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KiaioueBsbie CJioBa



CIIMCoOK CoKpalleHun

AAT — aHTHMapuUTMMUecKas Teparms

AB — aTpMOBEHTPUKYISIPHBIN

AKIDK - apuTMoreHHast KapaAMOMMOIIATHUS IIPABOT0 XKeaygouKa
AJDK — aHeBpM3Ma JIeBOT'O KeJlyoouKa

BAC - BHe3amHasi apuTMuueckasi CMepThb

BHCH - BHe3amHasi HeoObsICHMMAasi CMepPTh HOBOPOKIEHHOTO
BHCD - BHe3amHast HeOObSICHMMASI CMePTh IIPU STIUIEIICUA
BIIC — BpOKIOeHHBIN OPOK ceplia

BOC - BHe3amHas oCTaHOBKa cepla

BCC - BHe3amnHas cepaeuyHasi CMepTh

BCoOOU - BHYTpUCEpPHOEUYHOE 3/1eKTPOGU3MOIOTUUECKOE
MccaeI0BaHMe

BTJIDK — BBIXOZHO TPAKT JIEBOI'0 XKeJya0uKa

BTIDK — BBIXOZHOM TPAaKT MPaBOro KeTyIouKa

I'KMII - runeptpoduyeckass KapauoMuUonaTus

OKMII — nunataiiMOHHas KapauoOMMUONaTus
EOK-EBpomneiickoe 0011eCTBO KapAMOIOrOB

JKTA - kenymoukoBas TaxuapuTMus

KT - kenymoukoBasi TaxUKapaus

KD - Kenymo4KoBas 3KCTPacuUCToIa

VK], - UMIIaHTUPYeMblii KapnoBepTep-aedbudopuasaTop

uMIiaHTuposanHoe CPT-yCTpoiCTBO - VIMILIAHTYPOBAHHOE
MeIUIMHCKOoe usgenue ISt IIpOBeJleHSs CceplevyHoi
pPeCUHXPOHU3UPYIOLEI Teparumn



KIDKT - xarexojaMuHepruueckas IoauMopdHas KeayJouKkoBast
TaxXUKapOoUs

KT/ MCKT - myabTUCIMpaibHas KOMIIbIOTepHasi Tomorpadust
XPJDK — xupyrudeckasi peKOHCTPYKIIVMS JIEBOTO JKeTyI0uKa
MPT — MarHuTHO-pe30HaHCHast ToMorpadus

HYXXT - HeycTOMUMBas KeyILOUKOBAs TaXUKAPOUS

OKC - oCTpblit KOpOHAPHBIV CUMHIPOM

O®3KT - omHOMOTOHHASI SMUCCMOHHAS KOMIIbIOTEpPHAsi ToMorpadus
[ICBT - mapoxkcu3amanbHas CylIpaBeHTPUKYISIPHAS TaXUKapaus
[TICXK - nporpaMmmupyemMasi CTUMYJISILNS SKeTYIOUKOB

PKU - paHgomMuspoBaHHOE KOHTPOIMPYEeMOe UCC/IelOBaHNe
CBHC - cuHApOM BHE3AITHOV HEOOBSICHMMO CMepTH

CBCH - cuHAapoM BHe3amHOi CMepPTU HOBOPOKIEHHOTO

CPJI — ceppeuHoO-JieroyHasi peaHMManus

CPT - cepmeuHasi peCMHXPOHU3UPYIOIIAS Teparms

CPT-ycTpoiicTBO - MeOMIIMHCKOe u3nenue il IIpOBedeHMs
CcepaevyHol peCMHXPOHU3UPYIOLIEN Tepannumn

CPT-[ - cepoeuyHas pPeCUHXPOHU3UPYIOIIAS Teparnmsi-
nebuopUIIATOP

CPT-IT - ceppoeuyHasi peCMHXPOHU3UPYIOLLAS Teparnus-IeicmMenkep
(RaponoOCTUMYJISITOD)

CYU QT - cuHapom ymiHeHHOro narepsana QT
CKHUQT - cuapom KopoTKoro nHtepsasia QT
CY-9KI' - curHan-ycpegHeHHas JKI'

Y11, — ypoBeHb JOCTOBEPHOCTU A0KA3aTEebCTB
VVYP - ypoBeHb yOeauUTeIbHOCTM peKOMeHaaluii

VKT — ycroiumBas skenyLouKoBas TaXUKapaus



@®BJDK — dpakiys BbIOpoca JeBOro Kelygouka

®XK - GubpIILISLINS SKeTYI0UYKOB

@K - pyHKIIMOHAIBHBINI KTacc

®I1 - GubpMILISILNS Tpeacepanii

XM3KTI' — XonTepoBCKOe MOHUTOPUPOBAHME JIEKTPOKAPAMOTrPAMMBI
XCH — xpoHMueckas cepaeyHasi HeOCTaTOYHOCTh

YKB - upecKokHOe KOpOHapHOe BMeIIaTeIbCTBO

YCC - yacToTa cepaevyHbIX COKpalleHu

OKI' - sjiekTpoKapamorpamma

OM], — s5eKTpoMexaHnvyecKast IUCCoLanus

OKI' - osnexktpokapauorpadusi (pacimdpoBKa, OINMCaHUE U
MHTepIpeTanus sjieKTpokapamorpadmuueckmx JaHHbIX)

OXOKT - sxoxkapauorpadusi

EOK - EBporeiickoe Kapanonorndeckoe obirectso (European Society
of Cardiology)

LMNA - namun A/C

LQTS1 — cungpom ymamHeHHOro uHTepBasia QT 1-ro mMoseKy/IsipHO-
reHeTU4YeCKOro BapuaHTa

LQTS2 — cuuagpom ymavHeHHOro uHTepBasia QT 2-rO0 MOJeKy/IsIpHO-
reHeTUYeCKOoro BapuaHTa

LQTS3 - cungpom yajamMHeHHOTO mHTepBaia QT 3-ro MOJIEKYJISIPHO-
reHeTU4YeCKOoro BapuaHTa

NYHA - Hbm—VIopKCKaﬂ KapauoJjiornyeckast acconumanms
QTc — xoppurupoBaHHbiit MHTEpBaI QT

WPW-cunapom — Cunapom Bonbda-ITapkuHcoHa-Yaiita



TepMMUHBI U onIpeae/IeHUs

UHCcTpyMeHTa/TbHas IMarHoCTUKa - OMarHoCTUKa c
MUCIIONb30BaHMEM IS OOCIemoBaHMSI  TMAllMeHTa  PasIMUYHBIX
NpubOpPOB, anIapaToB U UHCTPYMEHTOB [1, 2].

Vicxonm - 060/ BO3MOXKHBIN pe3ylbTaT, BO3HMKAWOIIMI OT
BO3JENCTBUSI IPUUYMHHOrO (akTopa, IPOPUIAKTUUECKOTO WU
TepareBTUUeCKOro BMeIIaTe/lIbCTBa, BCe YCTAHOBJIEHHbIE M3MeHEeHMUSs
COCTOSIHMSI 3[40POBbSI, BO3SHUKAIOIIME KaK CIeACTBMe BMeIlaTe/lbCTBa

[3].

KoHQIMKT MHTEpecoB — cuUTyalus, IIpyu KOTOPOi Y MeIULIMHCKOTO
uin  dapmaleBTUYeCKOro paboTHMKA IIPU  OCYIIECTBIEHUU UMMU
npodeccroHaIbHOI IesITeIbHOCTU BO3HMKAeT JTUIHAS
3aMHTEPECOBAHHOCTD B ITOTYUYEHUM JIMIHO JINOO yepes MpeICcTaBUTEIs
KOMITAaHMM MaTepuaabHO! BBITOAbI WJIM WMHOIO IIPEMMYIIeCTBa,
KOTOpPOEe BJIMSIET WM MOXKET MOBJMSATh Ha Hajjiexkallee MCIOJHeHNe
UMM ITPOdEeCcCMOHATbHBIX 00SI3aHHOCTEN BCIEICTBME ITPOTUBOPEUMS
MEXIY JIMYHOM 3aMHTEPeCOBAHHOCTHIO MEOUIIMHCKOTO PabOTHMKA
unu papmalieBTMueCckoro paboTHMKA U MHTepecaMy TaiueHTa [2].

MeauuMHCKOe BMeEIIATeIbCTBO — BBINIOJHSIEMble MeOUIIMHCKUM
pabOTHUKOM ¥ MHBIM PabGOTHMKOM, WMMEIOIIMM TMpaBO Ha
OCyIllecTB/ieH/e MeAUIIMHCKOV [1esTelbHOCTM, II0 OTHOLIEHUI0 K
MalMeHTy, 3aTparuMBawpinye  dusMueckoe MAM  TMICUXUYECKOe
COCTOSIHME  YeJioBeKa U uMeroie poUIaKTUUECKYIO,
OMarHoCTUYEeCKYyIo, neye6HYIO, peabuINTaIMIOHHYIO WU
MCCIeN0BaTe/IbCKYIO HampaB/IeHHOCTb BU/IbI MeIULIMHCKUX
obcimemoBaHMit M (M) MEOIMUMHCKMX MAaHMIYISIIMI, a TaKKke
MCKYCCTBEHHOE MpepbiBaHNe 6epeMeHHOCTH [2].

MeauuMHCKMIA PaOOTHUK - (U3NUECKoe JUII0, KOTOpoe MMeeT
MeIULIMHCKOe WM MHOe oOpa3oBaHMe, paboTaeT B MeIUILMHCKON
opraHmusanuyu U B TPYyHdOBble (JOKHOCTHbIE) 00SI3aHHOCTM KOTOPOTO
BXOOUT  OCYIIECTBJI€HME  MEOUIIMHCKOM  NesITeIbHOCTH,  JIMOO
dbusuueckoe  aUIIO, KOTOpOe  SIBJISIETCS VHAUBUAYAIbHBIM
IpearpuHuMaTeneM, HerocpeaCcTBeHHO OCYIIECTBJISIOIUM
MeIVIIMHCKYIO 0esITe/IbHOCTD [2].



IManyeHT — QU3MUecKoe U0, KOTOPOMY OKa3bIBaeTCs MeIUIMHCKAS
MOMOI[b WJIM KOTOpOe 00paTUIOCh 3a OKa3aHuMeM MeAULMHCKOI
MOMOIIM HEe3aBUCMMO OT HaJMuMsl y Hero 3aboseBaHUS U OT €ro
cocTossHuA [2].

PaGouasi rpymnma mo pas3padoTKe/aKTyaJaM3anuu KIMHUYECKUX
peKOMeHJalIuii — 5TO KOJUIEKTUB CIIeIMaJIMCTOB, paboTaroIIMX
COBMECTHO ¥ COIJIACOBAHHO B MeJSX pa3pabOTKyM/aKTyaau3amun
KIMHUYECKUX PEeKOMEHIAlNii, U HeCyluX OOIIYyI0 OTBETCTBEHHOCTb
3a pe3y/IbTaThl JAHHOI PabOThI.

CocTosiHMe - M3MeHeHMs OpraHMsMa, BO3HMKAWIIVe B CBSI3U C
BO3J€elCTBMEM MaTOTeHHbIX U (Miau) Pu3smoaorndyeckux (GakTopoB U
TpeObylolye oKa3aHus MeOUIIMHCKOI momoriu [2].

CHHIOPOM — YyCTOIYMBAsI COBOKYITHOCTb psila CUMIITOMOB C €AUMHbIM
raToreHesom [6].

Te3suc-pekoMeHaaumMsA - IIOJIOKeHMe, OTpaxkaloliiee TOPSAOK WU
MPaBMWJIbHOCTb BBINIOJIHEHMSI TOTO WM MHOTO MEOUIIMHCKOTO
BMeIlaTe/lbCTBA, MMeEIOIIero AokKa3aHHylo 3(GeKTUBHOCTL U
6e30I1acHOCTb.

YpoBeHb [O0OCTOBEepHOCTM nokasarteabcTB (YIA) - cremeHsb
YBEPEHHOCTM B TOM, UTO HaifeHHbII 3G@eKT OoT IpuMeHeHUs
MeAMILVMHCKOTO BMelllaTebCTBa SIBJISIeTCSI UCTUHHBIM [7].

VpoBeHb yoOeguTenbHOCTM perkomeHaaumii (YYP) - cremneHb
YBEPEHHOCTU B IOCTOBEPHOCTU 3¢ PeKTa BMellaTeabCTBa U B TOM, UTO
cJieloBaHMe peKOMeHIalMsIM TpuHeceT Oosblile T0Ib3bl, YeM Bpea B
KOHKpeTHOM cutyauuu [7].

Xupypruueckoe JjedyeHue — MeTOf, jeueHUs] 3a00jeBaHUIl MMYTEM
pasbeaVHeHUsI U COeOVHEeHUsI TKaHel B XOHe XUPYpPruueckomn
omnepanumu.

EOK - EBpormejickoe 001ecTBO KapAMOJOroB. B TekcTe HaCTOSIIMX
KJIVMHUYECKX PeKOMEHIALMI1 OOMOJMHUTEbHO YKa3aHbl MTOKa3aHUs K
Te3ucaM B COOTBETCTBUM C peKOMeHIauusmMmu EBpOIeinckoro
Kapauonoruyeckoro  obmecrBa (EOK). B cooTBeTcTBUM  C
MeXIOYHAapPOOHBIM JOKYMEHTOM, BbIAEISIOTCS KIaCcChl peKOMeHOalui
Y YPOBHM JI0KA3aTEJIbHOCTH.



ViMmianTupyemsbiii  Kapauoseprep-gedpudopuwiarop (UKO) -
9JIEKTPOHHBIV MMIUIAHTUPYEMbIi IpubOOp, IpegHa3HAYeHHbIN s
3JIeKTpoTepanuu (31eKTPOKAPAMOCTUMYJISILIMS UM pa3psifbl BbICOKOM
SHEPruu) YrpoXKawiiux >KU3HU apUTMMUII U T[pedoTBpalleHus
OCTaHOBKM CcepAlia.

Kapauopecunxponusupymwuiasa tepanusa (CRT) — merop jseueHus
XPOHMUYECKOM  CepHe4yHoil  HeJOCTaTOYHOCTM  [pU  HAIUUUU
HapylleHnit BHYTPUXKeTyIOUYKOBOTO TIpoBeAeHMs (dalile rpu 61okaje
JIeBOM HOXKM T1yyka [uMca), KOTOpbIM OCYILIECTBJISIETCS IIyTeM
PEeCUMHXPOHM3ALUM  CepHeYHbIX  COKpallleHMil  C  TIOMOIIbIO
TpeXKaMepHOro (6MBEHTPUKYJISIPHOTO) VIMIUIAaHTUPYEMOTO
3JIEKTPOKAPAUOCTUMY/IITOpa™ ¥, Takue cucTeMbl OOBIUHO BK/IIOUAIOT
[IpaBoOIpeCepaHbI  3JIeKTPOJ, IIPAaBOXKEIYOOUYKOBBIN 3JIEKTPOL, U
JIeBOXKEeTYLOUYKOBBIN 371eKTPOJ,. JJIEKTPOLbI MOTYT MMILIAHTUPOBATHCS
TPAHCBEHO3HbIM WM  XUPYPIMYECKMM  CIIOCOOOM, a  Takxke
I0CpPenCTBOM TOPAKOTOMMUMN.

XonTepoBckoe moHuTopupoBanue IKI' — meron ucciemoBaHus,
KOTOPBIN II03BOJISIET IIPOU3BOOUTH HEIPEPBIBHYIO PpPEerucTpaumnio
ovHamukyu cepana Ha JKI' ¢ moOmMoOIbI0 MOPTATUBHOTO YCTPOICTBA
(xonTepa), OTCIeXMBaTb WM3MeHeHMsT B paboTe cepalla #
KOHTPOIMPOBATh apTepuaJibHOE [aBJieHNe IlalMeHTa B TeueHue
IOJIUTEIbHOTIO Iepuoaa (CYTKY U 60j1ee) B YCJIOBUSIX €r0 aKTUBHOCTA.

PaguouacrorHass KarerepHas aoOmauusa (PYA) apurtmum -
MHTEPBEHLMOHHOE KaTeTepHOe BMeIlaTelbCTBO, C UCIOAb30BaHMEM
CrelyaabHbIX KaTeTEPOB, MYHKIIMOHHO BBEEHHbIX B ITOJIOCTb Cep/lla
yepe3 COCyAbl, M pPaAMO4YaCTOTHON SHEpPruu, HamnpaBJIeHHOe Ha
yCTpaHeHMe HapyluleHU CepaeyHoro purma (apuUTMun).



1. KpaTrkasa mHopmMmanus

1.1. OnpeneneHue 3a00/1eBaHMS UV COCTOSIHUS
(rpymnmnbl 3a00/IeBAHUI MJIV COCTOSTHMI)

KenynoukoBble HapymieHuss putMma (JKHP) unn XKenymouyxkoBasi
raxuaputmuss (OKTA) - o0o0meHHoe Ha3BaHME PaCCTPOIICTB
CepoeyHoro puTMa, IIPpM KOTOPBIX MCTOYHMK ISKTOIIMYECKOM
aKTUBHOCTYU MJIM KpPyra PUEeHTPU HAXOOUTCS HMKe ITydka ['vca, T. e. B
€ro BeTBsIX, ceTu IlypKuHbe Win B MUOKap/ie XKeaya04KOB.

HeycroitunBas xeaxymoukoBast Taxukapausa (HYXKT) — 3 u 6onee
komIiekca QRS, mpoaomkmuTeIbHOCThIO < 30 CeK.

YcroitumuBas JKeIyJO4YKOBast TaxXukapaus - XT,
MIPOAOIKUTENLHOCTBIO > 30 CeK.

MonomopduHas XT - KT 1npuM HaauMuum  OAMHAKOBOI
KoHpurypauum QRS-koMIII€eKCOB

IMomumopdHasa KT - HecTabuiabHas, MeHSOMIAsICS KOHGUTrypamus
QRS-komIIekcoB

dnekTpuueckuii mropm — 6ojee 3 snnuzonos JKT/DXK B Teuenue 24
YacoB

Tpeneranue >XeTygOUKOB — pPUTMMUYHBbIE, BbICOKOAMIUIUTYAHbIE,
VIIMPEHHbIE 3JIEKTPUUYECKME OTKJIOHEHMS >XeTyJgO04KOB C 4YacTOTOM
6osee 250 B MuH., BOIHbI T He ompemensiioTcsl.

OUOpM/IALMS  KeIYOOYKOB — XaoTuuecKasi 3jeKTpudeckas
aKTUBHOCTb B BuUJe IOJAMMOP(PHBIX OCUMIISLNUIA, TTOCTOSIHHO
M3MEHSIOIIMXCS 10 cBOeNn KOHpUrypaiuu, aMIUIUTYE,
IIPOIO/DKUTENBHOCTU M 4YaCTOTe, AMalla30H KOTOPOM COCTaBJISIET OT
300 n BpI1Ie B 1 MUH.

BHe3amHast cMepTh — HeIpeaBUIEeHHOe CMepTe/IbHOe COOBbITHE, He
CBsSI3aHHOE C TPaBMOJl M BO3HMKamIlee B TeyeHMe 1 4 ¢ MOMeEHTa
MOSIBJIEHUSI CMMIITOMOB Y TMPAaKTUYeCKM 340pPOBOro uenoBeka. Ecin
cMepTh IIpousoinia 6e3 cBuaeTeseit, 0 BHE3AITHO CMePTU rOBOPSIT B
TOM (JIyyae, eCiay TOTrMOIIMII HAXOOWICS B YIOBJIETBOPUTEIbHOM
COCTOSTHMM 3a 24 4 0 CMepPTMH.



BHe3amnHasi cepaeuHasi cmepTb (BCC) — TepMUH IIPpUMEHSIETCSI, eClIn
BHe3allHasi CMepTh BO3HMKIIA Y CyObeKTa C M3BECTHBIM MPU KU3HU
BPOKIEHHBIM WM IIPUOOPETEHHBIM IIOTEHIMAIbHO (aTaJbHbIM
3a00/1eBaHMEM Cepjla, WIM TAaTOJOTUSI CEePIeYHO-COCYIMUCTOM
CUCTeMbl OblIa BbISIBJIeHA HaA ayTONCUM M MOIJIAa ObITh IMPUUYMHOI
CMEepPTU, I eI OUeBUAHbIE IKCTPaKapaualbHble IPUUMHBI CMEPTU
[0 aHHBIM ayTOIICUMM HE BBISIBJIEHBI, ¥ HapylIeHUe PUTMA CIYKUT
Haboiee BepOSTHOM IMIPUUMHON CMEpPTH.

BHe3anmHast ocraHoBka cepaua (BOC) - HemnpenBumgeHHas
OCTAaHOBKAa KpOBOOOpallleHMsl, BO3HMKaWIIass B TeueHuMe 1 9 c
MOMEHTa IMOSIBJIEHUS OCTPBIX CMMIITOMOB, KOTOpasi ObljIa yCTpaHeHa C
IMOMOIIBI0 YCIEIIHBIX PeaHMMAallMOHHBIX MepPONpUSITUIA (Hampumep,
nebuOPUIISIINA) — «IIPegOTBPalleHHast OCTaHOBKA CepAlia».

VinyonaTruyeckast >KeJIya04KoBasi TAaXUapUTMMUS — COObITIE, KOTIa
KIMHNYEeCKOoe O00caemoBaHMe IMaliMeHTa He T03BOJWIO BbISIBUTH
3a00/1€eBaHMsI, MOTEHIMAJbHO AaCCOLMMUPOBAHHbBIE C >KETYIOUYKOBOIA
TaXuapuTMMei.

IlepBuunas npodunakTuka BCC — meponpusTus, HampaBJieHHbIe
Ha cHMKeHMe pucka BCC y nuil, MMeromux moBbiiieHHbIn puck BCC,
HO ©0e3 aHaMHe3a VyrpoXawIIMx KU3HU  apUTMUL WU
MIpeIoTBpaIlleHHO OCTAaHOBKM CepAlia.

Bropuunas nmpodmiaakTuka BCC — MeponpusTus, HalTpaBjaeHHbIe
Ha cHmkeHue pucka BCC y mui, MMewlX aHaMHe3 YrposKarolx
SKM3HU apUTMUI UK IIpeaoTBPallleHHOM OCTaHOBKY cepAalia.

Cunagpom bpyraga - HawlegCTBEeHHBIN CUHAPOM U3 TPYIIIbI
KaHajonatui, ¢ TUnuyHoim IKI-KapTMHOM M BBICOKMM PUCKOM
passutusg ®X u BCC.

KaTexomamuHepruyeckasi noaumMmopdHas JKeJIyo404YKOBast
Taxukapaua (KIDKT) - penkasg HacoieqCTBeHHasi KaHaJIOMATHS,
XapaKTepu3yolIasics aJijpeHeprmyecKu-mMHAYyLIupyeMoit

IBYHaMpaBjaeHHOoi 1 monumopdHoii XKT.

HepBHO-MbIlIeUHbIE 3a00/JeBaHMSI — TIpyIa HaUIeICTBEeHHbIX
3a060/ieBaHMIi, XapaKTePU3YIOIINXCS MPOrPeCcCUPYIONINM TePBUUHBIM
IOpakeHMeM HEPBHbIX BOJIOKOH (HeipoIaTum) WIU CKeJIeTHOM
MYCKYJIaTypbl (MMOIIATUM U MUoauCcTpodun). BoBieueHne cepaeuHoii
MBIIIIIbI ¥ IIPOBOJSIIUX ITyTeil BapuabelbHO, U HE KOPPEeIUpyeT C
BBIPa’)KEHHOCTBIO HEeBPOJIOTMYECKOI " MMUOIIATUYECKOM
CUMIITOMATUKMU.



HekKOMMaKTHBIA MMOKapA, - O0CO0bIi BUA KapAMOMMUOIIATUM,
KOTOPBIA XapaKTepu3yeTcsl BbIpaXKeHHOM TpabeKy/IsIpHOCTbIO U
[TyOOKMMM  MEeXTPaObeKy/IsIpHbIMM  YITTyOJIeHUsIMU  JIEBOTO /U
MPaBoOro JKeayJoyKa, a TakKkKe YacTO Co4yeTaeTrcsi C TOHKUM
KOMITaKTHBIM 3MMKapAMaJIbHBIM (JIOEM MMOKapaa. [IMarHos CTaBUTCS
Ha OCHOBaHMM 3xorpadpuueckux u/miam MPT-kpurepuen (mipu
COOOTHOIIEHUM TOJIIMHBI HEKOMIAKTHOTO CI0S K KOMITAKTHOMY > 2).
MHoTrMe malyeHTbl C HEeKOMITIaKTHbIM MuokapgoMm JIDK abcomoTHO
6ecCMMIITOMHbBI, HO BO3MOXHbI COYETaHMUSI CO BCEMM M3BECTHBIMMU
BUIAMM KapauoMMonaTuii, ¢ mporpeccueit mo XCH, Tpom60oamb6ommn,
aputmuu unn BCC B aHaMHe3e.

NutepBan QT - oTpaxkaeT 3NIEKTPUUECKYIO CUCTONY YKeIyIOUYKOB
(BpeMsi B MMJUIMCEKYH/IaX OT Hauaja koMmruiekca QRS mo KoHIia 3ybiia
T). Ero mnpomo/DKUTeNbHOCTh 3aBUCUT OT Iona (y skeHumuH QT
IJiMHHee), Bo3pacta (¢ BospactoM QT ymauHsSIeTcs) UM YacCTOThI
cepaeunbix cokpamieHuit (HCC) (oOpaTHO MHPOIOPIMOHAIBHO). s
00beKTUBHO o1leHKM uHTepBasia QT B HacTosiIlee BpeMsI IOIb3YIOTCST
koppurupoBaHHbiM (¢ ronpaBkoy Ha YCC) mHTepBasiom QT (QTc),
orpenensieMbiM 1o ¢opmynam Baszerra u ®penepuka. B Hopme QTc
cocraBiseT 340-450 mc mast keHIMH U 340-430 mMc A1 MY>KUMH.
[TaTonornyeckuM cumMTaeTcs: mpyu 3HaueHuu 6osee 500 mc.

Cunapom yaauHeHHoro uHtepsana QT (CYUQT) — camblit 4aCThIi
HaC/IeCTBEHHbIN CMHAPOM U3 TPYIIbl KaHanonaTui (yacrora 1:3000
— 1:2500 HacenmeHust), xapaKTepuU3yIOIIUIICS yIJIMHEeHEM MHTepBasa
QT ™ >KMU3HeYIrpoOXalIVMMMU >KeIYyLOUYKOBBIMM apUTMUSMHU, B
OCHOBHOM IIPOBOLIMPYEMbIMU afipeHEPTUUECKO aKTUBALIVEN.

Cunapom kKoporkoro wuHTepBasa QT (CKHQT) - penkas
HacC/IeICTBEHHHAs KaHaJoIaTus, XapaKTepus3yrollasacs YKOpoYeHMeM
MHTepBasaa QT " TOBBIIIEHHBIM PUCKOM pa3sBUTHUS
SKM3HEYIPOXKAIIIVX apUTMUIA.

1.2. OTHMo/IOrUsa M naToreHes 3ado1eBaumns Min
COCTOSTHUSA (TPYIIIBI 3200/1IeBaHUI UJIM COCTOSTHUIN)

OcHoBHbIMU MexaHM3MaMU JKTA SBISIOTCS:
- MeXaHM3M MOBTOPHOTO BXOZa BOJHbBI BO30YXIeHUsT (PUEHTPH);
- YCKOPEHHbBIVi HOPMaJIbHbI aBTOMAaTU3M,;

- aHOMAaJIbHbIN dBTOMATU3M;



- TPUITepHAasl aKTUMBHOCTb, MHAYLMPOBAHHAS PaHHeN WM MO3OHeN
TIOCTOEIosIpU3aLe.

@®opMupoBaHue YCIOBUIA 1711 BOSHUKHOBeHUST (DeHOMEeHa PUEHTPU B
MMUOKapZe >KelnyOgouykoB, B BuUAe 30H 3aMeIJIEHHOTO IIpOBedeHMSs
BO30YKII€HMSI, YUaCTKOB MBbIIIIIbI Cepilla C pa3sHbIMU IO BeIUUMHE
pedpakTepHBIMM MEPUOLAMM, OOBIYHO CBSI3aHO C ITATOJIOTUYECKUMMU
u3MeHeHUsIMM B Muokapgze. Ilostomy mapokcusmanbHass XT B
MO aB/ISIONIeM OOJIBIIMHCTBE CIyUYaeB OCIOXKHSET TeueHMe TSKebIX
3aboneBaHmii ceppaua, Takux Kak MBC, 0coGeHHO IIpy HaIUIUU
MOCTMH(MAPKTHBIX pPyOIOB M XPOHMUYECKON aHEBPU3MBI JIEBOTO
JKeyI0uKa, BOCHA/IUTE/IbHbIE 3a60/ieBaHMS MMOKapza,
KapAMOMMOIIaTUN (umaTtauMoHHas, runeprpoduueckas,
apUTMOTeHHas OUCIUIasus MMOKapha IIpaBOro >Xejymouyka u [p.),
MHQUAbTpaTUBHbIE 3a00/ieBaHMsI MMoKapaa. OcTaHOBKa cepplia, Kak
MexaHu3Mm BCC, B abGCOMIOTHOM OOJIBIIMHCTBE ciiyyaeB (6osee 80%)
BOo3HMKaeT B pesynbraTe OX mam JKT, cyliecTBeHHO pexe (MeHee
20%) — B pe3yabraTe acuctonauu [205].

1.3. dnuaeMuosorus 3a00/IeBaHUSI UJIN COCTOSTHUSE
(rpynmnbl 3a00/IeBaHU MJIV COCTOSTHUI)

BHe3amnHasi cepevyHasi CMepTh KaK HeoOpaTUMMbIi MCXOM, U pe3ylbTaT
BHEe3aITHOJ OCTaHOBKM cepAiia mocturaet 50% cpenyt Ipyrux MCXOI0B
y auil 35-50 jeT, mpeuMyIecTBEHHO MYKCKOTO I10jIa, OJHAKO B
rocjieHee BpeMsl HabG/MOaeTcsl TEHAEHIMS K YBeIMUYEeHUIO AOJU JINUI]
’KEHCKOT'O T10JIa, a Takke IOAPOCTKOBOTO M IOHOIIECKOTO BO3pacTa.
Puck BCC Bbillle y My)XUMH U YBEIMYMUBAETCS C BO3PACTOM B CBSI3U C
6onbieit pacripoctpaHeHHOCTbi0 MBC cpenyu moxkwmibix jatompeit [8].
Ynucno ciyuyaeBs BCC Bapoupyetcst ot 1,4 Ha 100 TbIC. 4elOBEKO-JIET
(95% ON — 0,95-1,98) y skeHuiuH u 10 6,68 Ha 100 ThIC. UeIOBEKO-JIET
(95% IN - 6,24-7,14) y my>kunH. Yncno caydyaeB BCC cpenyt Moogoro
nokosieHus1 cocrasiseT 0,46-3,7 Ha 100 TbIC. YenmoBeKko-1eT [9], uTO
TpaHcopmupyetcs B 1100-9000 cmepteit B EBpome m 800-6200
cmeprent B CIIA kaxzabin rog, [10].

HaHHble 0 pacrnpoctpaHeHHocT BCC B Poccuu orpaHMyeHbl, B TOM
unciae ocobeHHocTsiMu peructpauyu BCC B pa3HbIXx cTpaHax. [osst
BCC Bo Bcex BO3pacTHbIX I'pyIriax coctaBmiia 49,1% (15 420 us 31 428
BCKpbITUiIt, man 123,3 Ha 100 ThIC. HaceneHus B rox). [Ipu sTom
pacnpoctpaHeHHocTb BCC B Bo3pacTe oT 1 1o 45 net cocraBmuna 27,5%



(2790 u3 10 132 BckpwiTHii) [11]. OpHako Oonee OGAU3KUMU K
peasbHOCTM TIpeacTaBsiioTcs 3HaueHnuss 200—250 Thic. yeyloBeK B TOJ,
[12].

[TouTu B TOJIOBMHE C/IyyaeB OCTAHOBKA cepaua y jui, crtapiue 40 et
MpoOUCXOaUT 0e3 U3BECTHbIX 3abojeBaHMii  cepAlla, OIHAKO
OOBIIMHCTBO M3 HUX MPU 3TOM MMEIOT HeauarHoctupoBaHHyio MBC
[13]. CHmskeHMe 3a60neBaemocTy UBC u IpyrumMu BUAaMu cepheyuHoin
[aTOJIOTUM IMIPUBEJIO K YMEHbIIeHUI0 KonuuyecTBa ciayyaeB BCC rmoutn
Ha 40% [14]. ComtacHO HEKOTOpPbIM MCCAEeIOBAHMUIM, CYyLIeCTBYeT
re”HeTmyecKas rnpeapacriojio’)keHHOCTb K BHe3arHo cmeptu. O1nmcaHo
IIPOTHOCTUMYECKOe 3HaueHue CeMelHOro0 aHaMHe3a BHe3alHOoM
CMepTU — IIPU HATUYUU OOHOIO Caydasi BHE3aIlHON CMepTU B CeMbe
oTHOCUTeNnbHbIM puUcK (OP) BHe3amHoi cmeptu cocrasasger 1,89, a
IIpU ABYX CIy4asix BHe3arHol cmeptu B cembe OP Bo3pacraeT 1o 9,44
(p=0,01) [15, 16, 17]. B KOrOpTHOM TIIOABICCIEAOBAHUM B pamKax
@OpaMMHIeMCKOTO WUCCIeSOBAaHMS II0KAa3aHO, UYTO IIPU HaIUYUU
cemeiiHOTO aHamMHe3a BCC BepoOsSTHOCTb BHE3alHOW CMepTHU
Bo3pactraeT Ha 50% (OP - 1,46; 95% OU - 1,23-1,72) [17, 18].
OnucaHo, UTO CeMeHbII aHaMHe3 BHEe3aIlHOM CMepTU 3HAUYMTEe/bHO
yalle BCTpevaeTcsd y JIMI, peaHMMMPOBaHHbIX mocie X, uem B
KOHTponbHOM rpymme (OLI - 2,72; 95% 1IN - 1,84-4,03) [19].
CxomcTBO  pe3yinbTaTOB  3TUX  MCCAeSOBaHMI  yKa3blBaeT Ha
BO3MOXHOCTb TeHEeTUUYeCKOW IPenpacIioiO)KeHHOCTM K BHeE3aITHOM
CMepTH, KOTOpass MOXeT CYILIeCTBOBAaTh [MOake TIIPU OTCYTCTBUU
IMarHoCTMPOBAHHOIO HaC/IeACTBEHHOTO 3a00eBaHMsI. B CBsI3M ¢ 9TUM
HeoOXOOMMBbI  MCC/IeOBaHMs, HalleJleHHble Ha  OOHapyXeHMUe
MOJIEKY/ISIPHO-TEHETUUECKMX MapKepoB, CIIOCOOHBIX MpencKa3biBaTh
cryday BCC B 001111 mOITyJIsIii.

BIuTenbHOCTh IO OTHOIIEHUIO K 3jieKTpokapauorpadmueckum (IKT)
" sxokapauorpaduyeckKum TpU3HaKam HacCIeCTBEHHbIX
apUTMOTeHHbIX 3a00/1eBaHMI IBJISIeTCSI BaXKHOI YaCThbI0 KIMHUYECKO
MIPAKTUKM M TO3BOJISIET CBOEBPEMEHHO BBISIBUTh JIMIlA C BBICOKUM
puckom BCC. OmHako OO CuUX IIOp HET eOMHOr0 MHEHMSI O TOM,
OO/DKeH JIM TaKOM TIIATeNbHbI IIOAXOZ PaclpOCTPaHITLCS Ha
MacCCOBBIN CKpMHMHT HaceslieHns Ha Hanuune pucka BCC. B Utanuu u
SIinonun BBemeHbI cucteMbl DKI'-CKpMHMHATA B 1I€/ISX BBISIBIEHUS JIUII
C HacJaeACTBEHHbIMM apUTMOTE€HHbIMM 3a00/IeBaHMUSIMU, HE MMEIOIINX
Kakoii-nmmbo cumnromatuku [20, 21]. Kak B EBpone u CIIA, Tak u B
Poccuu o6si3aTeNlbHBIM SIBJISIETCSI CKPMHMHT CIIOPTCMEHOB Iiepef
COpPeBHOBaHMSIMM, COIJIaCHO  TpeboBaHMSIM  MeKIyHAapOLHOIO



OJIMMIIUICKOrO KoMuTeTa [22, 23, 24], XOT4 mocaefHee UcciefoBaHmue
B M3panie mmokasajio OTCyTCTBME M3MeHeHUM B yacTtoTe ciydyaeB BCC
y mpodeccroHanbHbIX CIIOPTCMEHOB I0C/Ie BBeleHUsI CKpyHMHTa [25].

CKpMHUHT OJIMKaMIIMX POACTBEHHMKOB K€PTB BHE3AITHON CMepTu
MO3BOJISIET  BBISIBUTH ~ JIMIIA B 30HEe  pUCKA, HA3HAUYUTH
COOTBETCTBYIOILlEE JIeUeHMe M TeM CaMbIM IIPeIoTBPaTUTh Apyrue
cJTyday BHe3armHOM CMepTH B 9TO CceMbe.

1.4. OcoO0eHHOCTY KOAVPOBaHMS 3a00/1eBaHUS WIN
COCTOSIHMS (TPYIITbI 3200/1IeBaHUI VIV COCTOSTHMIT)
1o Me>XayHapoaHOM CTaTUCTUYECKOM
Kiaaccudukanyum 6o1e3Hen U pooseM, CBI3aHHBIX
co 3poposbeM (MKb-10)

146. OcTaHOBKa cep/lia

146.0. OcTaHOBKa cepflla C yCIelIHbIM BOCCTAHOBJIEHMEM CepAeYHOM
IesTeJIbHOCTU

146.1. BHe3anHas cepaeyHasi CMepTh, TaK OMMCAaHHAs
[46.9. OctaHOBKa cepAlia HEYyTOUHEHHAas

[47. [TapoKkcu3Ma/ibHAs TaXUKapOAUS

147.0. Bo3BpaTHas Xelyg0o4uKoBasi apUTMUS

147.2. JKenynoukoBasi Taxukapaus

[47.9. Ilapokcu3masibHasl TaXUKapaAUs HEYyTOUHEHHas
149. [Ipyrue HapylleHUs CepAeYHOro puTMa

149.0. OuOpMIISILIVS U TperneTaHye KeTyo0uKOB

149.3. IIpesxxpeBpeMeHHas Aernoasapu3anus Keayg0uKkoB
149.4. [lpyras u HeyTOUYHEHHAs Jenoiasspu3anms

149.8. [Ipyrue yToUHeHHbIe HapyIIeHUs CepaeyHoro puTMa

149.9. HapyuieHune cepaeyHoOro purMa HeyTOUHEeHHOe

1.5. Knaccudurkanmus 3a601eBaHMUs UIM COCTOSIHMS
(rpynmnbl 3a00/IeBaHU MJIM COCTOSTHUI)



Kiaccudukanyst skeynoukoBbIX HApYIIeHMIT pUTMa cepAlla OCHOBaHa
Ha HEeCKOJIbKUX KJTIOUEBbIX MTOIOKEHUSIX.

Ilenecoobpa3Ho evldeneHue cnedyrwux 6ud08 KJAUHUUECKU 3HAUUMbIX
HEeIYOOUKO0B8bIX APUMMULI:

- KeJlygoukoBas sKcTpacuctoanust (KO — akryajnbHa Kiaaccupukaims
o B. Lown 1 M. Wolf, a Takke M. Ryan) [26, 27]

- HeyCToMmumBad xxeaynoukoBas Taxukapaus (HYXKT)
- ycroiumBas xenygoukoBas Taxukapaus (Y)KT):

- MoHOMOpdHast JKT

- monumopdHas KT

- IIOCTOSSHHO  peuuauBuUpylolas/Hekynupywomasacas XT u
UIeKTPUYECKUI IITOPM

- ubpUIIAILINS / TpereTanne xexynoukoB (OXK/TXK)

ITo a3muonozuu: OTCYTCTBYME WJIM HaJU4YMe OCHOBHOTO CTPYKTYPHOTIO
3a60/IeBaHMS cepIia.

e VnuomaTuueckue >KeNygOYKOBble apPUTMUU TIPU  OTCYTCTBUU
CTPYKTYpPHOTO 3a00jieBaHMsI cepAiia («100poKaueCcTBeHHbIEY).

e JKenymoukOBble apUTMUMU TIPU OTCYTCTBUU SIBHOTO CTPYKTYPHOTO
3aboeBaHMs cepalia MPY HATIMYMM BPOKIEHHBIX CMHAPOMOB WU
T. H. KQHAJIOMATUM — «3JI0KaYeCTBEHHbIE»: CUHIPOM YIJIMHEHHOTO
uarepBasia QT, cuHapom bpyraga, KaTexoJlaMMH3aBUCUMas
noauMop@Hast >KelymouKoBasi TaxMKapAusi, CUHAPOM KOPOTKOIO
uHTepBana QT, CMHAPOM paHHel peroisipu3alun Kejlyg0uKoB.

e JKenymoukoBble apUTMUU TIPU OTCYTCTBUU SIBHOTO CTPYKTYPHOTO
3a00eBaHMs cepAlia IMpM HAIMYMMU OOpaTHMMBIX METa0O0JIMUeCcKuUX
WIU JIEKapCTBEHHBIX IIPUYMH (HAIIpUMep, BTOPUYHBINA CUHIPOM
yoJiHeHHOTro uHTepBaia QT).

e JKenymoukoBble — apuUTMMM  IIPU  HAJAUYUU  CTPYKTYPHOTO
3a00y1eBaHMS Cep/Iia.

Bonbiioe 3HaueHMe IS KIMHUYECKON IIPAaKTUKM MMEeT PUCK-
crpatuduKkanys (Taom. 1).

Tabnuia 1. Knaccuduraims >KelymoukoBbiX apuTmuii J.T. Bigger
(1984)



Kputepun JobpokayecTBeHHble [MoTeHumanbHO 3nokayecTtBeHHble XXTA
cTpaTMdurKaumm pucka XKTA 3/10Ka4YeCTBEHHbIe
XKTA
Puck BCC Huskum CpenHunii Bbicokuit
KnuHuka Cepauebuerune CepauebueHve Cepauebuenve n
CMHKOManbHble
COCTOSHUSA
OpraHunyeckoe HeTt EcTtb EcTtb
nopaxeHue cepaua
XenynoukoBas Peakasa wnu cpegHas CpegHsas nnm CpenHsaa wan yacras
3KCTPacucTonus yacras
MapHasa X3 unn XT O6bI4HO HeT HeycTonuumsas Yctonumsasa XT
KT
Llenb neyeHuns YMeHblleHne YMeHblueHne CHmxeHue
CUMMTOMOB CUMMNTOMOB, netanbHOCTH,
CHUXeHMne nogasneHve aputMuu,
neTanbHOCTU yMeHbLUeHne

cnMnToMoB

1.6. Knuanyeckass KapTuHa 3a00J/IeBaHMs UIN
COCTOSIHUS (TPYIIIbI 3a00/IeBaHUI MJIM COCTOSTHMIT)

KiyHuyeckue IPOSIBIEHUS JKeTYIOYKOBBIX TaxMapUTMMUII MOLYT
CYLIECTBEHHO Pa3jauM4aThCsl — OT aOCOMIOTHOVM 06eCcCMMIITOMHOCTM 0
cepaLeouennsi, muckoM@opTa B TPyAu, 3arpyayHHON O0IM, YIOyIIbS,
TOJIOBOKPY)KEHMUSI, IPECUMHKOIAJIbHBIX M CUHKOIIQJIbHBIX COCTOSIHUIA,
TIOJIHOM OCTAaHOBKM KpOBOOOpameHusl. YuallleHHOe cepaleoOuneHune,
MpegoOMOpPOUYHOE COCTOSIHME M OOMOPOKM — TpU Hambojee BasKHBIX
CMMIITOMAa, KOTOpble TpeOyIOT TIIATeJbHOTO cOOpa aHaMHe3a U

IOIIOTHUTENILHOI0 06cienoBaums 0 uckiaoueHns JKTA.




2. IuarHocTuka

Kpurepuu ycTaHOBKMU AyarHosa:

JuarHocTuueckoe  obciegoBaHue  NIpM  MONO3PEeHMM  Ha
KeTyIO0YKOBbIe HApPYIIeHNsI pUTMa BK/IIOUaeT CIeAVIOIIe STallbl:

- TIIaTeJbHOE M3yuyeHMe Kajob, wucropuu 3aboneBaHUSI U
CeMeliHOro aHamMmHe3a;

- OCMOTp 1N d)I/IBI/IKa.T[bHOQ O6CH€,ILOB&HI/I€;

- 1abopaTOpHO-MHCTPYMEHTaIbHble METObI UCCIeOBaHMSI: Gosiee
IPOCThle HA IEepPBOM STale U CJIOXKHbIe — Ha BTOPOM JTare
o6cieqoBaHMs (10 ITOKA3aHUSIM);

- [aTOJOTOAHATOMMYECKOe MUCCIelOBaHMEe U  MOJEKYJISPHBIN
aHa/I13 XXepTB BHE3aITHOV CepieuHoit CMepTH;

- FeHeTn4YeCKOe TeCTUPOBAHNE;

- BU3YaJIU3UPYIOIIVE MEeTOIVKUA " MOP(hOIOrYecKme
UCC/IeIOBAHMS.

