeNbCTBO, JIeUeHUE OeCIoNe3Hbl / | peKOMEHIyeTCs
He 3((EeKTUBHEI, a B psiJie CTy4aeB MOTYT IPUHOCHUTH | IPUMEHSTh
Bpe.

Taﬁmma 2. ypOBHI/I AOCTOBCPHOCTH AOKA3aTCIILCTB COMNIACHO PCKOMCHIAIUAM EBpOHCfICKOI’O

Oo6mectBa Kapauonoros (EOK)

YpoBHHU 10cTOBepHOCTH JA0Ka3aTebeTB EOK
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A I[aHHBIe MHOT'OYHUCJICHHBIX PAaHAOMU3UPOBAHHBIX KIIMHUYCCKHUX I/ICCJICZ[OBaHI/II\/JI
NI MCTaaHAaJIu30B

B JlaHHBIE  TOJNy4YeHBI IO  pe3yabraTaM OJIHOTO  PaHIOMHU3UPOBAHHOTO
KIMHAYECKOTO  HMCCIEOBAaHUS  MJIM  KPYINHBIX  HEPaHJAOMH3HPOBAHHBIX
UCCIIEJOBAHUN

C CorniacoBaHHOE€  MHEHHE  OKCIEPTOB  W/WIM  pe3ylbTarhl  HEOOJBIIMX

UCCJIEZIOBAHUMN, PETPOCIIEKTUBHBIX MUCCIIEI0OBAaHUIN, PETUCTPOB

Ta6mmuna 3. [lkana omeHKW ypoBHEH pocToBepHOCTH nokazarenbctB (Y1) mist meTonos
AUArHOCTUKHU (}II/IaFHOCTI/IquKI/IX BMeIIIaTCJ'II)CTB)

YA Pacuugposka
1 Cucremarndeckue 0030pbl UCCIEAOBAaHUN C KOHTPOJIEM PEPEPEHCHBIM METOJIOM WU

CUCTEeMAaTU4YeCKui 0030p paHAOMHU3UPOBAHHBIX KIMHUYECKHX HCCIEIOBAaHUN C
MIPUMEHEHHEM MeTaaHaIn3a

2 OTnenbHBIE HMCCIIENOBAHHUS C KOHTPOJeM pedepeHCHBIM METOJAOM WM OTACThHBIE
PaHIOMU3UPOBAHHBIE KIWHUYECKHWE WCCIEIOBAaHUS W CHUCTEMAaTHYECKHEe O030PHI
HCCe0BaHUM JTF000TO H3aiiHa, 3a UCKIIOYEHUEM PaHIOMU3UPOBAHHBIX KIMHUYECKUX
HCCTe0BaHUH, C MPUMEHEHHEM MeTaaHaIn3a

3 UccnenoBanuss 0e3 TMOCIENOBATEILHOTO KOHTPOJSA pedEepeHCHBIM METOJIOM  HIIH
UCCIeIoBaHUSI C pedepeHCHBIM METOJOM, HE SBISIONUMCS HE3aBHCUMBIM OT
WCCIIEIyeMOTr0 METO/Ia WJIM HEePaHIOMHU3HPOBAHHBIC CPAaBHUTCIBHBIC HCCIICIOBAHUS, B
TOM YHCJIE KOTOPTHBIC UCCIIETOBAHUS

4 HeCpaBHI/ITeJ'IBHI)Ie HCCIICO0BaHMs, OIIMCAHNUEC KIIMHUYCCKOTO CiIydasd

5 HmeeTcs muins 000CHOBaHHE MEXaHH3Ma I[GﬁCTBI/IfI HJIM MHCHHE SKCIIECPTOB

Tab6auna 4. Illkana orneHku ypoBHeH mocToBepHOCTH nokazaTenbcTB (YIJI) mis meromoB
podUIAKTUKH, JICYCHUS U peadrmuTanuu (MpoPUIaKTHISCKUX, JICUCOHBIX, peaOUIUTAIIMOHHBIX

BMEIIATEIbCTB)

YU Pacimmdposka

1 | Cucrematnueckuii 0630p PKU ¢ npuMenenuem meraanannsa

2 Otnenpapie PKM u cucremarnueckwe 0030pbl MCCIICIOBAHWM JIIOOOTO Iu3aiiHa, 3a
nckirouennem PKH, ¢ nmpuMeHeHneM MeTaaHam3a

w

HepaHI[OMI/ISI/IpOBaHHBIe CPAaBHUTCIIbHBIC UCCIICAOBAHMS, B T. 4. KOTOPTHBIC UCCIICTOBAHUA

4 HecpaBHI/ITCHLHHC HCCJICAOBAHUs, ONMMMCAHUC KIIMHUYCCKOI'0o Ciiy4das HWJIM CEpHUU CIIy4acB,
HNCCICIOBaHUA ((CJ'Iy‘I&ﬁ-KOHTpOJ'IL»

5 HNmeercs nuiib 000CHOBAaHHME MEXaHHM3Ma JIENCTBUSI BMENIATEIbCTBA (,Z[OKJ'II/IHI/ILIGCKI/IC
I/ICCJ'IeI[OBaHI/IH) HJIM MHCHHUC DKCIICPTOB

Taoauna S. Illkana omneHku ypoBHeH yOenutenbHOoCcTH pexoMmenpauuit (YYP) mis meronoB
Opo(UIAKTUKY,  JUArHOCTHUKH,  JIeYeHHs M peabuiautauud  (IpoQUIaKTHUECKHX,

JAUArHOCTUYCCKUX, JIC‘-IC6HBIX, pea6I/I.III/ITaI_II/IOHHLIX BMeH.IaTe.IIBCTB)

\ YYP \ Pacuugposka \
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A CunbHass pexkoMeHnmanusi (Bce paccMaTpuBaeMble KpUTEPHH SPPEKTUBHOCTH
(Mcxopl) SIBISIOTCS. B@KHBIMH, BCE HCCICIOBAaHMS HWMEIOT BBICOKOE WM
YIOBJIETBOPUTEIBLHOE  METOJOJOTMYECKOE  KauyecTBO, WX  BBIBOABI  IIO
MHTEPECYIOIIHUM UCX0JIaM SIBJISIIOTCS] COTIIACOBAHHBIMH )

B VYcnoBHas pexkomeHpanus (HE BCE pacCcMaTpUBaeMble KpUTEPUU IPPEKTUBHOCTH
(Mcxonpl) SBISIOTCS BaXHBIMM, HE BCE HCCIENOBAHMS HMMEIOT BBICOKOE WIIU
YIOBJIETBOPUTEIHFHOE METOI0JIOTHYECKOE KAaueCTBO W/MIM HMX BBIBOJABI  IIO
MHTEPECYIOIIMM UCX0JaM HE SIBJISIIOTCS COTJIACOBAHHBIMM)

C Cnabas pekomenaanus (OTCYTCTBHE JI0Ka3aTEIbCTB HAJJISKAIIETO KauyecTBa (Bce
paccMmarpuBaeMble KpuUTepuu 3((EKTUBHOCTH (MCXOJIbI) SIBISIFOTCS HEBKHBIMH,
BCE MCCIICOBAHMSI IMEIOT HU3KOE METOJIOJIOTUYECKOE KAaYeCTBO M UX BBIBOJIBI 110
HWHTCPCCYIOINM UCXOAaM HE SABJIAIOTCS COFHaCOBaHHI)IMI/I)