2.1. JKay1o0bI 1 aHaAaMHe3

e PexkoMmeHnyeTcss mpu orpoce mnauyeHTa ¢ JKO OLeHUTh TSIKeCTb
KIMHUYeCKUX nposBiaennii Ko [26, 27].

EOK IC (YVP C, VI 5).

Kommenmapuii. Xapakmep KauHuueckoil cumnmomamuku X3, a
makxce ee 3HaueHue 0751 NPOZHO3a 300pP06bs U MU3HU NAYUeHmos
3asucsam om (opm nposieNeHuUs camoll IKCMpacucmoauu, Ho 6 euje
Oonbuleli cmeneHu — OmM OCHOB8HO020 3a00J1e8aAHUSl, KAK NPUUUHbL ee
803HUKHOBeHUSl. Pedkas oduHounas K3 y Juu, He umewujux
NPU3HAK08 0pP2AHUYECKOL namosiozuu co CMOPOHbL cepoya, Moxcem
npomekams 6€CCUMNMOMHO UIU MAI0CUMNIMOMHO, NPOSIBASACH JIUULD
owlyujeHueM nepeboesd CO CMOpPOHbl  cepoyd, hepuoouuecKu
becnokoswux nayueHmos. Yacmas 3kcmpacucmonusi ¢ nepuooamu
OuzeMUuHUU, 0COOEHHO Y NAYUEHMO8 CO CHUMCEHHBbIMU NOKA3AMensmu



cokpamumenwvHoti ¢pyuxkyuu cepoya (MBC, kapouomuonamuu, opyzue
Gopmbl  nopaxceHuss muoxkapda), Nomumo nepedoes, Moxcem
npusodums K CHUMCEHUIO apmepuaibHoz0 0aeeHusl, Nnosi8ieHuUn
uyscmea cnabocmu, 2071080KPYHEHUIO, NOSIBJIEHUI U HAPACMAHUI0
00bIUKU.

[Ipu ompoce mainueHTa CO CTPYKTYpPHbIM 3abojieBaHMEM CepAla,
JIMeIolero BbICOKUI1 PUCK  KeIyA0YKOBBIX apUTMUIL,
PEKOMEHIyeTCsl lieJieHalpaBAeHHO BBISICHSITb HajlMumMe Kaioo,
KOTOpbIE MOTEeHIMAaTbHO MOTYT OBIThH 00YyC/IOBIEHBI
IMapOKCM3MalbHbIMMU XKeTyLO0UYKOBbIMU apPUTMUSIMU [26, 27].

EOK IC (YYP C, Y[, 5).

Kommenmapuii. Tsaxecms KAUHUUECKUX NpOsie/IeHUll 3asucum om
uacmomesl cepoeuHblx COKpAuleHUuli 80 8pemMs NAapoKCcuamd, HAJAU4us
wiu  omcymcmeuss CMpyKmypHoz20  3abonesaHus  cepoya U
conymcmayrouietl namosnozuu (Hanpumep, amepockiepo3
bpaxuoueganvhvix apmeputi).

JKeymouKoOBbIe HApyIIeHUSI pUTMa PeKOMEeHIyeTCsl pacCMaTpuUBaTh
B KaueCTBe OAHOJ M3 BEpPOSITHBIX MPUYMH CUHKOMNAIbHBIX
COCTOSIHMII y TIAlIMeHTOB CO CTPYKTYPHBIM 3a00jieBaHMEM cepilia,
0COOEeHHO Y IalleHTOB, IIepeHecIInX OCTPhIi MHDAPKT MUOKApAA,
CO CHIDKEHHOI ¢pakiiyeii BbIOpoca JIeBOoro skeaymaouka [26, 27].

EOK IC (YYP C, Y[, 5).

[Ipu ompoce manyeHTa pekomMeHayeTtcsi paccMmatpuBatb CYUQT u
KaTexojJlaMMHepruueckylo noimuMmopduyio JXT B KaudecTBe
BO3MOXHbBIX TIPUYMH KapAMOTE€HHBIX CUHKOMAJIbHBIX COCTOSIHUIA,
BO3HMKAIOIIMX Ha BbICOTe (U3NUYECKOI WIM SMOLMOHATIbHOM
Harpy3ku, OCOOEHHO Y MOJIOAbIX MAallieHTOB, He MMelInX
CTPYKTYpHOTO 3aboseBaHMsI cepaiia. [26, 27, 453, 450].

EOK I B (YYP C, VI 5).

Kommenmapuii. Ilpu c6ope aHamue3a nayueHmos ¢ CYHUQT
pekomeHoyemcss — yoensimb — makie — 8HUMAHUE  NPUHUMAEMbIM
nauueHmom JieKapCmeeHHsIM npenapamam, NOoCKOIbKY YONuHeHue
unmepsana QT mozym 6vl3vi8amb MHO2UE Hekapouosozuueckue
JlekapcmeeHHvle cpedcmea (NOCMOSIHHO 0OHO8/ISleMblli  hepeyeHb
npedcmasneu Ha catime https://crediblemeds.org/


https://crediblemeds.org/

(https://crediblemeds.org/); makxe akmyanvHass uHgopmayusi o
no6ouHbIX I phekmax medukameHmMo3HbIX hpenapamos npedcmasjieHda
Ha caiime https://www.drugs.com/ (https://www.drugs.com))).

e V MauMeHTOB, y KOTOPBIX Mpepnonaraetrca win umeetcs JKTA,
pekoMeH/IOBaH COOp ceMeifHOro aHaMHe3a, HalleJIeHHbIi Ha
BBISIBJIEHME (JIydaeB BHE3aIllHbIX M HEOOBSICHMMBIX CMepTeit
(HampuMep, YTOIUIeHME) cpeny poacTBeHHMKOB I[-II cremeHein
POICTBA B MOJIOLOM BO3pacTe C 1eJbl0 OLIeHKM BepPOSITHOCTU
reHeTUYeCKM JIeTePMUHMPOBAHHBIX >KEIyAOUYKOBBIX HapylIeHu
puTMma cepaua [26, 27].

EOK IC (YYP C, Y[, 5).

2.2. ®usuKajbHOe 00cjIenoBaHue

e Bcem o6OcremyeMbIM ITalleHTaM PEKOMEHAYETCSI IIPOBOAMUTH
Clenyiollye CTaHOApTHbIe W3MEpeHMs, B COOTBETCTBUM C
IeCTBYIOIMMM PEKOMEHIALIVSIMMA:

- dHTpOIIOMETpMnYeCKMe I10Ka3aTelaIn (pOCT, BeC, MHOEKC MaCChbI
TeJa, OKPY>KHOCTb Ta.TII/II/I);

- TEPMOMETPHS U OLIeHKA COCTOSIHMS KOSKHBIX ITIOKPOBOB;
- OIleHKa Ha/IMUMSI OTEKOB ¥ UX PacIIpOCTPAaHEHHOCTH;
- ompejiesieHNe YPOBHS CUCTOJIMYECKOTO U AuacTonmueckoro AJl;

- TaJbIlalMs MyJabca Ha nepudepmuueckux apTepusx € OIeHKOI
YaCTOThI U PETrYISIPHOCTU PUTMA;

- OIIleHKa H8.6YX8.HI/I$I n IyjabCall IIeM{HbIX BEH, YTO MOXeT
CBUAETeJIbCTBOBATDb O HAJINMYNMIM BEHO3HOT'O 3aCTOI,

- ayCKyJIbTallMsl CepAliia, COHHbIX, TOYEUHbBIX 1 OeIpeHHbIX apTepuit
ILJISI BBISIBJIEHMSI ITATOJIOTMYECKMX IITYMOB;

- najbHanus LMTOBUIHON >Kele3bl: pa3mepbl, 00I€3HEHHOCTD,
TIOJBVKHOCTD [26, 28].

EOK IC (YVP C, VA 5).
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Kommenmapuii. B OJononHeHue K OCHOBHbIM  NOKA3AMENIM
peKoMeHO08aHO OyeHUB8ams cneyuguueckue u3MeHeHUsl C UYesbio
UCKIIOUeHUs1 00pamuMsIX NPUduH, KOmopsle NOMeHYUAIbHO MO2ym
OblMb  ACCOUUUPOBAHBL C  HENYOOUKOBBIMU HAPYUWIEHUSMU pPUmMMA.
BaxcHbiM — A8719€MCA CKPUHUHZ — KOXCHBIX  NpOsiéNeHUll  peoKux
CUCMEMHbIX ~ B80CNANIUMETIbHBIX  (CKNepodepmus,  capkoudo3) U
uHpexyuoHHwlx 3abonesaruti (bone3vv Yazaca, 6oppenuo3 u dp.) [29,
30, 31, 32].

e BrisgB/ieHMe MPMU3HAKOB TeMOAMHAMMUYECKON HeCTaOMIbHOCTU
(CHIDKEeHMSI apTepuajibHOTO [JaBJIeHUs)) PpPEKOMEeHIOBAaHO IIpu
dbusukaIbHOM 00CaeOBaHMM MALMEHTOB C IapOKCU3MaJbHbIMU
HapylLIeHUsIMU pUTMa ceprua [33, 34].

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

Kommenmapuii. IIpu nodasnsowem O00nbUIUHCMBE HeTYy00UKOBbIX
HapywieHuli pumma cepdua hnpu @QusuxkanibHom 006cnedosaHull
nayueHmos8  8He  NApPOKCU3Ma  Kaxkue-iubo  U3MEHEHUSl  He
ommeuarnmcsl. Breouepedtbie cepoeuHule COKpauleHus
(dxkcmpacucmosnsl) mMozym 0Obimb OmmeueHsl npu hodcuéme nyJvcd,
U3MepeHUU apmepuaibHo20 0asjeHus uau dayckyasmauuu cepoua
nauueHma. B pedkux cnyuasx npu o00cnedogsaHuu nayueHmos c
8poxc0éHHbiM CYHUQT unu AKIDK 803M0M#HO 0OHapyx#ceHue aHoOManuli
0p2amMo8 YYy8CM8 (BPOMOEHHAsT 2yxomd) U KOCMHO-CYCMAsHou
cucmembl.

2.3. JIabopaTopHbIe AMarHOCTUUYECKMe MCCIeI0BaHus

B  pamkax  oOciemoBaHMSI  11e/1IeCOOOpasHO  IpoOBelieHMe
CTaHIApPTHOTO  JIaODOpPAaTOPHOTO  MMHMMYMa,  BKJIIOUAIOIIEro
OOIIEKIMHMYECKUIA WM OMOXMMMYECKMIA aHaaM3 KpPOBU IS
ompeneeHMs YPOBHSI OOIIEro cepaevyHO-COCYAMCTOIO pucka, C
KOHTpOJeM  OOIOJHUTENbHBIX  IlapaMeTpPoOB,  IT03BOJISIIOIINUX
TIOATBEPAUTh WM MCKIIOUUTD IPEXOIsIiue KOpPPUTUpPyeMbIe
HapylIeHusI, TOTEHIMAJbHO 3HAUMMble [IJiT BO3HMKHOBEHMS
>KeTyIOYKOBbIX HapyIlIeHUii puTMa cepalia.

e PekomeHmyeTcsl  IpoBemeHyue  o0miero  (KIMHUYECKOTO) U
OMOXMMMYECKOTO aHaaM3a KpOBM B paMKax II€PBUYHOTO
obcienoBaHMsl U B Mpoljecce IMHAMMUYECKOTO HaOIoAeHs Y Bcex
MaIMEeHTOB C KeTYAOUKOBBIMU TaxXMapUTMUSIMU IJISI UCKTIOUEHUS
COMYTCTBYIOIIMX 3a00meBanmit [594, 596].



EOK ner (YYP C, VI 5).

e PexoMmeHayeTcCs IpOBeAeHMEe MCCAeIOBaHMe YPOBHS KpeaTuMHMHA,
HaTpus, Kajaus, IJIIOKO3bI, obmiero 6enka, C-peakTMBHOIO 6ejKa,
aKTUBHOCTU acrapraTaMyHOTpaHcdepasbl "
ajaHMHaAMMHOTpaHcdepasbl, 00O0IIero OuIMpyoMHA, MOUYEBOI
KUCJIIOTBI B KpPOBM Yy BCeX IALMEHTOB C JKeJIyJOYKOBBIMU
TaXUAPUTMUSIMM B paMKaxX II€PBMUYHOIO OOC/IeNoBaHMS U B
Ipoliecce  AMHAMMUYECKOTO HAOMIOmeHMsI [JISI  MCKITIOUEeHUS
COMYTCTBYIOIIMX 3ab60eBanmii [597-604].

EOK met (VVYP C, VI 5).

e Bo Bcex ayuasix y mnauueHToB ¢ JKTA pekomMeHIOBaHO
obciemoBaHMe Ha MOATBEPXKAeHMEe UM MUCKIIoUeH e MPexoasimX
(moguduipyeMbix) (GakTOpOB, 3HAUMMBIX IJi BO3HUKHOBEHUS
JKeIyIOYKOBBIX ~ apUTMUI  (IpUeM  CepOeyHbIX [VIMKO3UIOB,
aHTMAPUTMMUYECKMX TIIperapaToB, YPOBEeHb KaJausg U MarHusi B
CbIBOPOTKE KpOBM, IPU3HAKM OCTpOro MuH@apkTa MuUoKapza,
rurnepTupeos u ap.) [26, 27, 605, 606, 607].

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

e [laumeHTaM CO 3HAUMMbIM yajauHeHuem uHTepBasia QT Ha IOKI
pEeKOMEHJOBAaHO  TIIpOBeleHMe  KOMIUIeKCa  aHajJiM30B  [JIs
BBISIBJIEHMSI TIPEXOISAIIMX TMPUUYMH (HAmpuMmep, TUIOTHUPeEO3a,
TUIIOKAJIeMUMN, rnpuemMa JIeKapCTBEHHBIX rperapaTos,
MeTaboaIMIYeCcKMX HapYLUIeHUH, IPMMeHeHIsI pa3HOOOpa3HbIX OMET
u ap.) [26, 27, 605, 606, 607].

EOK IC (YYP C, Y1, 5).

e [lanmenTam, y Kotropbix Ha OKI' peructpupyercs bpyraga-mnarrepH,
PeKOMEeHIOBAaHO  [poOBeJeHMe  KOMIUIeKCa  aHaAu30B I
BBbISIBJIEHMSI  TPeXOofsiivX  OpuUuYMH  (HAIllpuMep,  OCTPOTO
KOPOHApPHOI'O CHMHAPOMa, TPOMOOIMOONNUM JIETOYHOIM apTepuu,
repukapauTta u ap).[26, 27].

EOK IC (YVP C, VI 5).

2.4. UHCTpyMeHTa/IbHbIE AVarHOCTUYeCKue
VICC/IeOBaAHUSI



CKpUMHMHT IalyieHToB C npeaojiaraeMbIMM 178071
JokasaHHbIMM JKTA

CranpmaptHas JKI' B 12-Tu OTBedeHUSIX MOXXET CIIOCOOCTBOBATh
BbISIBJIEHUIO IIPU3HAKOB HaC1eCTBEHHBIX 3a60/1eBaHMIA,
cBsg3aHHbIX ¢ JKA m BCC, Takmx Kak KaHaJOMaTuu (CUHIPOM
yonuHeHHoro uHrepsana QT u cuHapomM KopoTKoro nHrepsaia QT,
cuaapom bpyraga, KIDKT) u kapauomuonatum (AKIDK u T'KMII).
Ha cTpykTypHyi0 mnaTojloruio ceppaua ykasbiBalT Takue OIKI'-
Tpu3HaKM, Kak Oyiokaja mydyka ['vca, aTpMoBeHTpUKysipHas (AB)
61o0Kkaga, runeptpodus xemymouka u 3yber Q, xapaKTepHbBIN s
MieMmuueckoii  O6omesHM  cepala  MaM  MHQUIBTPATUBHOM
KapAMOMMOIIaTUM. ODIEKTPOAUTHbIE HapyuieHus U 3P@eKTbl
Pa3/IMYHBIX JIEKapPCTBEHHBIX TIIpernapaTtoB MOTYT IIPUBECTU K
HapyLIEeHMIO pernoisipusauum u/uim yaanHeHuo kommiekca QRS.

N3 MHCTPYMEHTA/JIbHBIX METOOOB [OMAarHOCTUKM 4Yallle BCero
MCIIONB3YIOT 3XOKapauorpaduio, KOTopas — IO CpPaBHEHMIO C
MarHMTHO-pe3oHaHcHO Tomorpadueir (MPT) M KommbiOTepHOI
tomorpacdueit (KT) cepaoua — SIB/ISIETCSI MeHee IOPOroCTOSILEN,
O0ojee  IOCTYIIHOW ¥ TIO3BOJISIET C  BBICOKO  TOUYHOCTBHIO
IMarHoCTUpPOBaTh 3ab0jeBaHMsI MMOKapAa, KialaHOoB cepilia Uian
BPOXIEeHHbIe ITOpPOoKu cepaua, cea3aHHble ¢ JKA u BCC [40]. Kpome
TOro, y OOJBIIMHCTBA IIALIMEHTOB OHAa TII03BOJISIET OIEeHUTD
cuctonuueckyo ¢yHkumio JDK U perMoHasbHOe [OBMKEHME
CepIeyHoi CTEHKN.

BoironHenne OKI' (pacmmdpoBKka, OmucaHue M MHTepIIpeTalys
ajieKTpokapauorpaduuecknx MAaHHbIX) B 12-TM  OTBedeHUSX
PEeKOMEHIIOBAaHO  BCeM  IMallMeHTaM  Ipu  IIPOXOKIEHUM
o0cemoBaHMsI Ha IIpPeaMeT BbISIBJIEHMS SKeTyTOYKOBBIX apUTMMUii
OKA) [26].

EOK IA (YVYP A, VI 1).

[Ipo6a ¢ mo3MpoBaHHONM (DU3MUECKOI HArpy3Koil peKoMeHAoBaHa
nmaiyeHTaM, €CAM  M3BECTHO WM  IIpearojaraetrcsi, 4ToO
KeJIyIOUKOBbIEe apUTMUM MTPOBOILMPYIOTCS GU3MUeCcKoit Harpy3Koii,
IO YCTAHOBKM [MarHosa, OIpeaeNeHusi IIPOrHO3a OLIeHKMU
pe3y/ibTaTOB MeOMKaMeHTO3HOW Tepamuu wiu abmamuu. [26, 27,
44].

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



e Oxoxkapauorpadus gasa oueHkM GyHkuuu JDK u IDK u BbisiBlIeHUS
CTPYKTYPHOI MaTOJIOTMU CepAlia peKOMeHIOBaHa BCeM MalyeHTaM
C IpedmnojiaraeMbIMM WM OOKasaHHbIMM JKTA MM umewlmyum
BBICOKMI pUCK pa3BuTus Tsorenbix KA mnu BCC [27, 41, 43].

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

Kommenmapuii. 3Sxokapduozpaguio cnedyem 8biNOJHAMb BCEM
nauueHmam npu Hanuuuu KA u nodo3peHuu HA CMPYKMYpPHYHO
namoJio2uto cepouda, a MmMakxie y NAayueHmos ¢ 6bICOKUM PUCKOM
pazgumusi KA uau BCC, Hanpumep, npu oOunamayuoHHol,
eunepmpodguueckoli unu npasoxcesy0oukosoli Kapouomuonamuu, a
make y nayueHmos, nepexcusuiux oCmpulii uHgpapkm muokapda, uiu
y POOCMBEHHUKO08 NayueHmos ¢ HaciedcmeeHHbIMU 3a001e8aHUIMU C
gvicokum puckom BCC.

e HarpysouHbiii CTpecc-TecT (anexTpokapauorpadus/
sxokapauorpadus/nepdpysMoHHas OgHO(MOTOHHAS SMMCCUOHHAS
KOMIIbIOTepHass  ToMorpadus ¢  QU3UUeCcKoii  HarpysKoii)
peKoMeHI0BaH IamueHTam ¢ KA, MMewIuM CpegHI0 WIn
BBICOKYI0 BeposiTHOCTh BC, m1cxoast 3 Bo3pacTa Wi CMMIITOMOB,
C LeIbl0 MOPOBOKAMM  MIIEMUYECKUX  M3MEHEHUIl  WiIn
JKeJIyAOYKOBBIX apUTMMI, a TakKe [Jii YTOYHEHMS [OuarHosa u
nporHo3a Inipu Hamuuuyu JKTA, MHIOYLUMPOBAHHBIX (U3MUeCKO
Harpy3Koi, WaM TOAO3PeHMM Ha OAHHYIO IIaTOJOTUI0, BKIIIOYAs
KaTexojaMuHepruyeckyio noaumopdnyio XT [41, 43, 44, 45].

EOK IB (YVP C, VI 5).

Kommenmapuii. Hexomopuim nayueHmam noxkasaHa
axokapouozpagus ¢ J1eKapcmeeHHoU uau Guauueckoli Hazpyskoti
(«cmpec-5X0»), 6 mom uucie nayueHmam, y komopwoix KA moxcem
ObIMb CNPOBOUUPOBAHA ULEMUET, a MaKxice mem, Kmo He nepeHocum
(u3uueckue Hazpy3ku unu umeem usmeHeHuss IKI' 8 nokoe, umo
ozparuuusaem mourHocmo IKI 0515 onpedeneHus uwiemuul.

e BrimonHenne MPT uiu KT cepana y nauMeHTOB C Xeayg0uKOBbIMU
apUTMMSIMIM pPEeKOMEeHA0BAaHO B Claydyasx, KOrjma sxokapauorpadus
He nmaeT To4yHO! MHMopmauuu o ¢yHkuuu JDK n IDK u/unm o
CTPYKTYPHBIX U3SMEHEHUSX cepaua. [26, 27].

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

e [Ipu pegkux cumMrToMmax (K puMepy, CMHKOIAJIbHbIe COCTOSIHUS) U
HEeBO3MOXXHOCTM  peructpauuu IKI' Bo BpemMsi  smm304a



XOJITePOBCKUM MOHUTOPUPOBAHVEM pPEeKOMeHJ0BaHO
VICII0/Ib30BaHMe HapY>KHOI'O VIIN VIMILJIAHTUPYEMOT'O
KapAMOMOHMTODA ILISL IOJITOBPEeMEeHHO perucrpauuu
VIEKTPUUECKO aKTMBHOCTYM IIPOBOLSNIEH CUCTEeMBbl cephla C
LIeJIbI0  BBISIBJIEHMSI  BO3MOXXHBIX  TPAaH3UTOPHBIX  apUTMUMN,
CIIOCOOHBIX BbI3bIBATh TaKME CUMIITOMBI [36, 37].

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

Kommenmapuii. KapouomoHumopsl umniaHmupyemole, Komopole
NOCMOSIHHO MOHUMOPUPYOM CepoeuHblli pumm u pezucmpupyrom
cobbimusi 3a nepuod 8pemMeHu, usmepsieMulli 200amu, Mozym
ocyuwecmensimes 3anucs agmomamuuecku 6 coomeemcmeuu ¢ 3apaHee
YCMAaHoeeHHbIMU Kpumepusimu. Taxkue ycmpoticmea 0arm UeHHYH
uHgpopmauyuro 01 OUAZHOCMUKU Cepbe3HblX maxuapummuil u
Opaduapummuti 'y NAUUEHMO08 C Y2poXarnwumu cumnmomamu
(Hanpumep, CUHKONAJIbHblE COCMOSIHUSL).

Curnan-ycpegHeHHast OKI' pekoMeHIOBaHa [Jjis  YIy4dlleHUS
muarHoctuku AKMII TDK y manyueHTOB € AMAarHOCTUPOBAHHBIMU
JKeJTyJOYKOBBIMY HapyIIEHUSIMU PUTMa MU UMEIOLIUX BbICOKU
PUCK Pa3sBUTHUS KU3ZHEYIPOXKAIOIIMX KeTyIOYKOBBIX apUTMUit [38,
39].

EOK IB (YVP B, VI 2).

Kommenmapuii. C nomouwpio cuznan-ycpedHeuuoti IKI' (CY-2KI)
ydaemcs yayuyuums COOMHOWEHUE CUZHAN-WYM Ol NOBEPXHOCIMHOL
IKI' maxkum 00pasom, umo cmaHossimcs 8udHsl HU3KOAMNJIUMYOHbLE
CUZHAJIbL (MUKPOBOSIbMAXMC) 8 KOHUYe Komniaekca QRS, komopwvlie maxaice
Ha3vl8arwm «no30HUMuU nomeHuyuaramu». Ilo3dHue nomeHUUaIbI
yKaswléawom Ha 001acmu U3MEHEeHH020 Muokapdda ¢ 3amedsleHHbIM
npogedeHuem — B803MOMcHbulli cyocmpam dnsa JKTA no mexavusmy
pueHmpu. Hcnons3osarue CY-O3KI'  nonesHo C uesnblo
JugppeperuuansvHoli duazHocmuxku CmpykKmypHbsix namoJiozuti cepoua,
maxkux kak AKIDK, y nayuenmos c JKA.

MPT cepoua win KT ciemyer paccMaTpuBaTh B KaudecTBe
IVMarHoCTM4YeCcKoro MeToma y mnauueHToB ¢ JKA, ecin
axoKapauorpadusi He MO3BOJISIET TOUHO OLEeHUTh PyHKuMI0 JDK 1
IDK vi/vnyt CTpyKTypHbIE M3MeHeHus [26, 27].

EOK IIA B (YVYP C, VA1 5).



Kommenmapuii. Tounoe onpedenerue ®BJDK 803MOM#HO makxice ¢
nomowplo  8eHmpukxynozpaguu  cepdya - uau - KOMNbHMEPHO-
momozpaguueckoli 8eHmpukyaozpaguu, umo 0COOEHHO UEHHO O
nayueHmos, y Komopulx 3mom nokasamesb He yoaemcsi onpedeaumao
80 8pems Ixokapouozpaguu.

HNuBa3uBHbIE METOABI JUATHOCTUKU

KopoHapHyio aHruorpaduio peKOMeHAyeTCs PacCMOTpPeTb IJis
TOATBEePXKAEHUS WIM WUCK/IIOUYEHUS HaIuuus TeMOLMHaMMU4YeCKU
3HAUMMBbIX CTEHO30B KOPOHApHBLIX apTepuit y TIalUeHTOB C
)xusHeyrpoxawmyumu JKA ninm nepexxkusiimnx BCC, KoTopble MMeIOT
CpeSHIO MU BBICOKYIO BeposaTHOCTb MBC, yuuTbiBasi BO3pacT u
CUMIITOMBI [26, 27, 43, 45, 46].

EOKIIA C (YVYP C, VI 1, 5).

PeHTreHOKOHTpAacTHAasI  BeHTpuUKyaorpapms u/mim  GuomCus
MMOKapaa MpaBoro >KeJdygouka peKOMeHAyeTCs O OUMAarHOCTUKU
AKIDK u MmokapauTa B ciaydae, eClyM OMarHo3 He MOKeT ObIThb
IOCTaBJIeH WMIM MCK/IIOUYEH HA OCHOBAHUM pPe3YyJbTAaTOB IPYTrUX
HEeMHBA3MBHBIX MCCIENOBAHUII U COXPAHSIIOTCS IIOA03pPEeHMSI Ha
Hanmmuye AKIDK uayu myuokapoura [27, 46].

EOK IIA C (VVYP C, VI 1, 5).

BuyTpucepaeuroe 31eKTpohu3M0a0rnueckoe
MUCC/IeTOBaHUe

BuyTpucepmedHoe snekTpodusnonormueckoe uccienoBanmne (ODU)
¢ IICXK wmcnonb3ayercs s oneHku MHAYKOMKU KT, KapTUpoBaHUS
MIOTEHIMAJIbHOM 00jacTy abmauyu, OLIEHKM PUCKOB ITOBTOPHBIX
snm3opnoB KT wiu BCC, a Takke [J1 BbISIBIEHUS TIPUUYUH IOTEPU
CO3HAHMS, BO3MOXXHO CBSI3aHHBIX C HApyLIEHMSIMM PpUTMA, M [JIS
ornpeneneHus] TOKa3aHMII K IPUMMEHEHUI WMIIJIAaHTUPYEMOro
Kapauoseprepa-gebuopumnsaTopa (MKI***).

[TauyeHTaM, UMEWIIMM XapaKTepHble KIMHUUYECKNE MPOSIBIIEHMS,
HO He uMewiuM KT, 3aperncTpupoBaHHbBIX BO BpeMs ITPUCTYIIOB,
a TakkKe B CJIy4yasix, KOrja AMarHo3 He MOXXeT ObITb OJJHO3HAYHO
rnocrasBjieH Ha ocHoBaHuM IKI', 3aperMcTpuMpoBaHHOM BO Bpems
nmapokcmusMma, mjass uHAykuuu KT u Bepudukauuyu amarHosa
peKoOMeHIyeTCs IpoBefieHe BHyTpucepaeynoro JPU. [26, 27].

EOKIB (YYP C, YO, 5).



e BuyrpucepmeuHoe O®DU pekomeHayeTcs TIIpu kajobax Ha
OOMOpPOKM U TIIpM TIOJO3peHMM Ha OpaguapuTMMIO WU
TaXUMapUTMUIO, C YYETOM CUMIITOMATUKN (HAIIpUMep, y4yallleHHOoe
cepaledmeHne) UM pes3ylIbTaTOB HEMHBA3MBHOIO 0O0C/IemOBaHMSI,
0COOEHHO /1)1 TIAl[MeHTOB CO CTPYKTYPHOJi maTosioruei cepaua. [47,
48].

EOK I B (VVP C, VI 4).

Kommenmapuii. ObMmopoku  sieas0mcs Heb1azonPusiMHbIM
NPU3HAKoM y hnauueHmos co CmpyKmypHoli namoJozueti cepoua,
0Cc00eHHO npu 8vipaxceHHoli ducpyHkyuu /DK. Hanuuue y nayueHma
Hecmotikoli KT no OaHHbIM XO0JMepo8CcK020 MOHUMOPUPOBAHUS,
00MOpOKO8 U CcmpyKmypHoti nhamosnozuu cepduya ¢ 6onvbuioli doseti
8eposIMHOCMU yKa3vleaem Ha npucymcmaue uHoyyupyemoti JXKT.

IIpu couemaHuu CUHKONAJIbHBIX COCMOSHUL, 3abosnesanust cepoua u
CHUMEHHOU (pakyuu 8vlbpoca ommeuaemcsi 6bvlCOKAsl uacmoma
NOB8MOPHbBIX INU30008 APUMMUU U CMePMebHbLX CIyuaes, daxce Kozoa
O®U Odaem ompuyamenvHvie pe3ynvmamsl. DU uyenecoobpasHo
8bINOJIHAAMb Y nayueHmos ¢ oucyHkyueti JDK nocne nepeHeceHH020
uHgpapkma muokapda (ppaxkuyus ewvibpoca <40%), HO OaHHOe
uccnedogavue He AB87S€MC  UY8CMBUMETIbHBIM ~ Memodom  0J1sl
nauueHmos8 ¢ Heuuwlemuueckoii xkapouomuonamueti. Ilpu 3mom
undykyus nonumopguoti KT unu DXK, ocobeHHO npu azpeccusHoll
cmumyasiyuu, He seasemcs cneyuguurnsim mapkepom. Ilpu HBC
ueHHOCMb duazHocmuueckoli uHgopmauuu, noayueHHoti npu DU
Mmoxcem docmuzame 50%.

e BuyTpucepgeuHoe O®PU pekoMeHAOBAHO [Jisl CTpaTUdUKALUN
pucka BCC y nmanmueHToB ¢ cuHapomom bpyrana, ¢ AKIDK, ogHako
MHTepHnpeTanus pe3y/bTaTOB UCCIe0BaHMS TpebyeT
OCTOPOKHOCTH [26, 47, 48].

EOK I B (YYP B, VI 3).

Kommenmapuii. Omcymcmeue uHoykuyuu XT uau @K 8 xode
uccnedosaHust ykaswlieaem Ha OaazONpuUsiMHbIli NPO2ZHO3, O0OHAKO
npozHocmuueckas 3Hauumocmo uHoykuyuu KT unu @)K 6 nHacmosiwee
gpemsl He onpedesiena.

e BuyTpucepaeunoe ODPV He pekOMeHAyeTCsl A1 CTpaTUdUKALUU
pucka BCC y mauuentoB ¢ CYUQT (CMHAPOMOM YKOPOUYEHHOTO
mHTepBasia QT) u npu KaTexomaMuHepruueckoii monumopdHoii KT
[26, 47, 48].



EOK III (VYP C, VI, 5).

Kommenmapuii. Ob6zem ueHHoU OduazHocmuueckoli UH@opmauuu,
NnosiyueHHoU ¢ nomowblo DODU, cywecmeeHHO 8apwvupyemcs 8
3asucumMocmu om muna u msxicecmu 0CHO8H020 3abonesaHus cepoua,
Haauyusi uau omcymcmeust choHmavHout KT, npuHumaemsix
JIEKAPCMBEHHBIX Npenapamos, NPomokoaa CmumMyasyuu u obaacmu
CMUMYJAUUL. Haubonvwas uacmoma UHOYKUUU u
80CNpouU3800UMOCMb Memoda ommeueHa y nayueHmos, nepeHecuiux
uHgpapkm  muoxapoa.  duazHocmuueckas — UH(OPMaAmMueHOCMb
omauuaemcsl 8 pa3HulX 2pynnax nauueHmos u 00ui4Ho 0080JIbHO Mad
npu omcymcmeuu cmpykmypHoti namosiozuu cepoua u umeHeHutl Ha
IKTI [48] u uacmo daem n0oxHOOMpuUyamevHole pesyiomamel [49]. Y
nauueHmos ¢ HopmaavHol Gyukuyueti JDK u 6e3 cmpykmypHoti
namonozuu cepoua PU moxcem cnposoyuposams Hecneyupuueckyro
maxuapummuio.

IIpoBoKanMOHHBIE ITPOOBI B AuarHocTuke JXTA

AkmueHass opmocmamuueckas npoba. OlieHKa IMHAMUKU
uHtepBasia QT nipu peructpauum IKI' B Xome OpTOCTATUUYECKON
MpoObl 00j1aaeT OMArHOCTUUECKOM 3HAUMMOCTBIO, IO3BOJISII B
psile ciaydaeB BbISIBUTH Jinil, 60abHbIx CYMQT. ITocte nepexona B
BEPTUKAJIbHOE TIOJIOKEHME OTMeuvaeTCsd yMepeHHOe YBelundyeHue
YaCTOThl CMHYCOBOI'O PUTMa, MPU 3TOM Yy 3[0POBBIX MAlMEHTOB
oauTenbHOCTbh MHTepBasia QT yMeHbInaeTcs, a y 6ombHbIX CYVQT
(0ocoGeHHO 2-TO THUMa) IPONO/DKUTENbHOCTh WMHTepBanma QT
YMEHBIIIAETCSI MeHee CYIIeCTBEHHO, He U3MEHSeTCs WIn
yBeINUNBAETCSA. YOJMHEHUE KOppUTrMpOBaHHOro uHTepBana QT
(QTc) B oprocraze 6Gomee 499-500 Mc SBAsIETCS OOHUM U3
OMaTrHOCTUUYECKUX KpuTepues [572, 573].

IIpob6a c do3uposanHoii pusuueckoli HaAzpy3Koli Ha 8enoapzomempe
unu mpeomune. Hambonee mHpopMaTuMBHA OLEHKA AJIUTEIbHOCTU
uatepasia QT B mnepmom BOCCTAHOBIEHMS. [IIUTENbHOCTD
mHTepBasia QTc > 445 Mc B KOHIle Mepuoma BOCCTAHOBJIEHMUS
(crrycTss 4 MUHYTBI [OC/Ie OKOHYAaHMSI HArpy3Ku) XapakTepHa [IJisi
6onbHbIx CYUQT 1-ro u 2-ro TumoB. IIpu 3TOM OJIUTEIHHOCTH
uHrepBasia QTc < 460 mMc B Hauvajie mepuoma BOCCTAHOBJIEHUS
nmo3BosisieT OTANMUYUTL O60/MbHbIX CYMQT 2-ro Tuma ot OOJbHBIX
CYUQT 1-ro tuna. Takxke BenmumHa uHtepsasa QTc > 480 mc Ha 4-
I MMHYTE BOCCTAHOBJIEHUS TIOC/Ie CTPeCcC-TeCcTa MOXeT CUMTATHCS
OOHUM U3 KpUTepueB AUATHOCTUKU BpoxaeHHoro CYUQT
(KpuTepuit, MO 3HAYMMOCTM COIIOCTAaBMMbIA C HaJIUUYMEM
anpTepHauuu 3yb6ua T) [574].



dapmakonozuieckue nposoKAUUOHHbIE NPOObL:

IIpo6a ¢ snuneppurom. ITo3BonsieT BBIIBUTH 00abHBIX CYMQTI,
IIOCKOJIBKY IIpU 3TOi ¢dopme 3aboyeBaHMsI NpU HPOBEAEHUN
MHDY3uM snmHedpuHa OTMeUaeTcsl MmapagoKcajbHOe yBeauueHue
mmutenbHocT  uHTepBana QT. IIpoba pacieHuBaeTcs Kak
TIOJIOKUTEIbHAS TIPU YBEJIMUYEHUM IJIUTEIbHOCTU uHTepBaia QT >
30 mc Ha doHe uHGy3UM snuHedpuHa B go3e A0 0,1 MKI/Kr B MMH.
CiiemyeT OTMETUTD, UTO MIpaBUIbHOE M3MepeHye minuTeabHocTn QT
Ha doHe MHPY3UM snMHedpUHA YaCTO 3aTPyJAHEHO U3MEeHEeHUSIMU
Mopdoaoruu 3y610B T, 0COOEHHO eCIu IIPU 3TOM PErMCTPUPYIOTCS
BbICOKOAMIUIUTYAHble BoOiHbI U. COIyTCTByIOIIMI MpuemM OeTa-
aIpeHOOJIOKATOPOB  CHMKAET OMarHOCTUYECKYI0 3HAYMMOCTh
npo6bl. Cpeny HeKeIaTelIbHBIX peaklyii, BOSHMKAOMNUX Ha QoHe
MHPysun snuHedpuHa , HEOOXOAMMO YIIOMSIHYTbh apTepuaJbHYIO
TUIIEPTEH3UI0 UM MHAYKUMIO OMACHBIX [OJIS >KUM3HU HapylIeHUit
puTMa.

IIpo6a ¢ #mpugocadeHuHom. asi 6onbHbIx CYUQT xapakTepHO
yBeJIM4yeHue npoao/skuTebHOCT MHTepBaioB QT > 410 mc n QTc >
490 McC, peructpupyemMoe BO BpeMsI MUHUMAJIbHOM YaCTOThI
CepaeyHbIX COKpalleHuin npu VHIOYLMPOBAHHOM
#TpudocameHMHoM  Opamukapauu. B HacTosimee  BpeMs
OMarHoCTMYeCcKasi 3HauMMOCTb J[JAaHHOM MpoObl M3ydyeHa Ha
OrpaHMYEHHOM  KOJIMYEeCTBe  TAallMeHTOB C  TeHeTUYeCKu
noaTBepxkaeHHbIM CYUQT, mosTomy MHTepripeTanus MOJTy4eHHbIX
B XOJle MCCIeq0BaHMs pe3yabTaToB TpebyeT ocToposkHocTH. CYVIQT
aiegyeT auddepeHIIMpoOBaTh OT OPYTMX BO3MOXHBIX HPUUYMH
CUHKOTIQJIbHBIX COCTOSIHUM, YUYUTHIBAS OTHOCUTEIbHO MOJIOLOM
BO3pacT O0JIbHBIX, IIPEXK/IE BCETO, OT SMMUJIEINICUM U Ba30-BaraJbHbIX
0OMOpOKOB, a TaKKe OT OPYTUX BPOKIEHHBIX KETyIOUKOBBIX
HapylIeHUi pUTMa cepala.

2.5. uble nyarHOCTUYECKMe UCCIeOBaHUS

MeTonbl MoeKyasIpHO-reHeTnyeckon u JIHK-
JAUArHOCTUKU

e [IpoBeneHne KOMIUIEKCHOTO Te€HETUMUYECKOrO0  aHajauM3a  Ha
BbIsIBJIeHVE BO3MOXHbIX MyTauuii B reHax KCNQ1, KCNH2 wu
SCN5A (CYUQT 1, 2 u 3-ro TUIIOB — HauboJjiee pacipoCTpaHEHHbIE
dbopmbl  3abomeBaHMS) pEKOMEHAOBAHO BCeM  MallMeHTaM,
umewuwium  KauHuueckue nposieneHuss CYUQT, OTSTrOLEHHBIN
ceMeiHbIN aHaMHe3 U  yOJIUHEeHue MHTEepBaJia QTc,



3apeructpupoBaHHoe Ha OKI' B MOKOe WM Npu MPOBeOEeHUU
MIPOBOKALIMOHHBIX IMAarHOCTMUECKMX TMpob, a TakkKe BCeM
ramnyueHTam, He MMerIM XapakTepHbIX 111 CYUQT KanmHMYeCcKmnx
CUMITOMOB, Iipu peructpauuu Ha IKT' yanmHeHns nHTepsBaia QTc
> 500 Mc mpM OTCYTCTBUM APYTUX BO3MOXKHBIX MPUUNH YITMHEHUS
unTepsana QT [50, 51, 52].

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

Kommenmapuii. Memoosi MoneKyApHO-2eHemu4eckoti duazHoCcmuKu
umerom 6onvuioe 3HaueHue 8 duazHocmuxe CYUQT u onpedenenuu
npozHo3a nayuedmos. Ilpu nposedeHuu KOMNJIEKCHbIX 2eHEeMUUECKUX
aHaau308 mymauuu yoaémcs oOHapyx#cumo npubausumenvHo y 75%
nayueHmos, nN03mMomy OmpuyamesbHolli pe3yibmam 2eHemuueckozo
aHanu3a He no3e0Jisilem NOAHOCMui0 uckatouums duazio3 CYHUQT.

[IpoBeneHne  KOMIUIEKCHOTO  TeHETUMYeCKOro  aHajau3a  Ha
BbIsIBJIeHMEe BO3MOXHbIX MyTauuii B reHax KCNQI1, KCNH2 wu
SCN5A pekoMeH[IOBaHO IallMeHTaM, HE UMEWUM XaAPAKmepHblX
CYUQT-cumritomoB, mipu peructpauumn Ha IKI' yajamHeHUs
uHTepBana QTc > 480 Mc mpu OTCYTCTBUM [OPYTUX BO3MOKHBIX
npuumnH yaiauHeHus uHtepsaia QT [50, 51, 52].

EOKIA (YVPC, VYOI 5).

B cnyuae oOHapykeHuss y mnamueHta ¢ CYMQT reHeTtuueckoit
MyTalMy TpU TM[pOBegeHUM CKPUHUHIA, HalpaBJIeHHOr0 Ha
BbISIBJIEHME 3TOV MyTalluy, pPEeKOMEeHJIOBAaHO BCeM OMMU3KUM
POLCTBEHHUKAM, Oa)Xe MPU OTCYTCTBUU Yy HUX XapaKTePHLIX OJIsI
3TOro 3a60JieBaHMsI KAMHUYECKUX ITPOSIBIeHMU 1 u3MmeHeHuit DKT
1711 OLleHKM MHAMBUIYyaIbHOTO TpoTHO3a [51].

EOK Ila B (VVP C, VI 5).

Kommenmapuii. Memoost MoneKynpHO-2eHemuueckoti duazHocmuKu
make pekomeHAo8aHvl 07 duazHocmuku cuHopoma bpyzada, o0Haxo
2eHemuueckue Mymayuu y nayueHma yoaémcs oOHaApy#cume JUULb
npubnusumenvHo 6 30% cayuaes (2eM OCHOBHOU CyOBedUHUYbI
Hampueswvix KaHano8 SCN5A), noamomy ompuuamenvHbslii pe3yibmam
2eHEeMUYeCcK020 aHAaIuU3a He No380JIlem NOJIHOCMbIO UCKAUUMb
duazHo3 cuvdpoma bpyeada. B cnyuae obHapyxiceHus y nayueHma c
cuHopomom bpyeada zeremuueckoti mymayuu npogedeHue CKpuHuHada,
HanpaeieHHO20 HA BblsB/eHUe IMOli Mymayuu, peKoMeHA08aHO 8Cem
ONU3KUM  pOOCMBEHHUKAM, Oaxce npu omcymcmeuu y HUx
xapaxkmepHulx 0151 3moezo 3abonesanust usmereruti IKT.