ITopsi1oK 00HOBJICEHUS KIMHUYECKUX PEKOMEHIAUIT

Mexann3M  OOHOBJIEHHS ~ KIMHUYECKMX  PEKOMEHJAlUMH  IperycMaTpUBaeT  HX
CUCTEMATHYECKYIO aKTyaJIN3alllIo — HE peXke YeM OJIMH pa3 B TPH I'oJia WK MPH MOSBICHUH HOBOU
nH(pOpMAIIUK O TAKTHKE BEJCHUS MAIMEHTOB C TaHHBIM 3a0oJieBanreM. Pemenne 06 0OHOBIIEHNHT
npuHuMaer M3 P® Ha OCHOBE TMpEUIOKEHWUN, NPEICTABICHHBIX MEIUINHCKUMU
HEKOMMEPUYECKUMH Tpo(decCHOHANbHBIMU OpraHu3auusamMu. ChopMuUpOBaHHbBIE MPEIOKEHUSI
JNOJDKHBl  YYHUTBIBATh PE3YJIBTaThl KOMIUIEKCHOM OLIEHKHM JICKapCTBEHHBIX IIPENaparos,

MEIMIIMHCKUX U3JCIIUMA, a TAK)KE PE3YJIbTaThl KIMHUYECKOW arpoOaIium.
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IIpunoxkenue A3. ChnpaBouyHble MaTepHajbl, BKJIYas COOTBETCTBHE
NMOKAa3aHMH K NPUMMEHECHHUI0O U NPOTHUBONOKA3AHUH, CIIOCO00B NMPUMEHEHUS H
A03  JICKAPCTBEHHBIX  IMpPenaparoB, MHCTPYKUMHM 10 NPHUMEHCHHUIO
JIEKAPCTBEHHOI'0 Ipenapara.

Ceazannvie 00OKyMEHNbl

1. IIpuxa3z MunucrepcrBa 3apaBooxpaneHust Poccuiickoit @enepanuu ot 15 Hos10ps 2012 r. Ne
9181 «O06 yrBepxknenun [lopsiaka okazaHUsT MEIUIIMHCKOW TOMOIIM OOJBHBIM C CEpPACYHO-
COCY/IUCTHIMH 3a00JI€BaHUSIMI.

2. Ilpuka3z MunucrepcTBa 3apaBooxpanenust Poccuiickoit @enepamuu ot 9 HosoOps 2012 1. Ne
7100 "OO6 yTBepKJACHHHM CTaHIapTa CHENUATU3UPOBAHHON MEAMIIMHCKONW TOMOIIN TIPH
KEITYyJOYKOBOM Taxukapauu'"

3. IIpuka3 MunucrepcTBa 3apaBooxpanenus Poccuiickoit @enepanuu ot 15 urons 2016 r. Ne520H
«O0 yTBepK/I€HUU KPUTEPUEB OIICHKU Ka4eCTBA MEAUIIMHCKOM MOMOIII.

4. Ilpukaz MunucrepcTBa 3apaBooxpanenust Poccuiickoin @enepannu ot 28.02.2019 Ne 103n
«O0 yTBEep)KICHUH NOPSIIKA U CPOKOB Pa3pabOTKU KIMHUYECKUX PEKOMEHALNHN, X TIEPECMOTPa,
TUTOBOW (POPMBI KIIMHUYECKUX PEKOMEHIAIMM U TpeOOBAaHUN K HX CTPYKType, COCTaBy H
Hay4yHOH OOOCHOBAaHHOCTHM BKJIIOYAEMOH B KJIMHMYECKME PEKOMEHJAUMU HHGPOpMALUN»

(3apeructpuposan 08.05.2019 Ne 54588).

Aumuapummuueckue __npenapamol 011 ___NPOQPUIAGKMUKU ___ HCETYOOUKOBbIX

apummui

B Hacrosiee BpeMs MpUHATA KIAaCCH(PHUKAIUSA MPOTHBOAPUTMHYCCKUX IPEapaToB IO
E.M.Vaughan Williams B mogucdukanuu B.N. Singh u D.C. Harrison.

Orta kiaccuUKamMsa IO3BOJISIET pa3/IeJUuTh BCE HM3BECTHBHIE B HACTOSIIEE BpEeMs
MIPOTHBOAPUTMUYCCKHUE MpenapaThl Ha 4 Kjlacca, B 3aBUCUMOCTH OT UX CITIOCOOHOCTH:

1. yruetats aenonspusanuio (paszy 0 moTeHIHana NEHCTBUS) B TKAHAX C «OBICTPBIM»
OTBETOM;

2. OJIOKMPOBATh CUMITATUYECKHE BIUSHUS Ha CEPJIIE;

3. yBeNmWYHMBATh MPOJOJDKUTENBHOCTh MOTEHIMANa JEHCTBUS, 3aMEIJisis MPOIECCHI
penonspu3aIiy;

4, 3aMCIJIATH ACTIOJIAPU3alIO B TKAHAX C «MECIJICHHBIM» OTBCTOM.

129



Kaxnpiii 13 W3BECTHBIX MPOTHBOAPUTMHUYECKUX TpenapaToB o0nagaeT OJHUM U3
MIPEJCTaBICHHBIX BhIIEC 3(PPEKTOB B KayecTBE JOMHUHHMPYIOIIETO, YTO MO3BOJISIET OTHECTU €T0 K
TOMY WJIM HHOMY KJaccy.

1. Antnaputmuueckue mnpenaparsl | kmacca (mpemapaTsl, OJOKHMpYIOIME HAaTpUEBbIE
KaHaJIbI).

2. bera-agpeHo6iokaTopsl: aHTHapUTMHUUECKHe mparapaTs 11 kimacca.

3. Autmapurmuyeckue mnpemapartbl Il kmacca: mpemapartbl, OJOKHPYIOIIHE KajHEeBBIC
KaHaJbl.

4. brokaTopsl «MEUIEHHBIX» KaJbIMEBbIX KAaHAJIOB: aHTHApUTMHUYECKHe npenaparsl 1V

KJ1acca.
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Tabimna A3.1 AHTHAapUTMHYeCKHe NpenapaTsl VI JJIMTEeJIbHOH Tepanuy ¢ Heabio npopuaakruku peuuausos KT.

AnTHapurmuyeckuii | /lo3a pas Ioka3zanus Yacrble IIpornBonoKa3anus
npenapart (kjace’) AJIMTEIBHOI0 1no6o4HbIe IPPeKTh
1epopajbLHOr0
NpPHUMeHeHHUs
Awmuomapor™* (III) 200 mr — 3 paza B cytku | KO3, KT, ©X, Kapaunanbheie: ['unorensus, QT > 480 Mc 10 Hauana Tepanuu

— 1 Henens, 3areM

200 mr 2 paza B CyTKH —
1-2 nenenu, 3aTemM
MOIZIEP>KUBAIOIIAsT 1032
200 mr B CyTKH

B TOM YHCIIE Y
HaIlEHTOB C
XCH,
MMaTOJOTUIECKOM
(> 1,4 cm) TJIK,
TIMKC

Opaaukapus,

AB-0mokapI,

KT tuna TdP, 3amennenue purma
KT Hmke nopora JeTeKuuu
HUKJI***, Bo3pacTtanue mopora
neuOprIIAIUN

HeKaDJII/IaHBHBIeI KE€paromaTus,
TUIIO- U TUIIEPTUPEO3, PBOTA,
3anop, GoToCeHCHOMTM3aIs,
aTaKCHs, TOJIOBOKPYKEHHE,
nepudepuieckas HelponaTusi,
TPEMOD, JIEKAPCTBEHHBIN TEMaTHT,
IUPPO3 1eueHu, prudpo3 JerKux,
ITHEBMOHUT

Cepneunas HepocrtarouHocts [1I-1V OK
NYHA

Cunycosas Opaaukapaus, CA-6okana
I-11I cr.

AB-6nokana II-1II cT. mpu oTcyTcTBUN
UMIUTaHTUpOBaHHOTO DKC***

bera-
aapenoOokatopsi (1)
#ATenomon** (1)
#oucomposoa** (2)
#rapBeauinon** (3)
#Metonpoion** (4)
#IIpomanomosr** (5)

Pa3urie 1036l

25-100 mr 1-2 p/cyr.
1)

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

25-100 mr 1-2 p/cyr.
4)

1040 mr 4 p/cyr. (5)
[588]

K93, KT,

B TOM YHCIIE Y
MaIlEHTOB C
XCH,
MaTOJIOTHYECKOM
'K (> 1,4 cm),
TIMKC,
BPOXKJACHHBIN
LQTS, KOIDKT

Kapnuanbneie: bpanukapaus,
runoTensus, AB-0okana,

ycyryonenne XCH.
HekapauanbHeie:
["onoBOKpYX’EHHE, YCTAIOCTh,
OpOHXO0OOCTPYKTUBHBII CHHIPOM,
TPEBOKHBIE PACCTPONCTBA,
JeTnpeccusi, iuapesi, CeKCyallbHbIe
paccTpoiicTa, THIIOTIIUKEMUS TIPH
nHcynnH3aBucuMom CJ1

CA-0mokapa II-1II cT., AB-61okana II-
III ct., cunycoBas Opagukapaus (B
otcyrctBur DKC***) aprepuanbHas
runotoHus, XCH IV ®K,
OPOHXOOOCTPYKTHUBHBIN CUHIAPOM
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Cotamosr** (I1I) 80—120 mr 2 p/cyr. KD, KT, ®K Kapnuanbueie: Opagukapaus, CA-6nokana II-Illct., AB-6mokana I1-
Makc. no3a 320 Mr/cyT. runotensus, ycyryonenue XCH, | III ct., cunycoBas Opaaukapaus (B
KT tuma TdP otcyrctBun DKC***) aprepuanbhas
HekapnuanbHbie: kak y 6eta- runotonus, XCH III-IV @K,
a7ipeHO0I0KAaTOPOB natoJyiornyeckas (> 1,4 cm) I'JDK, B
octpoM nepuone UM,
OpOHXOOOCTPYKTHUBHBIM CUHIAPOM
[Tpomapenon** (1C) 150-300 mr 3 p/cyr. XKD, KT (B Kapouaneusie: CA-6nokana, AB- | CA-6nokana II-1I1 ct., AB-6okana I1-
OTCYTCTBUU 6nokaza, pacmupenue kommiekca | III cr., cunycoas Opagukapaus (B
JlanmakoHUTHHA 25-50 mr 3 p/cyr. CTPYKTYPHOTO QRS 10 25%, oTpunatenbHbIN otcyrcTBur DKC***), Tsprenbie
ruapoopomu** (1C) MOPaKECHUS MHOTPOTIHBIN 3P PexT, HapyleHUs BHYTPHKEITYJOYKOBOTO
JustrmnamuHonpornuod | 50 mr 3 p/cyr. cepaua) ycyryonenne XCH, yBenuuenue | nposenenus (QRS > 140 mc), TII (mpu
WIIPTOKCHKAPOOHMIIAMH TIOPOTOB CTHUMYJISIITUH H OTCYTCTBHUH TEpAIUH TperapaTaMy,
Ho(enotnazun (IC) neuOprIIAIIIY cepa. onokupyronmu AB-tipoBesieHue),
ApUTMOTEHHOE JIEHCTBUE — HBC, ITNKC, XCH mo6oro ®K,
moHoMopduast KT, K. camxenre ®BJDK, Ooneznn
HexapanansHbre: KJIAIIaHHOTO amnmapaTa cepia ¢
TOJIOBOKPY)KEHHE, YTOMIISIEMOCTh, | HApyIIEHUEM I'eMOJUHAMUKH, CHHIPOM
CyXOCTh BO PTY, TOIITHOTA, bpyrana, HaciaeACTBEHHBIN CUHIPOM
Jiapes, TpeMop, HEYETKOCTh yamHeHHoro uHtepBaia QT
3peHusi, HapyIeHus! QyHKIUU
Ne4YeHU
#benuroun™* (IB) 400-600 mr/cyT. KD, KT KapnuanpHbie: aprepuaibHas CA-6noxana II-III ct., AB-6okana II-
TUMOTOHUS III ct., cunycoBas Opagukapaus (B
HekapnuanbpHbie: otcyrctBur DKC***) | Tsprenbie
TOJIOBOKPY>KEHUE, TU3apTpHs, HapYIICHUS BHYTPUKEITYIOUYKOBOTO
JeTaprusi, TMHTUBUT, nposenaeHus (QRS > 140 mc) ), XCH
MaKpOIUTapHas aHEMUS, -1V ®K
BOJTYaHOYHOMOJOOHBINH CHUHAPOM,
JIETOYHbIE MHPUILTPATHI
#Bepanamua** (IV) 240-480 mr/cyt. [589] | XKT (u3 KapaunanbHble: runoTeH3us, CA-6nokana II-11I ct., AB-6noxana II-
BBIHOCSIIIIETO oteku, AB-Onokana , cunycoBast | III ct., cunycoBas Opanukapaus (B
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#nuntuazem (IV)

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

tpakra [ DK, JDK;
dacuukynsapHas
XKT)

Opanukapaus, ycyryonenue XCH
y HAalMEHTOB CO CHUKEHHOMU
OBJIK

HekapauansHbie: rosioBHas 601k,
CBIITb, TUTIEPILIA3HS JIECEH, 3a110p,
JICTICTICHS

otcyrctBun DKC***) XCH, cHmkenue
®BJIK, ®OIT/TII y nanuenTos ¢
cunapomoM WPW

Ipumewanus: cornacHo knaccudukanuu E.Vaughan Williams B mogudukanuu D.Harrison.