[TpoBeneHne MOJIEKYISIPHO-TEHETUUECKUX UCCIeLOBaHUI JINIIAM,
uMmeromum IKI'-n3meHnenus 2-ro u 3-ro TUIIOB CMHApoOMaA bpyraza,
IIPY OTCYTCTBUM Y HUX KIIMHNYECKUX MTPOSIBJIEHUI U OTSTOIEHHOTO
no BCC cemeliHOro aHamMHe3a B HacTosllee BpeMsl He
pekomeHAoBaHoO [50, 51, 52].

EOKIII C (YVP C, YOI 5).

[TpoBeneHne MOJIEKY/ISIPHO-TEHETUUYECKOTO MCCIeOoBaHMsI Ha
obHapykeHne myTtamnuit B reHax RyR2 m CASQ2 pekoMeHI0BaHO
BCEeM IMalieHTaM C KaTexolaMuHepruueckoit monumopdHoit KT u
naiyeHTaM, KJIMHUYECKMe TIpOSBIeHUSI KOTOPBIX C OOJIbIIOi
BEPOSITHOCTBIO MOTYT OBITh OOYCJIOBJIEHBI 3TUM 3a00/IeBaHMEM,
0COOEHHO IIPM  OTATOIIEHHOM CEMefHOM aHaMHe3e IS
crpatudukauum pucka [50, 51, 52].

EOK I C (VVP C, VI 5).

B wryuae oO6HapykeHMsT Yy TauyMeHTa I[MaTOTHOMOHMYHOM
reHeTMYecKoi  MyTauuuM Tpu  MOJEeKyISIpHO-TreHeTUUeCKOM
MICCIeIOBAHMM, HAIIPABJIEHHOM Ha BbISIBJIEHNE 9TOI MyTaI[MM, BCEM
OMM3KMM POACTBEHHMKAM MalyieHTa PeKOMEHA0BAHO MPOBeeHe
MOJIEKY/ISIPHO-TeHeTMYeCKOTO CKPUHMHTA, Jake TIPU OTCYTCTBUM Y
HUX KIMHUYECKUX TPosiBIeHuit 3aboneBanus [50, 51, 52].

EOK I C (VVYP C, VI 5).

[TaupeHTaMm C  CUMHOIPOMOM  KOpOTKOro  wuHTepBaia QT
PEKOMEHIOBAHO TIIpOBelleHMe KOMIUIEKCHOTO  MOJIEKYJISIPHO-
reHeTUYeCKOTO CKPMHMHTA (BbISIBJIeHME Haubosiee YacThIX MyTaluit
B reHax KCNH2, KCNQ1 u KCNJ2) njs BbISIBIeHMS TI€PCOHATIbHbBIX
puckos [50, 51, 52].

EOK I C (YYP C, VI 5).

Kommenmapuii. Cnedyem yuumpiéames HU3KYH UY8CMBUMENbHOCMb
Memodos 8 duazHocmuke 3ab601e8aHusl.

B oryyae oOHapykeHMsI Y IalMeHTa ITATOTHOMOHMYHOM
reHeTudeckoir myrauumu B reHax DSC2, DSG2, DSP, JUP, PKP2 u
TMEMA43 mnipoBefieHNe CKPUMHMHIA, HAIIPaBJI€HHOTO HAa BBISIBIIEHNME
9TOJ MyTallMM, PEeKOMEHAOBAHO BCEM OJIM3KMM POICTBEHHMKAM,
Jake TMpU OTCYTCTBUM Y HUX KJIMHUYECKUX IIPOSIBIEHUI
3aboneBanus [50, 51, 52].

EOK I C (YYP C, VI 5).



HpOBe,ELeHI/Ie KOMIIVIEKCHOTO WJ/IM  LeJIeBOro TreHeTnM4YecKoro
CKpMHMHI'a Ha BbIABJIEHHE Haubojiee YacThIX MYT&LU/IIL/'I B T'eHaX

DSC2, DSG2, DSP, JUP, PKP2 u TMEM43 pekoMeHOOBAaHO BCEM
naiyeHTam mnpu nogo3pennuu Ha AKIDK [50, 51, 52].

EOK IIa C (YVP C, V1, 5).

[lpoBemeHne KOMIUIEKCHOTO WM I€JIeBOTO Te€HeTUUYeCKOTo
CKPMHMHIA Ha BbISIB/IeHMEe Hamubojiee YacCTbIX MyTalluii B TeHax
DSC2, DSG2, DSP, JUP, PKP2 1 TMEM43 He peKOMeHI0BaHO IIpU
Hu3Koi BeposaTHOCTM AKIDK (Haimuume TOJNBKO OLHOTO MaJioro
ouarHocTuueckoro kputepus) [50, 51, 52].

EOKIII C (YVYP C, YOI 5).

IlaTonoroaHaToMMUUYecKoe UccaegoBaHMe M MOJIEKYJIAPHO-
reHeTUMYeCKMUi aHaJIn3 Y JXePTB BHE3aITHOW cepaedHOoi
cMepTU

AyTorncus peKOMeHIOBaHa [JIs1 YCTAHOBJIEHUS TIPUUYMH BHE3AITHOM
cMepT U BbIsicHeHUMs ¢akToB, sBasiercsi au BCC wiengcTtBuem
HapyIIeHUIT PUTMA WU OPYTUX MEXaHU3MOB (K MpUMepy, pa3pbiB
aHeBpU3MbI aopThI) [51, 52, 53].

EOK IC (YVP C, VI 5).

He3aBucuMO OT CPOKOB IIpOBeOeHMsI ayTOIICUMM Hapsgy C
IIaTOJIOTOAHATOMMUYECKUM MCCIeOBaHMEM PEKOMEH0BAHO
BBITIOJTHEHE I1aTOJIOTO-aHATOMMUYECKOTO MCCIegOBaAHMS
OMOIICHITHOrO (OIepalMOHHOI0) MaTepuajga Cepala, BKIIoUast
MCC/IeIOBAHME MeueHbIX OJIOKOB IIOIIePEeYHBbIX CpPe30B MMOKapaa
060ux KeJTyI0YKOB, 0o6agaonInx IOCTATOYHOM
perpe3eHTaTUBHOCTBIO [51, 52, 53].

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

[locmepTHOE  MCCaemoBaHMe 00OpasloB KPOBU U JIPYTUX
OMOIOTMYECKUX KUIKOCTEN IJjIs1 TIpOBeAeHMs TOKCUMKOIOTUYEeCKOiA
M MOJIEKY/ISIPHO-TeHEeTUYECKO SKCIepPTU3bl PEeKOMEHIOBAHO BO
Bcex ciaydasx HeoobsicHumori BCC [51, 52, 53].

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

[TocmepTHBIN MOJIEKYJISIPHO-TeHEeTUYeCKUIA aHaIn3 ILJIST
BO3MOXKHOI1 UIeHTUPUKAIIUA TeHOB, MOTeHILMaIbHO
aCcCOLIMMPOBAHHBIX C Pa3BUTHMEM BPOKIEHHOI MaTOJOTUM Cepilia,



clefyeT paccMaTpuBaTh y Beex kepTB BCC, [71s1 KOTOPBIX BEPOSITHO
HajaMuue KaHaJIOoNaTHii uiu KapauomuonaTuii [52, 53, 54].

EOK IlIaC (VVP C, VII]I, 5).



3. Jleuenue

3.1. JleueHMe OCHOBHOTO 3a00JIeBaHUSI cepaiia 1
nepBuYHas nNpo@ujiakTUKa BHE3aIIHOM CMepPTU

BaxkHellIMM yUIOBMEM  YCIIEIIHOIO JIeYeHUS JKeayg0YKOBBIX
aputMmuin OKA) 1 mnpemoTBpallleHNs] BHE3AITHOM CepaeyHOoi CMepTu
(BCC) sBnsieTcs 3¢hdeKTUBHOE JeueHe OCHOBHOIO 3abojeBaHMS
cepAlia ¥ COMyTCTBYIOIMX 3a6omeBannii. UBC gBiseTcsi OCHOBHOM
raToJioruen cepaua, spiswouierics npmuunHoin JKTA u BCC. JleueHne
OCHOBHOTO 3aboeBaHM, SIBJISIIOILLETOCS MIPUYMHON
BO3HUKHOBeHMs1 JKTA wn BCC, OOMKHO OCYIIECTBISTHCS B
COOTBeTCTBUM C JeicrBywoimyMu KP 1o paccmarpuBaeMbIM
3a00/71eBaHMUSIM/COCTOSTHUSIM.

Jleuenue NUBC

OcTpblii KOPOHAPHBIN CMHAPOM U OCTPbI MHGDaPKT
MHMoKapaa

Yactora JKA npun OKC Ha rocrnmMTajbHOM 3STare B MOCIegHMe
oecsITWIeTUs] CHU3WIACh, IJIaBHBIM 00pasoM 3a cueT paHHel u
aKTUBHOM peBacKylIsIipu3allMyM ¥ CBOEBPEMEHHO! aJeKBaTHOM
dapmakotepanuu. Tem He MeHee, y 6% mnauyeHToB ¢ OKC B riepBbie
48 4YacoB € MOMEHTa IIOSIBJIeHMSI CUMMIITOMOB pPa3BUBaIOTCA
skenygoukoBbie Taxurapauy (OKT) may GuOpMIISIINS SKeTyI0UKOB
(®K), uaie Bcero A0 uan Bo Bpems pernepdysun. YerpaHenuio KA
B 9TOIl CUTyalluM  CIIOCOOCTBYIOT  ObICTpasi ¥  TOJIHAS
peBacKyasIpu3alus KOPOHAPHBIX apTepuii, HedapMaKoJormueckue
BMeIaTelbCTBa (KapauoBepcusi, ne@uopuuIsiiuus, CTUMYISILUS U
KaTeTepHas abmauus) u dhapmakoTepanusi (AaHTMapUTMUYECKMe U
Ipyrue mpermnaparsl) [55, 56, 57, 58].

Eciu Ha OKT' 1o miu cpasy 1mocjie peaHMMalMOHHBIX MePOIIPUITUI
oTMedaeTcs TogbeM cermeHTa ST, Heobxomyma 3SKCTpeHHast
aHruorpadus 1 peBacKyasipusaliys, Kak 1 BceM nauyeHtam ¢ UM c
nogbeMom cermeHTa ST [59]. OmHako gaxke IIpU OTCYTCTBUU
nogbeMa cerMeHTa ST BMo/JiHE BO3MOXHO OOCTPYKTUMBHOE WM
oaxke TpOMOOTHYEeCKoe MopaxkeHue WHGDAPKT-aCCOLMUPOBAHHOI
KOPOHApHOJ apTepun, YTo oTMmeuvaetcs: B 25-85% ciydaes [59, 60].
VunuThiBasg BbICOKYI0 PACIIPOCTPAHEHHOCTb OKKJIKO3UI KOPOHAPHbIX
apTepuii M BO3MOXHbIE CJIOKHOCTM MHTepmnpetauunu IKI' mocie
OCTAaHOBKM  CepAua, CciaegyeT  pacCMOTPeTb  BBIIIOJHEHUe



KOpPOHApHO¥M aHruorpaduy BcemM MalMeHTaM, IepeKUBIIMM
OCTAHOBKY cepjilla BHe CTeH JieueOHOTo yupexkaeHusl, cpasy Iocie
TIOCTYIIJIEHMSI B TIPUMEMHBIN TIOKON WU OTHeJleHue MHTEHCUBHON
Tepanuy [OJsi UCKIIYEHUST HeCepaeyHbIX IMPUUYMH OCTAHOBKU

cepnua [61].

B ciryyae OKC ¥ MOBTOpPHOVM CTOMKOI W/WIM TeMOAMHAMUYECKU
sHauuMoit JXXT unmu @)K 6bicTpast U ycrelrHasi peBacKy/sspu3aius
MMeeT KJOueBOe 3HaueHMe [Jis TMPOPUAAKTUKM TOCIeAYIoUNX
apUTMMIL U JOJIKHA BBITIOMHATHLCS 6e3 mpoMeieHus [55, 56, 57].

71 Bcex MALMEHTOB C OOMSIMM 3a TPYAMHON PEKOMEHIYeTCs
COKpalllaTh Bpems MeXAy MOSIBJIeHMEM CUMMIITOMOB U II€PBbIM
KOHTaKTOM C BpauoM, a TaK)Ke OT IIepBOro KOHTAaKTa C BpayoM JI0
peniepdysun [26, 27, 43, 45, 62, 63].

EOK I A (YYPA, VI 1).

Kommenmapuii. Pexkomendyemcs  obyueHue U  Haonexcaujee
ocHaujeHue Opuzad ckopoii nomowju ona duazHocmuxu OKC (npu
Heobxodumocmu ¢ uchov3o8aHuem obopydosanus onsa 3anucu IKI u/
wiu menemempuu), d makxice Ona npedomepauileHuss 0CMAaHO8KU
cepouya C NOMOWBI OCHOBHBIX PEeAHUMAYUOHHBIX Meponpusmuii u
depubpunnsyuu [64].

[Tpy pa3BUTUM KIMHUYECKOM CMepTU PEKOMEHAYETCS! BBIMIOIHATD
OCHOBHbIE U NOIIOJHUTE/IbHbIEe peaHMMalMOHHble MepOIIPUATUS B
COOTBETCTBMM C aJropuTMaMu, paspaboTaHHbIMM EBpomeiickum
(ERC) n HauuoHanbHbIiM coBeTOM Mo peanumanuu (HCP) [26, 27,
43,45, 62, 65].

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

OKCTpeHHass  KopoHaporpadus, TIpu  HEOOXOOMMOCTU  C
peBacKy/sipu3alme, peKoOMeHI0BaHa MalyeHTaM C ITOBTOPHbIMU
srmsomamu JKT mnmn @K, Korma He yagaeTcss UCKIKUUTDL UIIEMUI0
Muokapza [27, 62, 66].

EOK IC (YVP C, VI 5).

[Ipu UM ¢ nogbemoM cermeHTa ST peKOMeHAyeTCs SKCTpeHHas
peniepdy3ust [JisI YMeHbIIEHUSI UIIEMUUYECKOr0 MOBPEXAEHUS U
JIEKTPUYECKOI HecTabmIbHOCTM MMoKapza [68, 69, 70].

EOKIA (YVYP A, YO 2).



e Jlaumentam ¢ IM 6e3 nmogbema cermeHTa ST M3 I'PYIIIbl BEICOKOTO
pUCKa, B TOM UMC/Ie C YrpoXawlIMMu KU3HU KA, pekomeHayeTcs
KOpoHapHasi aHruorpadmsi M MOpM HEOOXOOMMOCTM KOpOHapHast
aHIMOIUIaCTMKA B TeueHMe 2 U TIOCIe TIOCTYIUIEHUSI ISt
YMEHbIIEHUS MIIEeMUUYECKOr0 MOBPEXOAEHUS U 3JIeKTPUYECKON
HecTabuIbHOCTU MUoKapaa [55, 56].

EOK I C (VVYP C, VI 5).

e Jlnga yCTpaHeHMsI MIIEeMMM  MMOKapLa, KOTOpas  MOKeT
IIPUCYTCTBOBATH Y MALMEHTOB C MOBTOPHBIMMU 3nm3omamu JKT mimn
@JK, pekoMeHIyeTCs 3KCTPeHHasl peBacKyasIpu3anysi KOpoOHapHbIX
aprepuii [55, 56, 59, 60].

EOK I C (VVYP C, VI 4).

e JlocryruieHue B oThe/ieHue MHTEHCUBHOM Tepanumn
PEKOMEHIOBAHO [Jisi MallMeHTOB, BbDKUBIINUX I10CJI€ OCTAHOBKU
cepAlia BHe CTeH JieueOHOTO YUpeKIeHUsT M HaxXOASIIUXCS B
KOMAaTO3HOM  COCTOSIHMM, 0e3  3jeKTpoKapauorpadmueckux
npusHakoB MM c¢ nogbemom cermeHta ST Ha IKI' mnocie
peanumanuu [27, 59, 60, 62].

EOK IIaB (YVP C, VI, 5).

e V ManueHTOB, BBDKMBIIMX I10CJIE OCTAaHOBKM CepAlla BHe CTeH
7e4e6HOr0  yUpeXIeHMUSI M  HaxOOAIIMXCsI B  KOMAaTO3HOM
COCTOSTHUM, TIPU OTCYTCTBUM OAHHBIX 38 HEKOPOHAPHbIE MPUUYMHBI
PEKOMEHZIOBAHO CPOYHOE BBITIOJIHEHME (< 2 4Y) KOpPOHAPHOM
aHruorpaduu, 0cCO6€HHO Yy TAalMeHTOB C HeCcTaOuIbHOI
reMmoauHamumkoii [59, 60, 71].

EOK IIaB (VVP B, V4] 2).

Kommenmapuii. Ocmpas uwemust saes151emcsl NPUUUHOLI
a7IeKmpu4eckoli HecmabunbHOCMu U Nposoyupyem 603HUKHOBEHUE
KA npu OKC [72]. [na ymenvwienus eeposmuocmu XKT/PXK npu OKC
pekomMeHOyemcss HasHaueHue Oema-adpeHobJ0Kamopos 6 paHHeMm
nepuode [73, 74]. B HeKomopwix Cayuasx nomozaem KOMNEHcayus
unomazHuemuu u  2unokaauemuu. CmamuHol  yMeHbWAM
cmepmHocms cpedu nayueHmos ¢ MBC, 2nasHuiM 00pa3om 3a cuem
npedomepawjeHuss NO8MOPHbIX KOPOHAPHBIX COObIMUli, U 51810MCS
uacmel0 CMAavoapmHoz0 JieyeHust makux nayueHmos [56, 57].



BosnukHoseHue pubpurnsyuu »eayooukos 8 paHHem nepuode (m. e. 8
meuerHue 48 uacos) npu OKC conpogoxcdaemcs namuKpamHviM
nogvlleHueM pucka 20cnumansHoti cmepmuocmu [75].

CrpatTudukanuss pucKa BHE3aIHOM CepaevyHOii CMepTU B
ocTpbIii nepuop, (mepsbie 10 nHel1) MHpapKTa MUOKapaa

BoJIbIIMHCTBO UCCIIeNOBaHMIA, B KOTOPBIX OLIeHUBaJIN
11eJieco00pa3HOCTh HEMHBA3MBHBIX CIIOCOOOB  CcTpaTuduKaium
pUCKa, IPOBOAMIMCh Ha MalMeHTaX C BbIPa)KEHHBIM CHIVDKEHUEM
@BJDK (< 40%) wiau B CMelIaHHBIX TpyIiiax. Pe3yibTaThl AJjis
naiyeHToB ¢ ®BJDK > 40% 1160 He coob1IaNNCh, IMOO0 MOATPYIIIbI
TaKMX MalMeHTOB ObLIM HACTOJIbKO MaJibl, UTO He TO03BOJISIIN
BBITIOJIHUTb ~ OOCTOBEPHBIVA  aHAIM3 U MHTEPIPETUPOBATH
TOJIyYeHHble JaHHble. B HACTOSIMII MOMEHT HeT OOCTaTOYHO
crieliM@UYHBIX ¥ UYBCTBUTEIbHBIX HEMHBA3MBHBIX METOIOB
cTpatTu@uKaluu pUcKa y NalueHToB, nnepeHecminx VMM 1 nmeroummnx
HopMmasibHYyI0 @BJDK. ECTh orpaHnyeHHble JaHHbIe, MOJIyUeHHbIE B
MOATrPyIIIax OOJbIINX MCCAeNOBaHMII, UTO IIporpamMmmupyemast
KeMyIOUKOBasi  CTUMYISIUMS ~ MOXKeT  TMPUMEHSTbCS I
cTpaTuduKauum pucka rmnocie MM y naiyeHToB co cpenHeii @BJDK
win ®BJDK > 40% [76, 77, 78]. OTOT MeTO[, ceiiyac OL[eHMBAOT B
pamMkKax mnpopospkawmerocs: ucciemopanusa PRESERVE-EF 1o
cTpaTUd@MKaALMM PUCKa Y MallMeHTOB ¢ coxpaHHOoi ®BJDK.

HeuHBasuBHble MeTOMbl (HAlpMmep, OlieHKa ajbTepHalluu 3yo1ia
T, 1McPyHKLMM BereTaTUBHOM CUCTEMBI WM CUTHAI-YCPEeSHEHHOM
OKI') He pekOMEeHAYIOTCSI MJIsl CTpaTU@UKALMM pPUCKa B PaHHUIL
niepuog rnocie UM [79, 80].

EOK IIIB (VVP C, V] 4).

Panussa (mo BeinuckM) omeHka @OBJ/DK pekomeHIoBaHa BCeM
naieHTaM, repeHecium octpoiii UM [27, 62, 66, 81, 572]

EOK I B (VVP A, VII]I 2).

IIpy cHmKeHHONM (pakiuuy BbIOpOCA JIEBOTO JKeIymouka (MeHee
35%) pekoMeHIyeTCsl IOBTOPHAsI OlieHKa uepe3 6—12 Hedesnb mmocye
VM c 1enplo ompefeseHUss HEOOXOAMMOCTY MMILIaHTalUU
KapauoBeprepa-gedpubpumagropa (MKI***) gng  nepBUIHOM
npodwmnaktukyu BCC [27, 62, 79, 80].

EOK IC (YYP C, YO, 5).



Kommenmapuii. B o0cobvix cnyuasx, Hanpumep, Npu HeNOJHOL
pesackynspusauuu, npedwecmeyiouiem HapyweHuu @PB/DK u
nosieneHuu apummuu cnycms 48 uacoe om paseumus OKC, mM0xHO
paccmompems paHHow (< 40 OHeil) ycmanosky HKI*** uau
gpemeHHoe (< 40 OHeli) npumeHeHUe HOCUMO20 Kapouosepmepa-
depubpunnsmopa. IIpu smom caedyem yuumsieames mun KA
(MoHoMopgHas, nonumopguas, naeomoppuas KT unu DPXK), a
maxxce onuny yukna JKT (Hecmoiikue kopomkue yukasl U HeCmotikue
OnuMHble  yukasl). Ecau  8wbinonHsemcss — npozpammupyemas
cmumyasyusi, O0ONOJIHUMENbHO OUEHU8arwm UHOYKYuw u mun
uHoyyupyemoti apummuu (MoHomoppHaa KT, noaumopgphas KT,
@DX) [58, 81, 82].

PeBackyisipu3alusi KOPOHApHBIX apTepuili peKOMEeHAYyeTCs MIJisl
cHkeHus pucka BCC y manmeHTOoB ¢ @)K U npeaiiecTBYOMUMA el
IIpM3HaKaMu ullleMuu Mmuokapza [27, 62, 83, 84].

EOK IB (YVP C, VI 4).

AHeBpu3sMa JIeBOro JKeJTyo04Ka. Nmemuyeckas
KapanoMmuonaTtus. XpoHuuUeckKasi cepaedyHasi HeJOCTaTOYHOCTb

YacTtoTta pa3BuTus 1 TsxkeCTb JKA BO3pacTaroT 10 Mepe YTsKeleHUS
CH, omHako mporHoctuyeckoe 3HadyeHue JKA /s OLleHKM puUCKa
BHe3aITHO CMepTHU IoKa HESICHO. OntumanbHas
MeIMKaMeHTO3Hasl  Tepamus  uHruouropammu  All®  (uan
aHrmoreHsuHa II  aHTaroHucramu TIIpU  HENEePEeHOCUMMOCTU
MHTMOUTOPOB ATID), 6eTa-agpeHob0KaTOpaMM WIn
aHTAarOHMCTaMM aJIbJOCTEPOHA peKoMeHAoBaHa mnamnuentaMm ¢ CH u
CUCTONMYECKO AucyHKIMei yeBoro skemymouka (PBJDK < 35-
40%) nns cHUskeHMs o61ieit cmepTHOCTM U pucka BCC [85, 86, 87,
88].

Xupypruyeckasi peKOHCTPYKUMSI JieBOoro xeaymouka (XPJDK)
pekomeHgoBaHa mnamueHTaM ¢ XCH III/IV  (yHKUMOHAIBHOTO
ximacca mo NYHA, 6onbiioii aneBpusmoit JDK, 6oapmmuM TpoMOOM,
snu3ofgamMy TpoMO0IMOONIMM B aHaMHe3e UM TpPU YCJIOBUM, UTO
aHeBpM3Ma SIBJISIeTCs PUUMHON aputMmuu [89, 90, 91].

EOK Ila (VVP A, V]I 2).

Kommenmapuii. Ilenv XP/DK - ydaneHnue pybuosoii mkavu npu
nomowu pesekyuu 3Hdokapda u 3HO0BEHMPUKYAAPHOL naacmuxu c
Hopmanusayueti  ¢opmsel  u 00séma JDK Ona yayduieHus



duacmonuueckoli U KOHUEHMpUueckoll Ccucmoauyeckoli @yHkyutl,
UCK/IIOUEHUe 30Hbl pueHmpu, ycmpaHeHue uwleMuu Muokapda,
ucnpasniexue ouramayuu Koasya MumpaisHozo kaanaHa [89, 90].

3.2. JleueHMe KeTYAOUYKOBBIX apUTMUN U
npoduaakTKa BHE3AIIHON CepaedyHoN CMepTu

MenukaMeHTO3HOe JiedyeHue

[Ipy ompeneneHuu JiedyeOHOrO IOAXOAA Y  IIALIMEHTOB C
KeJTyIOUKOBBIMM apUTMUSIMM OCHOBBIBAIOTCS HAa HaJINMYUU WU
OTCYCTBUM CTPYKTYPHOI1 MmaTosoruu ceppiia. [lepeueHb OCHOBHBIX
aHTUAPUTMMUUECKUX TIpelapaToB, TOKa3aHMUsI K Ha3HAYeHMI0, J03bl
1 T1obouHbie 3(pdekTbl MpuBemeHbl B IIpwiokeHun A3, Hx
MCIIONIb30BaHMe BapbupyeTcsl B 3aBUCUMMOCTM OT 3aJay -
KkynupoBaHue npucrtya JKT min npodunakTuueckoe Ha3HaueHHe.

MeayukaMeHTO3Hast aHTHMapUTMHUUYeCcKasi Tepanus
JKeTyI0UYKOBOV 3KTONMMYECKOV aKTMBHOCTM Yy IAIMeHTOB 0e3
CTPYKTYPHOJ maTtonorum cepaua / auchyHKUUM J1eBOTro
JKeJTygouKa

e V mauyeHTOB 06€3 CTPYKTYPHOJ ITaTOJOTUM cepalla / AUCHYHKIUA
JIEBOTO SKeTya04uKa (JDK) MeaVKaMeHTO3HOoe JleueHne
JKeJTyJOYKOBO SKTOMMYECKOM aKTUBHOCTY He peKOMEHI0BAaHO, TaK
KaK Yy 3TUX MALMEeHTOB HU3KUI PUCK BHE3AMMHON CepaeyHOoi CMepTUu
(BCC) un He TpebyeTcs eé mpodunakTuka [103, 106, 576, 577].

EOK IIIA (YYP A, VI, 1).

Kommenmapuii. B omcymcmeue cmpykmypHoili namoJio2uu cepoya
Mak Hasvleaemas «uduONamuyecKkas» ieayooukosass 3Kmonuueckas
aKmueHoCcmMu Moxcem Obimv hpedcmassieHa 8 8ude 00UHOUHOLL, napHot
Henyooukosoli akcmpacucmonuu (PK3), npobexcek enyodouKosoll
maxuxkapouu  (OKT), a makxe  aHanA02U4HvlX  NPOSBJIEHUL
scerydoukosoti napacucmonuu. C nosuuyuu pucka BCC nauyuenmest 6e3
CMpyKmypHoli namosiozuu cepoya umeiom 01a20npusimHblii npozHo3
8He  3asucumocmu om  8uda  Heayooukos8ol  IKMonuueckou
akmueHocmu, obujezo Koauvecmea JKI 8 cymKu U 8eauduHbl
unmepeana cyennerus K2 [92, 93, 94, 95].

e V MaiuueHTOB 6e3 CTPYKTYpHOJ IaTOJOTUM cepaiia / AUCHYHKIIUU
JDK nekapcTBeHHOe JieueHre JKO peKOMeHZI0BaHO B CJIydasix, KOraa
ApUTMMUSI COIIPOBOXKIAETCSI KIMHUYECKON CUMIITOMATUKOM 160



MPUBOOUT K [OwiaTaluu TIOJOCTeil cepaua U CHUKEHUIO
cokpaTuMocTtu Muokapaa JDK Ha QoHe 4YacToil >KelymouKOoBOJ
SKTOIIMYECKOM aKTMBHOCTM, IIpeBblmaiomeit 15% ot obiero
KOJIMYeCTBa CepHeYHbIX COKpallleHuiA B CYTKM TII0 [JaHHBbIM
MOHUTOPUpPOBaHMUs 3nekTpokapauorpammbel (IKI) 1o Xonrepy
(XMO3KT) [92, 93, 94, 95, 96, 97, 98].

EOK IC (VYP A, V]I 3).

HOns  jleyeHUsT KeyOOUYKOBOM SKTOMMYECKON aKTUBHOCTU VY
MaIMeHTOB 6e3 CTPYKTYPHOJ IaTosornu cepana / auchyHkuym JDK
pPeKOMEeHI0BaHO Ha3HavYeHue 6eTa-aapeH0060KaTOPOB,
O/I0KaTOPOB «Me[IJIEHHbIX» KaJIbIIMEBbIX KaHAJIOB C IIPSIMBIM
BJIMISTHUEM Ha cepaie (#Bepamammnaa™™), a TaKxXe
aHTHapuTMmueckue mpenapatsl I 1 III knaccoB 1mo kaaccudumraum
E.M.Vaughan-Williams B mogudukamyun B.N.Singh 1 D.C.Harrison.
(cm. ITPUJIOKEHME B.) [96, 97, 578, 579]

EOK IIaB (YVP C, Y41, 5).

Kommenmapuii. Haubonee 3¢gexmusHsiMu cpedcmeamu JieueHus
JKD  saenawomcs  aHmuapummuueckue npenapamel Ic  Kaacca
(nponageroH™*,  dusamunamMuHONPONUOHUIIMOKCUKAPOOHUIAMUHO-
geHomuasuH U JANNAKOHUMUHA  2udpobpomud™*, —a makxdice
aHmuapummuueckue npenapamot III  xnacca (comanon** u
amuooaporn ™). IlepeueHb npenapamos, peKOMeHO0B8AHHbIX O
JleueHusl H#enyo0ouKo8blX aApummuli, ¢ yKasaHuem ux CmaHoapmHsix
mepanesmuueckux 003, npedcmasnex 6 [IPUJIOJKEHUU A3. [96, 98].

V nainueHTOB 0e3 CTPYKTYPHOI MaToJoruu cepaia / AuchyHKIUN
JDK Hanmnume napokcu3moB MoHoMoOpdHOoi JKT (mamomnaTuyecKkoi
XKT) He yBenmunuBaeT puck BCC u He TpebOyeT eé MeIKaMeHTO3HO
npodunaktuku [94, 99, 100, 101, 102].

EOK IA (VYVP A, VI 1).

Kommenmapuii. C no3uyuu pucka BCC 8 OonvuiuHcmee ciyuaes
nayueHmst ¢ uduonamuueckumu KT umeiom 6aazonpusimuoiii
NPO2ZHO3 HU3HU, OOHAKO OAHHblE APUMMUU MOZYM CONPOBOHOAMbCS
8bIPANHCEHHBIMU HAPYWEHUSIMU CUCMEMHOL 2eMOJUHAMUKU (00MOPOK,
OméK Jé2Kux), a npu OIUMeNbHO nepcucmupyroujem meveHuu -
npueodums K Npo2peccupyrouiemy CHUMCEHUI0  COKpamumocmu
Muokapda u pa3sumur maxukapouomuonamuu. Imu cOCMoSIHUSL Npu
omcymcmauu 3¢ pekmusHo20 aHMUapuMmuU4eckozo JjeueHus Mozym
npedcmasnsims 0NACHOCMb 0J1S1 HU3HU NAYUEHMO08.



e TIpu Hanuuum XXT y maiueHTOB 6e3 CTPYKTYpHONM ITaTOJOTUM
cepauia Oasg  NpoGWIAKTUKM  TIOBTOPHOTO  BO3HMKHOBEHMUS
YCTOMUMBBIX TIPUCTYIIOB PEKOMEHAOBAaHO Ha3HaueHue OeTa-
aJpeH00IOKaTOPOB, #BepanamMmia™*, a Takke aHTMAPUTMUUYECKUX
npenapatoB I u III kmacca [100, 101, 102, 103, 104, 580].

EOK IIaB (VVP C, VII]I, 5).

Kommenmapuii. Bbwibop npenapama 01 aHmMuapummuyeckot
mepanuu ¢ uenvio npogurakmuxku peuudusos KT OdonxceH
oCcywecmensimeCc € Y4€émom UHOUBUOYAbHBIX NPOBOUUPYHOUIUX
¢axkmopos u xapakmepHuoix ona pasHoix opm KT usmernernuii IKI.
bema-adpenobnokamopesl s8aswomcs npenapamamu 8stoopa npu XKT,
nposoyupyemuix usuueckoti Hazpy3koti. I[Ipogunakmuueckuii npuém
#eepanamuna™* uenecoobpaseH 01 neueHust HenapokcusmanvHoli KT
U npedynpexcoeHuss Napokcu3mos (QacuukyaspHoli 1e80xe1y0ouKosoli
maxuxkapouu. Haubonee a¢hpekxmusHbiMU cpedcmeamul
npedynpexcdeHuss peuudusos napoKcusManvHoli moHomopgHoti KT
aenarwmcess anmuapummuueckue npenapamot I u Il knacca. Ilepeuens
npenapamos, pekomMeHO08aHHbIX 0Nl JleHeHUsT  HeNYyOOUKOBbIX
apummutl, ¢ yKasaHuem ux CmMavoapmHulx mepanesmuueckux 003,
npedcmasnex 8 [IPUJIOJKEHUU A3, mabauya A3.1[103, 104].

MeaukaMeHTO3Has aHTHUaApUTMHUUECKas Tepanusi
JKeJTyJOUKOBOM 3KTONMMUYECKOM AKTMBHOCTU Y IMaIlMeHTOB CO
CTPYKTYPHOJ MaTojiorneii cepaua / AucPYHKUMEN JIeBOro
JKeIyJgouKa

e JlekapCcTBeHHas1 aHTUapuTmmueckas Tepanusi (AAT) X3 vy
MaleHTOB CO CTPYKTYPHOI IaTojoruein cepaia / auchyHKImen
JDK pekomMeHOOBaHa B CjIyuyasix, KOTra apuUTMMUSI COIIPOBOKOAETCS
KIIMHUYECKOV CHMMIITOMATMUKON JIMOO MPUBOOUT K IuIaTalluu
TIOJIOCTEI Cepilla UM CHMKEeHUIO COKpaTMMOCTM Muokapaa JDK Ha
dboHe UacToOVi  KEeJYMOUKOBOJM  SKTONMMYECKON  aKTUBHOCTH,
npeBpImammeir  15% or obmero KoauMyecTBa — CepAeUHBIX
COKpallleHuit B CyTKM 1o gaHHbiM XMOIKIT [96, 120, 121, 581].

EOK IC (YYP C, VI 1, 5).

e [Ipy HaIMUUM >KEYOOUYKOBOM SKTOMMUYECKON aKTUBHOCTU Y
MaleHTOB CO CTPYKTYPHOI IaTojoruein cepaua / auchyHKImen
JOK nosbimien puck BCC M pekOMeHIyeTCsl IpOBeleHue
aHTUAPUTMMUUECKOI Tepanuu s eé ipopmiakTuku [103, 104, 105,
106, 107, 108, 110, 111, 112, 113, 115].



EOK IA (VVYP A, VA, 1).

Kommenmapuii. Y nayueHmos co cmpykmypHoti namosiozueti cepoya
puck BCC 3asucum om xapakmepa xceayoouko80li 3KMmMonuueckoll
akmueHocmu u 8wlpaxceHHocmu OJucyHkuyuu JDK. Hanuuue 'y
nayueHmos co CMpYKMypHolM nopajceHuem cepouya uacmoti KO
(6bonee 10 JK3 8 wuac), MHOMECMBEHHbIX (HOpM HeayooUuKosol
sKmonuueckoti akmusHocmu (napuoii K3, npobexcex JKT) u/unu
CHUMEHHOU cokpamumenvHoli ¢pyHkuyuu JDK (3HaueHue pakuuu
gvibpoca (®B) JDK meHee 40% no OaHHbIM 3X0Kapouozpaguu
(OXOKT)) conpsixeHo ¢ nossiuieHHbiM puckom BCC [105, 106, 107,
108, 109].

st leyeHus MMAllMEHTOB CO CTPYKTYPHBIM ITOpakeHMeM MuoKapaa
/ ouchyHkumeit JDK, uMeromux IoOBbIIeHHbIT puck BCC nu
HY>KIQIOIIVXCS B €€ IMepBUYHOI MM BTOPUUHONM MpPOdUIaKTUKE,
PEKOMEHJO0BAHO Ha3HaueHue IIpernapaToB TPYIIIIbI 6erta-
agpeHobaokaTopos [105, 106, 107, 108, 109].

EOKIA (YYP A, YO 1).

Kommenmapuii. bema-adperobnokamopsl  (npednoumumesbHo
ceiekmueHole Gema-adpeHob/1I0Kamopsl) OO0JIHCHbL HA3HAUAMBCA C
yuémom npomueonokasaHuti K uX NPUMEHEHUI0 U B03MOMCHbIX
no6ouHsix a¢pgpekmos [110, 111, 112, 113, 114, 115, 116].

[I[pMeHeHMe aHTUAPUTMUYECKON Tepanuu (3a WCKIIYEeHUEeM
beTa-agpeHOOOKATOPOB) HEe PEKOMEHJOBAHO [JISI CHIMKEHMUS
pucka BCC y maumeHTOB CO CTPYKTYPHOI MATOJOTHEN cephua /
nuchynkimeint JDK [117, 118, 119, 129, 130].

EOK IIIA (YVP A, VI 2).

Kommenmapuii. Hicnonv3oeaHue aHmuapummuueckux npenapamos
Ic knacca (6noxamopwsl Hampuesvix Kamanos) u 0J0Kamopos
«MeONIeHHbIX» KA/bULUEBblX KAHA08 Y NAYUEHMO08 CO CMPYKMYPHOI
namonozueti cepouya / JucyHkuyueti JDK moxcem npusooums K
yeeauueHur pucka 803HUKHOBEHUS HU3HEY2POHAUWUX
scenydoukosslx maxuapummuti u BCC, a makxe npozpeccuposamuiio
s16J1eHUll cepoeuHoli HedocmamouHocmu; a npumeHeHue
aHmuapummuueckux npenapamos III knacca (610kamopwl Kaaiueswvix
KaHaio8) y makux nayueHmos He yayuuwiaem ux npozuHos [117, 118,
119].



e V NaluueHTOB ¢ MUMIUIAHTUPOBAHHBIMU MEIUIMHCKUMU U3OETUIMU
i1 TIpOBedeHUs CepaevyHOM pPeCMHXPOHU3UPYIOLIEe Tepannnu
(CPT), Harpumep, 3JIEKTPOKAPANOCTUMYJIITOPOM
UMIUIAHTUPYEMbIM PEeCUHXPOHU3UPYIOLLEN Tepanuu,
KapauoBepTepoM-nepuopmIITOpOM  MMIUIAHTUPYEMbIM  TIJIST
cepmeyHoun PeCUMHXPOHU3UPYIOLLEN Tepanuu (manee -
uMIviaHTupyemoe CPT-yCcTpoiiCcTBO) puMeHeHue J1eKapCTBEHHOM
AAT pekoMeHI0BaHO 14 TogaBaeHus yacToi XKO B ciaydasx, Koraa
OHAa  TIIPUBOOUT K  CHMKEHMIO TIPOLleHTa  HaBjI3aHHOIO
OMBEHTPUKY/ISIDHOTO pPUTMa HIDKE PEKOMEHJIOBAHHOIO YPOBHS
[117, 118, 119].

EOK IIa B (VVP B, V111 2).

Kommenmapuii. /Ins JdocmuxceHus Hauaydwezo 3¢p¢exkma CPT
HeobXo0uMo CcmpemMumoscsi K MAKCUMAJIBHO BbICOKOMY NpOyeHmy
HABS3AHHO20 OUBEHMPUKYASIPHO20 pumma. OnmumanvHolM Ons
nposedeHuss CPT cuumaemcs  Hanuuue He  MmeHee 93%
OUBEHMPUKYNSAPHLIX ~ HABA3AHHBIX  KOMNJIEKC08 (N0  OAHHbIM
UHmMeppoz2uposaHus umniaHmuposavHslx CPT-ycmpoticme unu
XMD3KT) [122, 123, 124].

e B KauectBe CpencTB aHTHMApUTMMUUecKoro JedyeHus KO vy
MalMeHTOB CO CTPYKTYPHOI maTo/JoTuel cepauia / nucpyHKIMen
JDK  pekoMeHIOBaHO HasHaueHue OeTa-aJpeHOOJIO0KATOPOB,
coTayona**, amuopapoHa™®, mbo KOMOMHAIIUNA 6era-
agpeHob6/0KaTOPOB U amuogapona**[115, 125, 126, 127, 130, 134,
135].

EOKIA (YVP A, YO 2).

Kommenmapuii. Bema-adpenobnokamopel Heo0x00umo
paccmampusams 8 Kauecmee ocHosvl AAT xcenydoukoswvix apummuii.
Comanon™* oGonee appexmuseH, uem 06Gema-adpeHoOJOKAMOpb.I,
nodaeJsisiem x#eayo0ouko8yrw 3KMONuuecky akmueHoCcms, 00HAKO €20
npumeHeHue He peKoMeHA08aHO nayueHmam, umeowum 3HauyeHuss OB
JDDK menee 20% no 9XOKT, zunepmpodguro muoxapoa JK 6onee 14 mm
no Odauvoim  IXOKI, a makwe  npusHaku  cepdeuHoll
HedocmamouHocmu (CH). AmuodapoH™* 8 kauecmee moHomepanuu u
8 KomOuHauyuu ¢ 6ema-adpeHobiokamopamu npedcmasnsem coooli
Haubonee 3¢gekmusHblli aHmuapummuueckuii npenapam 0as
JleueHusl HeayodouKko8viX apummulli y nayueHmos co CMpyKmypHOL
namosnozueti cepoya. B mo xce 8pems, €20 npumeHeHue CONPSIHEHO C
Haubosee BbICOKUM PUCKOM  pA38UMUS  MAMENBIX NOOOUHBIX



a¢ppexkmos. Bcnedcmeue 3moz20, amuodapoud**  yenecoobpasHo
HasHauames hpu  Hea(pdexmusHocmu  UaU  HEBO3MOMCHOCMU
npumeHeHust Opyeux aHmuapummuueckux cpeocms. IlepeueHs
npenapamos, pekomMeHO08aHHbIX OIS JleUeHUsT  HeaYyOOUKOBbIX
apummuti, ¢ yKa3aHuem ux CmMaHoapmHvlXx mepanesmuueckux 003,
npedcmasnen 8 IIPUJIOKEHUW A3, mabnuya A3.1 [125, 126, 127,
128].

He pekoMeHI0BaHO MpMMeHeHNMe aHTUAPUTMUUECKUX TIperapaToB
I xmacca u 6GJIOKATOPOB «MeAJI€HHBIX» KaJbI[MEBBIX KaHAJIOB [IJISI
neveHust JKO y mammeHTOB CO CTPYKTYPHBIM ITOpaskeHMeM cepaina /
nuchynkumeint JDK [117, 118, 129, 130, 131, 132].

EOKIII A (YVP A, VI 2).

Kommenmapuii. Anmuapummuueckue npenapamet I xnacca He
00JKCHBL NpuMeHIMbCs 0Nl ewerust KO y nayueHmos ¢ uulemMuyeckoli
bone3Hvio cepdua (MBC), 8 mom uucie nepexcusuwiux UH@apkm
Muokapoa, a makxe y nauyueHmos c¢ opyzumu gopmamu cepoeuHotl
namonozuu, NPUBOOSUUMU K CHUMCEHUI0 COKpamumeabHoll (pyHKyuu
JDK (3HaueHnuss @B JDK menee 40% no OdaHHeim BXOKI) u/unu
nposieneHusim xpouuueckoti CH. HasHaueHue aHmuapummuieckux
npenapamos8 I Kaacca makxe npomu8onoKA3aHo nayueHmam,
umerwwum zunepmpouro muoxkapda JDK (monwjura muoxkapoa 1€6020
wcenyoouka oOonee 14 mm no OdanHeim IXOKI). Bnokamopel
«MeO0JIeHHbIX» KANbYUesblX KaHanoe (#sepanamun™* u dunmuasem™*)
ManosgpekmusHsl 8 1eUueHUU HeaYy0ouKo8blx apummull y nayueHmos
CO CMPYKMYPHLIM NOpaxceHuem cepouya u mozym yxyoulams npozHo3
nauuenmos c ducyuxyueti JDK u CH.

Ouenky  5b@eKTuBHOCTM ¥  0e30MacHOCTM  ITOAABJIEHMUS
JKeJIyJOYKOBOJM  3KTOIMYECKO  aKTUMBHOCTM IIpM  ITOMOIIU
AHTMAPUTMMUECKOI Tepamuyu Yy TalUMEeHTOB CO CTPYKTYPHOM
nartosnorueii cepaua / auchyHkumeir JDK  pekoMeHI0OBaHO
IIPOBOAUTH IMOJ KOHTpojeM IOBTOpPHOro XMOKI, BbITOTHEHHOTO
Ha ¢oHe MpMéMa aHTUAPUTMMUUECKOI Tepalyuy B TepaneBTU4YecKoi
Il03e B TeuyeHMe BpeMeHM, MOOCTaTOYHOIrO MJsi HaCTYIJIEHUS
aHTUapuTMmueckoro sddekra HazHauaeMbIX jJekapcTB [106, 133,
134].

EOK IIaC (VVP A, VA1 2).

Kommenmapuii. Tumposanue 6ema-adpeHob10Kamopos
uenecoobpasHo nposodums Ha 3—-5 cymku ux npuéma, comanona™* —
Ha 5-7 cymku nocje HasHayeHus npenapama, amuodapoHa™* — He



paHee, uem uepe3 5 Hedenb om Hauana ezo npuéma. Hasnaueuue
Kax00z20 nociaedywuiezo aHmMuapummuueckozo cpedcmea 00JIHCHO
nposodumucsi He paHee, uem uepe3 5 nepuodo8 noyysvieedeHuUs
npeosidyuiezo, 0ns amuooapoHa™* — He pauee, uem uepe3 1,5 mecaua
nocie ezo0 ommensl. [lna oueHKu 3s¢pekmusHocmu mecmupyemvix
aHmuapummuueckux npenapamos pexkomeHdyemcss UCN0J1b308amMb
credyloujue  Kpumepuu: —npu  npuéme  AHMUAPUMMUYUECKUX
npenanamos 8 mepanesmuueckoli do3e pezucmpupyemcs: CHUMeHue
obwezo konuuecmea K3 6onee, uem Ha 50% u/unu ymeHvuleHue
KOJIUUeCmaa uacos 8 Cymku, 8 meueHue KOMopwvix pezucmpuposandacsy
JKD 6onee, uem 8 2 pasza om makoeozo, npo8oousUIe20CS. 8 YCT08USIX
0MmCcymcmeus aHmuapummuieckozo JeueHus. IlapannenvHo ¢ amum y
nauueHmos OJONHCHO pezucmpuposamoscsi ymeHvlUleHUue Koauuecmed
napusix KO 6 10 pa3 u Oonee, a makxie NOJIHOE YCMpAHEHUe
npooexcex XKT.

HasHaueHue ammomapoHa™™ wiIm KOMOMHAIMM aMuomapoHa™™ ¢
Oera-agpeHOOJOKATOpaMM  PEKOMEHIOBAaHO  IIpM  HaJIMYUM
npuctynoB JKT/®)K y mamueHTOB CO CTPYKTYPHOM IIaTOJIOTMen
cepaa mau aucyHkuueii JDK, ecin OHM OTKa3bIBaKOTCS OT
umiianTanuy  UKO*** nmubo 3Ta omepanusi He MOXKET ObITh
BBITIOJIHEHA T10 KaKUM-1b0 Apyrum npuunuHam [140, 141].

EOK IA (YVYP A, VI 2).

Kommenmapuii. Y nauueHmos, Hy#0awuwuxcs 6 nepeuyHoll u
gmopuuHoti  npogunakmuke BCC, amuodapoH™* unu  ez20
KOMOUHUPOBAHHOE  npumeHeHue ¢ Oema-adpeHobsi0Kamopamu
26815110mcs1 €0UHCMBEHHOTI 1IeKapCcmeeHHoU anbsmepHamueot UK**,
cnocobHoli npedynpexdams 803HukHoseHue KT/P)K u ysenuuusamo
NpoooKUMENbHOCMb HU3HU nayueHmos. IlepeueHs npenapamos,
PEKOMEHOO0BAHHbIX OISl JIeUEHUS  WENYOOUKO8bIX apummuii, ¢
YKa3aHuem ux cCmaHdapmHosix mepanesmuueckux 003, npedcmaeJieH 8
TIPUJIOJKEHUMN A3, mabnuya A3.1.

AnTnaputmmudeckuit  mpemapat Ib  kmacca  (#beHuTOMH™¥)
peKoOMeH/I0BaH B KauecTBe CPeICTBa «BTOPOI JMHUM» IIPU YaCThIX
peuyanBax JKT/@)K y maumMeHTOB CO CTPYKTYPHOM I1aTOJIOTUen
cepalia ¥ MMILIaHTMpoBaHHbIMM UMKI*** mpu HemgocTaTOYHOIM
s dexTUBHOCTU 6eTa-aJpeHO0b/I0KaTOPOB, coTajona™™* "
amMuogapoHa™®, a TakKke IIpy HEBO3MOKHOCTU MX MpUEMA B CBI3U C
abCONMIOTHBIMM ITPOTUBOIIOKA3AHMUSIMU MU TSKETBIMM MOOOUHBIMM
apdbexkramnu  neveHusi. #GbeHUTOMH*™  peKOMeHIyeTcs  IJis
IUIUTEJIbHOTO TIpMéma BHYTPb B mo3ax 200-400 mr/cyTku (MM B



no3e 900-1200 mr, pa3meneHHONM Ha TpU BBeIeHUS C [IepepbiBOM B
12 4vacoB (mo mnosiBiaeHusT HucTarMa)). llepedyeHb mpenapaTos,
PEKOMEHIOBAHHbBIX [JISI JIEUEeHUST KeTyJOYKOBBIX apUTMMI, C
yKa3aHMeM MX CTaHIAPTHbBIX TepareBTUUYECKMX 103, TIPeACTaB/IEH B

TIPWJIOSKEHUU A3 [153, 142, 143, 144, 145, 146].
EOK met (VVYP C, V]I 4)

Jleuenme manueHTOB ¢ Inapokcusmamu  JKT/@PXK  momKkHO
IIPOBOAUTHCS TapajlyIe]IbHO C BBISIBJIEHMEM UM YCTpaHEHUEM
VHIUBUIYAJIbHBIX IIaTOreHeTUUeckKuX (akTopoB, JeXallux B
OCHOBe BO3HMKHOBEHUSI apuUTMUUeCKUX Npuctymnos [120, 124, 147,
148, 149].

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

Kommenmapuii. IomeHyuanvHboIMU namozeHemuueckumu
¢akmopamu, npogouupyruumu 8o3HukHoseHue KT, senswomcs
apummozeHHoe deticmaue JIeKaApCMeeHHbIX npenapamos,

J7IeKMPONIUMHble HApYWeHUs (2unoKaauemus, 2unomazHuemus) u
ocmpas uwiemus Muoxkapoa.

KynupoBaHyue yCTOMYMBBIX I[IAPOKCU3MOB >KeTyJ04YKOBOMI
TaxXUKapauu

Anroputm  KynupoBaHus IapokcusmoB JKT nmpencraBieH B
[Ipunoxkennn b (cxema 1). [Jo3bl IperapaToB OJjs1 KyIIMPOBAHUS
rapokcn3moB XXT mipencrasiensl B I[IPUJIOJKEHWU B2.

ITpu ocraHoBKe kKpoBooOpatieHuss (KT ¢ oTcyTCcTBMEM My/ibca WU
@)K) pekoMeHAyeTCSd He3aMeOJIMTe/lIbHOe IPOBeLeHre KOMIUIeKCa
cepAeuyHO-JIeTOYHbIX peaHMMalMOHHbIX Meponpustuit (CJIP) [150,
151, 152, 165].

EOKIC (VVP A, V] 2).

ITpu ocraHoBKe kKpoBooOpatieHus: (KT ¢ oTCyTCTBMEM My/bca WU
@)X) KIIOUeBbIM 3JIeMEHTOM peaHMMauuu (T. €. OSHO3HAYHO
PEKOMEHIOBAHHBIM)  SIBJISIETCS  3KCTPEHHas  JIeKTpuyecKas
nebubpwisiuus cepaua [150, 151, 152].

EOKIC (YYP A, VI, 2).

ITpu ®X/KT c oTcyTcTBMEM ITyibca Iocie Tpex HedpdeKTUBHBIX
paspsimoB  geduOPUISATOPA PEKOMEHIOBAHO BHYTPUBEHHOE
6o/I0CHOE BBeAeHMe amuogapoHa ™™ 300 Mr Ha ¢ oHe MPOmOIKEHMS



CJIP ¢ 1uenbio moOBbIIeHUST 3PEHEKTUBHOCTM MPOBOAUMBIX
peaHMMaIMOHHBIX MepOITPUSITUI " npeayIrpexnaeHnst
HeMepieHHbIX peuuanBoB JXKT/OXK. [150, 153, 154, 155, 175]

EOKIA (YYP A, VO] 2).

Kommenmapuii. Beedenue dononHumensHoix 150 me amuodapoHa™*
PEKOMEHO0BAHO nocsue 5 HeagpekmusHbix pa3psoos
deubpunnsmopa.

BHyTpuBeHHOe BBefeHMe JMIOKaMHA™* Ha (QoHe IPOmOIKEeHUS
CJIP pekomeHpayeTcst B ciyyae HeapdekTuBHOCTY AebUOpUIISIIAN
WJIM HeIIPepbIBHOTO PeLVIMBUPOBAHUS apUTMMUM OIS TTOBBIIIEHUS
IIaHCOB KynupoBauus @XX 1 mnpenynpexaeHMs HeMeOjeHHbIX
peunauBoB XXT/®X B wiyuae, ecau aMMOZapoOH ™™ HemOCTYIIEH.
[154, 155, 156, 157].

EOK IIaB (VVP A, V11 2).

BHyTpuBeHHOe BBefeHMe snMHeppuHA™* 1 Mr Kaxkmbie 3—-5 MMH.
Tocjie BBeJleHMS TIepBOi 03bl PEKOMEHIOBAHO B XOAe OKa3aHWUs
CJIP, pmo BoccraHOBieHUS 3(PGEKTMBHOIO KpPOBOOOpaIIeHNMs,
HEe3aBMCMMO OT  pUTMa, COMPOBOXKIAIONIETO0  OCTAHOBKY
KpPOBOOOpallleHus1, C Iedbl0 MOBbImeHusS 3PGHEeKTUBHOCTU
MIPOBOAVIMbBIX peaHUMMAalMOHHbIX Mepornpusatuii [150, 157, 158, 159,
160]

EOKIIb A (YYP C, Y41, 5).

Kommenmapuii. Ilo  OaHHbIM  KJAUHUYECKUX  UCCIe008aHULL,
npumexeHue 0osnee 6blCOKUX 003 npenapama He o6aadaem
npeumyu|ecmeaom no CpasgHeHur co cmaHoapmmoti 0o3oii 1 me.

Bpems ssedeHus nepsoli 003bl anuHedpuHa™™* 3asucum om cepoeuHo20
pumma, conpogoxcdarouiezo 0CMaHo8Ky Kpo8ooopaujeHus.:

- npu pummax, nodaexcawjux odepubpurnayuu uau Kapouosepcuu,
nepeas 0o3a snuHeppuHa™™* ssodumcs nocie mpex HeapekmusHbix
paspsados depubpunismopa;

- NpU pummax, He noodJexcawjux jeueHuro paspsaoom depubpunismopa
(anekmpomexaHudeckas oduccoyuayusi u acucmonusi) nepeas 003a
snumeppuHa™*  8eodumcsi  HeMeOoNeHHO  nocjle  YCMAaHOBKU
8HYmMpueeHHo20 docmyna.



BsedeHue nexkapcms He domxicHo npepvisames CJIP u 3adepicusame
makue emewamenscmad, Kaxk 0epubpuinayus uiu Kapouosepcusi.

OKCTpeHHasl 3JeKTpuyeckasi KapauoBepcus peKOMeHAOBaHa IMpu
KT, compoBOXIaIoNIeiicss OCTPbIMM HaPYIUIEHUSIMY FeMOIMHAMUKA
(cMMIITOMHasi ~ apTepuajbHasi  T'MIIOTEH3MS, CUHKOIIaJIbHOe/
MIPECMHKONA/IbHOE  COCTOSIHME, TIpUM3HAKM  OCTPOi  MUIIEeMUM
MMOKapaa, oTeéx jgérkux / ocrpas CH) [150, 151].

EOK IA (YVP B, VI 3).

[Tpn okaszaHMM HEOTIOKHOV MeOULMHCKOI MOMOIIY [MapOKCU3MBbI
TaxXuKapgumu ¢ mMpokumu Komrekcamu QRS pekomeHnyeTcs
pacueHuBaTbh Kak JXT 3a MCK/IIOUEeHMEM CUTYyalMil, KOTIa OMarHo3
HaKenynoukoBoil Taxukapauu (HXKT) He BbI3biBaeT COMHEHUS
[169, 170, 171, 172, 583].

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

Kommenmapuii. Hxmepnpemayus maxukapouu ¢ WUpPOKUMU
komnaekcamu QRS kax Haodmcenydoukosoli moibk0 HA OCHOB8AHUU
omcymcmeusi  OCMpblX  HAPYWEHUU — 2eMOOUHAMUKU  S1871S1eMmCsl
pacnpoCMpaHéHHoOll KAUHUYeCcKol OowubKol. AHmuapummudeckue
cpedcmea, ucnonv3yemole ons kynuposavus KT, acppexmusHsl u npu
H)XKT, 8 mo 8pems kak npenapamol, NpumeHsiemble 0151 Kynupo8aHusl
HXXT (#sepanamun™*) mozym 8bi3618aMb CHUMCEHUE APMEPUATbHO20
dasnexust (AZl) u npugodums K 0CmpuiM HAPYULEHUAM 2eMOOUHAMUKU
y nayuenmos ¢ XKT.

BuyTpuBeHHOe BBedeHMe IIpokaumHamMmuma™* pekoMeHAyeTcCsl MJIs
KyrpoBaHuss ImapokcusmoB JKT, mporekamomux 06e3 OCTpPhIX
HapylieHuin remoguHamuku [171, 172, 173].

EOK IIa A (YVP B, Y1 2).

BHyTpuBeHHOe BBeIeHME AMMOOAPOHA™™ peKoMeHAyeTcs ISt
KynupoBaHus TmapokcusmoB JKT, mporekaomux 06e3 OCTpPbIX
HapyleHuit remoauHaMmuku [173, 174, 175, 176].

EOK IIbB (YVYP B, VI, 2).

BHyTpuBeHHOE BBeJIeHMe 6eTa-agpeHob/I0KaTOPOB
(MeTormposon™**, 9cM0/I0/I) PeKOMeHIyeTcsl IJiSl KyNMPOBaHMUS U
IpegoTBpallleHNsT HeIpepblBHOTO peuuauBupoBanus XXT/DXK,
TIpOBOIMpyeMOii uiieMueit mmuokapzaa [179, 180, 584].



EOK IIAB (YYP A, VI 1).

BHyTpuBeHHOe BBedeHMe #BepalamMmia** peKoOMeHAyeTCs MOJis
KyrnpoBaHus JKT, HO TONBKO B C/lyyae, eC/ii IMarHo3 #BeparamMmmuii-
yyBcTBUTENbHOM XXT He BbI3biBaeT coMmHeHun [179, 180, 181, 182,
183, 184].

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

Kommenmapuii. Ocoboli, He uacmo ecmpeuarouietica Qopmoti
napoxcuamanvHoti moHomopgHoti KT sensemcs ¢acyukyasapHas
J1legoxceniydoukosass maxuxkapous, 6 O0CHO8e KOmopou Jiexum
MEXAHU3M No8mMoOpHO20 6x00a B0/Hbl 8030yxOeHus (reentry) c
yuacmuem 8 yenu YupkyJasiyuu 80JIHbl 8030YHOeHUSs 3A0He-HUMCHE20
paszeemeJieHusl iegoli HoxKu nyuxka Iuca (uHzoda nepedHe-8epxHezo
paseemeierusl). Komnnekcot QRS 60 6pemsi napokcusma umerwm
KOH(pu2ypauur, xapakmepHy 0ns 010Kkadsl Npasoli HOXKU Nyuka
Tuca ¢ omxkaoHeHuUem 3nekmpuueckoli ocu cepoya en1e8o. Yuacmue
NPOKCUMANbHBIX ~ CMPYKMYyp cucmemol  Tuca-IIypKuHoe 8
(popmuposaruu mexaHuama maxukapouu 6;151emcst NPUUUHOLL Opyaux
ee ocoberHocmeli: 1) npodonxcumensHocmes komniekcod QRS pedko
npeesiwuaem 120 mc; 2) napokcudmsvl M02ym UHUUUUPOBAMbCS He
MOJIbKO H(ely0OUKO08bIMU, HO U NpedcepOHbIMU IKCMpacucmoaamu
[npedceponbimu sxcmpacmumynamu 6o epems DDPHUJ; 3) #eepanamun
8bICOKO d(hhekmuseH 8 KynuposaHuu 3moti maxuxapouu [no smum
npuuuHam  ee  0003Hauawm  maxkxe KAk — <«#gepanamui-
uygecmeumenvHyw XT», a 6HympueeHHOe NpuMeHeHue #gepanamuid
CJIyum He MONbKO CNOCOOOM YCMPAHEHUsl NApOKCU3MO08, HO U
€80€00pasHbiM  JuazHOCMuueckuM  JIeKApCMEEHHbIM  MeCcmoM,
HadexHo  nodmeepx0arwjumM  UMEHHO  MmAakoli  MeXaHu3m
maxukapouu]; 4) omuemnusestii aHamomuueckuii cyocmpam XKT -
3a0He-HUMCHAS 8em8b J1e8oll HOXKU nyuka Iuca, Kak yuacmHuk yenu
pueHmpu, - 30Ha B8bICOKOI(PPekmueHoll kKamemepHOUl abaauyuu npu
amoti ¢opme maxukapouu. DacyuxynapHas J1e80xenydouKosas
maxukapous 8vis187151emcsl, KaKk Npasusio, y Moaooblx auy, He UMerujux
NPU3HAK08 0p2aHuU4eckozo 3abosiesanust cepoud, Umo NPUHYUNUAIbHO
omyuuaem ux om nodasisiouie2o 60abUWUHCMBA Opy2ux NayueHmos ¢
napokcusmamu XKT, u no msauecmu KIUHUYECKUX NPOSBIEHUl
npucmynos, u no npo2Ho3y #cu3Hu ¢ nosuyuu pucka BCC.

#Bepanamun™* moxem 6bvl3vi8ame cHuxeHue A/l u npusodums K
OCMpbIM HAPYWEHUIM 2eMOOUHAMUKU, N03IMOMY NpOMueonoKa3aH
nauuernmam copyaumu popmamu XKT.



e BuyTpuBeHHOe BBefeHMe #TpudocageHnHa PeKOMEeHIyeTcsT IJIst
KynpoBauus XXT, HO TOMBKO B ciayyae, eI OMArHO3 ageHO3UH-
yyBcTBUTENbHO KT He Bbi3biBaeT coMHeHM [185, 186, 187].

EOKIC (YYPC, YO, 5).

Kommenmapuii. YyscmeumenwvHoli K #mpugpocadeHumny sensemcs
maxukapousi, ucxo0Awass U3 BbIHOCAWE20 mpakma npasozo
ucenyoouka. /JIng maxoli maxukapouu MunudHsl XapakmepHas
Mmopgonozus xkomnaekcoe QRS na BKI, uacmoma pumma 80 8pems
maxukapouu 6 npedenax om 100 do 150 8 muHymy, HenpepwviBHOE
peyudusuposanue. Iopa3do pexce avanozuuHas Gopma maxukapouu
Moxem B803HUKamb 6 eblHocsiuwem mpakme JDK.  Ilomumo
#mpugocadeHuHa, OaHHble (PopMbl Maxuxapouu makxe Seasmcs
uyscmeumenvHuIMU U K #8epanamuiy **

#mpugocadeHuH Moxcem 8vl3bl86amv CHuxceHue A/l u npueodumse K
OCMPbIM HAPYUWEHUSIM 2eMOOUHAMUKU, d MAK}¥e NOMeHUuposamso
«(peHomeHn 00KpadviBaHusl» U ycy2yonsamep ullemMur) muoxapoa,
no3amomy npomugonokasaH nayueHmam c opyeumu opmamu JKT.

JleueHMe KEIYIOYKOBBIX apUTMMUIL IIPU OCTPOM KOPOHAPHOM
CHMHApOME

KO n Heycroituubas JKT dacto ormeuarorcs y rnamnnueHToB ¢ OKC,
0cO0eHHO BO BpeMsl IEepBMYHOTO KOPOHApHOIO BMellaTelbCTBa
npu WM ¢ mnogpemom cermeHta ST (Tak HasbIlBaemble
penepdy3noHHblie apuTMmun). OHM peaKo MPUBOAST K HAPYIIEHUIO
reMOAMHAMUKM U He TpeOylT crenuduyeckoil Tepanuu.
IIUTENIbHO COXPAHSIOIIASACS M 4YacTasl >KeJayJOo4yKoBasl SKTOIMS
MOKET CBUIETENbCTBOBATh O HEOOXOOMMOCTM JajibHelilen
peBacKyisipusauuu  (Hampumep, IIOBTOpPHOI  aHruorpadum/
YpeCcKOKHOTO KOPOHApHOTO BMellaTenbcTBa) [56, 57]. Ecau
HeyctouuBas XXT conpoBoxkgaeTcss HapylleHueM IreMOAVHAMMUKM,
clegyeT pacCMOTpeTb Has3HaueHue amuomapoHa™ (300 wr
BHYTPMBEHHO CTpPYyiiHO) [26]. [ToBTOpHas1 ctoiikas JKT, ocobeHHO
nonumop@HOro xapakrtepa, wiu noBTopHast ®XX wmorytr ObITh
MIPM3HAKOM HEMOJHOWM perep@ys3suu WM BO3BpaTa OCTpPO¥
uimeMnn. B Takux oiydasix ciemyeT pacCMOTpPeTh BBITIOJIHEHNME
9KCTpeHHOoI KopoHaporpaduu. IToBTropHast noaumopdHas KT c
nepexogom B @)X MoxkeT oOTBeuaTb Ha Tepanuio Oera-
aJpeHobiokaTopaMiu. YMeHbIeHMo umciaa snn3onos JKT mam OXK



TaKke crocoOcTByeT rimybokast cemaimsi. it OGBICTpPOro
10 aBJIeHUS reMOOMHaMUYECKU 3Hauumbix KA  MOXKHO
MCN0JIb30BaTh aMuoaapoH** (150—-300 Mr BHYTPMBEHHO CTPYIHO).

[IpymMeHeHMe OpPyrMxX aHTHUApUTMMUeCKUX mpenapatoB Ipu OKC
(Hampumep, TpoKanHaMu/i, npornadeHoH) He peKOMEeH0BaHo [26,
74].

EOKIII A (YVP C, VI, 5).

C wmenpio mnpobunaktuku KA y MalMeHTOB CO CTPYKTYPHOI
nmaTojgorueil  cepiala  peKOMeHJyeTcs ~ HasHauaTb  Oera-
agpeHob0KaTOPhI [26, 73, 74, 88, 135, 191, 393].

EOK I A (YYPA, VI 2).

HasHaueHue 6eTa-aapeHOOIOKATOPOB BHYTPD ST TPO(PMUIaKTUKA
JKA u BCC peromeHaoBaHO aJjisi Bcex rnanueHToB ¢ OKC BO Bpems
TOCIIUTAIM3AUMM U TI0CJe€  BBIOUCKU, TNPU  OTCYTCTBUM
npotusorokasanum [188, 189, 190].

EOKIIa B (YVYP A, VI 1).

Jleuenne  OeTa-aagpeHOOIOKATOpaMM  PEKOMEHJIOBAHO  IIpHU
MOBTOPHBIX dnn30aax noaumopdnoi XT [27, 62, 73].

EOK I B (VVP C, VI 5).

Kommenmapuii. Medukamenmo3Hass mepanus ycmotiuugoii KT
doyHa Obimb HANpasaeHa HA MAKCUMAIbHYI0 CUMNAMUUYecKyHo
onokady [190, 191, 192]. B uccnedosanuu MADIT-II y nayueHmosg c
HKIT*** noJiyuasuiux MaxkcumanvHole 0030l bema-
adpeHobs10Kamopos, HabaoaNU CYyuleCmeeHHOe YMeHblleHUe Yucaa
nosmopHwix 3nu3zodos KT unu @)K, mpebosasuiux emeuiamenbcmeda
HUKIT*** no cpasHeHur ¢ nauyueHmamu, KOomopwle He noayuaiu 6ema-
adpexobnokamopel [190, 191, 192].

Iobasnerue amuodapoHa ™™ He y8enUUUBAIO BbIHUBAEMOCMb 8 2pynne
KOMOUHUPOBAHHOU mepanuu no CpasHeHuro ¢ 2pynnoti, 20e nayueHmol
nonyuanu monavko cmavoapmuyw mepanuto CH [190, 191, 192].
JleueHue amuodapoHom™* @ couemanuu ¢ bema-adpeHoba0KaAmMopamu
CONPoBOHOANOCH CywecmeeHHbIM yMeHbUleHUEeM pucka
cpabameisanuti HKI*** no cpasHeHuio ¢ MoHomepanueli b6ema-
adpeHob0kamopamu u ¢ MoHomepanuetli comanonom. OOJHAKo &
epynne comanona u 8 2pynne KOMOUHUPOBAHHOU mepanuu

amuodapoHom™™* u 6ema-adpeHob0Kkamopom OvLia 8viule 4acmoma



ommeHbl npenapamos. Tak, uacmoma OmMMeHbl UCCAEAYEMO20
npenapama uepe3 1 200 om Hauana JedeHus cocmasuna 18,2% ons
amuooapoHa™**  23,5% ona comanona u 53% ona Gema-
adperobnokamopa. B uccnedogaruu SCD-HeFT nauuenmst ¢
Jucpynxyueii /DK u CH ®K II unu III no NYHA noayuanu
cmaHdapmuyrw mepanuto CH, cmandapmuyto mepanuio CH 6
couemaHuu ¢ amuodapoHom™* unu cmavdapmuyro mepanuro CH 6
couemaHuu ¢ oOHokamepHoim UKT*** [127, 118].

[IpyMeHeHMe amMMomapoHa™** pPeKOMEHAO0BAHO [JisI YCTpaHeHMUS
cuMnToMoB JKA y nannueHToB nociie UM, ofHaKko Takas Tepamnus He
BJAMSIET HAa TTIOKa3aTes CMepTHOCTH [27, 62, 125, 126].

EOK - Het (YVP A, VI 2).

BHyTpuBeHHOe BBeJleHMe aMMuoJapoHa** peKOMeHIOBaHO [JIsl
nedyeHuss rnonuMopdHoit KT, accouMuMpoBaHHOM C OCTPBIM
KOpOHapHbIM cuHApoMoM [121, 125, 125, 137, 140].

EOK I C (YYP C, VI 3).

Koppexkiins HapyleHui 3JIeKTPOJIMTHOTO OalaHca peKOMeHI0BaHa
namyeHrtam ¢ noBTOpHbIMMU snusomamu KT wnmn OXK  gas
Ky[IMPOBaHUS U TPOPUIAKTUKM TPUCTYNOB aputmum [147, 191,
193].

EOK I C (VVP C, VI 2).

BHyTpuBeHHOe BBeJeHMe JIMJoKauHa** peKoOMeHAO0BaHO MIJis
JleyeHMST TOBTOPHBIX 30u3040B crTokon KT wmin @)K, He
OTBevaloIlleii Ha Tepanuio OeTa-aapeHOOJIOKATOpaMM  WIN
aMMOAApOHOM™*) a TakKe IIpY HaJUMUMM TPOTUBOIIOKA3AHMII K
nedyeHMIo ammogapoHom**[155; 195, 578].

EOK IIb C (YVYP A, VI 2).

HemenukameHTO3HbI€ MeTOAbI JieueHUst JKT

dnexkTpudeckas neduOpmuIanys. DIeKTpUIecKast CTUMYJISIIVS

OKCTpeHHas 3JeKTpuuecKasi KapauoBepcus win nepuopuisiuus
pekoMeHAOBaHa TamueHTaMm C ycromumBon KT wmim @K pas
KyIIMpOBaHMs IpucTyna aputmuu [27, 62, 150, 151, 152, 195].

EOKIC (YVP A, VIO 2).



Kommenmapuii. Ecnu ocmanoska cepdua npousouiia 8 JieueOHOM
yupexcoeHuu, Heo6xXo0umo cpaszy BuinoHUMb deubpuniayuro,
NOCKOJIBKY 8 3mMOoM Cyude 8blule 8epOSIMHOCMb 1020, YMO NPUUUHOL
ocmaHoeKu cepoya Ovlna cmolikas xceayooukoeass maxuapummusl.
IIpu s3mom depubpuniayur HAUUHAWMmM ¢ MAKCUMAIbHOL MOUHOCMLL
JIns neuebHwvix yupexcoeHuili camvim YOOOHbIM 8APUAHIMOM S18JIS1I0MCS
nonyasmomamuueckue degubpuinamopsl. BHympuseHHoe 88edeHue
amuooapoHa™* nossiuiaem 3gpekmusHocms depubpurnsyuu u/unu
npedomspawaem noemopHsie 3nu300et KT unu DX 6 ocmpoix
Cyuasx.

OneKTpuueckasi KapauoBepcusi peKOMeHIOBaHa IlallMeHTaM C
MoHoMmopdHoit KT m HecTabUIbHOI TeMOAMHAMMKON IS
Ky[IMPOBaHMS  TIPUCTya  apUTMMUM M BOCCTAaHOBJIEHUS
apdekTMBHOI cepmeuyHoil gesitenbHOCcTH [150, 151, 152, 193, 194,
195].

EOK IC (VYP A, VI 2).

OJIeKTpMUUecKass KapauoBepcuss peKOMeHIYyeTCsl 01 KyIIMPOBaHMS
IapoKcu3ma XT, He COMPOBOXKAAIOIIEToCs OCTPBIMMU
HapylIeHUSIMU reMOIMHAMM KU, Ipu He3hPeKTUBHOCTHU
aHTUMAPUTMMUECKOM  Tepammyu, MPOTUBOMNOKA3aHUM K  UX
IIPUMMEHEHMI0, a TaKKe B C/lydyae, eCiu JievalliMii Bpauy U IalyueHT
OTIAIOT IIPeIIoUYTeHNe 3TOMY CII0COOY BOCCTAHOBJIEHUSI pUTMa [26,
27, 57, 65, 196].

EOK IIb C (YYP C, VI 5).

Yyamamwinas CTUMYISIUMS  KelIygoOuyKOB peKOMeHIOBaHa IS
KynupoBauuss moHoMmopdHoi JKT u TpemeTaHus >XeaydOUuKOB U
BocCTaHOB/IeHUs 3(PdeKTMBHON cepAeuHolt mesTenbHOCTU [197,
198, 199, 200].

EOK Ila C (YVP C, V]I 4)

Kommenmapuii. KpamkospemeHHass  «3ainoéas»  CMUMYASIYyust
Heenydoukos «naukamu» u3 8-10 umnynvsco8 ¢ uacmomoii,
npessviwiaroweii uacmomy KT (burstpacing) 0ns KynuposaHus
MoHomopHoti JKT moxcem Obimb npogedeHd C UCNONb308AHUEM
cucmembl 8peMeHHOU MPAHC8EHO3HOU cmumyasyuu cepoya (npu
HAIUYUU YeHmpaipbHo20 B8eH03H020 docmyna), Jaub0 C NOMOWBH
UMNJIAHMUPOBAHHBIX ycmpoticme
(a1eKMpoKapoOUOCMuUMyIIMopos **% Kapouosepmepos-



depubpunnsmopos*** umnaanmupyemoix CPT-ycmpoiicms). /laHHoblii
memoo HeappekmuseH 0 kynuposavus @)K u nonumopghoti KT
muna torsade de pointes.

TpaHcBeHO3Hasl KaTeTepHasd yyawawuas CTUMYISALUUS T10 TUIY
«OBepIparB» peKoMeHJOBaHa B TOM CJlydyae, eCiM BO3HMUKAIOT
yacTble TIOBTOpHbIe Bsmusonbl JKT, HecMOTpss Ha JiedeHue
AHTHMAPUTMMUECKMMM IIperiapaTamMy, a KaTeTepHas abmauus y
IAHHOTO MauyeHTa HeBo3MoxkHa [197, 198, 199, 200].

EOK I C (YYP C, VI 4).

BpemeHHast = TpaHCBeHO3Hasi  CTUMYASLMS  PeKOMEHAOBaHa
nmalyeHTaM C CHMMIITOMaMy CMHYCOBOW OpamuKapauu ISt
NpouAaKTUKKY BO3HMKHOBeHMs JKT/DXK, HecMOTps Ha jeueHue
npenapaTaMy C TOJOXKUTEIbHBIM XPOHOTPONHBIM 3(derTom [27,
57, 62].

EOK I C (VVYP C, VI 5).

BpemeHHasi  TpaHCBEHO3Hasl  CTUMYV/SLMS  peKOMeHIOBaHa
MalMeHTaM ¢ CMMIITOMaMU TspKenoii AB-6/10kazbl 6e3 cTabMILHOTO
3aMellalolero puTMa jis MpodmIakKTUKY BO3HMKHOBeHUs KT/
DX [27, 57, 62].

EOK I C (VVYP C, VI 5).

Xupypruueckoe geuyenue JXT

Xupypruuyeckue MeTOIbl B [IepPBYI0 OUepeb [0Ka3aHbl alieHTaM,
UOYIIVM Ha OIlepalyio Ha OTKPLITOM cepAlie, a TakKe IalieHTaM,
y KOTODbIX [pyTMe CIIOCOObI JieueHUsT He [Jajlu [IO/DKHOTO
pesyinbraTa. K Xupypruyeckum MeToLam JieUeHUS JKeaygO0YKOBBIX
HapylleHuit pUTMa OTHOCSITCSA abmauus M peseKius SHIOoKapAa.
Xupyprudeckas abjauyss MOXKeT BbITIOJTHSITbCS SHIOKapAMUaIbHO U
3MMKApAMAAbHO TOKOM BBICOKOW YacTOThl (pagyoyacTOTHAas
abmanus) UaM C IOMOIIbI0 HU3KUX TemIlepaTyp (Tak Ha3biBaemasi
Kpuoabsnaius). Jlokanusauusi 30H JKA momkHaA ObITh BBISIBIEHA C
noMouipto OO 10 omnepauuuM M yTOYHEHA [OpU MPOBESEHUN
KapTUpOBaHMs BO BpeMs ollepaliyt Ha OTKPLITOM CepaLe.

Xupypruueckast abaiiysi, BbIITOJHSIEMAst B CIIeLMaIM3MPOBAHHBIX
LleHTpax C 00sI3aTe/IbHbIM 3/1eKTPOGU3MOIOTNIECKUM
KapTUpoBaHueM OO WU TIIOoCjie olepanuu, peKoOMeHIOoBaHa
nauyeHTam ¢ pedpakrepHoit JKT, He oTBeualollleii Ha Teparuio
AHTUAPUTMMUYECKMMI TIperiapaTaMy, MpU HEYCIIEIIHOM I10IbITKE



KaTeTepHOV abmauuy [jIsl KynmUpoOBaHMS U MPOGUIAKTUKI
Bo3HMKHOBeHMs1 JKT/DX [203, 204, 205, 206, 207].

EOK I B (YYP C, VI 4).

Kommenmapuii. OcHo8Hble mexHUKU Xupypauueckoli abaayuu ieznu 8
0CHO8Y Memoduk KamemepHoli abnayuu, 6Kaudss OMHOCUMEIbHO
HOo8yI0 mexHuKy moodugukayuu cyocmpama [206, 207, 208].

OHIOKapOAKTOMMUS BO BpeMsl XUPYPTUUYECKOM PeKOHCTPYKLUU
neporo xenygouka (XPJ/DK) pekomeHIOoOBaHa TIalieHTaM C
nocTuHhapKTHO aHeBpPM3MOIl JieBOoro kemaymouka (AJDK), vy
KOTOpBIX [OMarHOCTMPOBAHA JKeIyJO4YKOBasi TaxuKapaus Ojs
KYIIMPOBaHMS U TpOPMIaKTUKM BO3HUKHOBeHMSs XKT/DXK [201, 202,
206, 207].

EOK IIa A (YVP B, Y111 3).

Kommenmapuii. Pesexkuus 3Hdokapda noxkasaHa nayueHmam,
HanpasneHHviM Ha onepauuto XP/DK, y komopwsix duazHoCmuposaHa
KT ¢ nomowivto sHympucepdeuHozo SPHU Ha doonepayuoHHoOM Imane,
a makxe ocmaavHuiM nayueHmam ¢ AJDK, Komopsim He npo8oounocs
2®U, esudy mozo, umo puck pazsumus KT y nayueHmos c
nocmuH@apkmmoti AJDK cocmasnsem 50%.

[Tauentam mnocne omnepauuu XPIDK ¢ wmapgyuupyemon KT
peKkoMeHJ0BaHa YycTaHoBka WKI*** B paHHeM Iepuome [mjisi
kynuposauus anu3zonos XKT/OXK mnocie onepauun [91, 202, 203].

EOKIIa B (YVP A, VA 2).

Kommenmapuii. B psade cnyuaes nocie  cyomomanwbHot
SHOOKapOdaKmomuu u/uau abaayuu npu eHympu-cepoeurHom DU
dokymenmupyemcs peuudus KT y 2,5-20% nauuenmos, uacmo 8
nepewte 90 dneti [202, 203].

AHTHapUTMHUUecKue ycTponcTsa. IMIiaHTUPyeMbIii

VimiiaHTupyeMblii  KapauoBeprep-gedbubpumasitop (MKIO***) -
YCTPOJICTBO, rpeqHa3sHaYeHHOe ILJIST TIpepbIBaHUS
KU3HEYTPOKAWIIMX  apuUTMMUii C  1ebl0  MpefoTBpalleHusI
BHe3aIHol cepaeuHoii cmepTtu (BCC) [204]. [Ipumenenne UK *** B
npodpmiaktTuke BCC oCHOBaHO Ha apUTMMUUYECKOM MeXaHU3Me
passutus BCC. BoccraHOBIeHMEe CUMHYCOBOTO (MIU MOAJIeKAlLlero)
pUTMa MOPOUCXOOUT C TIOMOIIbI0O HAHECEeHUS 3IeKTPUYeckoro
paspsimia B HECKOJIbKO [IeCSITKOB [Koyiei, Jubo Mauek



97IeKTPUUECKUX CTUMYJIOB, KOTOpbIE SIBJISIIOTCS 0e300/1e3HeHHbIMU
IJIST TalMeHTa UM SHepreTuyeckyu MeHee 3aTpaTHbiMM. MKII***
clenyeT paccMaTpuBaTh KakK OCHOBHOE CpPeNCTBO IMEPBUYHON U
BTOPMYHOJ MpoGWIaKTUKM BHe3aIHOl cepaeuHoi cmeptu [205,
209]. VmnnaHTauus OOBIYHO TIPOBOOMUTCSL TOJ ~ MECTHOM
aHecTe3Mein.

[TokaszaHus 1 MpPOTUBONOKa3aHMs K uMIuiaHtTanuu UK]I

WK, ¢ 1enbi0 BTOPUUHOI MPOPUIAKTUKM BHE3aIlHON cepaeuHoit
cMeptu (BTOpUYHaAs IpodUIaKTMKA BHE3allHOM CepaeuHoi
CMepTH)

MMmnaHTanmus KT *** peKoMeHIO0BaHa rnanyeHTam C
nokymeHTHpoBaHHOM ©XK niau JKT ¢ BeipaskeHHbIMU M3MeHEeHUSIMU
reMOJAMHAMMUKU, TIPU YCIOBUM OTCYTCTBUS NIPEXOASIINX IIPUIMH UX
pasBuUTUSI U TMocie 48 U OT MOMeHTa pa3BuUTUSI MH@apKTa
Muokapga. IlanueHTbl  OO/MKHBI  MOAYYaTh  ONTUMAJIbHYIO
MeIMKaMeHTO3HYIO Tepanuio [27, 213, 214].

EOK IA (YYP A, VI 1).

Vimmnantauusa UKIO*** uau BpeMeHHOe MpUMeHeHMe HapysKHOTO
KapauoBepTepa-neudopuiasaTOopa peKOMeHI0BaHbl B TeueHue 40
oHein nocie MM y OTOeNbHBIX TMAalMEeHTOB (IIPpU HEIIOJHOM
peBacKyaIpusalun, MpeaiiecTByoIein IMCHYHKIMU U CHUKEHUN
dpakuum BbiOpoca JeBoro xemaymouka (®BJDK), mnosiBneHUM
aputmMuii rocie 48 u ot Bo3HMKHOBeHMs1 OKC, nonumopdHoit KT
wim ©XK) [210, 211, 212].

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

Wmrmnantauusa MKII*** pekomeHgoBaHa IalieHTaM C YCTOMUMBOI
KT, mpu yMepeHHO BbIpaskeHHO IMCPYHKIMY JIEBOTO KeTyIouka
(PBJDK meHee 45%), BHe 3aBUCMMOCTM OT BO3MOKHOCTU
BBIIIOJIHEHMSI KaTeTepHO} abmauyuy ¥ pe3yabTaTOB IIPOIeIyphl
[124, 129, 138, 139, 579].

EOK - met (VYP A, VI 1).

Kommenmapuii. Umnaanmauus UKT*** nayuenmam ¢ ycmotiuugoti
JKT conpogoxcdaemcst ygeauueHuem 8blxu8aemocmu no CPpagHeHur ¢
aHmuapummuueckoti mepanueti. Ha cezo0HswHuti O0eHb Hem
uccnedosaruti, 8 Komopwvlx Ovl cpasHusanu pesyabmamosl MK[***-

mepanuu u kamemepHoli abaauuu 6e3 HK/I*** y nauuenmos c



ycmotiuugoti JXKT. Yuumvieas HebOObUOL 005eM OAHHBIX U BbICOKYIO
uacmomy peyudusos ycmotiuugoti JKT nocie kamemepHot abaauuu,
ycmanoska UKIT*** yenecoobpasva ecem nauueHmam ¢ oucyHkuueti
JDK (ppaxkuyus evibpoca < 45%) u ycmotiuusoti JXKT.

NmruiaHTanms KT *** peKoMeHA0BaHa rmanyeHTam C
HeycToitunBoit  JKT, BciaencTBue mMepeHeCeHHOro MHpapKTa
MMoKapja, ¢ AuchyHKIneii seBoro xxeaynouka (PBJDK menee 40%)
n uHpynupyemoinn ycronunsom XT wmnn @OXK npu nposeneHuun
3JIeKTPODU3MOIOTMUEeCKOro uccienoBaums [215, 216, 217].

EOK - Het (YYP A, VO 2).

[MepBuuyHasg mnpoduiakTUKa BHE3aITHOI CepaeyHoii CMepTu U
JKeJIyI0YKOBO TaXUKapauu

B paHAOMM3MPOBAHHBIX MCCIENOBAHUSIX M MeTaaHa/IU3ax ObLIO
IIPOIEMOHCTPUPOBAHO, UTO PUCK BHE3AIHOM CepoedyHOil CMepTu
cBsi3aH ¢ HapyuieHneM dyHkuuu JDK, a ucronb3oBanme MKI*** B
KauecTBe cCpencTBa IiepBMuHOil mpodunaktuku BCC 3HauMmo
BJIMSIET HAa YPOBEHb CMEPTHOCTU [AHHOW KaTeropuy IMaleHTOB
KaK C MIIeMU4eckoi, TakK ¥ C HeuIlIeMMUUecKoil ee mpupomoit [58,
82, 216, 217, 218, 219, 220, 221, 222, 223, 224, 225].

Jl7is Bcex MoKaszaHuit K npuMeHeHuo VKI*** peliileHre B MOIb3y
MOCJIeNHMX TIPUHMMAETCS TOJBKO B C/Tyyae, KOrja MporHo3upyemast
MPOAO/IKUTENIbHOCT XKM3HM Tal[MeHTa IipeBbiliaer 1 rof.
HeobxomuMocTh B aJleKBaTHOM peBacKy/asipu3alyuy MuoKap[a,
HapsSIoy CO CTpPeMJIEHMEM PaaMKaJIbHOTO YCTpaHEHUS apUTMMU,
SIBJIIIOTCSI TIPUOPUTETHBIMM IO OTHOIIEHUIO K TpPUMeHEeHMUIO
WK ***-Tepanumn.

Wmrmnantauys WKI*** nng nepBuuHoit nmpodmnaktuku BCC He
pekomeHA0BaHa B TeueHue 40 nHeii mociae IM [27, 58, 62, 82].

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

Wmimnantauusas UKI*** pekomeHIoBaHa [Jis1 YMEHbIIEHUs puCKa
BCC mauuenTtam ¢ auchyHKImMeii geBoro xemygouka (PBJDK - 35%
U MeHee) U cepmeuyHo HepoctaTouHOCThO (II mim III ®K 1o
NYHA), BciencrBue nmepeHeCeHHOro He MeHee uem 40 mHeil 1ocie
mHdapkra mmuokapaa [124, 129, 138, 139, 579].