CyT. — cyTKH, MI/CyT. — MIJITUTpaMM B cyTKH, XKD — skemymoukoBas sxctpacuctonus, KT — xenynoukoas taxukapaust, OXK — udpumsiims sxemynoukos, OI1 — pubprmsums

npencepaui, TII — Tpeneranue npeacepauid, CA — cuHoaTpuaibHbiid, AB — arpuoBenTpukyssipubiii, LQTS — cunapom yanmunenHoro unrepsana QT, KOTDKT —

KaTexoJaMUHEpruieckas noauMopdHas sxenynouxonas taxukapausi, [DK — npaserii sxenynouex, ['JIXK — runeprpodus nesoro xenynouka, [IMKC — nocruHapkTHBINA

kapauockiepo3, ®BJIK — ¢paxkiust Beiopoca sieroro sxenynouka, XCH — xporndeckas cepaednas HemoctaTouHocTh, @K — dyHkImonanbHeli kinace, CJ1 — caxapubrii muadet, TdP —

torsades de pointes.
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AHmuapummulteCKue npenapambl 011 Kynupoeanus napoKcu3mos
HCEIYOO0UKOBOU MAXUKaApOuu
IIpenapar J03b1 U cxemMbl IIpumenenue ITapameTpsl Yacrele
(kacc?) 9KT, no6oYHbIE
Tpedyomme 3ppexThI
BHHMaHMUSI
AmMuoaapon™* B/B CTpYHHO KT y naniuentoB co | CunycoBas AptepuanbHas
(1)) 5 MI/KT B TEUEHHE | CTPYKTYpHBIM Opaaukapausi < | TUIOTOHHS,
15-20 mumn., nopakeHuem cepaua, | 50 yu/MuH. Opaaukapusi,
nanee B/B nocie Yruerenue AB- | Hapymienus AB-
KaIleJIbHO: nepeHecenHoro UM, | npoBeneHus IIPOBOAMMOCTH,
1 mMr/MuH. — 6 4., B TOM YHCJIIE TIPU (6moxaner II-111 | Bo3pacTanue
0,5 Mr/muH. — 18 4. | maToIOrNYECKOM CT.), ropora
(mo 1200 mr B T'JDK, XCH, XT QRS > 160 mc, | nedubpmisimn,
CyTKH) mocie QT >500 mc KT tuma TdP
KapIUOJIOTHIECKUX (pemxo)

onepauuii, KT y
MAIMEHTOB C

JIunoxaun**(1B)

1-2 mr/kr B/B

KT y mauuieHToB B

3HaunMo He

Jenupuid, ncuxos,

Yepes 2 MuH.
BO3MOXKHO

U3 BrIHOCAIIETO
tpakta [DK, JDK.

ctpyiino (100-200 | octpom mepuome BJIUSIET Ha SMUJICITUYECKUE

mr) B Teuenue 3—-5 | UM, XT BcrencTeue | MHTEpPBAIIBI MPUTIATKA, TPEMOD,

MHH., TIPH WHTOKCUKAITHH OKI'. Moxer I3apTpus (Tpu

HEOOXOANMOCTH CepaeYHBIMH cokpamatsh QTc | mo3ax KamenpHOro

Jialiee B/B KarelnbHO | TIIMKO3UIaMU, [OCie BBejieHUS | T/cyT. 1

1-4 Mr/muH. KapIUOXUPYPTHUIECK Ooree)

HX oneparui
Mpoxaunamua** | B/B cTpyitHO KT y manmentoB 6e3 | CuHycoBas ApTtepuanbHas
(1A) 10-17 mr/kr B CTPYKTYPHOMH Opanukapausi < | THIIOTOHHS,
teuenne 20-50 natojoruu cepana u | 50 yu/mMuH. Opamukapus,

MUH., XCH yraereane AB- | Hapymenus AB-

3aTeM IpH MPOBEACHUS MIPOBOJTUMOCTH,

HEOOX OIMMOCTH (6nokaner II-111 | Hapymenus B/x

B/B KamensHO 1-4 CT.), MTPOBOJIUMOCTH,

MTI/MUH. QRS > 160 mc, | Bo3pacTanme

QT =500 mc nopora
TeUOPUILTSIIIH,
KT tma TdP
#Bepamamua™* B/B ctpyiino 2,5-5 | «Mauonatudeckuey | CuHycOBas AptepuanbHas
() mr kaxaeie 15-30 | XKT: Opanukapmus < | THIIOTOHHS,

MUH U3 BBIHOCATIIETO 50 yo/muH. Opaaukapus,
tpakTa IDK, JDK. Vruerenue AB- | Hapymenusa AB-
®acuukynspras KT | npoBeaeHus MIPOBOJUMOCTH,

(6moxayer 11-111 ocTpas cepieyHast
CT.) HEIOCTaTOYHOCTb.
[IpoTuBomnokazaxn
MIPH CHHAPOME
BIIB u n110661X
¢dopmax XCH
#rpudocanreHnH B/B crpyiino 10 mr | «anonatuueckuey» ApecT CHHYCOBOTO
B T€UEHUE 2CEK. KT: y3na unu AB-

omnoxazna II-11I cT.
(KpaTKOBPEMEHHO).




IIOBTOPHOE QacuuxymnspHas KT BosmoxHo
BBEJICHHE pasBuTHE
20 mr napokcu3zma OIL
B TCUCHHE 2 CEK., OplIIKa,
3aTeM 4epe3 2 MUH. OpoHxocmazMm
30 mr
B TeUEHHE 2 CeK
[593].
#Maraus 2-4rB/B ctpyitHo | KT tuna TdP npu AptepuanpHas
cyJbhar** MEJIJICHHO TIO CUHIpOMax TUIIOTOHUS
KoHTposeM A/l YAJIMHEHHOT O
unTepBaia QT
pa3auyHoOn
3THOJIOTHH

Ipumeuanusi: ‘cornacHo knaccudukanuu E.Vaughan Williams B moaudukanuu D.Harrison.

CyT. — cyTKH, MI/CyT. — MIJUTHTPaMM B CyTKH, JKD — jxxenymoukoBas skctpacucronus, KT — xenynoukoBas

taxukapausi, OXK — pudpumsms xenynouko, OI1 — pubprwtsinmst npeacepanid, TI1 — Tpeneranue npeacepauu,

CA — cunoatpuanbsHbiii, AB — arpuoBenTpukynapssiil, LQTS — cunapom ymmmaenHoro natepsana QT, KOIDKT —

KaTexoJlaMHHepruieckas nonumopdHas xenmynoukonas taxukapaust, [1DK — npassrit xenynouek, ['JIK —

runeptpodus esoro xenynouka, [IMKC — moctuadapkTHeiii Kapauockiepo3, PBJIK — ¢paxius BeiOpoca jeBoro

xenynouka, XCH — xpoHuueckas cepiieunast HeoctarodHocts, OK — dpyHkumonanbhenii kinace, K —

anekTpokapauorpamma, UKJ[*** — ummnantupyemslit kapauoseprep-aedudpuusitop, CJl — caxapHsiii nuader,

TdP — torsades de pointes, AJl — apTepHanbHOE TaBICHHE.
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IIpunoxkenue b. AJIropuT™Mbl 1eiicTBUI BpaveH.

Cxema 1. AIroput™M KynupoBaHUs MAPOKCU3MA JKeJTYA0YKOBOM TAXUKAPAUMN

MauueHT ¢ Nnapokcnamom
MOHOMOPHOW KeNyA04YKOBOW
Taxukapgum

MposABneHns ocTpbIX
HapyLUeHWI
reMoAMHaMUKN

| -

OKcTpeHHas
3neKTpuyeckas
Kapgwnosepcus
R P BuibpaHa TakTuka
MeaWKaMeHTO3HOoro HET
OA KynupoBaHusA
SnekTpuyeckan
Kapanosepcus
[warHos Bepanamun- unu
afeHO3MHYYBCTBUTENBHON
OA XT He BbI3biBaET
COMHEHMIA HET
Bepanamun B/ unu
TpudocaaeHuH B/B MeeTcs
CTPYKTYpHOE
DA 3aboneBaHue HET

cepnua

MNpokanHamug B/B Unu

AMnoaapoH B/B AmunoaapoH B/B

B cnyuyae HeachdekTMBHOCTH
- aneKkTpuUYeckas Kapauosepcusa
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Cxema 2. Jleyenune peunausupyomeii KT y nannentos ¢ UbC u

HEeMIIEeMHUYeCKOM KAapAHOMHONIATHEeH

MayneHtc MK m

peungmBupyloLLeit
KT

|

NonumopoHasn
HKT/DHK
OueHuTb
obpaTtrmble
NMPUYKUHBI
NekapcTBeHHble/
Nwemusa
SNNEKTPONTUTHEIS-
NeyeHune npu
yaaunHeHHom QT,
OTMeHa
nposouupyoLLer PeBackynsp
0 Npenapara, n3aumn
KoppeKuua
3NEKTPONUTHOTO
ancbanaHca
Hemy
beta
6noKaTopbl
AmMmunopapoH P
nnm
NNA0KauH
|
v
HepoctaTtou
Hbl 3dPpeKT

L

NaeHTudUnumMpyemble
M3, 3anyckarowme KT

l

Yctonumsan
MOHOoMmopdHana

KT

!