EOKIA (YYP A, YOA 1).



e Ummutantanuss WKI***  pekomMeHOoBaHa y  IallMeHTOB C

KapauMoMuoIiaTueli HeuIIeMUuyeckoro reHe3a, auchyHKIMen
neBoro kemymouka (®BJ/DK - 35% u MeHee) M cepHedyHOil
HenmoctaTouHocTbio, II mam III ®K mo NYHA [215, 218, 219, 220,
234].

EOK IB (YVP B, VI 1).

VmmnanTtauus UKI*** pekomeHmoBaHa ajist rmpodwmnaktuku BCC y
MTallMeHTOB, OXXMIAIOIIMX TPAHCIUIAHTALMIO cep/iiia BHE JJeueOHOoro
yupexxpenus [227, 228, 229].

EOKIIAC (YYP A, V[, 2).

Cocrosiuust, mipu KoTopbix WK]I-Tepanuss He IIOKasaHa WM
IIPOTMUBOIIOKA3aHa:

IIPOTHO3UPYEMbBIN CPOK KM3HU MMALMEHTOB C YIOBJIETBOPUTETbHBIM
(byHKIIMOHAIbHBIM CTAaTyCOM He IIpeBbIiiaeT 1 rom, mJaxke ecay OHU
MMeIOT TI0Ka3aHusl, COOTBeTCTBYyIouue 1-5 VI I;

rnanyueHTaMm, CTpafalliMM  HeIlpepbIBHO-PEeUANBUPYIOIIUMM
SKeTYIOUKOBBIMMY TaxXUKaAPAUSIMU UV QUOPUIISIIIEN JKeTyI0UKOB;
MMalyMeHTaM C BbIPaKEHHBIMU TICUXUUYECKMMU 3a0071eBaHUSIMMU,
KOTOpble MOTYT OBITb YCYI'ybjieHbl MMIUIAHTalMe Mpuobopa win
MIPEISITCTBOBATh CUCTEMATUIECKOMY HAOIIOIEeHUIO;

MalyeHTaM C XPOHUYECKOM CepaeyHOr HegoCTaTOYHOCThIo IV @K
(NYHA), pedpakTepHOii K JIeKapCTBEHHOJ Tepamnuu, KOrma OHM He
SIBJISIFOTCSL KAHAMAATaMM Ha TPAHCIUIAHTALMIO CepaLa;

MalyeHTaM ¢ 0OMOpPOKaMM HESICHOTO reHesa 0e3 MHAYLMPYEMbIX
KeTyOOYKOBbIX TaxMapuUTMMiI M 06e3 CTPYKTYpHOJ MaTOJOTUU
cepaua;

B CJIyYasiX, KOIrma >KeayIouYKOBasl TaxXUKapaus Win (GUOPUIISIIAS
JKeJIYI0UYKOB SIBJISIIOTCSI YCTPAHUMbBIMU PaAUKaIbHO, XUPYPrUIeCKu
MM C TIOMOIIbI0O KaTeTepHOi abialuu: apuTMUM, CBSI3aHHbIE C
cuagpomom BIIB (WPW), Taxukapauu u3 BBIBOOHOIO TpaKTa
KeTyIOUKOB, dacuuKyasipuble ¥ uauonaTtuueckue XKT, npu
OTCYTCTBUM CTPYKTYPHOI IIaTOJIOTUN CePLla;

ranyeHTaM, y KOTOPBIX 3IIM30[ KeJIyIOYKOBO TaxXMapUTMUMN
BO3HUK BCJIEICTBME IIPEXOASINMX MM OOpPaTUMBIX PaCCTPONCTB
(Hanmpumep, OCTPBIN MHGapKT MuoKkapza, HapylleHue
3JIEKTPOJIMTHOTO OasiaHca, IMo604YHble 3(PdeKTbl MeaKaMeHTOB,
TpaBMa), KOrZa KOpPpPeKUMs pacCTpOiCTBa BO3MOXHA UM MOXKET
3HAUUTEJIbHO CHU3UTb PUCK ITIOBTOPHOI'O BO3HMKHOBEHMS
apUTMMMN.



CepneyHasi peCMHXPOHU3UPYIOLIAS Tepanus y NaiiyeHTOB
¢ XCH pisa camkeHus pucka BCC. KomOMHMpOBaHHbIE
CPT-]1 ycTpoiicTBa

dddextuBHocTth CPT mpopeMOHCTpMpoBaHa B MHOTOUMCIEHHbBIX
KU u meTaaHaimn3ax INpu KapaUMOMMUOMATUM KaK UIIEMUYECKOTO,
TaK ¥ HeUleMu4eckoro resesa [219, 267, 268, 269, 270, 271, 272,
273]. HaHHbIe €BPOIIeCKOro 0030pHOTO perucrpa
CBUIETEIbCTBYIOT O 6ojiee HU3KOI CMEPTHOCTU Yy IIAllMEHTOB C
KOMOMHMpOBaHHbIMU  ycTpoiictBamu  CPT-II*** [274]. Bomee
IOpOrye U CJI0KHbIe KOMOMHMPOBAHHbIE CUCTEMbI B OOJIbIIIEN Mepe
clenyeT IMPearnovecTb y ManyueHTOB, HYXKIAIoXCsl BO BTOPUYHOM
npoduIakTMKe, WAM TMEePBUYHON MOpOoQMIaKTUKe BHe3amHOM
CMepPTM TIpM OTCYTCTBUM BbIPAKEHHOV KOMOPOUIHOCTM U B
OTHOCUTEJIbHO MOJIOAOM Bo3pacte [232]. Umrutantauus CPT
O0OBIYHO ITPOBOAMUTCS IO, MECTHOJ aHeCTe3Mer .

Wmnnanrauyusgs CPT-yCTpoOiCTB peKOMeHIOBaHa AJisi CUMIITOMHBIX
naiueHToB ¢ XCH, cuHycoBbiM puTMom U Mopdonorueit QRS c
BJIHIIT, mautenbHocThio QRS > 150 mc, ®BJDK < 35%, Ha doHe
OINTMMAJIbHOM MeAMKAaMEHTO3HOI Teparyu, C ebl0 YMEeHbIIEeHUS
CMMITTOMATUKHU, CHUKEHUS MOPOMIHOCTM M pucka cMmeptu [219,
267, 268, 275, 276, 277, 278, 279, 280].

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

Nmrutantanus CPT-yCcTpoiiCcTB pekoOMeHg0BaHa IJisi CUMIITOMHBIX
nauyeHToB ¢ XCH, cuHycoBbiM putmom u QRS-mopdomnorueii
BJIHIIT, pautenbHocThbio QRS 130-149 Mmc, ®BJDK < 35%, Ha ¢doHe
OITUMA/IbHOM MeOUKaMEeHTO3HOW Tepanuu, C 1ieJbl0 YMeHbIIeHNS
CUMIITOMATUKH, CHUKEHUS MOPOMAHOCTM M pucka cMmeptu [279,
280].

EOK I B (VVP B, VI 2).

Wmnnantanys CPT-ycTpoiicTB peKOMeHAOBaHa AJsI CMMITTOMHBIX
naiueHToB ¢ XCH, cuHycoBbiM puTMoM 1 QRS-mopdomnorueit, He
cootBeTcTBYIOMEel BJIHIIT, naurenbHocThio QRS > 150 Mmc, ®BJDK <
35%, Ha (poHe OoNTUMAaJIbHOI MeIMKaMeHTO3HOI Tepanuu, C 1eIbio
YMEeHbIIIeHUSI CUMMIITOMATUKM, CHUXXKeHUS MOpPOMIHOCTM U puUcCKa
cMmeptu [279, 280].

EOKIIA B (YVP B, Y11 2).

Nmrutantanyss CPT-yCTpOMCTB peKOMeH40BaHa [J1 CMMIITOMHBIX
nauyeHToB ¢ XCH, cunycoBeiM putmom u QRS-mopdonorueii, He



cootBetrcTByoueri bBJIHIIT, pautenbHOCcTBI0O QRS 130-149 wM™C,
®BJIXK < 35%, Ha ¢hoHe ONTMMa/IbHOI MeIMKaMEeHTO3HOI Tepamniu,
C LIebI0 YMEHbIIEHMS CMMIITOMATUKN, CHIUKEHMST MOPOUIHOCTY U
pucka cmeptu [280, 281].

EOKIIB B (YVYP C, V1, 3).

Nmrutantanuss CPT-yCcTpoiCTB He peKOMeHOOBaHa [ijis IMallMeHTOB
¢ XCH n piimrensHoCcThIO QRS Menee 130 mc [281, 282, 283].

EOKIII A (YVYP A, VI 1).

Nmrutantauyss CPT-ycTpoiiCTB peKOMeHAOBaHa AJIS IMALMeHTOB C
XCH, III-IV ®K o NYHA, gautenpHoctbio QRS > 130 mc, PBJDK <
35%, c ubpwuisiuein mnpeacepauiti Ha @QoHe ONTUMAaJIbHOM
MeIKaMeHTO3HO Tepanuu, C 1IeJTbIO yMeHbIIIeHUS
CUMIITOMATUKM, CHMKEHMSI MOPOMIHOCTM U pPUCKA CMEPTH.
[TaneHTam IO/IKHA OBIThb obecrieueHa TIOCTOSIHHASI
OMBEHTPUKY/ISIpHASS CTUMYISIIMUS C  3¢Q@eKTUBHbBIM 3aXBaTOM
XemymoukoB [284, 285, 286, 287, 288].

EOKIIA B (YYP A, VI 1).

IMaumentam ¢ CPT-ycTpoiictTB M QUOpWILISLIME mpencepanii, B
cryyae  Hed(h@eKTMBHOV  OMBEHTPUKYISIPHOW  CTUMYJISILIVIN,
peKOMeHIO0BAaHO CO3JaHue OJIoOKaAbl CcepAlla C I[OMOIIbIO
KaTeTepHOVi abialuyu aTpMOBEeHTPUKY/IIPHOTro y3ia [289, 290, 291,
292, 293, 294].

EOKIIA B (YVP B, VA1 3).

Nmrutantanuss CPT-yCcTpoiiCTB peKOMeHAOBaHa AJISl MALMeHTOB C
bubpunnguMeit mpeacepauii, HEKOHTPOJMPYEMOi  YacTOTOM
’KeTyI0YKOBOI0 PUTMa, KAaHAMIATOB Ha co3maHue OJI0Kaabl cepiia
C TOMOIIbIO KaTeTepHON abmaium AB-ysma [295, 296, 297, 298,
299].

EOKIIA B (YVP B, Y111 3).

Nmrutantanuss CPT-yCcTpoiicTB peKOMeHJ0BaHa IJisi CUMITTOMHbBIX
naumeHToB ¢ XCH, ®BJDK < 40%, KOTOpble MMEIOT IMOKa3aHus K
TTOCTOSTHHOM JKeJTyTOYKOBO CTUMYJISILIAN, BUJIE[ICTBUE
OpaguKapauy, C Meabl0 YMEHbIIeHUSI CMMIITOMATUKM U CHUKEHUS
Mop6umHocTu [284, 290, 300, 301].

EOKIA (YYP A, VI 1).



e NMmruiantauus CPT-yCTpoiiCTB peKOMEeHI0BaHa B KaueCTBe 3aMeHbI
umelonierocss IKC*** ynu UKI*** nas nmamyenToB ¢ ®BJDK < 40%,
KOTOPbIE€ HYXKIAKTCS B ITIOCTOSIHHOM KeTy40YKOBOI CTUMYIISILIN, C
IIPOrPeCCUBHBIM yXyOlIeHueM COCTOSIHMS, BUJIE[ICTBUE
IIpOrpecCupoOBaHUS XCH, HeCMOTp4 Ha ONTUMAa/IbHVIO
MeauKaMeHTO3HYyI0 Teparnuio [302, 303, 304, 305, 306, 307, 308,
309, 310, 311].

EOKTIA (YVYP A, YO 2).

Kommenmapuii. Peuienue 8onpoca o evibope muna ycmpoiicmea
CPT-DKC*** unu  CPT-I*** OomHO  OCHO8bIBAMBCA  HA
cyuiecmgywuwjux nokasamusx ons nposedeHus HKI***mepanuu u
demanvHoOM 00Cy*#oOeHuu OAHHO20 80nNpoca C NAUUueHmMom Uu €20
pPOOCMBEHHUKAMU, C yuemom nosiv3sl om umnaaumavuu CPT-UK/[***
U  BO3MOMHbBIX  OC/NOMCHEeHUll,  nociedcmeuil,  CB8A3AHHBIX  C
HeobX00UMOCMbl)  U3MEHEHUS! JU3HEHH020 yKaada, cumyauut,
mpebyouwiux deakmusauuu CPT***-UKT*** a makxice 803MOMHOCMU
HabnwoleHuss 3a nauyueHmom 8 meueHue OAUMenbHo20 nepuoda
8pemeHuU.

ITogKOKHBIN MMILIAHTUPYEMBbI KapauoBepTep-aebudpuisITop

CIIO)KHOCTM  TIPpMMEHEeHMSI 3SHAOKApAMAIbHBIX 3JIEKTPOLOB Y
HEKOTOPBIX IALMEeHTOB TIPUBEJM K TIOSIBJIEHUIO IIOLKOXHOTO
nedbubpuaITOpa C OSHUM WM JOBYMS 3J1€KTPOAAMM, KOTOpbIe
VIMILUIQaHTUPYIOTCSA TIOJIKOKHO, BHE IPYLHOMI IIOJIOCTH.
ONIeKTpUUYECKUI pasps] HAaHOCUTCI MeXIY KOPITyCOM YCTPOMCTBA U
IUJIMHHOM COUPIbI0 HAa OUCTAJILHOM 4YaCTU 37eKTpoAa B IPaBOM
xenynouke [312]. PesyibTaThl HEMHOTOUMCIEHHBIX MCCIIELOBaHUN
MOKa3bIBAIOT, UYTO  IIOJAKOXHbIe  OebUOPWISTOPbI ~ MOTYT
NpefoTBpaliaTh BHe3anHyl cMepThb [313, 314, 315]. [TogkoskHbIE
MK]I MOKHO MCIIOJIb30BaTh IJIS IepBuuHOi npodunaktuku BCC,
OJHAKO Ha CerONHAIIHUNM NeHb HeT JOITOCPOYHBIX UCCIeLO0BAHUI C
60/bII0t BBIOOPKOI TaKMX IIAIIMEHTOB M COOTBETCTBYIOIIME
3dekTbl npuMeHeHUs TOAKOXHbIX WMKIlemie He omucaHbl [314,
316]. K HacrosuieMy BpeMeHM IIPOLO/IKAIOTCS IMPOCIIEKTUBHbIE
PaHOOMM3MPOBAHHbIE WUCCIENOBAHMS, B KOTOPBIX IIPOBOLUTCS
cpaBHeHMe 3(G@EKTUBHOCTM U OCJIOXKHEHMI Yy MalMeHTOB C
TOAKOXHBIMU U cTaHmapTHbIMU MK/I.

e VMIutaHTamusl IOJKOXKHOTO nOeduopuiasTopa peKoOMeHAOBaHa B
KauecTBe aJbTepPHATUBBI Ae(pUOPUIIISITOPY C SHAOKAPAMATbHBIMU
371eKTPOIaMI Y TMalMeHTOB ¢ Moka3aHusimu K K] B Tex ciyvasx,



Korma He TpebyloTcsa aHTHMOpamukapaudeckass CTUMYJISLINS,
cepaeyHasi pPEeCYHXPOHU3UPYIOIIAs Tepanus "
aHTUTaxXMUKapauueckas crumynsiius [313, 314, 315. 316, 317, 318].

EOKIIA C (YVP B, VA1 3).

ViMmaHTaums IOAKOKHOTO IeduOpuIIITOpa PEeKOMEHI0BaHA B
KauecTBe a/JibTepPHATUBBI AeUOPWIISITOPY C SHAOKapAMaIbHbIMU
JIeKTpojaMu TP  OCJIOKHEHHOM BEHO3HOM [JOCTyIle, IIpu
MH@EKIMOHHBIX OCIOXHEHMSIX, CBSI3aHHBIX C MpeabIayIuM
YCTPOMCTBOM, BO  BCeXx  CJly4yasX, Korga IpUMeHeHue
SHAOKAPAMAJIbHBIX 3JIEKTPOJOB HEBO3MOXXHO, HelleJ1ecooopasHo
MUY TIOTeHLMaAbHO omacHo [313, 314, 315. 316, 317, 318].

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

OOcyxmeHre BO3MOKHOTO M3MeHeHMSI YKjaja >KUM3HU B CBSI3U C
ummaantauuein MKI*** pekoMeHmZOBaHO [JisI BCeX IallM€eHTOB,
KoMy 1nokazaHa UKI***-tepanus [326, 327, 328].

EOK IC (YVP C, V] 4).

OlleHKa TIICUXMYECKOTO COCTOSHMS WM JIedeHue IICUXMUUEeCKUX
pPacCTPOICTB PEKOMEHJOBAaHO BCeM IalMieHTaM C YaCTbIMM
cpabaTtbiBanusimu UK *** [63, 326, 327].

EOK IC (YVP A, VI 2).

Bo3smoxkHocTh meakTuBauuyu HWKI*** Bo BpeMs KpUTUUECKUX
TIEPUONOB TeueHuss O0jie3HM U IIPU TEPMUHATBHOM COCTOSTHUU
peKOMeHAYeTCsI pacCMOTPETh ele n0 umiuiaHTauu UK *** [328,
329].

EOK - Her (YYP C, VI 4).

Heob6xogumocts B geaktuBaumu  UKI***  pexkomeHmyeTcs
KOJIJIEKTMBHO PpPAacCMOTpPeTb IIpPM 3HAUUTEIbHOM YXYIII€HUU
COCTOSTHMSI TIallMeHTa M B TEePMMHAIBHOM CTaguy 3a00/eBaHMUs
[328, 329].

EOK - met (YYP C, YO 4).

[TporpammupoBanme UK *** pekomeHAyeTCs OCYIIECTBISITD TAKUM
obpa3om, UTOObI CBeCTM K  MMHMMYMY  BE€pOSITHOCTb
HeoOOCHOBaHHBIX cpabaTtbiBanuii UK *** [330, 331, 333, 334].

EOK - Her (YYP A, VI 2).



e IIporpammupoBanue UK *** pekoMeHAyeTCS OCYILLECTBISTh TAKUM
00pa3oM, UTOObI MO BO3MOKHOCTM 3aMEHUTh BbICOKOBOJIbTHBIE
paspsaabl Ha  AQHTUTAXUKAPAMYECKYID  CTUMVIISALUIO  TIPU
KYIIMPOBAaHMM apUTMuii 6e3 yiiepba ajs 6e30MacHOCTY MaleHTa
[330, 331, 332, 334].

EOK - met (VYP A, VI 2).

e [lepenporpaMMupoBaHMe  paHee  yCTaHOBJAeHHoOro  MKJI***
peKOMEeHZ0BAaHO B Cyuyae YacTbIX HeaJeKBAaTHBIX CpabaTbIBaHMI
ycTporicTsa [27, 62, 332].

EOK - mer (YYP C, YO, 5).

KareTepHast abmaiusi y manyeHTOB 0e3 CTPYKTYPHON ITaTOJIOTUU
cepaua

O6sacTh BBIXOAHOr'O TPAKTa ITPABOTO M JIEBOTO KETYIOUYKOB UaCTO
SIBJISIETCS UCTOUHMKOM mauonatudeckux KT u XK [335, 336, 337,
338]. B 70% cnyyaeB 510 BbIBOgHOM TpakT IDK (BTIDK, B
OCTaJIbHBIX CIy4YasiX — CUMHYCbI BajibcanbBbl, BBIBOOHOM TpakT JDK
(BTJIDK), 6onbiuasi BeHa cepphlla, SIMKapAMaJbHbIe 30HBI, a0PTO-
MUTpAJIbHOE COeAVHEHME, peXke MPOKCUMAJbHbBINA OTAEN JIETOYHOM
apTepuUy HeIoCpenCTBEHHO Hal IyJIbMOHAJIbHBIM KjaraHoOM [339,
340, 341, 342, 343, 344, 345, 346, 347, 348]. UouomnaTtudeckas
04aroBasl yKejqygouyKoBasl TaxuKapaus U3 BbIBOAHOrO Tpakra (OKT-
BT) 06bI1YHO BO3HMKAET Y MallMeHTOB 6€3 CTPYKTYPHOJi MaTOJIOTUU
cepAlla, OMHAKO Y HEKOTOPhIX MAaIMEHTOB ObIJIM BBISBIEHBI
He3HauuTe/ibHble M3MeHeHMs 1o JaHHbIM MPT. Maouomnatudeckas
JKT-BT 06BIUHO MMeeT dOOpPOKAauecTBEHHBIN XapaKkTep, HO B
HEKOTOPBIX CIydasix BO3MOykHa 3j0KadyectBeHHas KT [349, 350,
351, 352, 353, 354]. OueHb peAKO HAOMIOJAIOT COYeTaHUE
HEeCKOJbKMX pasanuHbix Mopdosoruit KT, 4TO MOXeT yKa3bIBaTh
Ha Hajuume pyb6roBoro cyocrpara JKT, Kak, Hampumep, IIpu
AKIDK.

[Ip PYA mnpumeHsieTcs aKTUBALMOHHOE KapTUpOBaHME W/WUIN
KapTuUpoBaHMe Ha (pOHEe CTUMYJSLMM B Pa3/JIMUYHBIX TOYKAX BO
BpeMst ODPU, naumnas ¢ BTIDK (Bkiouas o6acTh Ha KIallaHOM
JIETOYHOM aprepuu), 3aTeM B KOPOHApPHOM CHHYCe, B CUHYCAX
AOpTaJbHOrO KJIaraHa ¥ 3aKaHYMBAsl SHOOKApAMAIbHOM YaCTbIO
BTJDK. Ecnu abnauyst B TOUKEe paHHEN KeJTyooYKOBOM aKTUBaIlUM
He TII03BOJISIET YCTPAHUTh KIMHUUYECKYKD apUTMUIO, CJlieayeT
PacCMOTpPETH BBITIOJIHEHME 3MUKAPAMAIbHOIO KapTupoBaHusa. PUA



OOBIYHO BBITIOJIHSIETCS 1of, MeCTHO aHecTe3ueis,
TepUKapaAMaJbHbINi JIOCTYIT OCYIIECTBISIETCS I10J MHTYOAIMOHHBIM
HapKO30M.

)K@JIY,HO‘IKOB&H TaXMKapAnsd U3 BbIXOAHOT'O OTAe/Ia cepala

Beimonnenne kartetepHoit abmauymm JKT/XKO m3 ob6mactu BOIDK
PEKOMEHI0BAHO TMpM HaJIUYMKU CUMIITOMOB W/WIM B CJIydyae
HedpPeKTUBHOCTU aHTHAPUTMUYECKOI MeJIVKaMeHTO3HO
Tepanmuu (K TIpuMepy, OeTa-agpeHOOJOKATOPOB), a TaKke Yy
MalMeHTOB C HapylleHueMm cuctoamueckoit @ynkuun JDK Ha done
yactoit J)KT/2KD [94, 98, 355, 580].

EOK IB (VVP A, VI 2).

Kommenmapuii. Ilayuenmam ¢ XKT-BTIDK/’KD pexomeHdosaHa
KamemepHas abnayus 8 kauecmee memoda nepeozo 8vlbopa, mozoa
kak npu JXKT-BT/DK/)KD ee 6binosiHeHue caedyem paccmampusamso
MoJibKO npu omcymcmaeauu 3¢pekma aHmuapummuueckoti mepanuu.

JleueHne  aHTMApPUTMMUYECKMMM  IIpermapatamMmu  Ic  Kiacca
(6;110KaTOpPbl HATPUEBbIX KaHAJIOB) PeKOMEHAOBAHO MpU HaJIUYUU
cumnromoB mnanyeHtam c¢ JKT mu3 BOJDK, obrmactu aopTaabHOrO
KianaHa wnu snukapauanbHoi JKT/OKO [120, 343, 346, 383, 427,
581].

EOK IC (YYP C, Y[, 5).

BbIrojiHEHME OIIBITHBIMM CITelMaJMCTaMM KaTeTepHOoi abjainumn
ons nedenust JKT/2KD mn3 BOJDK, obmacTty aopTajabHOro KjaraHa
win snukapguanbHon XXT/JKD pekoMeHOOBAaHO Y CUMMIITOMHBIX
MalieHTOB npu HeaPdeKTUBHOCTHU rnpuemMa > 1
aHTUMApUTMMUYECKMM T[pemapaToM Ic Kjacca, a TakkKe TMpu
HeXXeJIaHUN MaleHTOB HaXOOUTBbCS  HA  JOJITOCPOYHOM
aHTUAPUTMMUUECKON MeOuKaMeHTO3HON Tepanuu [120, 343, 346,
383, 427, 581].

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

KaTetepnast abnanus as nedenns XKT/2K3 13 cuHycoB BasibcalbBbl
peKoMeHI0BaHa TOJIBKO pu Hes(pDeKTUBHOCTHU
MeOVKAaMEeHTO3HOM Tepanuu aHTUapUTMUUYECKUMU IIperiapaTaMu
Ic knacca [120, 343, 346, 383, 427, 581, 582].

EOK IC (YVP C, YA/ 4).



e OnuKapaMaabHbIN Toaxond mjas aobmauuu JXT/KD pekomeHmoBaH
TOJBbKO TIociae Hedh@eKTUBHONM SHAOKapaManabHOi abmamuu BT-
JKT/2K3 [340, 341, 359, 416, 445, 447].

EOKIC (YVP C, Y[ 4).

Kommenmapuii. BonvwuHcmao 0uazosvlx snuxkapouanvHsix KT
803HUKAIOM 8 HENoCpedCmeeHHOl Oau3ocmu om O0NbWUX CepOeuHbIX
8€H UJIU KOPOHAPHbBIX apmepulti, U 21a8HbIM PUCKOM Maxoti npouedypbl
saen55emcsi  noepexcdeHue KopoHapHoli apmepuu [358, 359, 360].
Venewnas abnayus KT u3 obnacmu Jie20uHoli apmepuu OnucaHa
MONbKO 8 €OUHUUHBIX CIYUAsX UNU 8 HeDOONblUX cepusiX HabH0eHUL
[354, 357, 361].

Npouonatuueckas JIEBOXKEJIYAOUKOBAA TaXKapaus

Yame Bcero Bcrpeuaercs: (acuukynspHas KT ¢ jokanusaimeit
Ieny PUEHTPU B 00JacTM pa3BeTBAEHMUII 3aaHell BeTBU JIeBO
HOXKM Iyuyka I'mca (> 90%), uspenka — mepenHeil BeTBU, KOTOpast
pasBMBaeTCs IJIaBHBIM 00pa3oM y MOJOOBIX Jiomeit 06e3
CTPYKTYPHOI1 TIaTojoruu ceppiia [362]. Metogom mepBoro Bbibopa
IUISL JIeYeHUsI TaKUX MalVMeHTOB B CIIelMaJIU3UPOBAHHbBIX LIEHTPax
SIBJISIeTCSI  KaTeTepHas  abimailus, IIOCKOJIbKY  3abojeBaHue
BCTpeYaeTcsi B OCHOBHOM Y JIML, MOJIOAOTO BO3pacTa, U IJIUTe/IbHOe
MeAMKaMeHTO3HOe JiedeHlVe B 3TOM ciiydae HesdPdheKTUBHO [363,
364, 365, 366, 367]. Yacrora peuugmMBOB TaxuKapAuu IIOCIe
ycnenrHoi abmaiuyu kone6nercs ot 0 mo 20% [181, 368, 369, 370,
371, 372]. XXT ¢ uupkynsinyei BO30YKIeHMSI O HOXKKAM ITydKa
I'mca  oObIlYHO  HabOMOmaeTcss Yy  IallMEHTOB €  paHee
CYyIeCTBOBABIIMMMU HapylLIeHUSIMU BHYTPVKETYIOYKOBOTO
IIpOBeIeHNsI, BK/IOUas yIOJuHeHMe MHTepBasia H-V u 6mokamy
HOXKM myuyka I'mca [373, 374, 375]. Takasg Taxukapaus XOPOILIO
nofJaeTcsl JiedeHMIO C ITIOMOIIbIO KaTeTepHOi abnamuu, II0
KpalHeil Mepe B CHeLMaJM3MPOBAHHBIX LeHTpax. Yale Bcero
BBITIOJIHSIIOT abJIalivio IMPaBoii HOKKM, peske JIeBOM HOXKM II. I'ica,
pe3y/IbTaTOM 4ero SBJsSIeTCs OTCYTCTBMe uHAayuupyemoit JKT u, 1o
cyTu, nonHoe usneuenue ot XXT [375, 376].

)KQJIY,Z[OLIKOBB.H TaxXmUKapans 13 ManmiasapHbIX MbIIII]

e Eumm neuenne JKT/KD wu3 o6macT HOanMISIPHBIX — MBbIIII]
AHTUMAPUTMMUECKMM IpemnapaToM Ic Kmacca w/unu  6era-
aIpeH0bI0KaTOpaMyM OKa3aJoCh HEYCIeIIHbIM, pPeKOMeHI0BaHa
KaTeTepHas abnaius, KoTopas 0ObIYHO JaeT HY>KHbI 3pdexT [378,
379, 380, 383].



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

Kommenmapuii. Y Hebonbui020 uucia nayueHmos uduonamuieckas
KT unu KB mozym 803HUKame 8 obaacmu nanuaisipHeix moiuiy IDK
unu JOK [377, 378, 379]. [na KT, ucmouHukom Komopoil siesemcs
3a0Haa nanuanapuas metuiya JDK, xapakmepHa mopgosozus no muny
610kadvl npasoti Hoxcku n. Tuca, cmewierue ocu QRS 88epx enpaso
unu enego u oaumenvHocmb QRS >150 wmc. OO0Hako npu
KapmupoeaHuu U 8viNoiHeHUU abaayuu 8 30He NANUISIPHbIX MblUIlY
00CMamouHo C10#HO docmuub cmabuibHO20 NOJIOXEHUS Kamemepa, 8
ces13Uu C ueM pekomeHdyemcss MpAaHcCenmasuvHolli docmyn 6 pside
cyuaes u KOHMpOJib C NOMOUWb10 8HympucepdeuHolti
axokapouozpaguu. YcnewHas abaayus MoOxem  OCNOMCHAMbCA
MUmMpanvHoll pezypeumayueti, kKomopas, O00HAKO, 6Cmpeuaemcs
peoko.

XKenynoukoBasi Taxukapausi M3 06/1aCTU KOJbIla MUTPAIbHOTO MU
TPEeXCTBOPYATOro KarnaHa

ITpu otcytcTBUM 3¢ddexTta ot geuerus XXT/OKD u3 obnactu Komblia
MUTPaJIbHOTO 178071 TPEeXCTBOPUATOTO KJjIalaHa
aHTUMApUTMMUUECKMMM Mpenapatammu Ic kmacca wu/unu  Geta-
aZpeHOO/IOKaTOpaMM peKOMeHJoBaHa KaTeTepHast abmauus (B
CrielMaJIu3uPOBAHHLIX LIeHTpax) [378, 379, 343, 380, 383].

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

Kommenmapuii. Oxono 5% ecex uduonamuueckux XKXT u KO
803HUKAOM 8 00/acmu Koavya mumpanvHozo knanava [380, 381,
382]. [ns Hux xapakmepHa mopgonozus 0710kadsl npasoli HOMKU M.
Tuca, nepcucmupyrwuwas éonHa S 6 omeedeHuu V6 u pacnonoxeHue
nepexooHoli 30Hbl 8 omeedeHuu V1, a 8 HEKOMOPbIX CAYUAsIX U Mexcdy
omeedeHusmu V1 u V2. Iopsodka 8% ecex uduonamuueckux KT u KO
B03HUKAIOM 8 00J1acmu KoblYd mpexcmeopuamozo KaianaHa. B amom
cryuae  ommeuawom — mopgonozuio  0710kadsl  71€80l  HOMCKU U
omgxoHeHue ocu QRS a.1eso.

ViguonaTtuueckass GpuOpUIISIIINAS JKeTyT0UKOB

MmmnanTtauus UKI*** pekomeHJoBaHa IMaliieHTaM, ITepesKUBIIMM
SMM30[, UAMONATNUECKOV QUOPMIIISILIVIN JKeTYI0UKOB IJIs JIeUeHUS
JKT/®DX u npobunaktuku BCC [13, 62, 384, 385, 439, 497, 540, 546,
550].

EOK IB (YVP B, VI 3).



e [Ipn HaJINYUU penuauBUpyrolen JKO-MHOYyLIMPOBAHHOM

GUOPMIISILIMM  KeTyIOUYKOB M Tokaszauuii K WKI***-tepanuu
pekoMeHgoBaHo g jeueHust JKT/®XK u npodunaktuku BCC
BBIIIOJIHEHME KaTeTepHOi abmauyy OIBITHBIMM CIelMaauCcTaMu
[387, 388].

EOK IB (VVP A, VI 2).

[Ipy Hanuuum K3, MIABISIOLIENCS NPUUYMHOM IJIEKTPUUYECKOTO
mropma, pAnag JjgedeHust JKT/®XK u  npodunaktuku BCC
PEKOMEHJ0BAHO BBIMOJHEHNME KaTeTepHOV abjalyy OMbITHBIMU
crieuyanucramu [29, 180, 200, 390].

EOK IIaB (VVP C, VII]I 4).

KareTepHast a6maiusi y mauyeHTOB CO CTPYKTYPHOI MaToloTuel
cepana / nuchyHKIMeN TeBOTOo XeTyaouka

YV  nammeHToB ¢ auchyHkuueir JDK u  croitkoit KT
MaToPM3MONIOTUUECKMII MeXaHM3M apUTMUM BO MHOTUX CIydasix
3aK/IouaeTcs B GOpMUPOBAHMUM KPyra pyueHTpU Ha (hoHe pyOI[OBBIX
M3MeHEeHU, U 11eJ1bI0 abaluy SIBISIeTCSI KpUTUUIECKIIi Imepelieek B
obnactu storo kpyra. JKT y Takux IalMeHTOB yallle BCero MMeeT
MOHOMOPQHBIIT XapakTep. B Hacrosiiee BpemMs HET eIMHOTO
MHEeHMSI 0 BbIOOpe KpuTepueB 3(PHEKTUBHOCTYU IIpoIeayphl. bonee
MpeAIIOUTUTE/IbHO KOHEUHOJ TOYKO/ MOXKeT ObITb OTCYTCTBUE
mo6bix MHAyHUpyeMbix JKT. B ciaydae pa3sBUTHUSI 3JIEKTPUUECKOTO
mTopma BBITIOJIHEHME KaTeTepHO abmarumu MOXeT
CITOCOOCTBOBATh €ro IMpeKpalieHnio, a TakKkKe CHU3UTh YacCTOTY
IMOBTOPHBIX 3SIIM3040B II0 CPaBHEHUIO C MeIUMKaMEeHTO3HOM
Tepanuei [389].

B wmenom, ycmex IMpouenypbl B KaKIOM KOHKPDETHOM Ciydae
3aBMCUT OT pasmMepoB MOCTUH(APKTHOIO py6lia, KOTOPbIVi MOKHO
OLIEHUTb I10 obacTsIm HU3KOI'0 BOJIbTaXKa pu
aJieKTpoaHaToMMUueckoM KapTtupoBaHuu [390]. HeobxomymMbim
YCIOBMEM SIBJISIETCSI BBITIOTHEeHMe abmanuyu Opurafoii OIMBITHOTO
Crielany3MpoBaHHOIO LeHTpa [391].

BoinosiHeHne HEOT/IOXKHOM KaTeTepHOu abmauumu B
CHelaanM3UPOBAaHHBIX M OIIBITHBIX II€EHTPAX PEeKOMEHI0BAaHO
nauyeHTaMm ¢ HernpepblBHOM JKT MM 3JIeKTpUYECKUM ILITOPMOM,
MIPUBOISIIMM K TOBTOPHOMY HaHeceHMIo 110koB MK *** [389, 390,
391].



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

Hasuauenue amuogapoHa™* I KaTeTepHas abmanus
peKOMeHIOBaHbl ITalleHTaM C IOBTOPHBIMM ImoKamy MKJT***
BCeAcTBue ycroitunBoii XXT [143, 154, 180, 392, 393, 394, 395].

EOKIB (VVP A, VII]I 2).

PekoMeHI0BaHO Ha3HaueHMe amMuomapoHa™  uaM BbIIOJTHEHUS
KaTeTepHOi abyaluy TOocC/Ie Pperucrpauuyu IIepBOro Sm3o1a
ycroitunBoit JKT y mauuenTtoB ¢ MKI*** [127, 135, 138, 393, 394,
395, 396].

EOKIIA B (YVP C, YA 4).

V nauyeHToB ¢ auchyHkumei JDK, HampaBaeHHbIM Ha KaTeTEPHYIO
abmaumio KA, 1perpoliienypHas WIM  BHYTPUIIpOLieAypHas
BU3yaIM3alMs PEKOMEHIYeTCsS [JISI MCKIIOUeHUsI TpomOo3a
TojiocTen cepaua [397, 398, 399, 400, 401, 402].

EOKIB (VVP A, VII]I 2).

Y  nmanMeHTOB C  HeEMIIeMMUUYeCKO  WIM  MIIeMUYeCKou
KapAMOMMOIIaTUSIMM, HaIlpaBA€HHBIX Ha KaTeTepHYIO abaluio
KT, pekomeHmoBaHa MPT-Busyanmusaumss Muokapaa  Ojs
roBbilieHMsT 3G GEKTUBHOCTY BMeIIATeNIbCTBA WM CHMKEHUS
BeposaTHOCTU peuunuBoB KT [402, 403, 406, 407, 408, 409, 410,
411].

EOKIIA B (VVP B, VA1 2).

VYV maumeHTOB C pybeln-accoumupoBanHoii KT pekoMeHmoBaHa
abmauusg ~ cyoctpata O MOBbilieHUsT 3P deKTUBHOCTU
BMelllaTeIbCTBa U CHVKeHUSI BeposATHOCTU peuunusoB KT [416,
417].

EOKIB (YVP B, VI 2).

PekOMeHJ0BaHO MYJ/IbTUIJIEKTPOIHOE KapTUpOBaHME BbICOKOIA
IJIOTHOCTU [Ji1 GoJjiee IIOMHOM XapaKTePUCTUKU apUTMOTEeHHOI
TKaHM BO BpeMsl KaTeTepHOJ abmauuu pybeli-accoLMUpPOBaHHOM
KT pnst noBbiieHust 3QGHEKTUBHOCTY BMEIIATEIbCTBA U CHIDKEHUS
BepossTHOCTU peuuauBoB XKT [418, 419, 420].

EOKIIA B (YVP B, V11 2).



JKenmymoukoBasi SKCTPACUCTONMS Yy MaAIMEeHTOB CO CTPYKTYPHOI
raTosiorueii cepana / auchyHKIMen J1eBOro keymouka

V nauyeHTOB CO CTPYKTYPHOJ MaToyioTueit cepaia / auchyHKimen
JIEBOTO JKeJyJo4yKa C YacToM CUMIITOMHOM JKelygo4YKOBOM
3KCTPACUCTOIMEN WIV HEYCTOMUYMBOM XKeTyLOUKOBOM TaxuKapauemn
pPeKOMEeHJ0BaHO BBITIOJIHEHME KaTeTepHOoi abnamyum [421, 426, 427,
428].

EOKIIA B (YVP B, Y11 2).

IMp  Hammuuu  auchyHkumum  JDK,  accouumMpoBaHHOM ¢
JKEeJTyJOYKOBOM 3KCTPACUCTONNEN, PEeKOMEHAOBAaHO IIpoBeleHNe
KaTeTepHOi abnauuu [426, 427, 428].

EOKIIA B (YYP C, V] 4).
Heitpomopynsaius

Mopynsiuysi aKTUBHOCTM  BereTaTUBHOM HEPBHOM  CUCTEMBI
(HeiTpOMOIYISLMS) IS TPOMPUIaKTUKMA aPUTMUIA SIBJISIETCSI HOBBIM
TepamneBTUYECKMM IIOJXOJOM. XOTS aBTOHOMHAS MOIY/ISIIINS
MMeeT JOKasaHHYIO 3(PAGEeKTMBHOCTb [OJjis  OmpeJe/ieHHbIX
COCTOSIHMII (TaKMX KaK CHMHAPOM ymjMHeHHoOro mHTepBasa QT,
KaTexoJlaMMHepruuecKkast roaumopgHas SKeTyI0UKOBast
Taxukapausi),  CYHIeCTBYIOT  OrpaHMUYeHMs]  JOKasaTeabCTBa
MIpUMeHEeHMsI TakKuX METOHOB jieueHUsl y Oojiee HMIMPOKON TPYIIIbI
TAIlJIEHTOB C JKeJIYIOYKOBBIMM apUTMUSIMIA.

B HacTos1ee BpeMs CYIIECTBYIOT OTPaHUMYEHHbIe JaHHbIe O pOJin
CTUMYJISILIVM OTYy>KIAIONIero HepBa M CTUMYJISIIUM CIIMHHOTO MO3Ta
IJIST  TIPOPUIAKTUKM  JKeTyJIOUKOBbIX apUTMMII UM BHE3aIlHOJ
cepAeuyHoit cMepTu y Jiofeit, M, TaKMM 00Opa3om, MoKa3aHUS K
IIPMMEHEeHUI0 HeVPOMOZLYISILIMN OTPaHNYEeHbI [62].

VY mauueHToB ¢ yiekTpuueckum mropmom ¢ XT/PX; y KOTOpbIxX
6eTa-aapeH000KaTOPbI, APYTMe aHTUAPUTMMUUECKIe TIperapaThl U
KaTeTepHass abmamusi Hed(h@eKTUBHbI, HEIePeHOCUMbl WU
HEBO3MOXHbBI K TIIPMMEHEHUI0, PEeKOMEHIYeTCs BbIIIOJIHEHE
CUMIIATUYECKOM IeHepBaluu cepala AJis1 KYIIMPOBAHUS apUTMUU U
CHIVKeHUS BepOSITHOCTU peunanBoB JKT.

EOKII b C (VYP C, VI 4).



Kommenmapuii. /Ins anekmpuueckozo wmopma ecaedcmeue XXT/DJK,
pepakmepHozo K JleueHurw memodomM KamemepHoli abrauuu,
noxkasaHa 3¢gekmusHocms cumnamuueckoli deHepsayuu cepoua 8
HeCKOJIbKUX HebOoNbuUX HabndamenbHolX UCCIe008AHUSIX U 8 00HOM
paHooOMu3UpoOBaAHHOM KOHMPOAUpyemMom uccnedosaHuu [429] e eude
yMeHblleHus: Hazpy3ku apummueti [430, 432]. IIpednonazaemcs, umo
ounamepanvHas cumnamuueckas deHepsayusi cepoya Mmoxcem Oblmb
bonee apgexmusHoli. [leHepsauus noueuHslx apmepuii Owvlia
npeodnoxeHa Kaxk Memood JiedeHUsl HeayoouKosvlx apummuili y
NayueHmos ¢ #eayodoukoeuiMu maxukapousmu, peppaxmepHsiMu K
aHmuapummuueckoli mepanuu u KkamemepHoti abaayuu, a makice y
nauueHmos ¢ NPomu8oNoOKA3aHUSIMU K Kamemepu3sayuu cepoua.

[TpodunakTrka BHE3aMHOI CMepTHU MOC/Ie TpaHCIUIaHTalUM cepalia

Pa3BuTyue MmaTomorM4ecKuUx IMpPOILECCOB B IMepeca)keHHOM Cepilie
MOXeT MpuBecTM K NoBbilIeHHOMY pucky BCC y HeKOTOpbIX
MalMeHToB; IIpUM 3TOM PUCK cocrasiaser oT 10% mo 35% B
HaOmofaTeNbHbIX UCCIedoBaHusAX [432, 433]. Kak peakuus
OTTOpXeHUS, TakK U CHWKeHue DOBJDK gBASIOTCS MpeauKTopamu
BCC. Mexanusmsbl, Jexaiiue B ocHoBe BCC y rmanueHTOB C
repecajikoii cep/ilia, BKIOUAIOT B ceOsl MOBpeXIeHMe TTPOBOsIIel
CUCTEMBbl  Cepalla, JKeJyAO4YyKOBble  apuUTMUU  BUIEICTBUE
BaCKYJIONIATUM KOPOHApPHBIX apTepuil WM BO BpeMs 3SIIM3000B
OCTPOTO OTTOP>XKEHMUSI.

Y mnamMeHTOB C TPaHCIUIAHTUMPOBAHHBLIM CepALIEM U TSDKeJIOn
Backyjaonaruein amiorpadpra co cHmwkeHunem OBIDK  mas
npopunakTukyu BCC pekomenayetcsi umMmiiantTamust UKI*** eciaun
oXkuaaemasi IpOIO/DKUTETbHOCTD KM3HM > 1 roza.

EOK Ila C (YVP B, VI 3).