KaTeTepHan

abnauma Kak

nepsas NAMHUA
NleYeHunn

Ja [ Het
A2 Vv
Moaynauusa
KateTepHasa Ay/IAU o
aBTOHOMHOM
abnauua
peryaauunu

|

AMMOOAPOH KN
coTtanon

HepocTaTouHbli

adpodekT
v Iz
MBC cyacton KT
nam Henwemmnyeckas
3NEKTPUYECKUM KM
LUTOPMOM
KaTeTepHan KaterepHan
abnauma abnauua
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Hpunioxenue B. Undopmanus 1jis namueHra.

KenynoukoBble HAPpYIIEHUS] PUTMA

}I(eJIyJIO'{KOBBIe TaXuKapaIuu U BHE3allHadA cepacdHass CMEPTh

OCHOBHASA TEPMHUHOJIOTHS

KenynoukoBble HapylIEHUsS PUTMa WIH KEITYJIOYKOBBIC TaXHAPUTMUU — 00O0OIIEHHOE
Ha3BaHUE PACCTPONCTB CEPJIEYHOTO pUTMA, MPU KOTOPHIX HCTOYHHK MMATOJOTUYECKOU
ANIEKTPUYECKON aKTUBHOCTU HAXOJIUTCS B TKAHU KEITYJ0UYKOB CEep/IIia.

Bueszamnnast cMepTh — HEMPEIBUIEHHOE CMEPTEIIbHOE COOBITHE, HE CBSI3aHHOE C TPAaBMOM U
BO3HHUKAIOIIIEE B T€UeHHE | Yaca ¢ MOMEHTa TOSIBJICHUSI CUMIITOMOB y TIPAKTUYECKU 3I0POBOTO
yenoBeka. Ecnu cMepTh mpousoiiia 6e3 CBUIeTeNeH, 0 BHE3AITHONW CMEPTH TOBOPST B TOM CITy4ae,
€CJIM TIOTUOIIHNI HaXOAWIICSA B YAOBJIETBOPUTEITLHOM COCTOSIHHH 3a 24 yaca 10 CMEPTH.

Bueszannas cepneunas cmepth (BCC) — TepMuH MpuUMEHSETCsI, €CJIM BHE3aIMHAs CMEPTh
BO3HHUKJIA Y TMAalWeHTa C W3BECTHBIM TMPH JKU3HU BPOXKICHHBIM WU TMPUOOPETEHHBIM
MOTEHIMAIBHO (haTadbHBIM 3a00JICBAaHUEM CEpAllA, WIM TAaTOJOTHUS CEePJACYHO-COCYAUCTOM
CUCTEeMbI Obljla BBISIBJIEHA MMOCMEPTHO M MOTJja ObITh NPUYMHONW CMEPTH, WU €CIIM OYEBHIHBIC
BHECEp/ICUHbIC NMPUYUHBI CMEPTU HE OBbLIM BBISBJICHBI, U HapylIEHHWE PUTMa CIYKUT Hauboliee
BEPOSITHON MPUYMHON CMEPTH.

ConanbHasg 3HaYNMOCTE

BHesanHas cepnredHas cMepThb Kak HEOOpaTHMBIH HCXOX M pe3ylbTaT BHE3AIHOMN
ocTaHOBKHU cepaua gocruraer 50% cpenu apyrux ucxonoB y jui 35-50 set, npeuMyniecTBEHHO
MYKCKOTO T10J1a, OJTHAKO B MOCJIeZIHEE BpeMs HaOII0AAeTCsl TEHACHIMS K YBEITUYEHUIO IO JIULL
KEHCKOT0 110J1a, a TAKXKe I0APOCTKOBOIO M FOHOILIECKOTO BO3pacTa.

[TouTn B MOJIOBMHE CilyyaeB OCTAHOBKa cepiua y juu ctapuie 40 jer mpoucxoaut 6e3
U3BECTHBIX 3a00jeBaHUM ceplua, OJHAKO OOJIBIIMHCTBO M3 HHUX MpPU 3TOM  HMEIOT
HE/IMarHOCTUPOBaHHYIO uieMuyeckyto Oose3np cepaua (MBC). CHuxkenue 3a00s1eBaeMOCTH
NBC u apyrumu BUIAMH CEpJICUHOM MATOJIOTUHU MPUBEJIO K YMEHbIIECHUIO KOJIMYECTBA CIIy4aeB
BCC nourn Ha 40%. CymecTByeT reHeTuuecKas MpeapaciooKEHHOCTh K BHE3AITHONW CMEPTH.
Onuca”o NPOTHOCTHYECKOE 3HAYEHNE CEMEWHOTO aHaMHE3a BHE3AITHOW CMEPTU — NPU HaJIUYUU
OJIHOTO CJIydasli BHE3AIIHOW CMEPTH B CEMbE OTHOCHUTEJIBHBIA €€ PUCK BO3pPAcTaeT MPaKTUYECKU
BJIBOE, a IIPH JIBYX CJIy4asX BHE3AIIHOM CMEPTHU B CEMbE PUCK yBEIUYMUBAETCA B 9 pas.

brutenbHOCT, 1O OTHOIIEHHIO K anekrpokapauorpaduueckum  (OKI) m
HXOKapAHOrpaUuecKuM IMPHU3HAKAM HACJIEJACTBEHHBIX apUTMOTECHHBIX 3a00J€BaHUN SBISETCS

Ba)KHOM YaCThIO KIIMHHUYECKOM IMMPAKTHUKU U TTO3BOJIACT CBOCBPEMCHHO BBIABUTH JIMIA C BBICOKUM
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puckom BCC. CkpuHuHr OmmpkKallIMX pOJACTBEHHUKOB KEPTB BHE3AIIHONW CMEPTH IO3BOJISET
BBISIBUTD JIMLIA B 30HE PUCKA, HA3HAYUTh COOTBETCTBYIOILEE JIEUEHUE U TEM CAMbIM IIPENOTBPATUTD
Jpyrue ciiy4ad BHE3AIIHOW CMEPTHU B 3TOU CEMBE.