Kommenmapuii. B HecKonbKux HeOOIblWUX  HAON00AMEeNbHbIX
uccnedosaHuslx, 8 KOMOpbvIX OUEHU8AIAch uacmoma aodekeamHozo
cpabameisarus HK/[*** 6s110 nokasaHo, umo Haauuue HKT***
Moxcem 6blmb Ue1eco00pasHo y HEKOMopwix Kamezoputi nayueHmos. B
uacmvocmu, 'y NauueHmos8 C BblpAXeHHOU  eacKyionamueli
annozpagma, HEo0BACHUMBIMU ~ 00MOpPOKAMU, 8bIPANCEHHOTI
Jducpynkyueti JDK [434, 435, 436]. IloxasaHus K 6MOPUUHOU
npogunakmuxke BCC nymem umnaanmavuuu UK/T*** makue e, Kak
07151 Opy2ux nayueHmos [62].



3.3. JleueHMe KeIyJOUYKOBBIX TaXUapPUTMUIN U
NMpo@UIaKTUKa BHE3AITHOV CMEPTHU B OTAE/IbHBIX
rpymnmnax

OOuii  aJropuTM JieueHUsI KeJTyOOUYKOBOM apUTMUM  IIpU
UIIeMUYeCKO 0ose3HU cepmua " HeuIlleMMUYeCKOM
KapauomuoriaTuu npencrasiieH B IIpunoxkenun b (cxema 2).

ApuTmMoreHHasi KapAMOMMOIIATHSI IIPABOroO XeJTyg04YKa

e JTanimentam c¢ AKIDK pna npodwmiaktuku BCC peKOMeHIYIOT
BO3J€epXaTbCsl OT y4yaCTUsI B COpPEBHOBATEIbHbIX BUOAX CIIOPTA
[432].

EOK I C (VYP C, VI 3).

Kommenmapuii. Ilo0 copesHosamenvHuolMu — 8udamu  chopma
noopasymesawom JII0OUMEIbCKYI0 wiu npogeccuoHanbHyr
CNOpMuUBHyl0 0essmelbHOCMb HA pezyJIiPHOll 0CHo8e C yuacmuem 8
0pP2aHU308AHHbBIX COPEBHOBAHUSIX.

e Bera-aspeHO6J0KATOPhl B MaKCMMaJIbHO TepeHOCUMMOI 1o3e
pPEeKOMEeHI0BaHbl B KaueCTBe Teparuy IepBoii JIMHUK MallMeHTaM C
AKIDK 1ng ycTpaHeHMS CUMIITOMOB Yy MAlUMEHTOB C YacToi
KeJIyO0YKOBOM 3KCTPACUCTONIMEN UM HEYCTOMUMBOW SKeTyIOUKOBOM
Taxukappuen [27, 349].

EOK I C (YYP C, VI 5).

e lmnnanrtammsi WKI*** nng BTopuuHOoit mpodunaktuku BCC
pekoMeHaoBaHa mamueHTtam ¢ AKIDK ¢ BHe3aIrmtHOi OCTaHOBKOM
cepolia B aHaMHe3e U OKeJIYAOYKOBOM  Taxukapauem ¢
HapylLIeHMSI MU reMoagHaMuku [438, 439, 440].

EOK I C (YYP C, VI 4).

e Jng ycrpaHeHus cumntToMoB y nanyeHToB AKIDK ¢ gacroi JK3 u
HEYCTOMYMBOM  JKeIyLOYKOBOM  TaxuKapauem, KOTOpble He
IIePEeHOCST 6eTa-agpeH00I0KaATOPbI WU MMEIOT
IIPOTMBOIOKa3aHMsl K HMM, PEKOMEHIOBAaHO Ha3HaueHue
amuopapoHa™* [439, 440, 441].

EOK IIa C (YVYP C, VI 4).

e BrirnonHeHne KaTeTepHOM abmauuy  peKOMEHIOBaHO B
crieMaan3upoBaHHOM ILieHTpe y manueHToB AKIDK ¢ wyacroin



cumritomHoin JK3/KT, He oTBevaroleir Ha MegUKAaMEHTO3HYIO
Tepanuio, B LeNsIX YCTPaHEeHUS CUMIITOMOB U IIpenoTBpalleHMs
cpabaTtbiBauuit UKI*** [441, 442, 443, 444, 445, 446].

EOKIB (YVP C, Y4/ 3).

PexomenmoBaHa umiuiaHTauuss WKI*** y maumenToB ¢ AKIDK u
ycroiiumBoii JKT 6e3 BbIpaskeHHbIX HapyIIeHMIT reMOAMHAMMUKHA, C
yuyeToM puckoB UKJI*** (Bkatouass pyCK OTHa/IeHHbIX OCIOXXKHEHMI)
Y TI0/Ib3bI TAKOM Teparnuu s namyueHTa [233, 234, 235].

EOK IIa B (YVP B, V4 1).

Wmrmnantauusa WKI*** pekoMeHA0BaHa y B3POC/IbIX MAL[MEHTOB C
AKIDK ¢ omuuM wunau 6osiee (akTOPOB PHUCKA SKETYIOUKOBOI
apUTMUU TIPU OXUOAEMOI TPOOO/DKUTETbHOCTU >KU3HU CBBIIIE
OJIHOT'O TOfa, MOC/Ie THIATeIbHOIO 00C/Ieq0BaHMs, C YUeTOM pHCKa
OTHAJeHHBIX OCJIOKHEHMI, a Takke BimsHust MKI*** Ha ob6bpas
KM3HU, COLUMaJIbHO-3KOHOMMYECKMUIA CTAaTyC U IICUXMYeCKoe
3[00pOBbe manyeHTa [27].

EOKIIb C (YYP C, YO, 5).

Kommenmapuii. K ¢akmopam pucka 0mMHOCM He00BssCHUMbLE
06MOpOKU,  uacmele  3NuU300bl  HEYCMOUUUBOU  XHesydouKosoli
maxukapouu, cemeliHblli aHAMHe3 B8HEe3anHOoll cmepmu 8 MOJ000M
go3pacme, msiiesl0e NOpaXeHue Npasozo Heayoouka, 8blparceHHOoe
pacuwiuperue QRS, Hanuuue no30Hez0 2ad0JUHUEB020 YCUJEHUS npu
MAZHUMHO-PE30HAHCHOLI momozpaguu (8 mom uucie ¢ 808JeUeHUEM
7166020 XMeNYOouKa), OuchyHKyuw J1e8020 xceayo0ouxkda, UHOYKUUIo
HceJly0oukoeolli maxuxkapouu 60 8pemsi 31eKmpopu3uoi02uueckozo
Uccnedo8aHusl.

IOnst crpatudukanum pucka BCC pekoMeHIOBaHO BBIMOJIHEHNE
SHJIOKAPAVAIbHOTO 3JIEKTPODU3MOIOTMUECKOTO UCC/IeNOBaHUS C
IIPOrpaMMMPOBAHHON CTUMYISLMEN xenygouka [30, 48, 76, 134,
448, 450, 508].

EOK IIb C (YVYP A, VI 2).

HacnencrBeHHbIe TIepBUUHbIE aPUTMUA

CuHapOM yaJauHeHHOro uHTepsana QT

CpenHuit Bo3pacT MaHu@ecTaly KIMHUIECKUX ITPOsIBJIeHUi — 14
net. I'ogoBoit mokasarteib BCC y nmanueHToB ¢ HejmedeHHbIM CYUQT
coctasjset ot 0,3 mo 0,9%, Torma Kak CMHKOIle BO3HMUKAIOT V 5% B



rog,  [457]. DBwuim  BbISIBAEHB MyTanuuM B 13 reHax,
accouumpoBaHHbie ¢ CYVIQT, 60/bIIMHCTBO M3 KOTOPBIX KOOAUPYIOT
CyObeIMHUIIBI JIEKTPUIECKM aAKTUBMPYEMbIX MOHHBIX KaHAJIOB:
KaJIMeBbIX, HATPUEBBIX WM KaJblMeBbIX. [eHeTUUeCKUi1I CKPUHUHT
BBISIBJISIET MaTosornueckue Mmytaiuu B 75% ciydaeB CYUQT B Tpex
ocHoBHbIX reHax (KCNQ1, KCNH2 n SCN5A — tunbet CYUQT 1,21 3
COOTBETCTBEHHO), 4TO  cocraBisier 90%  MOJOXUTEIbHO
TeHOTUIIMPOBAHHbIX ciydaeB. CTpaTuduKauus MHAUBUAYATbHOTO
puUcka OCYILeCTBIISIeTCS C yu4eToM KIVMHUYECKUX,
aJieKTpoKapAauorpadnyeckmx 1 reHeTUuUeCcKux rmapamerpos [243]. K
npoduiakTUuueckomy MnpumeHenuto MKI*** ciegyeT momxoguTb
VHIVBUIAYAJIbHO Y BCeX MAlLMEHTOB TPYIIbl BbICOKOTO PUCKA, B
YacTHOCTM Yy XeHHMH ¢ reHotunoMm LQT2 m QTc > 500 mc, y
nauyeHToB ¢ QTc > 500 Mc M mOpu3HAKaMM 3JIEKTPUUECKOi
HeCcTabMJIbHOCTM, a Takke Y TAIMEeHTOB C TeHeTUUeCKUM
npoguyieM BbICOKOTO pyucka (HOCUTEIbCTBO ABYX MYTaliMii, B TOM
ynciae cuHapoMma Ikepsemna-JlaHre-HuibceHa M CHMHOpOMaA
Tumorn).

Ha cerogHsamHuUin [OeHb HET [OAaHHBIX, CBULETEIbCTBYIOLIUX O
IIPOTHOCTUYECKOM 3HAYMMOCTU MHBAa3VBHOIO oo C
IIPOTPAaMMMPOBAHHON CTUMYJISILIMEN >KeyLOYKOB Yy IMaLMeHTOB C
CUMHOPOMOM yajanMHeHHOro nHTepsaia QT [449].

Cnenmywooniye MepoIpusTUsS TII0 KoppeKuuu obpasza KU3HU
peKOMEeHZI0OBaHbl BCeM IalMeHTaM C JIMarHOCTUPOBAHHBIM
CMHAPOMOM YOJIMHEHHOTO MHTepBaia QT':

a. UsberaTb 1mpuemMa MeOMKaMEHTOB, CIIOCOOCTBYIOLINX
VIJIVHEHUIO MHTEepBaJia QT (mepeyeHb Ha caire
www.crediblemeds.org).

b. KoppekTupoBaTb HapylleHUSI 3JeKTPOJUTHOTO OasaHca
(TMIOKanneMuto, TUIIOMAarHueMmnio, TUITOKAJIbLeMII0), KOTOpPbIe
MOTYT pa3BUBAThCSI Ha OHE Iyapen, PBOTHI UM METabO0IMUeCKUX
HapYIIeHNIA.

c. Usberatp crnenudmyecKux TPUTTEPOB apUTMuUM (AaKTMBHOE
TlaBaHue, OCOOEHHO Mpu 1-M TuUIe CUHApPOMA VIJIMHEHHOTO
uHtepBaia QT, M Bo3JelicTBME TPOMKMUX 3BYKOB MpU 2-M TUIIE
3aboneBanus) [450, 452].

BoisiBjieHMe U yCTpaHeHMe IIPUUMH VyaJduHeHus: uHTepBasa QT
(mpexxge Bcero, OTMeHa JIIOObIX JIEKAPCTBEHHBIX CpPeJICTB,
CIIOCOOHBIX YIOIMHATH MHTepBan QT, ecau TaKOBble MPUMEHSIIOTCS,



KOPPEeKIMS 9JIEKTPOJIMTHBIX HapyIIeHUIA, yCTpaHeHue
O6pamukapauy) peKoOMeHA0BAaHO ManueHTaM ¢ mnonumopgHoi KT
tura torsade de pointes [243, 450, 454, 455, 512, 575].

EOK IIa (VYVYP C, Y1/ 4).

Kommenmapuii. Boiseumes u ycmpaHume npuduHsl YOJAUHEHUS
uumepsana QT ydaemcs, Kak noka3vleaem npakmuxa, 8
nooasnswuiem 0GOJbUWUHCMBE CIyudes, HO NOUMU HUKOz20d 3MO He
daem Obicmpo20 pe3yibmama, 4mo mpedyem nposedeHust JieueOHbIX
Mmeponpusmuti, HanpaeieHHvlX Ha YKopoueHue uHmepsana QT u
npogunakmuxy peuudusos torsade de pointes.

[TaueHTaM C CHMHAPOMOM VIJIMHEHHOro wuHTepBasa QT mis
NIpOPMIaKTUKA BCC pPEeKOMEHJ0BaH npuem bera-
agpeHobmokaTopos [20, 116, 450, 451, 452].

EOK IB (YVP C, VI 4).

HasHaueHnue OeTa-agpeH00/0KaTOPOB jis TpodumuakTukyu BCC
PEKOMEHJ0BAHO Yy HocuTesein reHetuuveckonm myrtanum LQTS ¢
HopManbHbIM QT-uHTepBanom [20, 116, 467].

EOK Ila B (VVP C, VA 4).

BpeMeHHast 371eKTpOKapaAMOCTUMYISALMS ¢ yacToToit 100 u Gomnblie
B MUHYTY peKoMeHayeTcsl il ykopoueHusi uHTepBaia QT wu
npenymnpexnaeHus: peuuanBoB nmoaumopdHoii KT Tuma torsade de
pointes rpu oTcyTcTBUM 3ddeKTa OT BBedeHMUs] MarHus Ccyiabdarta
#1197, 199].

EOK I C (YYP C, VI 4)

Kommenmapuii. BpemeHHass cmumyasyus Moxem 0vlmb nposedeHa ¢
UCNONb308AHUEM  CUCMEMbl  MPAHCBEHO3HOL  3neKmpuueckot
cmumynayuu cepoya. Haes3vieanue 06onee 8bICOKOL uacmomol
cokpaujeHuii cepdua npueodum K ykopoueHuio uHmepsana QT u
cnocoocmgyem npedomepaujeHuro peyudugos noaumopgHoti KT
muna torsade de pointes. IIpodonxcumensHocmo
271eKMPOKAPOUOCMUMYNSAUUU onpedensiemcs 8pemeHeM,
Heo0Xx00uMbIM 011 ycmpaHeHus npuduHsl yonuHeHus uumepsana QT,
Hanpumep, 8pemMeHeM 3IKCKpeyuu moz0 UIuU UHO020 npenapama,
asusuwezocs npuuuHoti yonurveHus unmepeana QT.



Echu  npuuunoii  yonuHeHuss uHmepsana QT ¢ pa3sumuem
nonumopgroti KT muna torsade de pointes signsemcs 6paduxkapouus
(Hanpumep, npu  NOJHOLU  AMPUOBEHMPUKYJISAPHOLL  Os0Kade),
271EKMPOKAPOUOCMUMYNAUUS  O0JIHHA OblMb NepeviM U OCHOBHBIM
amanom JieueHusl, a Npu Haauuuu coomeemcmeyruiux 603mMoxcHocmel
Cpasy xe pekomeHdyemcst NOCMOSIHHAS ANeKMPOKAPOUOCMUMYAAYUS C
umMnaaHmayueti ucKyccmeeHHo20 800umens pumma cepoya.

B cnyuae 8o3HukHogeHust nonumopgHoti KT muna torsade de pointes
y nayueHmos ¢ UMNIAHMUPOBAHHbLIMU KApOUOCMuMyAsimopamu,
HUKT*** unu ycmpoticmeamu 0as obecneueHuss CPT 803MOXHO
8PeMEeHHOoe U3MeHeHue 0a3080ii uacmomeol cmumyasyuu
UMNJIAHMUPOBAHH020 YCMpOolicmed.

C uenbio kynupoBaHuusi nonumopdHoii XKT tuna torsade de pointes
NpyMeHeHMe  aHTUapUTMUUECKMX  IperapaTtoB  (0COOeHHO
aHTMApUTMUUECKUX IperaparoB la kiacca M aHTUAPUTMUYECKUX
niperniapatoB III Kiacca) He peKOMeHA0BaHO [453].

EOKIII C (YYP C, VI 4).

BHyTpuBeHHOe BBeleHMe Maruus cyiabgarTa ** peKoMeHJ0BaHO JIJIsl
npenynpexnaeHns peruanBoB nonumopdHoii XKT tuna torsade de
pointes [453, 454, 455].

EOK IC (VYP C, VI 4).

Kommenmapuii. BsedeHue  mazHusi  cyaspama™*  Hepeodko
oKasvleaemcs I(GhexmusHsIM, 8 MOM YUCe U Y NAUUEHIN08 C UCXOOHO
HOPMAbHBIM YPOBHEM #MAZHUS 8 KPOBLL.

Vmmnantauus MWKI*** B coueraHmm ¢ mOpueMoM Oera-
aJpeHOOJIOKAaTOPOB peKOMeHAOoBaHa MalieHTaM C CUHIPOMOM
yoJiuHeHHOro uHTepBasia QT, repeXuBIIMM OCTAaHOBKY Ccepplia
[116, 242, 456, 459].

EOKIB (YVP C, V[ 4).

Wmvmnantanuio  WKI*** B couetaHmm ¢ T1ipuemMoM Oera-
aZpeHOOJIOKAaTOPOB  cleoyeT peKOMeHAoBaThb IMaleHTaM C
CMHAPOMOM VyIOjJMHEeHHOro uHTepBasia QT ¥ CUMHKONAJIbHBIMU
cocrostaus My u/munu XXT Ha poHe rmpuemMa ameKBaTHON T03bI beTa-
aZIpeH0b10KaTOPOB [242].

EOKIIa C (YYPC, V11 4).



e BpIllosHeHue IPYLHOM JIEBOCTOPOHHEI CUMIIaTUYEeCKOM

IeHepBalluyM cepAlia peKOMeHI0BaHO Y CMMITTOMHBIX MMAllMeHTOB C
CMHAPOMOM yayiMHeHHOro uHTepBana QT B 1egyIOMIMX CIydasXx:

a. IIpuem O6Geta-ampeHO6mM0KaTOPOB HedhbEKTUBEH, IIJIOXO
TIePeHOCUTCS, IMO0 MMEIOTCS TPOTUBOIIOKA3aHMS.

b. UKIO***-Tepanmus NOpoTUBOIIOKA3aHa WIM MMeeTcs OTKas
narMeHTa.

c. ITauyeHTsl ¢ uMMILIaHTMpoBaHHBIM WKI*** Ha ¢doHe mpuema
6eTa-agpeHO0I0KATOPOB MIPOAOJIKAIOT VCITBITHIBATD
MHOXeCTBeHHbIe pa3psiibl meduobpuisitopa [431, 432, 457, 458,
472, 473].

EOKIIa C (YYPC, V1 4).

JleyeHue #paHonaa3smMHOM (45 Mr / 4 B TeueHMe 3 yacoB, 3aTeM 90 mr
/ 4 B TeueHMe 5 UacoB) peKOMEHJOBAaHO B KauecTBe
IOTIOJTHUTENIbHOM Tepanuu C 1e/bl0 YMEeHbIIeHUs IJINTEJIbHOCTU
mHTepBasia QT y ImauuMeHTOB C€ CUHIAPOMOM YIJIMHEHHOTO
mHTepBaia QT 3-ro Tuma u ysennmuennem QTc > 500 mc [460].

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

WmmnanTtauyus UKI*** pekomeHoBaHa B JOIMOJHEHNMEe K Teparmuu
6eTa-agpeHobI0KaTOpaMM y aCYMMITTOMHBIX HOCUTEJIeN
natojaormueckoit mytamum B reHax KCNH2 uam SCNS5SA npu
yBenuueHuu QTc > 500 mc [243, 246, 462].

EOK IIb C (YVP C, VI, 4).

Cunapom kopotkoro nHrepsaaa QT (CKHUQT)

CUHIOpPOM XapaKTepus3yeTCsl YMEeHbIIEeHHON MPOLOIKUTEIbHOCTHIO
penonisipu3aluuy  Ccephila, KOTOpasi sBasSeTcsi cybcTpaToMm [jisi
pPasBUTUS XKU3HEYTPOXKAIIMX apuUTMuit. VaeHTUULMpOBaHbI
naTb reHoB, cBs3aHHbIX ¢ CKHMQT: KCNH2, KCNQI1, KCNJ2,
CACNAIC u CACNB2b. Ho mnonoXuUTenbHbIVi  pe3yabTaT
reHeTUYEeCKOTO CKPUHMHIA OCTaeTCsl HeBbICOKMM (Bcero 20%).
3abosieBaHMe SIBJISIETCS JIETAJIbHBIM BO BCEX BO3PACTHBIX TPYIINax,
BKJIIOUAs AeTel B IepBble MeCsIbl XXU3HU, ¥ BEPOSITHOCTh II€PBOi1
OCTaHOBKM ceppaiia K Bospacty 40 jer cocrasiser 40%. Becbma
BeposiTHO, uTo CKHQT gBisercs HemoaMarHOCTUPOBAaHHBIM
COCTOSTHMEM B 00111ei TOMYISILINA.



[lokazanusi K mnOpumeHeHuio UKI*** B Kakgom ciydae
paccMaTpUBaKOT MHAMBUAYAIbHO, YUUTHIBASI CEMEIHbI aHaMHe3 U
Haymune ykopoueHHoro QTc, omHako Ijis oOMIMX peKoMeHIalluii
Ha JAHHbIMI MOMEHT HeZOCTAaTOYHO AAaHHbIX [460].

Ha  cerogHsmuHmuii  OeHb  HeT  JAaHHBIX O TOM, 4YTO
IIPOrpaMMMPOBAHHAS  CTUMYVJISIIUS  JKEJIYIOYKOB  ITO3BOJISIET
IIPOTHO3MPOBATh apPUTMMUUECKME COOBITUSI Y IIallMEeHTOB C
CUMHAPOMOM KOPOTKOTO MHTepBaia QT.

Wmmnantauus UKIO*** nnsg npodunaktuku BCC pekomeHIoOBaHa
MalyeHTaM ¢ CMHIPOMOM KOpOTKOro uHrepsaja QT, KoTopsle:

a. [lepeskxnan 0CTaHOBKY cepalia U/ Uinn

b. VMeT DOKYMEHTMPOBAHHYIO CIIOHTAaHHYIO YycTOiuMByio JKT
[245, 246, 462, 463].

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

HasHaueHue coTajiojia peKoMeHaoBaHo s mpodunakTtuku BCC y
MalMeHTOB C [OMarHOCTUPOBAHHBIM CUHIPOMOM KOPOTKOTO
nHtepBasia QT, umeronux IMoxkasanus K WKI***-tepanuu, B
c1y4dae, KOraga JaHHas Mmpolieaypa NpoTUBOIOKAa3aHa UM MMeeTCs
OTKa3 IanueHToB [461].

EOK IIb C (YVP C, VII]I 5).

HasHaueHue coranona™* pekomeHI0BaHO nJis ipoduaakTukyu BCC
Yy aCMMIITOMHBIX MMALMEHTOB C AMAarHOCTMPOBAHHBIM CUHIPOMOM
KopoTkoro wuHtepBaia QT, uMewIIMX CceMelHbIA aHaMHe3
BHE3aITHOI cepaeuHoin cMmeptu [461, 462].

EOKIIb C (YYP C, YO, 4).

Cunppom bpyrana

Cunapom bpyraga - Ka”Hajgomatusi C  JOMMHAHTHBLIM
Hac/iedOBaHMEM M Pa3/IMYHOM MMEeHEeTPAHTHOCTbIO, 3aBUCUMOI OT
BO3pacTa M TIIojla: KJIMHMYECKMEe IIpOsIBJieHMs] 3a00/ieBaHuUsI
BCTPEYAIOTCS 4Yallle Y B3POUIbIX U B 8 pa3 valle y My>XKUMH, YeM Y
>keHIIMH. @)K BcTpeuaeTcsi B cpemHeM Bo3pacTe 41 +15 jer, HO
MOKET BO3HMKAaTh B JIIOOOM BO3pacTe, OOBIYHO BO BpeMsl OTHbIXa
umn cHa. Jluxopajaka, upe3MepHoe YMOTpebGieHMe alKOTOas U
00MJIbHOE MUTAHME — 3TO TPUTTEPbI, KOTOPhIE TTO3BOJISIIOT BbISIBUTD
OKI' 1-ro tuma u mnpenpacnonaralor Kk ®B. CunHapom bpyrana
IVArHoCTUpPyeTCs Yy TMalMeHTOB C mnombeMoM cerMeHTa ST c



Mopdosorueit 1-ro Tumna > 2 MM B OTHOM MJIM HECKOJIbKUX ITPaBbIX
IpekopauanbHbIX OTBeneHUsIX V1 n/unn V2, pacliosiokeHHBbIX BO
BTOPOM, TpeTbeM WIM YeTBEPTOM MeXpebepbe, BO3HUKAIOIIMX
MO0 CIIOHTAHHO, JIMOO0 ITOCIe MPOBOKAIMOHHOTO JIEKAPCTBEHHOI'O
TeCcTa C BHYTPMBEHHBIM BBeJeHMEM aHTUAPUTMUUYECKOTro
nperapara Ic kmacca (Takoro Kak IIpOKaMHaMun), WU TIpU
peructpauun OKI' B BepXHUX MPEKOPAUAIbHBIX OTBEOEHMUSIX
(MesxpebepHbIX IIpOMEXYTKax Ha 1-2 pebOpa Bbillie ITOJOKEHUI
371eKTponioB B V1 u V2.

EnuHcTBEHHAs1 BO3MOKHOCTb CHU3UTh puck BCC npu cuHApome
bpyraga 3akiwouaeTrcsi B ucmonb3oBaHumu UK ***  KOTOpbIi
peKOMeHA0BaH BceM IauyeHTaM ¢ noarsepxkaeHHoOM XT mnnu OXK
u npu cnoHTaHHOM TosiBaeHun JKI' 1-ro Tuma, a Takke mOpu
Ha/IMYMM 0OMOPOKOB B aHaMHe3e. HemaBHO MOSIBUINCH CBeHeHMS,
YTO OSIMKapauagbHasi KaTeTepHasi abmauus IiepegHeli CTEHKMU
BbIBOIHOTO TpakTa [DK mosBossieT mpeaoTBpaTUTh JIEKTPUUYECKUI
HITOPM Y MAlMEeHTOB C IOBTOPHBIMM SIIM304aMM, OLHAKO 3TU
IaHHbIe TPeOYIOT MOMOJIHUTEILHOTO MOATBEPKIAEeHUS, TIpEKIe ueM
MX MOYKHO OYyIeT UCII0JIb30BaTh B KJIMHMUECKOI ITPaKTHUKe.

Crnenmymomiye MepoIpusTUsS TI0 KoppeKuuu obpasza KU3HU
peKOMeHIOBaHbl BCEM IIallMeHTaM C JIMarHOCTUPOBAaHHBIM
CMHIOpOMOM bpyrana:

a. lsberatb mnpuemMa MeOMKAMEHTOB, KOTOpble  MOTYT
IIPOBOLIMPOBATh 3jieBaLMil0 cerMeHTa ST B TIpaBbIX TPYyAHBIX
oTBemeHMs X (www.brugadadrugs.org).

b. M36eraTh M36bITOYHOIO YIIOTPEOIeHMS aJIKOTOJIS U TlepeenaHmsl.

c. HemenjieHHO MpUHSTH Mephl OJISI CHVDKEeHMST TeMIlepaTyphl Tesa
MIpY BO3HUMKHOBEHMM JMXOPaAKyU JI0O0TO reHesa. [247, 464, 465,
466, 468]

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

NmruiaHTanms MK *** peKOMeHI0BaHa rmanyeHTam C
IMaTHOCTUMPOBAHHBIM CMHApPOMOM bpyrana, KoTophle:

a. [lepesxxnau ocTaHOBKY cepaa u/mnu

b. VIMeT OOKYMEHTUMPOBAHHYIO CIIOHTAaHHYIO YCTOuYMBYyI0 JKT
[247, 464, 465, 466, 468].

EOK IC (YVP C, VI 4).



e Ummutantanuss UWKIO*** pekomeHJoBaHa VY MalMeHTOB CO

cnnoHTaHHbIMU JDKI-tiposiBieHusiMu 1-ro Tumna cuHapoma bpyrana
M CMHKOIIAJbHBIMM COCTOSIHUSIMM B aHaMHe3e [247, 464, 465, 466,
468].

EOKIIa C (YYPC, V1 4).

Wmmnantauus UWKI***  pekoMeHAoBaHa Y  IallMeHTOB C
IMAarHOCTMPOBAHHBIM  CUMHApoOMOM  bpyrama, y  KOTOpPBIX
pasBUBAETCS bubpunIILIMS SKeTyI0YKOB BO BpeMs
IIPOrPaMMMPOBAHHOM KeTyIO0UYKOBOM CTUMY/ISIIMU B IBYX TOUKAX C
2-Ms AU 3-Ms1 OKCTpacTumynamu [247, 464, 465, 466, 468].

EOK IIb C (YYP C, VI 4).

BoinosiHeHNe KaTeTepHOi abaaly peKOMeH/10BaHO Y TalieHTOB C
Ha/IMYMeM B aHaMHe3e 3JIeKTPUYeCKOro MITOpMa WIM MOBTOPHBIX
MOTUBMPOBaHHBIX cpabaTbiBaHuit MKI*** ¢ HaHeceHMeM IIOKOB
[466, 467].

EOK IIb C (YYP C, VI 4).

KaTtexonamuHepruueckas noanMmopdHas >xeayanouKkoBas
TaxuKapaus

OTOo peokoe HacleICTBEeHHOe apuUTMOTeHHoe 3aboJieBaHue,
XapakTepusymwleecs aJpeHepruyecKu-uHIyIupyeMon
IByHampaBjaeHHON ¥ nonumopdHoii JKT. 3abomeBaeMoOCTb MMeeT
rpearonaraeMyo pacnpocrpaHeHHocTb 1 Ha 10 000. bouin
UIeHTUPUIIMPOBAHBI IBa reHeTUYeCKux TUIIA KIDKT:
IOMMHAHTHBIN BapMaHT M3-3a MyTallUil B TeHe, KOAUPYIOIEM I'eH
peuenrTopa KapguaibHoro puaHonuHa (RyR2), u  penxuit
pelleCcCUBHbBI  BapuaHT, BBI3BAHHBIM  MyTanueili B  TreHe
KapAMaJIbHOI'O Ka/IbCeKBeCTPMHA (CASQ2). Knnanueckne
niposiByienyst KIDKT oObIUHO BO3HMKAIOT B IIEPBOM IeCSTUIETUMU
KU3HM M BbI3BaHbl  (DU3MUECKO  aKTUBHOCTbIO WM
SMOLMOHA/ILHBIM CTpeccoM. [IMarHoCTUKA SIBJISIETCS CJIOKHOM
3agaueint, mockonbKy nauyeHTsl ¢ KIDKT umeror HopmanbHyio JKT
U 3XOKapAMOorpaMMy; OISl YCTAHOBJIEHMSI AMarHo3a peKOMeHIyeTCs
XOJITEPOBCKOE MOHUTOpPUPOBaHME U/UIM TeCcT C QU3NIeCcKoii
Harpy3Kkoi, BO BpeMs KOTOPOTO IIOSIBJISIFOTCSL IIpefncepoHble U
JKeTyIOUKOBble apUTMMM (OBYyHAIIpaBAeHHas WM IMOJMMOpQHas
KT).



HesaBucumbiMmn IIPOTHOCTUYECKUMU dakTopamu IISL
aputTMuyeckux cobeiThit B ciydae KIDKT sgBaSioTCS BbISIBI€HUE
3abo5eBaHMs B [JIETCKOM BO3pacTe, OTCYTCTBME Tepamnuu Oera-
aZpeHob0KaTOpaMM U TIePCUCTUPYIOIIME CIO0KHBbIE apPUTMUNA.
Cunraetrcs, uto mnepBasgs JauHuUA Tepanunu KIDKT Briaroudaer
Hece/leKTUBHbIe  OeTa-agpeHoOmokaTopbl  (6e3  BHyTpeHHeil
CMMITaTOMMMETUYECKO aKTUMBHOCTM) M Moaudukainmi obpasa
KMU3HU C OrpaHnvYeHremM Gu3nyeckmux Harpy3ox.

JIeBOCTOPOHHSISI CMMIAaTHUUecKasi JeHepBalys cepfiia OKa3bIBaeT
onpeneneHHblii 3¢dexkt npu KIDKT y maimeHTOB, KOTOpble He
nepeHOCAT  GeTa-aApeHOOJIOKATOpPbl, OJHAKO  HeOOXOAMMBbI
IOTIOTHUTEbHbIE aHHble U 6oJiee NJINTeIbHOE HaboeHMe IS
KOJIMUEeCTBEHHOV  oOlleHKM  3Toro  3ddekra. IlanmeHTam,
MepEeXXMBIIMM OCTAaHOBKY Cepflia, PeKOMeHAOBaHbl MpueM OeTa-
ampeHo6mokaTopoB u UKI***-Tepanust; e Takoe jeueHue IO
pesyJbTaTaM CTpecc-TecTa He TMO03BOJsIeT [OOCTUYb TOJIHOTO
KOHTPOJSI apUTMUM, ClaeayeT pacCMOTpeTb KOMOMHMPOBAHHYIO
aHTUAPUTMMUUECKYIO TePaNmIo.

Wmmnantauus UKI*** BosmoskHa y naiueHToB ¢ KIDKT, koTopbie
He OTBevaloT Ha JiedeHue OeTa-ajmpeHobGnokaTopamu. I[Ipu
nporpaMmmupoBanuu UKJI*** yBenmMumBamT IPOAOIKUTETbHOCTD
merekuuyu KT, IIOCKOJIBKY HaHeCceHMe paspsSgoB MOKET ObIThb
00JIe3HEHHBIM M CIIOCOOCTBOBATH ITOBBIIIEHUIO CHMMIIATUYECKOTO
TOHYCa ¥ MPOBOLIMPOBATHh MOBTOPHbBIE 3MM30[bl apUTMMUM, UYTO B
KOHEUHOM WTOre BedeT K BO3HMKHOBEHMIO IIOPOYHOIrO Kpyra C
penuauBupyomyMy JKA, BIJIOTh 10 CMEePTe/IbHOTO MCXO0a.

BceMm manmeHTaMm ¢ OMarHOCTMPOBAHHOM KaTexOJIaMMUHepPIruyecKom
MOAMMOP(HOI  KeJIyIOYKOBOI  TaxuKapauein peKoOMeHAyeTCs
n36eraTb COPEBHOBATEIbHbBIX BUIOB CIIOPTA, CUIOBBIX TPEHMPOBOK
U CTPEeCCOBBIX CUTyaLuit [248, 249, 469, 470, 471].

EOK I C (YYP C, VI 4).

[Ipem OeTa-agpeHOOJIOKATOPOB PEKOMEHIOBAH MJisl JieueHUs
aputMun 1 npodunaktuku BCC Bcem  mamueHTaM C
IMarHOCTMPOBAHHOM  KaTexoJlaMMUHepPTU4YecKoli  moauMopdHOii
JKeJTyI0YKOBOIA TaxUKapauen, YUUTbIBAS Hajnumue
IOKYMEHTUPOBAHHOM CIIOHTAHHOM WM CTpecC-MHIAYLMPOBAHHOMN
KA [247, 468, 469, 470, 471].

EOKIC (YVP C, Y[ 4).



e Ummtantanuss UWKIO***  pgomonHuUTeNbHO K IIpueMmy  OeTta-

aJipeHOOJIOKAaTOPOB B COUETAaHUM WM 0e3 aHTHMaPUTMUUYECKUMU
nperapatramMu I uam III Kimacca peKoMeHOOBAaHA [JIS JieYeHUS
aputMuu 1 npodumnakTuky BCC nmamyeHTaM ¢ IMarHOCTUPOBAHHOM
KaTeXoJlaMUHePrmyeckomn oMMop@HOI JKeJTyLOYKOBOM
TaxXUKapauemn, TepeXUBIIMM OCTaHOBKY Cepila, MMEIIUM B
aHaMHe3€e IIOBTOPHbIE€ CUMHKOMAJbHbIE COCTOSIHUSI MM SIIU30MbI
noaMmMop@HOI/AByHAIIpaBIeHHO KT, HEeCMOTPS Ha
OIITMMAJIbHYIO MeIVKaMeHTO3HYIO Teparnuio [247, 248].

EOK IC (YVP C, VI 4).

Tepanusg 6eTa-agpeHobI0KaTOpaMMU peKoOMeHJ0BaHa
pPOACTBEHHMKAM TanMeHTa pAjas Tnpodwiaktvku BCC  mpu
BBbISIBJIEHUM Te€HeTUYECKUX MyTaluii, Jaxe IpPU OTPULLATETbHOM
pe3y/sbTaTe Harpy304HOro TecTupoBaHus [248, 469].

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

BrinmonHeHune IPYLHOMI J1IeBOCTOPOHHEN CUMIIATUYECKON
IeHepBaluu  Cepalla pPeKOMEHIOBAHO Yy  TAlMeHTOB  C
OMarHOCTMPOBAHHONM  KaTexoJlaMMHEePTUUecKoii  MoaUMMOPQHOIA
KeYyLOUYKOBOM TaxuKapAuein U IIOBTOPHBIMM CUHKOIIAJIbHBIMU
COCTOSTHUSIMU, MoAMMOP(HOI/IBYHAIIpaBJIe€HHOM KT,
HECKOJIbKMMM MOTMBMPOBAHHBIMM cpabaTbiBaHussMu WKI*** ¢
HaHeceHMeM pa3psifioB Ha (oHe M30AMPOBAHHOTO MpueMma OeTa-
agpeH00/0KaTOPOB WM B COYETAaHUM C aAHTUAPUTMUUYECKUMU
npernapatramMmu [ wmau III kmacca, a TakkKe TMpPU HAIUUUUA
HeIepeHOCUMOCTY WM TIPOTUMBOIIOKA3aHUiI K UX Ipuemy [471,
472].

EOK IIb C (YYP C, VI 4).

Jleuenue JKT/BCC y pereii M NmalMeHTOB C BPOXJAEHHbIMMU
IIOPOKaMu cepala

JleueHne >XeJTyOOUYKOBBIX apUTMMii y AeTeii 6e3 OpraHMUYecKoro
3a00eBaHMs cepalia

HeTtsM ¢ penkoit, 6eccumnToMHOi JKT, y KOTOPBIX IIpearnoiaraeTcs
KpaiiHe Hu3Kuit puck BCC 1M mgo6poKauecTBEHHbIV XapakTep
TeueHMsT  3aboneBaHMs, B  OOJBIIMHCTBE  CJIydaeB  He
pPEeKOMEeHZI0OBAaHO Ha3HaueHue aHTUAPUTMUYECKON Tepanuu. [27,
474].



EOK IB (VI 5, YYP C).

Kommenmapuii. Takue Jdemu Hywdarwomcs 6 amOy1amopHoM
Haobn0eHUU C Yenvl) PaHHEe20 8blsIBJIEHUS Pa38umus CUMNMOMO8 U
npouUIaKMuUKU 803MOXCHBIX 0cN0xcHeHUll. JleueHue KT moxcem Ovimo
MeOuKaMeHmMOo3HbIM (aHmuapummuueckas mepanusi) u
Xupyp2uueckum (UHMEpPBEHYUOHHBIM). B C6010 ouepeov,
MeJuKameHmo3Hoe JieueHue cocmoum u3 08yX HanpaeieHuli:
mepanuu, HANpaseieHHOU Ha 3KCMpPeHHOe KynuposaHue npucmynd
KT, u npomekmopHotii mepanuu 01151 npedynpexoeHust 603HUKHOBEHUS
npucmynos. Cxema medukameHmo3Hozo JaeueHust JKT 3asucum om
8bIPAXEHHOCMU KAUHUYECKUX NPOsieJIeHUll (uacmoma, onumenibHoCmb
u mswecms napoxkcusmos JKT), Hamuuus uau omcymcmeus
cmpykmypHolti namosozuu cepdua, ¢pakmopos pucka BCC, so3pacma,
Jokanusayuu cyocmpama apummuu, 3¢ppexmueHocmu UCnoib3yemolx
paxee npenapamoe.

MenukaMeHTO3Hasi Tepanmus WU KaTeTepHas abmanus
pekoMeHAO0BaHbl HeTaM ¢ 4yactbiMu JKO mam JKT, KOTOpble MOTyT
BbI3BaTh AMCHYHKLMIO KeTyOouKoB [27, 474, 475, 476, 477, 478,
479].

EOK IC (YO 4, YYP C).

HeTsM ¢ MOCTOSSHHO-BO3BpaTHOM KT B OTCYTCTBME HapylleHUs
LIeHTPAJbHOM TreMOAMHAMMUKM, HO C HaJIuuuMeM HaYaJIbHBIX
TIPOSIBJIEHU apUTMOI'€HHOM IUChHYHKIMN MMUoKapga
PEKOMEHJOBAHO T[IPOBeIeHNe Tepanuyu aHTUAPUTMUYECKUMU
npemapatramu [ u III kmacca, OGera-ampeHOOJIOKaTOpaMu U
6710KaTOpaMy «MeJJIeHHbIX» Ka/blIMeBbIX KaHaoB [474, 475, 476,
477,478, 479, 480, 486, 590, 591, 592]..

EOK et (VI 4, VYP C).

PekoMeH[I0BaHO MpUMeHeHMe aHTMapUTMMUUeCKUX TpernapaTos Ic
Kjacca B KaueCTBe ajbTepHATMBBI OeTa-aApeHOOJIOKaTOpam WIN
#Bepanammiy™* y geteit ¢ J)KT BbIBogHOTO TpakTa [27, 475].

EOK Ila C (YI], 5, VYP C).

Jleuenne XXT/KD #BepamamMmiiom™  He peKOMEHOBAaHO NETSIM B
BO3pacrte 10 1 roga [27, 481].

EOKIII C (VA1 5, YYP Q).



BbirojHeHMe KaTeTepHOl abjanuu y JeTeii ¢ CUMIITOMHOM
UAMOIIaTUYECKOMN JKT/2KD "n3 ob6nacTu BTIDK NN
JIEBOYKEJIYI0OYKOBO dacuKynIsIpHOI TaxuKapanen,
YyBCTBUTEJIbHON K #BeparamMuily, peKOMEeHIO0BAHO B Ciyyae, eCiu
MedMKaMeHTO3Hasl Tepamnus okasajnach Hedb(QeKTUBHONM WIn
HeskenaTeNnbHOI [27, 475, 476, 477, 478].

EOK IIaB (VI 4, YVP C).

BeirtoHeHMe KaTeTepHON abjmauuyu B CHenUaIu3MPOBAHHOM
LIeHTpe y HOeTeil C CUMIITOMHOM wuamuonatuueckoin >XT-BTJDK,
0071aCTM aopTajbHOIO KjamaHa WiM 3snuKapauanbHoit KT/ K3
PEeKOMeHIOBAaHO B (CJlyyae, eCayM MeOVMKAaMeHTO3Has Tepamnus
okasajach Hes(hEeKTUBHON, WIM B KauecTBe aJbTe€pPHATUBBI
MOXM3HEHHOI MeAMKaMeHTO3HOi1 Tepanuu [27, 474, 475].

EOK IIaB (VA1 5, YYP C).

Katetepnas abnauys JKT/JKD He peKoMeHA0BaHa AeTsIM Mafiie 5
JIeT, 3a UCKJIIOUEHVEM C1ydyaeB HedhPeKTUBHOCTU
MeaukaMeHTO3HOM Tepanuu u JKT ¢ TsOKenbIMU HapylleHUSIMU
reMoaMHaMuKu [27, 481].

EOK IIIB (VI 5, VYP C).

IIpuMeHeHMe MMILIAaHTYPYEMOTO KapauoBepTepa-
nebubpuIgITOpa Yy OeTeil M TMalMeHTOB C BPOXIEHHBIMU
IIOPOKaMM cepaia

VimmninanTtauus K, pekoMeHIoBaHa IS BTOPUMYHOM MTPOPUIaKTUKA
BCC y mereii, BBIDKMBIINX IOC/IE OCTAHOBKM KPOBOOOpallleHMs, B
TOM (CJly4ae, €ecjJy TIIATEJbHO BBINIOJHEHHOE 00c/emoBaHue
VCK/IIOUaeT BO3MOXHOCTb YCTpPaHEHMSI ee TIPUUYMH, KaK cpenu
MaleHToOB 0e3 CTPYKTYpHOJ IaTOJIOTMM cepjiia, TakK U IIpu
Hannuuu BIIC, KMII mnu BpoxkgeHHoOM KaHanonaTtuu [27, 260, 261,
262, 263].

EOK IB (VI 4, YYP C).

Nmriantanuss  KI pekomeHmoBaHa mamueHtam ¢ BIIC ¢
YCTOMUMBBIMU CUMIITOMHBIMU Tapokcusmamu XT [27, 260, 261,
262, 263].

EOK IB (Y41 5, YVP C).