Kimandgeckne IIPOABJICHUA

KiimHnueckne NposIBICHHST  JKEIYyJOYKOBBIX TaXWApUTMHUM MOTYT  CYLIECTBEHHO
pa3nuyarbess — OT aOCOIMIOTHON OeCCHMITOMHOCTH 10 cepAuneOneHus, nuckoMmdopra B rpynu,
3aFPYHHHHOﬁ 60J'II/I, YAYWbs, TOJIOBOKPYKCHUA, IPCCHUHKONMAJIBHBIX U CUHKOITAJIbHBIX COCTOSIHUH.
VYyamenHoe cepaneduenne, mpeooOMOpPOUHOE COCTOSTHUE U OOMOPOKH — TpU HauOOJIee BaXKHBIX
CUMIITOMA, KOTOPBIE TPEOYIOT BU3UTA K Bpady U JIOMOJHUTEIIEHOTO 00CIICIOBAHHSI.

Koppekimst cepaedno-cocyaucThIX hakTOPOB PHCKA HEOIATOIPUATHBIX HCXOI0B

[TaneHT AOMHKEH 3HATH 00 WMEIOIIMXCS Yy HEro M UIEHOB €ro CEMbH CepJCYHO-
COCYIHUCTHIX (haKTOpax pUCKa — KypeHHUH, M30BITOYHON Macce Tela, MCHUXOAIMOIIMOHAIBHOM
CTpecce, MaJOMOJABMKHOM o00pasze >KW3HU, TOBBIIICHHOM YPOBHE XOJIeCTepUHA. BriusHue
yYKa3aHHBIX (DAKTOPOB PHUCKA MOXKET OBITh CHMKEHO. OCOOCHHO BayKHA KOPPEKIHS N3MEHIEMBIX
(hakTOpOB pUCKA TPU HAIMYUHU y TAIMEHTA U WICHOB €r0 CEMbH HEKOPPUTHPYEMBIX (PaKTOPOB
pHUCKa, K KOTOPBIM OTHOCSITCS: HaJM4M€ B CEMEMHOM aHaMHE3€ BHE3AIHOW CEPACYHON CMEpTH,
PaHHUX MO3TOBBIX HMHCYJIBTOB, MH(PAPKTOB MUOKapla, CaXxapHOro auadera; Takke K JaHHBIM
(hakTOpaM OTHOCAT MYKCKOU T0JI, MOKUIIOW BO3PACT, (PU3HOJIOTHYECKYIO WIH XUPYPTrUUYECKYIO
MEHOIIAy3y Y )KEHIINH.

Koppekuuto ¢gaxtopoB pucka TpeOyercs IpOBOJUTH HE TOJIHKO MAIMEHTY, HO M YJIeHaM
ero ceMbd. OHa OCYHIECTBISIETCS IIYyTEM peajlu3aliyd MpOrpaMM CEMENHOM IepBUYHOMN
MPOQUIAKTUKHA U BOCIIUTAHUS, COCTABIICHHBIX JICYALUM BPauOM:

«  UWugexc maccs Tena (Ketne) = macca Tena B kunorpammax/(poct B M2);

*  Unpexc tamus/6eapa (UTH): UTh = OT/OBb, rae OT (OKpy>XHOCTh TaJIMM) — HaUMEHBIIIas
OKPY)KHOCTh, H3MepeHHass Haj mnynkoM; Ob (okpyxHOCTh Oemep) — HauOOIbIIAs
OKPYXKHOCTb, U3MEPEHHAsA Ha YPOBHE SATOJMNILL;

* HMHurepnperanus ypoBHs XOJECTEPUHA ILUIA3MBI:

*  IIeNIeBOH YPOBEHb XOJIECTEPHHA JUIIONPOTENHOB HI3KOM 1uroTHOCTH (JITTH) mnst manmenToB ¢
OYeHb BBICOKMM pHCKOM < 1,8 MMOIB/T WM €ro cHKeHue He MeHee yeM Ha 50% ot
HCXOHOTO YPOBHS, €CITH OH Haxoawics B quamaszone 1,8-3,5 mmons/in (70135 mr/mn);

*  1ieneBoil ypoBeHb xonectepruHa JIHII mns manueHToB ¢ BRICOKMM PUCKOM < 2,6 MMOJIB/IT WX
ero CHIDKeHHE He MeHee yeM Ha 50% 0T MCXOAHOro ypOBHS, €CJIM OH HaXOAMJICA B AUANIa30He
2,6-5,2 mmons/n (100-200 Mr/mn);

* 1eneBod ypoBeHb xonectepuHa JIHII 11t manmeHToB ¢ HU3KMM M YMEPEHHBIM PHCKOM < 3

MMOJIB/II;
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* Jlumonporenns! Beicokoi miotHocty (JIIIBIT) > 1,2 mmons/n (y skeHmuH), > 1,0 MMons/a (y
MYKYHH);

* lleneBoii ypoBeHb TPUTIHUIEPUAOB < 1,7 MMOJIB/J.

YpoBeHb IITIOKO3HI B IJ1a3Me KPOBH HATOIIAK HE BBITIE 6,1 MMOJIB/T;

YpoBeHb MOYEBOI KHCIOTHI CBIBOPOTKH KpoBHU < 420 MKMOJIB/1 (y My»K4HH), < 360 MKMOIB/I (Y

YKEHIIUH).

10.

ba3oBBIC COBETHI MAIIMEHTY B €0 CEMbE

JlocTaToYHBIM CUMTAETCSI COH HE MEHEE 7 4aCOB B CYTKH;

Macca Tena 10/KHa IpHOTIKaThCs K uaeansHoi (MMT menee 25 kr/m?). Jliist 5T0r0 cyTouHas
KaJOPUIHOCTD MHIIH B 3aBHCUMOCTH OT MAacChl TeJIa U XapakTepa paboThl TOJKHA COCTABIISAThH
oT 1500 mo 2000 kkan. [Torpebnenne 6enka — 1 T/Kr Macchl Tena B CYyTKH, YTJIEBOJIOB — JIO
50r/cyt, xupoB — a0 80 r/cyT.

JXenarensHO BeCTH JHEBHUK MUTAHWS; TMAIMEHTY HACTOSTEIIBHO PEKOMEHIYeTCS M30erarhb
KHUPHBIX, CIAIKUX OO, OT/AaBaTh MPEANOYTEHUE OBOIIaM, (pyKTaM, 3JIIaKOBBIM M XJIeOy
rpyboro nomosnia;

OrpanndeHne moTpedIeCHUs COH 10 5 T/CYTKH;

Crnenyet ynoTpeOaTh B UILY MPOAYKTHI, OoraThie KaaueM (CBexue (PpyKThI, OBOIIH, Kypara,
TIeYEHBIN KapTodeb);

Heob6xomumo npekpaTuTh WM OTPaHUYUTh KYPEHUE;

[ToTpeGnenue ankoromus cieayeT orpaHuduth 10 30 Mi/CyT B mepecuere Ha aOCOJIOTHBIN
3TaHOJ;

CornacoBaHue ¢ Je4alldM BpauoM HHIWBHYyalTbHO MPUEMIIEMBIX Ui MallMeHTa Harpy3oK:
TIelIe MPOryJKy, e37]a Ha BeJIOCUIIe/e, X0/Ib0a Ha JIblkax, padoTa B cafy;
[IcuxosMoIMOHANBHBIN CTpecC Ha MPOU3BOJCTBE U B OBITY KOHTPOJMPYETCS MPaBUIbHBIM
obpazom xu3Hu. CreayeT OrpaHUYUTh MPOJOJDKUTEIBHOCTh pabouyero JHS M JOMAalTHUX
Harpy3ok, u30eraTtb HOYHbIX CMEH, KOMaHAUPOBOK;

IOHomam, 3aHUMaIOIUMCST CIIOPTOM, HEJb3s 3J0yNOTPEOISITh MUIIEBBIMU T0OaBKaMH IS

HapallluBaHUA MBIIIIEYHON MacChl M HCKIIOYHTH IIpueMm aHa0OJITMYCCKHX CTCPOUIOB.

CoBeThl IAUMEHTY ¢ HMMILIAHTAPOBAHHBIM KaDZ[I/IOBeDTeDOM'I[ed)I/I6DI/IJ'IJ'I}ITODOM v/ W

YCTPOUCTBOM CEPACYHON PECUHXPOHU3UPYIOIIEH Tepanuu

° 3anpemaeTc51 MOoABCPraTbCAa BO3JIEHCTBUIO MOIIHBIX MarHUTHBIX M QJICKTPOMArHUTHBIX
noneﬁ, a TaKiKC€ HCIOCPCACTBCHHOMY BO3JEUCTBUIO JIOOBIX MAarHUTOB BOJIM3M MecCTa

HUMILIaHTalluu,
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* 3ampeniaercs MoABEPraTbcs BO3ACUCTBUIO AJIEKTPUUECKOTO TOKA;

* BrimonHenune marHuTHO-pe3oHaHCcHOW Tomorpadum (MPT) 3ampemnieHo; HCKIIIOUEHUE
coctaBisatoT cucteMmbl K] u CPT-]I (351€KTpoibl U yCTPONUCTBO), UMEIOLIUE OTMETKY O
MPT-coBMeCTUMOCTH;

* 3anpemniaeTcsi HAHOCUTH yaaphl B rpyab B o0nacte umruianTanu MKJ/CPT-]I, nerrarbes
CMEILATh aIlapar MoJ KOXKeu;

* 3anpeuiaercsl caJuThCA 3a PyJib TPAHCHOPTHOIO CpPEACTBa B IEpBbIE 3 Mecsla IOCIe
nvrutantanmun UKJl/ CPT-JI, a taxke B TedeHue 3 MecsleB TOcie 0OOCHOBAHHOTO
cpabarsiBanusg UK/I;

* 3ampemniaeTcsi MPUMEHSITh MOHOTOJSPHYIO JJIEKTPOKOATYIALMIO TPU XUPYPTHUECKUX
BMeENIAaTeNbcTBaX (B T.4. DHJAOCKONWYECKUX), MPUMEHEHUE OWIMOJAPHON KOATyNISIINU
JIOJDKHO OBITh MaKCUMaJIBLHO OTPAaHUYEHO;

* Crnemyer oOrpaHWYuTh TNPUMEHEHHE TMEepGOPATOPOB U IJIEKTPOJPENICH, a TaKxKe
ra30HOKOCHUJIOK; KOCHTh BPYYHYIO M KOJOTh JPOBa HEOOXOIUMO C OCTOPOXKHOCTBIO, IO
BO3MOJKHOCTH JIy4YIlI€ OTKAa3aThCs OT JAHHOTO BHJIA JIEATEIHLHOCTH;

* HexenarenbHbl O0OJIBIINE HATPY3KH HA IJICYEBOM MOSIC;

*  MOoXHO MOJH30BaTHCS KOMIIBIOTEPOM U MOJOOHBIMH €My yCTpPOMCTBamMH, B TOM 4YHCIIE
MIOPTaTUBHBIMU;

*  Mo0HO BBINOJHSATH JIIOObIE PEHTI€HOBCKHUE UCCIIEI0BAaHNUs, B TOM YHCJIE KOMIBIOTEPHYIO
ToMoTpaduro;

* MoxHo pabotaTh 1O JOMY WM Ha 3€MEJIbHOM Y4YacTKe, HCIOJIb30BaTh
3NEKTPOUHCTPYMEHT, IIPU YCIIOBUH €0 UCIIPABHOCTH;

*  MoXHO 3aHUMAaThCS CIOPTOM, HU30erasi KOHTAaKTHO-TPaBMaTUUYECKUX BUIOB;

* Tlammment ¢ UK/ CPT-/| momkeH CBOEBPEMEHHO SIBIATHCS K Bpady Ui ITPOBEPKHU
YCTPOMCTBA C UCIOIb30BAHUEM COOTBETCTBYIOLIETO ITPOTrpaMMaTopa;

* Tlammment ¢ HMKJI/ CPT-JI nmomkeH 3HaTh Ha3BaHUE, MOJEIb HMILIAHTHPOBAHHOTO
yCTPOMCTBa; KpaiiHe >KelaTeabHO BCerjJa MMeTh Npu cebe macmopT, UHPOpPMAIMOHHBIE

nanubie 00 MK/ CPT-]I.

CoBeThl IMAIIMEHTY ITI0CJHE IPOBEJCHUS WHTEPBEHIIMOHHOIO JICYCHMSA KENYIOYKOBBIX

HapyLIIEHUN pUTMa

® OFpaHI/I‘IeHI/Ie CPpCAHCTSKCIIBIX, TAKCIIbIX (l)I/ISI/ILICCKI/IX HArpy3ok B TCUCHHEC OT OJAHOro A0 TPCX
MCCALICB MMOCJIC MHTCPBCHIIMOHHOI'O JICUCHU A KCITYJOUKOBBIX HapymeHHf/'I pUT™Ma;
® CTpOFOC CO6J'IIO}.'[€HI/IG ABUTATCIIBHOTO pCKUMaA, pCKOMeH)IaLII/Iﬁ o npueMy MCEAUKAMCHTO3HBIX

MpenapaTos;
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* PerymsapHoe mocemieHue Jeyamniero Bpaya ¢ OLEHKOH cOCTOsSHHS 310poBbs, DK -KkoHTpOonem He
pexe 1 pa3a B 6 MecsIIeB;

* Ilpu BOZHUKHOBEHHMHU MIPHUCTYIA APUTMHUH, COMPOBOKAAIOLIETOCS TOJIOBOKPYKEHUEM, CI1a00CTbhIO,
nmoTepeil COo3HaHUS, Y4YalleHHBIM cepAleOreHHEeM, - BBI30B CKOPOM METUIIMHCKOW MTOMOIIN;
xenarenbHa JKI -pukcanus HapyleHHid pUTMa;

* [Ilo moka3aHWsIM, PEKOMEHAALMSAM JieYallero Bpaya MOXKET OBITh HEOOXOIMMO MpPOBEICHHE

KOHTPOJILHOTO 3X0KapAUOrpahuiaecKoro HCCiIeI0BaHusl, CyTOUHOro MoHuToprupoBanus OKI .

ITpuHIAIE Ha6J'IIOJleHI/I$I MarureHTa y Je4alnero Bpaydya

° IImaHoBBIE BU3UTHI K JieHanieMy Bpady JJid KOHTPOJIA COCTOAHUSA 300POBbA IOKAa3aHbI B CPCAHEM 1
pa3 B IOITofa;

° HaHI/IeHTy JKCJIAaTCIIbHO 3HATh Ha3BaHUA U JO3UPOBKU IIPUHUMACMBIX ITPEIIapaTOB,

* llenecoobpa3zno nmpoBeaenne K1 -KOHTPOIS MPU BU3UTE K JIeUalleMy Bpady;

* Ilpu yxyaumeHny caMO4yBCTBUSI PEKOMEHI0BAaH BHEIUIAHOBBIM OCMOTP JIEHallero Bpaya.