Kommenmapuii. Ilayuenmam 0onxcHO Oblib 8bINOJIHEHO UHBA3UBHOE
uccnedosatue 2eMOOUHAMUKU u UHBA3UBHOE
anekmpogu3uonozuueckoe ucciedosarvue. Heobxodumo paccmompemsn
803MOXCHOCMb NPUMEHEHUs albMepHAMUBHbIX Memodos JieueHusl,
makux — Kak  KamemepHasa — abaayus — Uuau  Xupypauueckoe
gMmewamenvcmeo 0na ycmpaueHus XKT. B ciyuasx He803MOMCHOCMU
ycmparenuss KT OaHHbiMU Memodamu NOKA3aHd UMNAAHMAyus
HUKT*** [27, 259, 260, 261, 262, 263].

[Ipumenenne WK *** pekomeHmoBaHO y mnaiueHTOB ¢ BIIC u
0OMOpOKaMM HEM3BECTHOI'O IIPOUCXOXKIEHMS B COYETaHUU C
TSDKeNMON  OuchyHKIMeR SKelymouykoB W/WIM  UHAYLUPYyeMOii
ycroitunsoin JKT/®XK npu nposemenuu s3HnoddPU [27, 260, 262,
263].

EOK IIaB (YA 4, YYP C).

Wmmnantauusa WKI*** pekomeHJoBaHa B3POCIbIM MallMeHTaM C
BIIC u gucdhdyHkumeit cucremMHoro xemymouka (OB <35%),
cumiitomHoir XCH Ha @oHe onTMMAaJbHOM MeaMKaMeHTO3HO
tepanuu c II mau 111 @K mo NYHA [27, 265, 266].

EOK IC (VI 5, YYP C).

MmrnanTtauys UKI*** pekoMmeH10BaHa Y HEKOTOPBIX IMAlMEHTOB C
TeTpanoilt ®anno u HeckoabKMUMM pakTopamu pucka BCC, Bkiaovast
nuchyukumioo JDK, HeycroitumByio JKT, QRS > 180 mc wan
uHpynupyemyro ycromuusyro KT nipu IICXK [27, 260, , 266, 267,
484].

EOK IIaB (YA, 5, YYP C).

Wmmnantauys UKI*** pekoMeHmoBaHa y MalMEHTOB C TSDKeION
nuchyHKIMeR eOMHCTBEHHOrO JKeaymodykKa WM CUCTEMHOTO
MpaBOr0 >KeJyAouka Mpyu HaJINMYMM [APyrux (QakTopoB pUCKa,
Briouasga Heycronuusyro KT, XCH II mau III ®K mo NYHA n
BbIPa)KEHHYI0 peryprutauyuio Ha cucreMHOM AB-kiamnane [27, 261,
485].

EOK IIbB (VI 4, YYP C).

KarerepHast abnauus JKT y meTeit M MamyMeHTOB C BPOXKIEHHBIMU
IIOpOKamMu cepaia

[IpoBemenne PYA ouara JXXT pekomMeHIOBAaHO VY meTeil C
remoayHamm4yecku 3Haummon XKXT miam Hanauumem apUTMOIEeHHON



nuchyHKIMM Muokapaa [27, 475, 476, 477, 478, 479, 486, 487].
EOK - met (Y41, 5, YVYP C).

Kommenmapuii. PYA moxcem Ovimb npumeHeHa Kaxk 1- JUHUSA
mepanuu, 1u60o mMoxcem nposodumaocs npu Heappekmusrocmu AAT.

PekomeHmoBaHO mnpoBemeHne PYA vy gereit nOpu  HaIUIUU
dacuukyaspHoi, #BepanamMmuia-uyBcTBuTenbHoi KT [27, 475, 476,
477,479, 486, 487].

EOK IIaB (VA1 5, YYP C).

Kommenmapuii. PYA moxcem Ovimb npumeHeHa Kaxk 1- JUHUSA
mepanuu, 1u60 mMoxcem nposodumaucs npu Heagppekmusrocmu AAT.

[IpoBenenne PUA pekomMeH0BaHO y Aeteit ¢ cumMiitomHom KT us
BBIXOJHOTO TpaKTa MpaBoro Xeiymouka [27, 475, 476, 477, 479, 485,
486].

EOK IIaB (VL] 5, YVP C).

Kommenmapuii. PYA moxcem npogodumucs 'y demeli ¢ NOAUMOPGHOLI
Henydoukosoli apummueti, 8 cayuae OOMUHUPOBAHUSI OOHOU U3
Mopgponozuti unu kKozda ussecmeH mpuzzep, HA Komopslii 6ydem
HanpasieHo PY-go30eticmaue. Paduouacmomuas abnauus
Henyooukosoli maxuxapouu He pekomeHdyemcsi 'y Odemeli ¢
oeccumnmomuoti KT, Kozda He npozHo3upyemcs passumue
apummozeHHoll ducpyHkyuu muoxapda. Paduouacmomuas abnayus
Henyodoukosoli maxuxkapouu He peKoMeHOYemcs 8 mex ciayuasx, Koz2oa
JKT ob6ycnosnena npexodsujumu NpuvyuUHamMu, mMakumu Kaxk ocmpoli
Muoxkapoum, mokcuueckoe eausHue medukameHmos u m. 0. [486].

KarerepHast abnaiusi peKOMeHAOBaHa KaK BCIIOMOTaTeIbHbIN
MeTo[, JiedeHUsT uiau anbrepHatuBa MK *** y maunenToB ¢ BIIC u
pelUAUBUPYIOIIMMU 3MMU304aMU YCTOMUMBOM MoHOMOpdHOI KT
WM agekBaTHbIMM cpabaTbiBaHussMu WK *** KoTopble HEe MOTYT
OBITb KOPPEKTUPOBaHbI IporpamMmupoBanuem WKI***  wmm
MeIMKaMeHTO3HOM Tepanueil [27, 264].

EOK IC(YO [, 5, YYP C).

BoirosiHeHWe KaTeTepHOl abnanuyu peKoOMeHJIOBAaHO B KauyecTBe
anbTepHATUBbl MeOMKAMEHTO3HOM Tepanuy MOpu CUMIITOMHOM
ycTtorunBoit MoHomop@Hoit XKT y nanuenToB ¢ BIIC u UK *** [27,
264].



EOK IIaB (VI], 5, YYP C).

BoimoiHeHMe  XUpPypruyeckoi  abmaumum B COYETaHUMU  C
9JIeKTPODU3MOIOTUUECKMM KapTUPOBaHMEM pPEKOMEHIOBAaHO Y
nanyeHToB ¢ BIIC, KOTOpbIM NpeACTOUT omepalus Ha cepAle, Ipu
Ha/IMuMM KIMHNYeckon ycromumBom KT wu  umHAyUMpyemoit
ycToiunBoit MoHOMOpPGHOV KT ¢ yCTaHOBJIEHHBIM KPUTUUYECKUM
repenieiikom [27].

EOK IIbC (Y41, 5, VVP C).

KaTtetepHast abmaums u  IHIpoduaakTuuyeckoe IpUMeHeHue
AHTUAPUTMMUYECKUX TIpernapaToB He pPeKOMEHAOBAaHbI B Ciayyae
6eccuMnITOMHBIX, peakux K3 y mammenToB ¢ BIIC u cTabuibHOM
dbyHK1IMel KemynouKoB [27].

EOK IIIC (YA, 5, YVP C).

BocnanurtenbHble, peBMaTHUMYIeCKMe IMopa’keHusi cepana U €ero
K/IaIIaHHOTI'O aIiriapara, 00J1e3HM HAKOILICHMUS

[TaneHTOB C YIPOXKAOIIVMU KU3HU YCTOMYMBBIMU
JKeTYLOUKOBBIMM TaXMapUTMUSIMU U KIVHUYECKUM IIOLO3peHMeM
Ha MMOKapIUT/IIepUKApPOUT PEKOMEHAYeTCsl HalpaBisATh B
CrlelMaM3MpOBaHHble LeHTPbl, TIAe BO3MOXHbl MOHUTOPUHT
reMOAMHAMMKM, KaTeTepusaluus cepala M 3HAOMUOKApAMalibHas
ouoricusi, a TakKKe IIpUMeHeHMe YCTPOICTB MeXaHUUeCKO
MOAAEPKKN CEPAEYHO-JIETOUHOM IeSITEIbHOCTU U CrielupuIecKux
MeTOIOB jeueHus aputmmii [487, 488, 489].

EOK IC (YYPC, VI, 5).

BpeMeHHbIIT KapAMOCTUMYJISTOP peKOMeHIOBaH IallMeHTaM C
opanukapaueit u/mnu OI0Kamoii cepiiia, KOTOpble MPOBOLUPYIOT
JKA BO Bpems ocTpoii da3bl MmuokapauTa/maHkapauta [487, 488,
489].

EOK IC (YYP C, Y[, 5).

PexoMeH0OBaHO  Ha3HaueHMe AHTUAPUTMMUECKON  Tepanuu
ManyeHTam ¢ CMMIITOMHOM HeycTonunBon uin ycroinunsoit KT Bo
BpeMs1 OCTpoii pa3bl MuokapauTa [487, 488, 489].

EOK IIaC (YVYP C, Y4, 5).



e PeKOMEHJIOBAaHO TIpM BOCIIAJIMUTEIbHBIX 3a00/IeBaHMSIX cepAlia
paccMoTpeThb  Bompoc 00  umIuiaHtauuyu — UKI***  wunnm
KapAMOCTUMYJ/ISITOpa Mocie paspelieHuss octpoit dasbl [490, 491,
493].

EOK IIa C (VVYP B, V[ 3).

Kommenmapuii. IIpumenenue UK/I*** y nauuenmos ¢ ycmotiuugoi
KT u HapyweHusmu 2eMOOUHAMUKU  UeNeco00pasHo  nocie
paspeweHus ocmpoii ¢Gasel 8 cayuae paszeumus 8MOPUUHOl
kapduomuonamuu, eciu oxcudaemas NnpooONHUMENbHOCMb HCUIHU
cocmasnigsem 06osee 00H020 200a C XOpPOWUM (QYHKYUOHA/IbHBIM
cmamycom [491].

e PekOMeHIIOBAaHO MNpuMeHeHUe  HeduOpUISITOPAa  HOCUMOI
CUCTEeMbI IJIUTEeIbHOM perucTpauum cepaedyHoro putma (HOCMMOTO
neuopUIISTOPa) AJIS1 TIOANEPSKKY B TIEPMOI BhI3TOPOBACHUS MU
oo ycraHoBku MKI*™**  maumeHTaMm C  BOCIHaJIMUTEIbHBIMU
3ab60/ieBaHUSIMM Cep/illa M OCTaTOUHOM TsiKenoi auchyHkimein JDK
/WU 37IeKTPUUECKOl HeCTabMIbHOCTbIO Kemynouka [492, 493].

EOK Ila C (YVP B, VI 3).

e PekOMeHJIOBAaHO pacCMOTpPeTh BOIPOC O paHHEM IIPUMEHEHUU
WKI*** y maumMeHTOB C TMTaHTOKJIETOYHBIM MMOKAPAUTOM WU
CapKOMI030M, MMeWINuX ycToiuuByio JKA ¢ HapylleHuem
reMOAMHAMMKM WJIM TI€PEeKUBIIMX OCTAHOBKY CepAlla, YUUTbIBAs
IIOXOJ IIPOTHO3 IIPM AAHHBIX 3a00/IeBaHMIX, eC/IM OXKugaemast
MIPOIOJDKUTENIBHOCTh SKM3HM COCTaBJIsIeT 0Oojiee OOHOTO Toja C
xopounm GyHKIMOHAIbHBIM CcTaTycoMm [30, 254, 495, 584].

EOK IIb C (YVYP A, VI 2).

Kommenmapuii. Hanauuue nepcucmupyrouwjeltl  80CNanumensHoll
uHursmpayuu muoxkapoa (N0 OAHHBIM UMMYHO2UCMOXUMUUECKO20
aHanusa) u/uiu aHOMAJIbHLIX CKONJIeHUlli ¢ubpo3Holi mxaHu (no
dannvim MPT) nocne ocmpozo MUokapouma MOMCHO paccmampusams
Kak donosHumenvHulli mapkep  8vicokozo pucka BCC npu
gochaiumenvHolX 3abonesaHusx cepoya [494]. Ilpu ocmpom u
MOJIHUEHOCHOM MUOKapoume 8 0ONOJHeHUe K MeOUuKamMeHmMO3HOU
mepanuu pexomeHAyemcs azpeccusHas nodoepicka 2eMOOUHAMUKU C
NOMOWBI0 UPECKOHCHOUI cucmembl cepdeuHo-1e20UHOL N0OJepHCKU UU
8HYMPUAOPMAIbHOL OANIOHHOU KOHMpNYAbcayuu, 4¥mobsvl COXpaHums
HU3HbL NAUUeHmMa 6 msxenyl, Ho npeodoaumylo ocmpyio ¢asy
3abonesarus. Ilepexod K upecKOMCHOU cucmeme cepoeuHo-1e20UHOll



nodoepxiku Heobxo0um 8 mom cayuae, eciu pedppakmepras KT unu
@)K He omeeuaem Ha HECKOJIbKO NONbIMOK depubpuninayuu (om mpex
do namuy) [496].

VimmnanTtauuio UK *** pekoMmeHIyeTCsl OTIOKUTD A0 pa3pelieHust
oCTpoil (pa3bl MHOKapauTa. IIOCKOIbKY B 3TO BpeMsI MUOKApPIOUT
y>)Ke MOKeT MOJIHOCTbIO pa3pelnThbcsl, mokazaHusi K MKO*** u
BpeMeHHbIe paMKI OCTalOTCsI CIOPHBIMU, JIaskKe I0c/Ie OCTPoit pasbl
3a6osieBaHus. IlepcriekTMBHbIN MeTon edeHus KT u ®XK Ha poHe
MMOKapAUTa, KOTOPBII IIO3BOJISIET IIPEOo/JeTb KPUTUYECKUIA
repuon, U OOXKIATbCS ITOJHOT'O BbI3TOPOBJIEHMS, 3aK/IIOUAETCSl B
TpyUMeHeHun naeuopuIsITOopa HOCUMMOI CUCTEMbI IJIMTEIbHOIM
perucTpauumu CepoeyHoro pmurMa (HOCMMOIO KapauoBepTepa-
nebubpwsTopa) [493, 494, 497].

IIpy  310KauecTBeHHOV JKA wmam  OGioKage cepAalla Mpu
TMTAaHTOKJIETOYHOM MMOKapauTe, OomesHu Jlaiima (KielneBoit
6oppenno3s), audTepuitHOM MUOKAPAUTE OO capKoMI03€e cepana
peKkoMeH0BaHa wuMILIaHTauusga MWKI*** B paHHeM mepuopne,
YUUTBIBASI BBICOKMI PUCK apUTMMUUECKOI CMepPTH U TIOTPEOHOCTD B
TpaHCIUIAaHTALMK cepaua [497].

YV mnauMeHTOB C ToATBepxkaeHHOM ycroinunBoi KT HescHOM
STUOJIOTUM, COIPOBOXOAMILENCS KIMHMUYECKON CUMIITOMATUKOMN,
TaKXke ciaenyerT UCKIKYUTh AMarHo3d mmokapaurta. MPT y Takmux
MaleHTOB MOKeT IoKa3aTb aHoMajbHble ydacTku (pubOpo3HOI
TKaHM B TOJIIle MMUOKapAa, yallle BCero B CyO3MMKapaAuaabHO! U
VHTpamMypajabHOl 30Hax [494]. OmnucaH VCHELHBI  OIMBIT
pagnMovyacTOTHOM  KaTeTepHOi  abmauuyu  SMUKapAMaabHBIX
apUTMOTreHHBIX 04aroB IIpu Muoxkapaure [498].

OHOOKApAUT

[TosiBnenue JKA y mMauyeHTOB C MHQEKUMOHHBIM 3SHIOKApPAUTOM
CBUJIETEILCTBYET 00 OUeHb MI0XOM MporHo3e [499]. OqHaKo Kakux-
b0 crenyaJbHbIX peKOMEeHIAIMii 0 JIeYeHMUI0 apUTMUIL B 3TOI
rpyline mnaiueHToB HeT. ®opmupoBaHMe abcilecca B 006acTu
bubposHoro Kosblla KjiamaHa (yalle aopTaJibHOTO, pexe
MMTPAJIbHOIO) MOXET IIpuMBeCcTHM K Onokame cepmua [ mmm 11
crenieHu. I[Ipy mepBoM smu30fe O0KaAbl cepAlia y IalMeHTa C
SHJOKApAUTOM CJIe[lyeT Cpa3y MCKIIUUTDb abciiecc cepAlia.

Xupypruueckoe jiedeHe peKOMeHJ0BaHO TP OCTPOM HapylleHUu
reMOAVMHAMMKM B CBSI3M C OCTPO BO3HMKIIEN aopTaabHOM



perypruTtauyei Ha GoHe 3HIOKAPAUTA, KOTOPOe MOKET MPUBECTH K
ycroriumsoit JKT [501, 505].

EOK IIb C (YYP C, Y1 4).
bone3snp Yaraca

Mmmnantauys UKI*** pekoMeHg0BaHa y MalleHTOB C 00JIe3HbIO
Yaraca n ®BJDK < 40%, npu oxumaeMoM IPOMOIKUTEIbHOCTU
X13HU 60see 1 roma c xopoumm GQyHKIMOHAAbHBIM CTaTycom [31,
255, 256, 257, 425].

EOK IIa C (YVP C, VO 4).
IlopaskeHMe K/IanaHOB cepala

[IopaxkeHue KJamaHOB Cepmlla, 10 BCeM BEPOSTHOCTU, SIBJISIETCS
IJIaBHOM TIPUYMHO OKOJIO 7% obparneHnit ajist yctaHoBKu MKT***
B LIeJIsIX BTOPUUHO¥ npodumnaktuku. ITo nanubeiM F. Yang u coaBrT.
[501], mauyeHThI C IOpaXkeHMeM KJallaHOB CepAlla M OCTaTOYHOM
ouchyukumeit JDK mocie omepauyuyu Ha KiaamaHe, KOTOPBIM ObLT
ycraHoBjaeH WKI™** pnsi mepBuUYHOI MPOUIAKTUKU, C YUETOM
VHOUBUAYAIbHBIX OCOOEHHOCTEH, MMeJNM TaKylo >Xe OOIIyio
BbDKMBAE€MOCTb U BbDKMBAE€MOCTb OT apUTMMI, KaK U IALVeHThI C
UIIeMMYECKOl KapauomMuoratueil. HemaBHo ObLJIO ITOKAa3aHO, YTO
IUIST TIALMEHTOB C TIOpakeHMeM KJIanaHOB Cepila, KOTOPbIM
ycraHaBauBawT UWKI*** B 1Lensgx MNepBUYHON WIM BTOPUYHOI
npobunaktuku  BCC, xapakTepHbl Takasl ke  YacToTa
000CHOBaHHBIX cpabaTbiBauuii MKI*** 1 Takmue ke IoKa3aTeau

CMEPTHOCTH, UTO U A1 nanyeHToB ¢ MBC win IKMII [502].

WKI*** pekoMeHIOBaH IalMeHTaM C 3a00jeBaHMUSIMM KIAITIaHOB
cepaia, KOTOpbIe MOcae XUPYPru4ecKoil peKOHCTPYKLMM KilaraHa
MMEIOT TTOKa3aHUsI K MepBUYHON MIM BTOPUYHONM NpPOodMIaKTUKe
BCC [502, 503].

EOKIC (YVYPC, YO/ 4).

Kommenmapuu. Xupypzuueckass Koppekuus ocmpoil aopmaibHol
pezypaumayuu,  803HUKWleli  Ha  (oHe  dHOOKapduma U
conposoxcdarowetica  ycmotiuugoti  )XXKT, pexkomendosaHa  npu
omcymcmeuu npomueonokasaHuti Kk makomy memody yeuerus [503,
504, 505].

BoimonHenne JD®U ¢ kaTeTepHOV abjaiueil peKOMEHJIOBAaHO Y
MAallMeHTOB, Y KOTOPBIX MOCJe Olepaluuy Ha KiIalaHe cepana



nossBwiach JKT, B uensx BoigBiaeHuss U ycrpaHeHus XT c¢
LMUPKY/sIiMeii BO30yKaeHUs1 Mo Hoxkkam myuka ['mca [505, 506,
507].

EOK IIa C (YVYP B, V1 3).

HepBHO-MbIlIeYHbIE 3200/ IeBaHUS

OTO Trpymiia HacaeACTBEHHbIX 3abo/ieBaHMii, MOpaskaroIux
CKeJIeTHbIE U CepaeuyHble MBbIIILbI. BoBeueHMe cepalia MpOUCXOOUT
B BUAEe JereHepaTMBHOro TIipoiecca ¢ GuoposupoBaHUeEM U
KMPOBOJI 3aMeHO}t Muokapaa. Hambosiee yacTbie MpOSBIEHUST —
IwiaTallMOHHAs KapAMOMMOIATUS U HapylLIeHUs IMPOBOAVMOCTMU,
KOTOpble MOTYT cOueTaTbcsl. IIpM BCeX MBbIIIEYHBIX OUCTPOPUIX
TOpPa’KeHMe [AbIXaTeJbHbIX MBIIIL MOXET BJIMITb Ha KayeCTBO U
MPOAO/IKUTENIbHOCTD KU3HU, M [OO/DKHO YUYMTBIBATBHCS, KOTAA
paccMaTpUBaeTCs MMILJIAHTALMS ITPOPUIaKTUUYECKOI0 YCTPOIICTBA.
BoBiieueHne cep/iia Hanmbosiee YacTo BCTpeyaeTcs Mpyu AUCTPpodusx
IiomeHHa ¥ bBekkepa, MMOTOHMYECKON muctpodum Tuma 1
(6onesunp  IllTeitHepra), mucrpobum  Imepu-[peitbyca u
nyctpodun KoHeuHocTel 1B Tuna.

[TameHTam C HelPOMBIIIeYHbIMU 3a001eBaHUSIMU "
COmyTCTBYIOIMMU KA peKOMeHAYyeTCs TaKoe XKe jieueHue, Kak U
namueHTaM ¢ JKA 6e3 HelipoMbllieuHbIX 3a60meBannii [507, 508].

EOK I C (VVP C, VI 4).

Wmmnantauusa HWKI***  pekoMeHAoBaHa y  IallMeHTOB C
MMUOTOHMYECKO muctpodueii 1-ro Tuma (6one3Hp lllteiiHepra),
MBbIIIIEUHOV auctpodbueit Omepu-Ipeiidyca U KOHEUYHOCTHO-
TOSICHONM nauctpodueit 1B Tuma npM HaauMuuM [OKa3aHMiI K
CTUMYJISIIUM U TIPU3HAKOB KeJIyJOouKOBbIX aputmuit [508, 509,
510].

EOK IIb B (YYP B, VI 4).

Jleuenue JXT Bo BpeMsi 6epeMeHHOCTU

JleueHne OeTa-aapeHOOJOKATOpAaMM PEKOMEHIYeTCSI BO Bpems
6epeMeHHOCTM ¥ B IIOCAEepPOJOBOM IIepuoje IlalMeHTKaM C
cuHApoMoM ymiuHeHHoro MHTepBana QT mnau KIDKT [27, 62, 511,
512].

EOK I C (YYP C, VI 5).



Hasnauenune MeTOITpoJioaa™™, #1pornpaHosona™™® WU
#BeparnaMmia™* Bo Bpemsi 6epeMeHHOCTM BHYTPb PEeKOMEHIyeTCsI
IJIsI IJINTEJIbHO Tepanuy uauornatndeckoi ycroimumsoi XKT [512].

EOKIC (YYPC, YO, 5).

OKCTpeHHasl  9JeKTpuuecKasi  KapauoBepcuss  BO  BpeMs
OepeMeHHOCTM pPeKOMEHIYyeTCs /i KyIMPOBAHUSI apUTMUU TIpU
ycroitunBoit KT, ocobeHHO c HapylleHMeM reMoauHaMuKu [513,
514, 515, 517, 523].

EOK I C (VVP C, VI 2).

[Ipy HaMMuMM COOTBETCTBYIOIIMX IIOKA3aHMII  BBITIOJTHEHME
ummaHTauuu MKI*** pekomeHayeTcsi BO BpeMsi 6epeMeHHOCTU
[512, 513,514, 515,517, 523].

EOK I C (YYP C, VI 3).

BHyTpuBeHHOe BBeIeHMe cCOTaaona™™ uam mnpokamHammupaa™* BoO
BpeMsi 0epeMeHHOCTM PEeKOMEHAOBAHO [Jjs  SKCTPEeHHOM!
KOHBepcuu MoHoMmopdHOoi ycroiumBoii KT 06e3 HapylieHuit
remoguHamuku [512, 515, 517, 523].

EOK Ila C (YVP C, VI 3).

BHYTpMBeHHOe BBeJleHMe aMMuoJapoHa** Bo BpeMsl bepeMeHHOCTH
PEKOMEHJIOBAaHO [IJiSI SKCTPEHHO! KOHBepCUM MOHOMOPQHOI
ycroitumBoii JKT ¢ HapylleHueM reMoguMHaMuKy, pedpakTepHOi K
JIeKTPUUYECKOM  KapAuoBepCuM WAM He  OTBevawllein Ha
MeauKaMeHTO3HYI0 Tepanuio [153, 512, 515, 517, 523].].

EOK Ila C (VVYP C, VI 3).

BeirtoiHeHMe KaTeTepHON abmauuy BO BpeMsI OepeMeHHOCTU
PEKOMEHIOBAHO 15 JieueHusT pepaKTepHbIX K MeIKaMeHTO3HO
Tepanuy U IIJIOXO TepeHOCUMBbIX Taxukapauit [512, 513, 514, 515,
516, 523].

EOK IIb C (YVYP C, VII]I 5).

Kommenmapuii. bepemeHHOCMb acCOyUUPOBAHA CO 3HAUUMETIbHBIM
PUCKOM HEONAzONpusimHulX CcOObIMUll Yy MHEHWUH CO CMPYKMYpPHOU
namonozueti cepoya [511, 513, 514, 515]. V HeHWuH ¢ 8pOHOEHHbIM
CUHOpOMOM YONUHeHHO020 uHmepsana QT ommeuarom cyujecmeeHHoe
noesluleHue pucka cepoeuHsvix cobvimuli 8 nociepodosom nepuode (8



meueHue 40 Hedenv nocie podos), 8 C853U C UeM UM HeoOX00UMO
npumererue 6ema-adpeHo0/I0KAMOpPo8 80 8pems bepemMeHHOCmU U 8
nocnepodogom nepuode. Y meHWUH ¢ cuHOpomom bBpyeada
b6epemeHHOCMb, podsl U nociepodossili nepuod 00bIuHO nNpoxodsam 6e3
dononHumenwvHolx puckos [516, 517]. Puck noemopHotl KT eviwie y
nauuenmok ¢ KT 6 aHamHe3e u cmpykmypHoli namosnozueli cepoua
[512, 518, 519].

AputMum, CBI3aHHbIE C ITOC/IEPOAOBOI KapaAMoOMuoIiaTmuen

[TocnepomoBas (TlepuriapTajibHas) KapaMOMMOIIaTUS
XapaKTepu3yeTcsl pa3BUTHEM cUcTonndeckoi mucyHkimum JDK u
CepIevyHoli HeAOCTaTOYHOCTM Ha IMO3JHUX CpPOoKax 6epeMeHHOCTU
WM B TeueHMe HeCKOJbKMUX MecsiieB mocie pomos [511, 520, 521].
CnencTByeM MOCAEPONOBOV  KapAMOMMOIIATUM  MOTYT  OBIThb
c1okHbIe JKA 1 BHe3amnHasi OCTaHOBKA cepalia. Y BCex IMalyeHTOK C
BrepBblie Bo3HUKIIeH JKT B rociaenHue 6 Hemenb 6epeMeHHOCTU
WIM B paHHeM I[I0CIepOAOBOM Iepuonde cieayeT WCKIIUYUTD
MOCJIEPOJIOBYIO KapAyoMuonaTuio [522].

[Tpu pasBUTUM YTPOKAIOIINMX KU3HU KETYIOUYKOBBIX TaXMapUTMMIA
NpuberaioT K 37eKTpuueckoi kapamoBepcun. Ilpumenenme MK ***
y maimeHToK ¢ JKA uam Hu3Koi @pakiiyeit BbiOpoca ciemyer
CTAaHIAPTHBIM peKoMeHIalusiM. IIpu 3TOM claemyeT YYMUTHIBATD
BBICOKYIO YacTOoTy (50%) CIIOHTAaHHOTO paspelieHus
OUJIaTallMOHHOM KapAMoOMMOIIaTUM ocae pooB [523, 524].

OGCTpYKTI/IBHOE HOYHOE aITHO3

PekoMmeHAyeTCsT paccMaTpuBaTh B KauecTBe MPUUYMHBI TpHU
nuddepeHIIMaAbHOM  OMArHOCTUMKe OpaguapuTMUII  CUHIPOM
HOYHOTO arHo3 [525, 526, 527, 528, 529, 530, 531, 532, 533].

EOK IIa B (YVP B, V1111 3).

PekoMeHIyeTCsI pacCMaTpuBaTh HOYHOE AamHOd U CHIKeHMe
caTypanuu Kucaopoga Kak (akrtopbl pucka BCC y mammeHTOB C
HapylleHueM JIbIxaHus Bo BpeMsi cHa [525, 530, 531, 532, 533].

EOK IIb C (YYP B, YA [, 3).

Kommenmapuii. Pesynomamasl nocie0HUX UCCi1e008aHull ykasuléarm
Ha (8836 00CMPYKMUBHO20 HOUHO20 ANHOI C  NOBLILUEHHOT
cmepmHocmeio [526, 527]. Bedymcs cnopsl 0 Haauvuu ces3u Mexoy
amum 3abonesaruem u BCC. IokasaHo, umo 06cmpyKmugHoe HOUHOE
anHO3 C yMeHblleHUueM cpedHeli HOUHOU camypayuu Kucaopooa < 93%



U MUHUMANbHAS HOYHAS camypayusi kuciopoda < 78% senswomcs
He3asucumsimu pakmopamu pucka BCC [525]. Ilo amoii npuuuHe
duazHoCmuka 06CMpyKMu8H020 HOYHO20 ANHO3 O00JIHCHA 8X00UMb 8
anzopumm obcnedosarus ons cmpamuguxkayuu pucka BCC. Haubonee
UacmeIMu HApyweHusMu pumma npu CUHOpOMe HOUYHO20 ANHOI-
2UNONHOI AB/AIOMCS CUHYC08as bpaduxkapdus, cuHycosvle nay3wl, AB-
6n10kadsl 1-1i cmeneHu u 2-ii cmeneHu muna Mobumy I, a makice
uacmete JK3 [525, 528, 529, 530, 531, 532, 533]. Ha ce200HsawH UL
deHb Hem OJaMHbIX, KOMOpvle YKa3vleanu Obl HA HeoOX00UMOCMb
omaoenvHblx pekomeHdauuti no seueruio KA npu cuHopome HOUHOZ20
anHo3-2unonHod. Kpome mozo, 00 cux nop HesiCHO, KAKOe 3HAaueHue
uMeem nokazamesib NOCMOSIHHO20 NOJIOXUMENbHO20 O0a8JIeHUsl 8
OvixamenwvHolx nymsx 013 npogunakmuku KA u BCC [525, 534, 535,
536, 537]. B Hacmosiwee 8pems uccnedyom Hogbvle Memoodvl JieueHus
ueHmMpanvHoli  (Gopmsl HOUHO20 ANHOI-2UNONHOI, MakKue Kak
cmumyasyus ouagppazmanviozo Hepea U BepxHUX OblIXamesbHblX
nymeti npu o6cmpykmueHom mune [538].

Tuneprpoduyeckas KapaAMOMUOIIATUS

IMIpu runeprpoduueckoit kapamomuomnatuu (I'KMII) oTmeuaeTcs
3HAUNUTe/IbHOe yTomieHne creHKku JDK, KoTopoe He MOXET ObIThb
00BbSICHEHO UCK/IIOUMTETbHO YCIOBUSIMM MMOBbIIIEHHOM HAarpy3ku Ha
JDK. JlaHHOe oripemesieHe OTHOCUTCS K OEeTSIM UM B3POCIBIM U He
rpearnoaraeT HAKaKMx crnenuduueckmux STUOJOrMUeCKUX TpUIMH,
HO [IJIS Liesieli HacTOSIIIMX peKoMeHaluii mo npodunaktuke BCC
IpeariosaraeTcsl, YTo0 B AAHHYIO TPYIIYy He BXOOMIT IAl[MeHThI C
MeTaboIMIeCKMMM, WHOWIBTPATUBHBIMM 3a00/I€EBAaHUSIMM, [JIST
KOTOPBIX MMEIOTCSI YeTKME KIMHUYEeCKMe IPU3HAKMU U ITPOTOKOJIbI
JIeyeHusl.

O6miasi  romoBasi ~ CMEPTHOCTb  OT  CepAEeYHO-COCYAMCTBIX
3a001eBaHMii M CMEPTHOCTb MJIM 4YacToTa cpabaTbiBaHmit MKII***
1o noBony XXT/®X y B3powisix nauyeHToB ¢ 'KMII cocrasisier 1-
2 n 0,81% coorBerctBeHHO [539, 540]. IpyrMmu OCHOBHBIMU
NIpUYMHAMU cepaedHo-cocyauctoin cmeptu npu I'KMII gaBasiorcs
XCH, tpomb6oambonuu u AB-61okana. Kanbkynstop pucka BCC B
teueHne 5 set (Risk-ICD) pacmosoxkeH B MHTepHeTe IIO agpecy:
http://doc2do.com/hcm/webHCM.html [230, 541].

[Tauentam ¢ TI'KMII BBumy BbicOkOro pucka BCC He
peKOMeHIyeTCs ydyacTue B COPeBHOBATE/bHBIX BUIAX CIIOPTa [226,
231, 544, 547, 548].

EOKIC (YVP B, Y11 3).



e PexkomeHayetcsi umiuiaHtauus HMKIO*** y maumeHToB ¢ I'KMII,
repeHeclIMxX OCTaHOBKY ceppua no npuunHe KT umu OXK, win y
ManMeHTOB CO CIIOHTaHHOM YycronumnBoi JXXT, npuBonpsamen K
IIOTepe CO3HAHUS WIM HapPyLIeHUI0 TeMOAMHAMMKM, [IpuU
OKMIaemMolt MPOJO/DKUTENbHOCTY XKu3HM > 1 roma [230, 542, 543,
544, 545, 546, 547].

EOKIB (VVP B, V41 3).

e Crpatudukainusa pucka y mnaumeHtoB ¢ 'KMII pekomeHayeTcs C
Mcronb3oBaHueM KaibKynsiTopa Risk-ICD mjas olieHKM pucka
CMepTU B TeueHue 5 JieT y NalMeHTOoB cTapiie 16 jet 6e3 aHaMHe3a
ycromumBoi XXT (ripuBopsieil K HapylIeHI0 TeMOAMHAMUKNA WU
notrepe cosHaHust) unm OXK [231, 232, 541, 545, 546].

EOKIB (YVP B, Y/ 4).

e [laTuneTHUI PUCK BHE3AITHON CMEPTU PEKOMEHIYeTCsl OLleHUBATh
Mpu TepBoHaYaJIbHOM 00CIeqOBaHMM TMallMeHTa, a TaKKe KaXKable
1-2 roma wau npu UM3MEHeHUM KIMHUYeCKOro crartyca [231, 238,
240, 540, 541, 543, 544].

EOKIB (YVP C, YA/ 4).

e lMmnmaHTauus WK *** pEeKOMEeHIyeTCsI MnanyeHTam C
TpearojaraeMbIM 5-JIeTHMM PUCKOM BHE3allHOi cMepTu > 6% u
OXXUJaeMOi IIPONO/IKUTENbHOCTBIO KM3HM > 1 roma Iiocie
IIOJPOOHOr0 KJIMHMUYECKOTO OOC/IeZoBaHMs C OLIeHKOM pucka
TOCAeOYIONIMX OCAOKHeHU u BivsHust UKI*** Ha obpas Ku3HMH,
COIMaIbHO-9KOHOMMUYECKUI CTATyC U IICUXOJI0TMYeckoe 310POBbe
[230, 543].

EOK IIa B (YVP B, Y41, 3).

o Umrutantanmss WKI*** pekoMeHAOBaHa B OTHEIbHBIX TI'PYMIIax
MauymeHToB ¢ 5-1eTHuM puckoMm BCC or > 4 5o < 6% u oxumaeMoit
TIPOJIO/IKUTENIbHOCTBIO KM3HM > 1 roma mociae IoapoOHOro
KJIMHMYECKOIO0 00c/emoBaHmusI C OLEHKOM pucka IIOCIeTyIoNInX
ocyiokHeHmit u BiustHusT MKI*** Ha o6pas >KM3HM, COIMATbHO-
9KOHOMMYECKUIA CTaTyC M TCUXOJoruueckoe 340poBbe [230, 540,
543].

EOK IIb B (YYP B, VI 3).

e UmrutanTtanus UKI*** pekomeHg0BaHa y OTHeIbHbIX MaI[IEHTOB C
5-netHum puckom BCC < 4% npuM HaIUMIMM KIMHUYECKUX



XapaKTePUCTUK C JOKa3aHHBIM NPOTHOCTMYECKUM 3HaueHueMm, U
KOTZa B pe3y/bTaTe OLIeHKM pUCKa MOCIeSyIIINX OCIOXKHEeHU U
BaustHus UKI*** Ha o0pa3 >XKM3HM, COLMaIbHO-IKOHOMMUYECKUI
CTaTyC ¥ TICUXOJIOTMYECKOe 3[0pOBbe IIpefrionaraeTcsi obiiee
MOJIOKUTENbHOE BAMsHMe umIanTaunm MKI*** [230, 540, 543].

EOK IIb B (YYP B, VI 3).



4. PeaOuauranmus

JKenymoukoBble  HapylleHMsI puUTMa Ccepalia, 3a pPeaKkuM
MCKJIIOUeHeM (MOMoIIaTudeckasi sKeyIouKoBasi SKCTPaCUCTOINS),
OTHOCSITCS K YTPOXKAIOIIMM KU3HU apUTMUSIM. VIX Hajau4dme MOXKeT
OBbITh KaK OOHMM M3 MEepPBbIX IMPOSIBJIEHUI KIMHUYECKM 3HAUMMBbIX
CepaeYHO-COCYOMUCThIX 3aboyieBaHMIi, TpeOyIoUINX MPOBedeHUSs
KOMIIIEKCA AMArHOCTUYECKUX MCCIeA0BaHMA, TaK M OCIOKHEHMEM
JaHHOJM  matojorMu. B HacTtosmee  BpeMsl  IPOrPaMMBbI
peadbuaMTALIMM IJIs MALMEeHTOB C SKeMyIOUYKOBBIMM HapyIIeHUSIMU
pUTMa cepilia, Kak TaKOBOJi, He CYIeCcTByeT. PeabMinTaiOHHbIE
MEPOIIPUSITUSI TO/DKHBI  OCYIIECTB/ISITBCSI B COOTBETCTBUU  C
OCHOBHBIM 3a00jieBaHMEM, SIBJSIIOIIMMCSI MPUUYMHON apUTMUMN,
e TakoBoe uMeetcs [548]. OrpannyeHne GusmMyeckmux Harpy3ox
pPEKOMEHIOBAHO IIallMeHTaM B COOTBETCTBUM C MMEIONIMMCS
3ab60J1eBaHMEM CepIeUHO-COCYyAUCTOM cucTeMbl [548]. B Tom uncie,
B COOTBETCTBUM CO CTaJMel, TIKECTbIO M CTEIIeHbI0 KOMITIeHCAI U
OCHOBHOTO 3200J1eBaHMSI.

e [lamueHTaM, TepeHeCHIMM YCIENIHYI0 KaTeTepHyl abialuio,
PEKOMEHI0BAHO OrpaHuveHye Gu3nIecKoii aKTMBHOCTY B TeUeHMe
1 mecsia [27, 336, 338, 364, 392, 424].

EOK - mer (YYP C, VI 5).

Kommenmapuii. I[Tayuenmam, nepeHecuium yCnewHyio KamemepHyio
abnauyutro no nosody xenydoukosslx HApYWeHUll pumma, noKa3aHo
ozpaHuueHue pusuueckoli akmusHocmu 8 meuenue 1 mecsaya nocie
onepamueHo2o JieueHusl, eciu ImMo He NPOmMueopeUum 02paHudeHusIM
no nosody OCHOBHOUI cepdeuHo-cocyoucmoti namonozuu. Ilpu
omcymcmeuu OC/I0MHCHeH UL gMeulamenbcmea nposedeHus
CneyuanbHslx peabunumayuoHHbsIX Meponpusmuii He mpebyemcs.

e [lamMeHTaM C BO3HMKIIMMM OCJIOKHEHMSIMM II0C/Te KaTeTepHOil
abnmanuy  peKOMEeHJOBaHAa CKOpeifInas TOoCOUTaaIu3auus B
crielMaJn3MpoOBaHHbIN cTauyoHap [359, 360, 361, 396, 442].

EOK - uer (YYP C, VI 4).

Kommenmapuii. B cnyuasx 803HUKHO8EHUS1 JI00bIX 0C/I0HCHEHULI noC/le
KamemepHoll abaauuu, 8 mMOM uucle OMCPOUEHHbIX, NOKA3AHA
cKopetiulas 2ocnumanusayust 8 Ccneuuanu3upo8aHHsll



KapouonozudecKuti/kapouoxupypauueckuti cmayuoHap ons
nposedetust He06X00UMbIX JleueOHO-0UAzHOCMUYUECKUX Meponpusimuii.



5. IIpodpuaaxkruka

e 3ammch u aHaiu3 IJKI' pekoMeHIOBaHbI BCEM JIMIIAM C BbICOKMM
puckom BCC.

EOK - mer (YYP C, VI 3).

Kommenmapuii. BoumenvHocmo no OMHOUWEHUD K
anekmpoxapouozpaguueckum  (OKI) u  axoxkapouozpaguueckum
NPU3HAKam HAaciedCmeeHHblX apummo2eHHblX 3a001e8aHull s1871s1emcs
BAMCHOU UACMBK KAUHUUECKOU NPpaKmMuKu u no380Jsem c60e8pemMeHHO
8bis18UMb Juya ¢ 8vicokum puckom BCC. Ooduako 0o cux nop Hem
e0UH020 MHEHUS1 0 MoM, OOJXHCeH JiU MAakxol muiamenvHwili N00xoo
pacnpocmpaHsmsCsi H4 MAcCCOBblll CKPUHUH2 HACENeHUsl HA Haauuue
pucka BCC. B Umanuu u AnoHuu 8eedeHwl cucmemsl IKI-CKpuHUH2a 8
uensix 8bulsIBJIeHUs. JuYy C HACIe0CMBEHHbIMU  APUMMO2EHHbIMU
3a00/1e8aHUSIMU, He UMernwux Kakoli-1ubo cumnmomamuxu [20, 21,
549]. B Espone u CIIA o6s3amenvHbolM $67151eMcsl  CKPUHUHR
cnopmcmeHo8 neped COpPeBHOBAHUSIMU, CO2JIACHO Mpebo8aAHUIM
Mex0yHapooH020  0nUMNULICKO20 KOMumema, Xomsi nocnedHee
uccnedogavue 8 H3paune nokasanio omcymcmeue U3MEHEHUll 8
uacmome cayuaes BCC y npogeccuoHaibHbvix CNOPMCMEHO8 NOCe
ggedeHusl ckpuHuMea [22, 23, 24, 25].

e B HacTosillee BpeMs He peKOMEHJOBAaHO MpOBeleHle
oburenonyasaiuoHHoro JKI-CKpMHMHTA B CBSI3M C HEIOCTaTKOM
nHpopmanuy O ero IKOHOMUYECKO 3PEPEKTUBHOCTM U
HeM3BECTHOM KOJIMYECTBE JIO’KHOTIOJIOXKUTETbHBIX "
JIO’KHOOTPULIATENIbHBIX pe3ynbTaToB [550, 551].

EOK - mer (YYP C, VI 5).

Kommenmapuii. B coomeemcmauu C CO8peMEHHbIMU
pekomeHoayusmu EOK 2015 200a no JieueHuio eayooukoswvix
apummuti u npedomepauleHul0 6He3anHoli cepoeuHoli cmepmu, 8
Hacmosuwee epems IKkcnepmuslii komumem Esponetickozo obujecmea
Kapouoy0208 8o3depxcugaemcs om opmuposaHusi pekomendauuti no
npogedeHuto  06wenonyaayuoHHozo OKI-ckpuHuHea 6 (853U C
HedocmamkoMm UH@opmayuu o e2o IKOHoMuueckoti I¢ppekmusHocmu u
Heu38ecmHoOM KoJluuecmee JIOHCHONOJIOHCUMENbHBIX u
JIOHCHOOMPUYAMEJbHbIX Pe3ybmamos.



e Perucrpauyust DKI' B 12-TM OTBeAeHMUSIX PEKOMEHAYyeTCs IIpu
TIJIAHOBBIX AMCIIaHCepU3alMsIX B3pOCaoro HaceneHus [25, 550, 552,

553].
EOK - mer (YYP C, VI 5).