HeoT1noxHbIE COCTOSHUSA, TPEOVIOMIKNE BHI30BA CKOPOU MEAUIIMHCKON MOMOIIIA

* [Ipu BO3HMKHOBEHHH DITHU30/a APUTMHH, COIIPOBOXKIAIOIIETOCS TOJIOBOKPYKEHUEM, CITabOCThIO,
Pe10OMOPOYHBIM COCTOSTHUEM, TIOTEPE CO3HAHUS, YUAIICHHBIM CepalleOMEeHNEM TOKa3aH BbI30B
CKOpOHM MEIUIIMHCKOW IIOMOIIM JUIS KOHTPOJAS M CTaOMIIM3allMKd COCTOSHMS, OIPEIeICHHUs
MOKa3aHUil K BOSMOXKHOW rOCIUTANIM3AMY B CTAI[MOHAD;

* [lpm BO3HUKHOBEHWH DIHU30I0B MPEIOOMOPOYHBIX COCTOSHHM, ITOTEPH CO3ZHAHUS PEKOMEHIOBAH
BBI30B CKOPOH MEIMITMHCKOW ITOMOIITH I KOHTPOJIS W CTAOMIM3AIIUN COCTOSHUS, OIPEACIICHUS
MOKa3aHUi K BOSMOXKHOW rOCIUTANIM3AIMN B CTAI[MOHAD;

* Ilpu BozamkHOBeHHH cpabarpBannii MKII/CPT-/] pekoMeHIOBaH BBI30B CKOPOW METHITMHCKOM
TIOMOIIM JJIsi KOHTPOIISI M CTaOWIHM3AaIlMA COCTOSHUS, ONpPENeTeHHUs TOKa3aHWHd K BO3MOXKHOH
TOCITUTAIIM3AINY B CTallMOHAD;

* JlarmenTaM ¢ BO3HUKIIMMH OCIOXKHEHUSMHU TOCTe KaTeTepHoW abnamuy peKkoMeHJOBaHa
CKOpeHIIIas roCIUTAIN3aIUs B CIIEUATH3UPOBAHHBIIN CTAIIMOHAD JUTSI TPOBEACHUS HEOOX OMMBIX

J'Ie‘le6H0-,[[I/IaFHOCTI/I‘IeCKI/IX MEp OHpI/IHTHﬁ .
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Ipunoxkenue I'l. HIkanbl OUMEHKH, BONPOCHUKHM U [pyrue OLECHOYHbIE
HHCTPYMEHTbl COCTOAHUSA NALUMEHTa, IMPHUBEJECHHBbIE B KIMHHYECKUX
PeKOMEeHAAnnAX

HIxana SCORE

Ha3zpanue Ha pycckoMm si3bike: [lIkanra SCORE
OpurnHannHoeHaspanue (ecnmectn):SCORE scale (Systematic COronary Risk
Evaluation)
HcTounuk (opunuanbHbIi caliT pa3padoTYNKOB, MyOJAMKALMS ¢ BajJuaanuei):
http://www.heartscore.org/ru_RU
Tun (MoA4YepKHYTh):
- IIIKaJia OIICHKH

— MHJCKC

— BOIPOCHUK

— apyroe (YyTOYHUTB):
Ha3znayeHnue: KIMHUYECKHI MHCTPYMEHT JIJIsl OLIEHKH PHUCKA CMEPTEIbHOTO CEPACUHO-
cocyaucToro 3aboseBanus B TeueHue 10 ner. Hacrosias mkana paspaborana ajisi CTpaH
¢ BBICOKMM ypoBHeM cMmepTHocTH oT CC3 (Brurouast Poccuio) Ha OCHOBaHWH CIIEAYIOIIAX
(hakTOpOB: BO3pAcCT, 10JI, KypeHue, yposeHb cucroimdeckoro AJl u OXC. Yposenb XC
JIBIT "e yuutsiBaercs. OO1ias oreHka pucka ¢ momoriibio SCORE pekomenyercs y
OeccuMnTOMHBIX B3pocibix crapiie 40 jer, 6e3 CC3, C/I, XBII nmu CI'XC.

Conep:xanue (11a0J0H):

7KeHIUHbBI MyKYnHBI

Kyput He xkypur

180
160
140

120

180 16 19 22

160 12 14 16
140 10 12

120
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180

160
140

120

180

160
140

120

180
160
140
120

<1% 1-4% 5-9%
L L

Koy (uHTEpnperanus):

Yposenb cymmapraoro CC puck no mkaine SCORE:
Menee 1% — HU3KHH.

oT 1 10 4% — cpeaHuil WM YMEPEHHO MOBBIIICHHBIN.
oT 5% 10 9% — BBICOKHH.

>10% — oyeHb BBEICOKHUH.

IlosicHenus: HeT

-210%

CHA2DS2-VASc. lllkana oneHKH prucka TPoOMO0IMO0JIMYECKUX 0CT0KHEHUI
y HauueHToB ¢ GpuOpuwIsiueii/ TpeneTanueM npeacepanii

Ha3Banue Ha pycckom sizbike: CHA2DS2-VASc. 1llkana orieHk prcka
TPOMOO03IMOOINYECKUX OCIOKHEHUH y MAMEHTOB ¢ GUOpHILIALUEH/ TpeneTaHneM
npencepauit
OpurnHaanHoe HazBanme (ecsim ectb): CHA2DS2-VASc
Hcrounuk (opuuuanbHbIii caiiT pa3padoTynKoB, mydaukanus ¢ Baauaanueii): Olesen,
Jonas Bjerring, et al. Validation of risk stratification schemes for predicting stroke and
thromboembolism in patients with atrial fibrillation: nationwide cohort study. Bmj 342
(2011): d124.
Tun (mog4epKHyTH):

— ILKaJa OLEHKH

— MHJEKC

— BOIIPOCHUK

— apyroe (YTOYHHUTB):
Ha3nayeHnne: KMTMHUYECKUH MHCTPYMEHT ISl IPOTHO3UPOBAHUS PUCKA HIIEMHUYECKOTO
WHCYJIbTa U CUCTEMHOT0 TpoMO0oaMOonu3mMa npu GuOPHIUIALIY TPeAcepani
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Conep:xanue (11a0J0H):

DaKTop pucKa

Banasl

NHcynbT, TpaH3UTOPHASA HIIEMUYECKAs aTaKa WIK apTepuallbHast
TpoMO0IMOOIIHS B aHAMHE3e

2

Bospacrt =75 ner

ApTtepuanbHas THIEPTEH3US

CaxapHbIii tuader

3acroifHas cepaedyHas HepocTatouyHOCTh/ aucynkuus JOK (B
gactHOCTH, DB <40%)

LS

Cocymucroe 3aboneBanue (MH(MAPKT MHOKap/ia B aHAMHE3E,
nepudeprudecKuil aTepocKiIepo3, arTepoCKIEpOTUIECKHUE OJIAIIKY B a0PTe)

Bo3spact 65-74 roga

Kenckuii non

Karou (mHTepnipeTanus):

CymMa 0aJlJI0B 10 KaJje O:xuaemMasi 4acToTa
CHA:DS,-VASc HHCYJbTOB 32 I'oj

0%
1,3%
2,2%
3,2%
4,0 %
6,7 %
9,8 %
9,6 %
6,7 %
15,2 %

o

O ONO|ORWIN|F-

IlosicHenusi: HEeT
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