Kommenmapuii. B coomeemcmeuu ¢ npukazom MuHucmepcmea
3dpasooxparerus Poccuiickoti @edepauuu, pezucmpauus IKI 6 12-
mu omeedeHusix npedycmMompeHa npu NaaHo8vlx OUCNAHCepu3auusix
83P0CJ1020 HACe/eHUsL:

- Ona myxcuuH cmapuie 36 nem u XeHwuH cmapuie 45 nem npu
Kaxdom npoxoxcoeHuu duchavcepusayuu (mo ecmo 1 pas 8 3 2oda);

- 0N MyM#cuuH 8 8o3pacme 0o 36 iem u xceHWuH 8 8o3pacme 00 45 nem
npu nepeuuHoM npoxoxcdeHuu ducnaxcepusayuu [552].

e V HeCOBepIlIeHHO/JIeTHUX IMpenycMarpuBaetrcs peructpauus KT
npy npodmiakTUUeCKUX MeAULIMHCKUX OCMOTpax B 1 rog, 6, 15, 17
JIeT, a TakKKe [pU IpeIBapUTENbHbIX MEeOUIIMHCKUX OCMOTpax
nepen IpMeMOM B CpedHMe U BbICIIMe 0Opa3oBaTe/bHbIE
yupexaeHnus, BbinoiHeHe IXOKC B 6 sieT [550, 551, 552, 554].

EOK - et (YYP C, V]I, 3).

Kommenmapuii. IIpunsmeili 6 Hacmosiuiee 8pemsi nopsidok
NPOXOHOeHUsl MeOUYUHCKUX OCMOMpPO8 HecosepuleHHOJIeMHUMLU.
OcobeHHO 8axceH 2eHeanozuyeckuli memod aHanuda y Juy moao0020
gospacma, cmpadarouiux peyudusupyrowuMu npucmynamu nomepu
CO3HaHUA unu umeroujux aHomaruu Ha IKI' [554, 555].

e Mopudukaius obpasa X1U3HM peKOMeHI0BaHa BCeM TallieHTaM C
KeJTyOUKOBBIMY apUTMUSIMMU [IJIs1 TIPeIyTIPEXIeHUS UX PeIUIMBOB
[554, 555].

EOK - met (VYP C, VI 5).

Kommenmapuii. Modugukauus obpasa »u3Hu 6Kkawouaem 8 ceobs
HOpMAnu3ayuw 8ecda, 0mKa3 om KypeHus, ynompeOneHus aakozos,
npoodyKmos, codepxcaujux KogeuH, u cumyayuii, 8si3618arux cmpecc,
6ecnokoticmeo, HapyuleHue pexcuma HOUH020 CHd.

e BmkaiiliuM pOACTBEHHMKAM JKepPTB BHE3aITHOJM CMepTH CIeoyeT
COOOIINUTh O CYIIECTBYIOIIEM [IJIST HUX PUCKe BHE3AITHOM CMepTU U
HeoOXOIMMOCTM 00cC/ienoBaHMusI y Kapauojora B ciydae BC, mpu
KOTOPOJI I1aTOJIOTOAHATOMMUYECKOE MCC/IeIOBaHME M aHaIU3 He



BBISIBJISIIOT OU€BUIHBIX aHOMaIuit. KOHTaKT ¢ TaKMMM MalieHTaMu
M UX POACTBEHHUKAMM [O/IKEH IIPOUCXOOUTb C YUYeTOM WX
TICUXOCOIMAJIbHBIX  ITOTPEOHOCTeI M  C  MCIOJb30BaHUEM
MeXAVCIUIIIMHApHOro nmoaxona [460, 557, 558, 559, 560, 561, 562].

EOK - met (YYP C, VI, 3).

Kommenmapuii. IlpumepHo 8 nojosuHe ciyuaes y pooOCmMeeHHUKOS
awepme  BAC  ycmaHasiusawm ouazHo3 - HAacnedCmeeHHbIX
apummozeHHolX  3a0oneeadull, npexcde 8cez0, KaHajaonamMuii
(Hanpumep, cuHOpoma YonuHeHHo20 uHmepsana QT, cuHndpoma
Bpyzada unu  KIDKT), pexe —  HauanivHulX  NpOSGJIEHUL
kapouomuonamuii  [npexde 6cezco ITKMII u apummozeHHOl
kapouomuonamuu npasozo xenydouka (AKIDK)], a maxe cemetiHoli
2unepxonecmepuremuu. Ecnu npu CBHC unau BHCH, a makxe npu
BAC uau CBCH namonozoaHamomuueckoe uccnedosarue nozubuiezo
HEB03MOMHO UIU K020a NAmolo20aHAMOMUYECcKoe UCC1e008aHUE HE
golsiesisiem CMpPYKMYPHbIX aHomasutl, a pe3yJibmameol
MOKCUKOJI02U1eCK020 aHAIU3a 8 Hopme, Oauxcatiuum poocmeeHHUKam
cedyem coobwums 0 cywecmsywujem 01 HUX pucke 6He3anHot
cmepmu u Heobxodumocmu obcnedosanuss y kapouonoza. CemeliHbiti
aHamue3 nosmopHsix cayuaes CBHC 8 monodom eo3pacme (do 40
Jlem) ulu npu Haauvuu HacnedcmeeHHolx 3abonesaHull cepoua
A8J11€MCs1 HEONPOBEPHUMbBIM 008000M 8 NOJIb3y 00Cnedo8aHUSI BCEX
Uj1eH08 CeMblU.

CKpUHUHT POOCTBEHHMKOB JKepTB BHE3aIHomn CMepTH
pPEeKOMEeHIYeTCs BeCTU 10 IPeACTaBIeHHOMY IIPOTOKOJY, YYUThIBAS
9KOHOMMYECKYI0 ¥ MH(POPMAIMOHHYIO 11€/1eCO00pa3HOCTb KaXKI0TO
MeTona [54, 560, 564].

EOK - met (VYP C, VI 4).

Kommenmapuii. IIpeonoxeHo HeCKOJIbKO pPA3HbIX NPOMOKON08 OJifl
CKPUHUH2a pOOCMBEHHUKO8 Jcepma 8He3anHoli cmepmu. B ocHose 8cex
SMUX NPOMOKON08 JIeHCUm noulazosslli nodxod, Koz0a 6 nepeyio
ouepedb  UCNONB3YIOM  HaumeHee  dopozocmosujue  memodsl
obcnedosarus, daroujue MakCUMaibHblii 00sem UeHHOU UHGopmayuu,
nocje uezo0 HA OCHOBAHUU NOJIYUEHHBIX Pe3ysbmamos U C yuemom
OaHHBIX CeMeliH020 aHaMHe3ad nepexoosm K OONOJHUMENbHOMY
obcnedosanuro. Ecnu 8  xode  00Cned08aHUsi  8blA8IA0MCS
CMpYyKmMypHble UlU 31eKmpudeckue UsmMeHeHus, ceudemesbCmayoujue
8 Noib3Yy KOHKpemHozo O0uazHo3da, HeoOxo0umo  cn1edosams
CMaHoapmHomy npomokoay 00ciedo8aHuss N0 cO0meemcmayruiemy



OduazHo3y. Ilepsvim wiazom 8 NOCMAHOBKe NOCMePMHO20 OuazHo3da, 00
Hauana 00cnedo8aHus poodCMBeHHUKO8 hozubuiezo,  S8715emcs
mujamenvHslli cO0p aHamHesd. Y mon00bix JuUy 8 hepsyio ouepeds
credyem  uckawouumes - Kapouomuonamuu U KaHajaonamuu.
Pexomendyemcs oueHKa npeduiecmeosasiuux cepoeuHsix CUMNmMomos
(8 mom uucie 00MOpPOKO8 WU CYOOPOXHBIX hpunaoxkos) u
mujamesibHoe u3syueHue 00CMOSMeENbCME cMepmu, a makxxe coop u
AHANU3 NPUMCUSHEHHBIX Kapouosozuieckux 3axaioueHut. Y suy
cmapuwe 40 1em 8 nepayio ouepeds uckatouarom ¢gakmopst pucka MU6C
(Hanpumep, aKmueHoe unu naccusHoe KypeHue,
JucIunonpomeuHemuio, apmepuaibHyo 2unepmeH3u0 Uil CaxapHollii
duabem). Heobxodumo cocmasums podoCno8Hy0 nozubuiezo 8 mpex
NOKOJIEHUsX, 8 KOmMoOpoli 00/ Hbl OblMmb OMpaxXceHvl 6ce Cyuau
8HE3anHoll cmepmu u poodCMBeHHUKU ¢ cepdeuHbiMU 3a001e8aAHUSIMLL
Cnedyem no 803MOMHOCMU NOJYUUMb APXUBHbIE MEOUYUHCKUE Kapmbl
u/unu pe3yibmamsl NAmMoa020AHAMOMUUECK020 UCCIed08aHus.. B
nepeyio ouepedv 00cnedosaHuld  hodaexcam poOCMBEHHUKU C
npusHakamu 3abonesavuti cepouda, maxkumu Kak 00MOpPOKU,
yuauieHHoe cepoyebduerue uau 6onu 3a epyouHoii. Eciu e cemwve
omcymcmayem OuazHo3 cepoeuHvlX 3a00sesaHuli, ciedyem nposecmu
CKPUHUHZ ManeHvKux Oemeli xomsi 0Obl ¢ nomowwio OIKI u
axokapouozpaguu.

oxokapauorpadus  (OXOKI)  saBiaseTca  peKOMeHIOBaHHBIM
METOIOM  [IJI1  CKPMHMHrA  IIAllMEHTOB  IIPpM  HaJIU4YUM
TOATBEPXKAEHHOr0 [MarHo3a Wiu MOAO3PEeHMsI Ha >KeydOuYKOBbIe
HapylleHus puTMa.

EOK - uer (YYP C, VI 3).

Kommenmapuii. Oxokapauorpadus - Haubojiee  YacTo
UCIIO/Ib3YeMbI/i MEeTOH, BU3yaJIM3aluu Cepala, KOTOpPbIi, 10
CpaBHEHMIO C MAarHUMTHO-pe30HaHCHOi! Tomorpadueit (MPT) u
KommbloTepHoit ToMmorpadueit (KT) ceppiia, sBiseTcsi MeHee
IOPOroCTOSIIIMM, BCerga OOCTYIIHBIM M IO3BOJISIET C BBICOKOI
TOYHOCTBIO AMArHOCTMPOBATh 3ab0jeBaHMsI MMOKapHa, KIallaHOB
cepilla WIM BpPOXIEHHble TIOPOKM Cephlia, CBSI3aHHbIE C
BosHukHoBeHnem XA u BCC. Kpome Toro, y OOJbIIMHCTBA
Mal¥eHTOB OHa IMO3BOJISIET OLEHUTb CUCTONNYECKYI0 PyHKIMI0 JDK
" JIOKAJIbHYIO COKPATMMOCTb CTEHOK CepzAlia.

ITo sToi1 mpuunHe 3xoKapauorpacdus Ioka3aHa BCeM MalMeHTaM C
JKA, y KOTOpBIX IIpeAIiojaraeTcs WIM MMeeTCsS CTPYKTypHas
IaTOJIOTUSI Cepla, a TakkKe B TPYIIAxX ITallMEHTOB C BBICOKMM



puckom pazsutus KA wiu BCC — Hanipumep, y nuueHToB ¢ JTKMII,
['KMIT n AKIDK, a Takke y IalMeHTOB, MMepPeXMUBIINX OCTPHIiI
nHapkr muoxapga (M), ' y pOACTBEHHMKOB MallMEHTOB C
HacaeqCTBEHHbIMM 3a00/1eBaHUSIMMU C BbICOKMM puckoMm BCC [40].

OpraHnmnsanysi OKa3aHUA
MeOIULIIMHCKOM ITOMOIIA

By rmomoiiy 1 mopsigok ee okaszaHus 3aBUCUT OT 3Tmonoruu XXT u
CONyTCTBYIOMIEl MaTtojaoruu. CTpyKTypHas win (QyHKIMOHAIbHAs
IaTOJIOTUSI CepAlia, OCOOEHHO IpU ee IPOrpecCupoOBaHMM, MOXKET
SIBJISIThCSI OCHOBHBIM ITOKa3aHMEM [JIs1 TOCIIMTAIM3 AL UMN.

Bo3moxkHOCTU aMOy/IaTOPHOI TTIOMOILIN rnanyueHTam C
JKeTyTOUKOBbIMM TaXMapUTMUSIMM OTPAHUUMBAKOTCS CJIeAYIOIIMMU
CIy4YassMU:

e JlanMeHTbl C XPOHUYECKMMM CTAOWIbHBIMM apUTMUSIMU Oe3
HapyLIeHUIT TeMOOVHAMMKM: >KeJTyLOYKOBOM 3KCTPACUCTONIMEN,
HEYCTOMYMBOM JKeJTyI0YKOBOM TaxuKapanen, penKumu
npuctynamu MenjaeHHbix JKT.

e O6ceoBaHMe Y MAllMEHTOB 0e3 CTPYKTYpPHOJ MaToJOTUM cepaiia
IJIST BBISIBJIEHMSI CKPBITOM ITaTOJIOTUMM Cephla, KpUTepueB pPUCKa
BCC.

e [lonroroBKa K TOCOUTAIM3ALMM TIPU CTAOMIBHOM COCTOSIHUU
MalyeHTa.

e HabGmiomeHue TioCiAe  XUPYPIUUYECKUX U MHTEPBEHIMOHHBIX
BMeIIaTe/NbCTB, MMILJIAHTALMM 3JI€KTPOHHBIX YCTPOMCTB (DKC***
WKO*** CPT-[).

[TokaszaHus OJjis IJIaHOBOWM TOCIUTAIMU3ALUNA

e Bmnepsrie BO3HMKILIAS CUMIITOMHAs JKeJTyo0YKOBast
3KCTPACUCTOMS, COMPOBOXA A ASICS pa3sBUTUEM VI
3HAUYMTEIbHBIM YCYTYyOJIeHMEM CEPIeUHO HeJOCTaTOUYHOCTH.

e BnepBble  BO3HUMKIIME  WIM  PeUUAMBUPYIOIIME  SIIMU3O0MIbI
JKeJTyJOYKOBO TaXUKapAUN.

e [IporpeccupoBaHue OCHOBHOTO 3abo0/jeBaHMS B CIy4yasix, KOrIma
apUTMMS He SIBJISIETCS TeMOAVHAMMYECKM 3HAUMMOIA.

e [Ipy HesaPDHEKTUBHOCTU OOTOCHUTAIBHOTO JIEUEHMS] CUMIITOMHBIX
XpoHmueckux ctabuabHbIx JKO, HXXT, menmenabix JKT.

IToka3aHus aJist 3KCTp€HHOI71 IroCIINTaJIN3adn



O6s13aTeNbHOM TOCOUTAIM3ALMN TTOJIeKaT MalMeHThbI, ¥ KOTOPbIX
Ha ¢oHe KeIyIOouKOBOM TaXMapUTMUM MMEIOTCS TMpU3HAKU
apTepuaJbHOM TUIIOTOHUU, OCTpOM JIEBOXKEJTYI0YKOBOM
HeJIOCTaTOYHOCTU, aHTMHO3HOTO CMHPOMaA, YXYIIIeHMSI MO3I'OBOTO
KpoBooOpaienus. Ilpu momospeHuMu Ha WuHGPAPKT MuoKapaa
Heo0X0IVIMO SKCTPEHHO JOCTAaBUTh B MEIUILIMHCKOE yUpeXIeHue.

BeneHne mainyeHTa MOCAe peaHUMMalUM PEKOMEHIyeTcsl B
CIIeMaIM3UPOBAHHBIX  LIEHTPaX C MYJAbTUAUCUUIIMHAPHBIM
MOAXOJOM K MHTEHCUMBHOM TepaliMuM U  BO3MOXKHOCTBIO
BBITIOJTHEHUS TIepBUYHBIX KOPOHAapHBIX BMeIIaTeabCTB,
9/1eKTPOPU310IOTUUECKOTO UCCIIeqOBaHMS, UMIUIaHTaLUU
BCIIOMOTaTeJIbHbIX >KEJTYJOUYKOBBIX CUCTEMa [JISI MeXaHUYeCKOM
MIOAJEePSKKM KPOBOOOpAIleHNsI, XMPYPruuecKux BMeIIaTe/lbCTB Ha
cepAlie M cocylax U TepalleBTMUeCKoi rumnorepmun [65, 153, 165,
194, 196, 324, 546].

EOK I B (YYP C, VI 5).

KopoHnapHass  anruorpadusi C  BO3MOXKHOM  MOC/IeOyIOLIeN
QHTUOIJIAaCTUKOM B TeueHMe TepBbIX 2 4YacOB TOCIUTAIM3ALUN
peKOMeHJ0BaHa IalueHTaM BbICOKOro pucka ¢ UM cIIST, B Tom
yycie C XXU3HEeYrpPOoKaIIMMU KeTyqOYKOBbIMMU apUTMuUsIMu |55,

56].
EOK I C (VVYP C, VI 5).

[Ip ocTaHOBKE KpPOBOOOpAIEHMSI TOCIIUTAIM3AINS TpedyeTcs
Cpady Xe TIIoCjie KyNMPOBaHMUS MPUCTYIAa U BOCCTAaHOBJIEHWUS
HOPMAaJIbHOM CepaevyHo mesaTenbHOCTU. EciuM peaHMMalMOHHbIE
MeponpusITUSI He IIpUHecau Heobxommmoro 3dgdekxra, mamueHTa
TPAHCIOPTUPYIOT B CTallMOHap 6e3 co3HaHms. [Ipyu 3TOM 110 Jopore
HeMpPEepbIBHO BBIMOJHSIOT MCKYCCTBEHHYIO BEHTU/ISLIUIO JIETKUX U
HemnpsIMOM MacCax cepalia.

[TarieHTOB C TMPUCTYIIAMM MApPOKCU3MaJbHONM >KeTyJ04YKOBOM
TaxXUKapauyu ciaeayeT TOCIUTAIM3UPOBATh B C/iydyae OTCYTCTBUS
sppexkTa OT HEOTIOXKHOI Tepanmy, a TakKkKe MOpU HaAIUIUU
IIPU3HAKOB  OCTPOM  JIEBOXKEIYAOUYKOBOM  HEIOCTATOYHOCTMH,
yXy[OllleHussT ~ MO3TOBOTO  KpOBOOOpallleHMsI,  apTepuaabHOI
TMIIOTOHUM, aHTMHO3HOTO CMHAPOMa.

locniutanusanuu rmojgJjesKart Jinia, IepeHecIme IIPpUCTVYII
)KQJ'IYILO‘-IKOBOIL/'I TaXUKapanu, YCITIEIITHO KyHMpOBaHHbIﬁ Ha
JOTOCIIMTA/JIbHOM 3Talle IIpM HaJIN4dnmn CTpYKTypHOﬁ I[IaTOJIOITUN



cepilia WM TIPU OTCYTCTBUU Pe3YyIbTaTOB KapAMOJIOTNUECKOTO
obcnenoBaHMs, MpPU HAAUUMM COITYTCTBYIOUIMX 3ab0/ieBaHMUIA,
BBICOKOM PUCKe pa3BUTHS OCITIOKHEHMUIA.

IToka3aHus K BBIINIVICKe MallMeHTa 13 CTaoMOHapa

Ilenecoo6pa3sHOCTh HaJbHENMIIEro IPeObIBAHMSI B CTAllMOHApe W
BO3MOKHOCTh aMOY/JIaTOPHOIO JIeUYeHUS OMpPenessioTCs 10 UTOoTraM
o6ceqoBaHus.

PaHHss (mepend, BBINIMCKOM M3 CcTauyoHapa) oueHka @B JDK
pekoMeHJ0BaHa BCeM IalMeHTaM Iocie MHGpapkTa Muokapaa [42,
56, 218,493, 572].

EOK I C (VVP B, VI 3).

ITayuenmst Mozym Oblmb 8bINUCAHBL U3 CMAYUOHAPA 8 CNedyHujux
Cyuasx:

BrinosiHeHMe pagyKaJIbHOTO WIM MaJIMATUBHOTO XUPYPIUUECKOTO U
VHTEPBEHILMOHHOTIO JIeUeHMSI.

ViMma"HTaumuss — KapauoBepTepa-geduopuIsgTopa, eciM — He
TpebyeTcsl IMPOMO/DKeHMe Tepaluy B YCJIOBUSIX CTallMOHapa IIo
OCHOBHOMY 3a00j1€eBaHMIO.

OddekTuBHBIN MOmOOP AHTUAPUTMUUECKON Tepanuu U Tepamnum
OCHOBHOTO 3200/1eBaHMSI.

YcTaHOB/IEeHMe  OMarHo3a M IPOTHOCTUMYECKOrO0  3HadyeHus
SKeTyIO0YKOBOM TaXMapUTMUM, He TpeOyolee CPOYHOI KOPPEKLMA
aHTUAPUTMUYECKOI Teparunmu, XUPYPIUIECKOTO U
MHTEPBEHILIMOHHOTO BMelllaTe/lbCTBa, MMITaHTam MK ***,

HNHble OpraHM3alIMOHHbIE TEXHOIIOIMN

ABTOMaTHMUYeCcKMe HapyXHble OeduOpPWUISTOPBI B MeCTax
CKOILUICHUS IO en

ABTOMaTHUeCcKMe HapyKkHble Ae@uOpUISITOPbl PeKOMEHIYeTCs
yCTaHaBAMBATh B OOIECTBEHHBbIX MeCTax, TAe CYIleCTBYyeT
3HAUMTEe/bHAsd  KOHLIEHTpaUus  JIIOJei, 4YTO  CYyIIeCTBeHHO
TOBBINIAET BEPOSITHOCTh BO3HUKHOBEHUS CUTyallMM C BHE3AITHOM
OCTaHOBKOM cepaua (Hampumep, B IIKOJAX, aj3poIloprax, Ha
BOK3aJIaxX U CTaAMOHAaX), UM B MeCTax, IJie HeT MHOI BO3MOXXHOCTU
nebubpwLISIIMKM (HalpyuMep, B Ioe3nax, Ha KPyU3HbIX JaiiHepax, B
camosietTax u T. 11.) [322, 323].

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



Kommenmapuii. B O6onvwiurcmee ciyuae8 0CMaHoska cepoud
npoucxooum eHe cmeH JieueOH020 yupexcderus [324]. [Ipu s3xkcmpeHHoT
depubpunnyuu WAaHcyLl HaA 80CCMAHOBEHUE HOPMAIbHO20 pumma u
cmabunbHo20 cepleuHozo 8vlbpoca HAMHO20 8blule, YeM npu
omcpoueHHoll depubpunnayuu [322, 323, 325].

PekomeH1I0BaHO 0OyueHMe OCHOBHBIM MPUHIIUIIAM DPeaHuMaIUn
POJICTBEHHMKOB MallMeHTOB ¢ BbIcOKMM puckom BCC [323, 325].

EOK IIB C (YYP C, VI 4).
MOI‘YT ObITb MCIIOJIb30BaHbI:

TenemenuIIMHCKOe KOHCY/IbTUPOBaHME MAI[I€EHTOB.
YOoaneHHbII ~ MOHMTOPMHT  aMOyJaTOpHBIX  MAalMEHTOB  C
VMIUIAHTUPYEMBIMU YCTPOCTBAMMU.

B oxkasanum momomy manyeHtam ¢ JKT u BCC uenecoobpasHo
BbIJleJIeHVe YpOBHEM OKas3aHMusg TIIOMOIIM C  Pa3JInYHbIMU
BO3MOXHOCTSIMM OKa3aHMsSI IOMOIIM. YUUThIBASI >KM3HEOIIaCHBIN
xapakrep JKT mpyu 3KCTpPEHHOJ TOCHUTAIM3ALMU Ieeco00pasHo
HaIllpaBJieH)e MallJIeHTOB B IIeHTPbI 00Jiee BHICOKOTO YPOBHS.

Aman Keanupuyupo8aHHoOL NOMowu:

- peaHMMaILMOHHAs IIOMOIIb

- KapauoBepcust/mepuopuIsas

- aHTUMapUTMMJecKasl Teparnmsi

- KopoHaporpadus/peBacKyIsipu3aius
2man cneyuaiu3upo8aHHol NomMowu:

- KopoHaporpadusi/peBacKyasipu3aius

- SHOOKapauaabHoe JOU

- KaTeTepHas abmauys XXT

- MUMIUIaHTaLMs KapauoBepTrepa-aedudpuuisitopa
- UMIIJIAaHTALS KapaMOpeCMHXpOHU3aTopa
DKCnepmHbule YeHmMpbl:

- KOpoHaporpadus/peBacKy/IIpU3aLys



- SHJIOMMOKapAMaabHas 6MoTCust

- TeHeTU4YeCcKoe TeCTMpOBaHMe

- S3HOOKapauaabHoe JOU

- KaTeTtepHas abmaiust KT

- UMIUIaHTalLMs KapauoBepTepa-aebuopuisiTopa
- UMIIJIAaHTaLMS KapAMOpecMHXPOHM3aTOpa

- BCIIOMOTraTeIbHOe KpOBOOOpallleHue

- TpaHCIJIAaHTaLMS cepala

B otmenbHbIX cyobekTax P® wmoryr ObITh chHOpMUPOBAHBI
OTHe/bHbIe NOPOXKHbIE KapThbl OKa3aHMs IMOMOIIM MalMeHTaM C
JKeTyIOYKOBBIMM  TaXMAPUTMUSIMU UM CO3JAHbl pervoHajbHbIE
LIEHTPBI/PETUCTPBI JKU3HEOIIaCHBbIX TaXMapUTMMUIMA U BHE3aIlHOMI
CMEepTMU.

PekoMmeH10BaHO paccCMOTpEeTb BO3MOYXHOCTb CO3aHus
pEerMoHaJIbHbIX CeTeil IO 3KCTPEHHOM IIOMOIIY IIPU OCTaHOBKE
cepaiia, YTOObI YJAYUYIIUTb TIOKA3aTeNM BbDKMBAEMOCTU U
pes3y/ibTaThl JIeueHus Cpeay CIlaCeHHbIX aull [27, 62, 66].

EOK IIaB (VVP C, VII]I 4).

[Ipn omnpepenHUM TMOKa3aHUA K MHTEPBEHLMOHHOMY WJIU
XUPYPru4eCcKoOMy JIeUeHUI0 HapylIeHUs pUTMa WU TIPOBOAUMOCTU
cepAlia, a TakkKe B CIOXKHBIX cCiaydasx (rpu Hed3(pdeKTUBHOCTU
MeIVKAMEeHTO3HO! Tepanuu WM peluauBe TaxMapuUTMUU IOCTIe
KaTeTepHOV abmanuyu, WAM T0OpU HAAUUMM Y  TalMeHTa
VMIUIAHTMPOBAHHOIO 3JIEKTPOHHOTO YCTPOMCTBA KOHTPOJIS WU
JeyeHusT PpUTMA, a TakKke B [APYIMX CIydasx) HeoOXOAMMO
o0Cy)XieHMe TaKTUKM BeleHMsS CO CIelMaJuCTOM, MMM
IOCTATOYHBIM  OMBIT JIeYeHUS HapyluleHuin putma. Takum
CIIeMaIICTOM  MOXeT ObITb  Bpay-Kapauojor, CepreyHo-
COCYIVICTBIN XUPYPT, Bpau PeHTreH3HI0BACKY/ISIPHOM AMAarHOCTUKN
U JIeYeHus.



6. lonmomHuTenbHasa MHopmanms,
BIMSIONIASI HA TeUEeHMEe U MCXO[
3a00JIeBaHUS

CoBMeCTHOe IPUHSTHE pelleHU

B TeyeHme GOJIbIIEN YACTY CBOEM JKMU3HM JIIOAM IIPEAIIOYMTAIOT Ie/IaTh
BCe, YTO BO3MOXXHO, 151 rpenoTBpauienuss BCC u npoajieHns Ku3Hu.
Tem He MeHee, MHOTME JIIOAM MOTYT OOCTUTHYThb OIIpeleleHHOM
TOUYKM B CBOe€i XuU3Hu, B KOoTOpoit BCC He sBiseTCS HaUXYOIUIUM
mcxonom. [laieHThl MHOTA COOOIIAIOT O MPeANoYTeHY YMepeThb BO
CHe, TIIpM CpaBHEHUM C [JOPYyI'MMM BE€pPOSATHBIMU CLEHapUsIMU
TaHaToreHesa [564]. Pemienusi, cBsg3aHHble ¢ Tpodunaktukoir BCC,
MOTYT OBITb [OBOJbHO SMOIIMOHAJbHBIMM; B COOTBETCTBUU C
MOXKeJaHUAMM TalMeHTa COBMECTHOe pellleHre OTHOCUTEIbHO
Tepaluy B KOHIIE KM3HM MOKeT ObITh NPUHSITO B COCTaBe Bpaua,
YJIEHOB CeMbU U/UN Apy3ein [62].

Kommenmapuu k pekomeHoauusam:

1. BaxHO yuumsieames npeonoumeHust nayueHma ons OudzHOCMuKu
HeNnyooukoBsvlX apummuii U NpuHAMUS  peuleHus 0  B8e0eHUl.
IIpednoumeHuss nayueHmMo8 UHBA3UBHOLI mepanuu u NPUHIMuUe pucka
BCC sapbupyromcsi u M02ym u3MeHsimusCsl Ha NpomsixeHuu eceti 601e3HL.
ITo0x00 K CcOBMECMHOMY NPUHAMUIO peuleHUuli Moxcem Oblmb UACMbIO
obueli cmpamezuu 8edeHUst NAYUEHMO08 C #enydouKo8bIMU ApUMMUSIMU
u puckom BCC. ObuwenpuHsmoe onpeoeieHue CO8MeCmMHO20 NPUHAMUS
peweHuti exnouaem 8 cebss 4 KomnoHemma [565]: 1) MuHumym 2
yuacmuuka: epay u nayueHm; 2) obe cmopoHsl 0ensmcs uHgopmayueti;
3) 06e cmopoHsl npednpuHumarom wiazu 0as Gopmuposaus obduiezo
nodxoda K npednoumumenbHOMYy JieueHuio; 4) coznauieHue o peanusayuu
neueHus. Ilodenumscs peuleHueM — He 3Hauum npedocmasumep
navueHmy ChUcOK PUCKO8 U Npeumyulecme JieueHust U Nnpeoioxcumso
NpuHaAmMs peweHue (maxoti nodxo0 Hekomopwvle A8mopwvl HA38aIU
«ocmasneHuem» [566]. Pekomendayusi, OCHOBAHHAS KAK HA HAYYHbIX
dokazamenbCcmeax, Mmaxk U Ha NOHUMAHUU Yeau JieueHusl, npeonoumeHuti
U UeHHocmell nauueHma, e6axucHa 01 UCMUHHO20 COBMECMHO20
npuHamus peuweHuti. Taxkxe, 803MOXHOCMb deakmusayuu UMeulezocs
UKIT*** cnedyem obcydums ¢ nayueHmamu 8 mepMUuHaabHoli cmaduu
3abones8aHus.



2. HUKI*** npodnesaiom HU3Hb, KAK noduepkusaemcss 80 MHO2UX
pasoenax Hacmosiyux pexkomeHoayuti. Tem He meHee, nayueHm ¢ XCH
WU MsxcensiM HeKapouaibHuIM 3a00J1e8aHUeM MOMXEmM 0mKa3amaoscs om
3ameHvl HUKIT*** npu cmonkHOB8eHUU C Nepcnekmugoli noCMosiHHOZ0
yxyouieHust 300p08bsi U (PyHKYuoHanbHozo cmamyca. K coxcaneHuro,
pe3yivmamsl Ucc1edo8aHUlli NOKA3bl8awmM, umo nayueHmost naoxo
UH(pOpMUPOBAHDL, K020a CMANKUBAOMCS C NOHUMAHUEM PUCKA, NOJb3bl U
nocnedyrwuezo bpemeHu UMnaaHmuposavHozo UKI*** V nauyueHmos c
UKIT*** ommeuaemcs mendeHUUss K nepeoueHke e20 NoJb3bl U
HedooyeHKa accoyuupoBaHHslx puckos [567, 568, 569]. AuanozuuHsiv
obpasom, nauueHmst, Komopwsle omka3sviearomcs om HKIT*** maxxce
uacmo HedooyeHusarom JauuHslli puck BCC [570, 571]. HccrnedosaHus
NPUHAMUS KJAUHUYECKUX peuleHUull noxkasslearm, umo epauu uacmo
nepeoyeHusarm npeumywecmea u 6 mo e 8pems NnpeyMeHwslarm
nomeHyuanvHelli 8ped [569]. B momenm, Kkozda onpedensiomcs
nokasauvuss K 3ameue HK/™™* nayueHm u e8pau OO0/} Hbl 8Mecme
06cydums, no-npexcHemy Jau coomgemcmeyem samena MKI*** uyenu
aeueHust. Ymo umeno cmoica 8 70 nem, moxcem He umems cmoicia 8 80
qem. IlayueHmot Mo2ym umems npozpeccupyroujee 3abosesaque uu
HU3K0oe Kauecmeo Mu3HU. Bce smu @akmopsl mozym u3mMeHumso
coomuouieHue puck/noav3a om HUKI*** u nosnusmos Ha npednoumerue
nayueHmos.

PexomeHaLum 10 IPUHSITHUIO OOIIEro penieHus

e V MalMeHTOB C >XeJyAOYKOBbIMU apUTMUSIMU WU TTOBBIILI€HHBIM
puckom BCC KIMHMIMCTAaM peKOMEHIYeTCS MPUHATb MOOXOH K
COBMECTHOMY IIPUHSITUIO pelleHus], IIPpU KOTOPOM pelleHue O
JleYeHMM OCHOBAHO He TOJIbKO Ha HaMJIYUIIUX JOCTYIHBIX HAYYHBIX
JAHHBIX, HO UM Ha IleJM ITalleHTa B OTHOIIEHUM COOCTBEHHOIO
3I0POBbS, TPEATIOYTEHMSIX U ero LieHHOCTSX [565, 566, 567].

EOK I B (VVP C, VI 4).

e B ciayyae paccMOTpeHMS MMIUIaHTanuu HoBoro WKI*** wimn
3amMeHbl uMemmerocs: MKI*** B cBa3u ¢ paspsmom bartapen y
naiyeHTa, pekoMeHayeTcsi — MHoOpMupoBaTh  ero/ee 00
mHauBUAyaJIbHOM pucke BCC M pucke HeBHe3alHO CMEpPTU OT
XCH nnu HecepreuHbIX 3a601eBaHMit, a Takke 00 3pHEeKTUBHOCTH,
06e30ITacHOCTM ¥ MOTEeHIMAJbHBIX OclokHeHusax UMK *** B cBete
IleJiM CaMOro IIallMeHTa B OTHOIIEHMM €ero  3/I0pOBbS,
TIpeAIiouTeHn 1 eHHocTel [565, 567, 568].

EOK I B (VVP B, VI 3).



Kpurepumn orieHKM KayecTBa
MeIUIIVMTHCKOM ITOMOIIM

EOK
Ne? Kputepuit kauecTtBa Knacc un YYP yaa
ypOB€Hb

OueHka
BbIMNOJ/IHEHUS

MNaumeHTy C 0OCTaHOBKOM
L KpoBoob6palyeHns / CMHKONaNbHbIM IB A 2
3NMM3040M  BbiMnonHeHO SKI u npwum
OMarHoCTMpoBaHMM napokcmama XT/OX
BbIMOJIHEHbI peaHUMaUMNOHHbIE
MeponpuaTms " 9KCTpPEeHHas
Kapanosepcusa/gednbpunnauus.

Aa/HeT

MaumMeHTy C yCTOMYMBOWM >KeNyA04YKOBOW IB A 2
Taxvkapanen BbIMOMHEHO KynupoBaHue
aputMum (MegmkameHTo3Hoe, DUT).

Aa/HeT

BbinonHeHo 3Kl -uccnegoBaHne NoOKos B
3. 12-Tn oTBeaeHMAX W/Mnn XONTepoBCKOE IA A 2
MOHUTOPMPOBaHNE JKIr (XM-2KT)
naumeHTam npu MPOXOXAEHUN
obcnefoBaHMs Ha npeaMeT BbiSIB/IEHUS
XKenyAouKoBbIX aputmmin (XKA).

Aa/HeT

BbinonHeHo axokapanorpadgunyeckoe
4. ncenegoBaHme n/vnn apyrue IA A 1
BM3yanusunpylowme wuccnenosaHna  ans
OUEeHKM dyHKumMn JDK 1 BbiBNEHUs
CTPYKTYPHOW  naTonorMm  cepaua vy
nauuneHTa c XKA.

Aa/HeT

Hauata/npogomxkeHa  Tepanus  6eTta-
5. agpeHobnokaTopaMuM B JIe4EHUM BCeX
KaTeropMm MnauueHTOB CO CTPYKTYPHbIM IA A 1
nopaxeHuem MUoKapaa/ancdyHKumen
JIK, nmerowmx nosblWweHHbIn puck BCC u
HYXAalWwuxcas B eé nNepBUYHON Waun
BTOPUYHOM NpodunakTunke.

Aa/HeT

MpoBeaeHa onTuUManbHas
6. MeAnKaMeHTO3Has Tepanus
nHrubutopamm AMN® (uMnmM aHrMoOTEH3UHA IA B 2
II aHTaroHMcTamm NpuM HeNnepeHoCMMOCTU
MHrMéumTopos ANo), beta-
agpeHobnokaTopaMM U @HTaroHUCTammu
anpaoctepoHa nauveHtam ¢ XCH wn
CUCTONTNYECKOMN anchyHKumen JIK
(OB/IK < 35-40%) C UeNbl CHUMXEHUSA
obuen cMepTHOCTM M pucka BCC.

Oa/HeT

Mpn nOBTOPHbIX cpabaTbiBaHUAX/WOKaX
7. NKO***  BcnegctBne ycrtonumson XT IB A 2
npoeBeaeHa aHTWMapuUTMMyeckas Tepanus,
npun HeaddeKTUBHOCTH Nz
HEBO3MOXHOCTH KOTOpOM naumeHT
HanpaB/ieH Ha KOHCy/NbTauuilo K Bpaudy,
cneunanmanpyrLwWwemMycss Ha AuarHocTuke
M JleYeHUU HapyleHun puTMa cepaua
(kapavonory, cepAeyYyHO-CocyanCTomMy
xupypry, . Bpady
PEHTreH3HAOBACKYNSAPHON  AMArHOCTUKMU
M NeyeHusa) ANSA peleHus Bonpoca o
HEO06X0AMMOCTM BbINONIHEHUS KaTeTepHOM
abnaumn.

Oa/HeT

MNauneHTt C CoXpaHsoLencs
8. ancdyHkumen nesoro xenygodka (®BJ/IK IA A 1
- 35% 1 MeHee) W cepAevHOMN
HepoctaToyHocTbtlo (II mnm III ®K no
NYHA), yepe3 40 gHen nocne uHdapkTa
MUOKapAa, HarnpasfeH Ha KOHCY/NbTauuio
K Bpady, cneuuanmsupyrowemycs Ha
ONArHOCTMKE UM JIEYEHUM HapyLUeHWW
puTMa cepaua—(Kapauonory, cepaeyvyHo-
COCyaAnCTOMY Xupypry, Bpayy
PEHTreH3HAOBAaCKYIApHON  AMarHOCTUKMU
M Ne4yeHns) uam B cneumannsmpoBaHHbIN
KapAMONOrMyeckuin LeHTp ANs pelleHus
BOMpoca 0 Heo6xoAMMOCTU UMMNIaHTauUUu
UK ***,

Aa/HeT




Mpu HenpepbiBHOW Hekynupytowencsa XT
nnm 3/1eKTPUYECKOM LWITOpME,
NpMBOASALLUM K MHOrOKpaTHOMY
MOBTOPHOMY HaHeCeHWIO WoKoB UKO***,
C Bpa4yoM, CcneumanusMpylowmmca Ha
ONArHOCTMKE U JIEYEHUM HapyLUeHWW
puTMa cepaua-(KapAMonorom, cepaeyHo-
COCYANCTOM XUpYyprom, Bpayom
pPEHTreH3HA0BACKYNSPHON  ANArHOCTUKMU
M neyeHns) obcyxaeHa Heob6xXxoAMMOCTb
KaTeTepHomn abnaunn B
cneumanmsanpoBaHHbIX " OMbITHbIX
LeHTpax.

IB

Aa/HeT

10.

Mpu 6e3ycnewHoOCTn MeAMKaMeHTO3HOM
Tepanuu, CoxpaHeHun npuctynos XT,
Hannmuuu ANCchyHKUMN JIK,
acCoUMMPOBAHHOM  C  Xenyao4yKoBOM
SKCTpPacuUCToNnen, nauueHT HanpasfeH
Ha KOHCYNbTauuto K Bpauy,
crneuManusvpyloweMycs Ha AnarHocTuke
M JleYeHUU HapyleHuin putMa cepaua
(kapawonory, cepAeYHO-CoCyANCTOMY
xupypry, . Bpayy
pPEHTreH3HAOBACKYNAPHON  AMArHOCTUKMU
M Nle4yeHns) mam B cneumannsmpoBaHHbIN
KapAWONOrMYecKUin LUEeHTp ANS pelleHus
BOMpoca O HeobX0AMMOCTW KaTeTepHOoM
abnauuun gna npodunakTUKM peuuamBoB
apuTMMM U MNOBTOPHbIX CcpabaTbiBaHMM
KA.

IB

Aa/HeT
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IIpunoxeuue Al. CocraB padbouerii
I'PYIIIBI

IIpe3suamnym padoueri rpyInbl:

Jle6eneB Imutpuit CepreeBud (CaHkT-ITleTepOypr)
MuxaitnoB EBrennit Hukonaesuu (CaHkT-IleTepOypr)
Hemunyumimii Hukomnain Muxaiiinosuu (MockBa)
T'onyxoBa Enena 3enukoBHa (MockBa)

YneHsl paboyeii rpyImbl:

(017 [e] Fopon

BabokuH Bagum Eroposuy YneH MockBsa
rpynnsl

Bepe3sHunukas Bepa BacunbeBHa YneH MockBa
rpynnbl

BacnuykunHa EneHa CepreesHa YneH CaHkT-lMeTepbypr
rpynnsl

apbknHa CeBeTnaHa ButanbeBHa YneH CaHkT-MeTepbypr
rpynnbl

FonuupbiH Cepren MaBnosuy YneH MockBa
rpynnol

[asTaH KapaneT BoBaeBuy YneH Mockga
rpynnsl

Oynnsakos AMUTpuiA BUKTOpOBUY YneH Camapa
rpynnol

3aknasbMuHcKkas EneHa BanepbeBHa YneH Mocksa
rpynnsl

3eHnH Cepreit AHaTonbEBUY YneH HoBocmbupck
rpynnsl

MBaHuuknin Dayapa Anekceesuy YneH KpacHosapck
rpynnsl

Wnbpnaposa Pykuxat Abayn-FadyposHa YneH MockBa
rpynnbl

KomonaTtoBa Bepa HukonaeBHa YneH MockBa
rpynnbl

KocTtapeBa AHHa AnekcaHapoBHa YneH CaHkT-MeTepbypr
rpynnsl

KyunHckasa EneHa AHApeeBHa YneH MockBa
rpynnbl

NanoBuy (HectepeHko) Jlaga tOpbeBHa YneH MockBa
rpynnsl




NebepeBa Buktopusa KumosHa YneH CaHkT-MeTepbypr
rpynnol

JlobumueBa Tamapa AnekceeBHa YneH CaHkT-lMeTepbypr
rpynnsl

MakapoB JleoHna Muxannosumy YneH MockBa
rpynnsl

Mamuyp Ceprew EBreHbeBuY YneH KemepoBo
rpynnol

Mensenes Mmnxamn Mapkosuy YneH CaHkT-MeTepbypr
rpynnsl

MupoHoB Hukonan lOpbeBuny YneH MockBa
rpynnbl

MutpodaHoBa Jllob6oBb bopncosHa YneH CaHkT-lMeTepbypr
rpynnsl

Monos Cepreii BaneHTMHOBWUY YneH Tomck
rpynnbl

Pesuwsnnn AMnpaH LoTaesny YneH MockBsa
rpynnsl

P3aeB ®apxaa NycenHoBmY YneH Mockea
rpynnbl

PomaHoB AnekcaHap bopucosuy YneH HoBocnbupck
rpynnol

TaTapckuii PomaH Bopucosuy YneH CaHkT-MeTepbypr
rpynnsl

Tepmocecos Ceprein ApTypoBuY YneH MockBa
rpynnbl

YuymyeBa MaaunHa [JxaBaToBHa YneH MockBa
rpynnsl

Xapnan Mapusa CepreeBHa YneH MockBa
rpynnbl

Laperopogues AMutpuii AnekcaHaposuy YneH MockBsa
rpynnsl

LLlkonbHUkoBa Mapusa AnekcaHaApoOBHa YneH Mockga
rpynnbl

LLineskoB Hukona Bopncosuny YneH MockBsa
rpynnbl

LLnsaxTo EBreHnii Bnagnmumposuy YneH CaHkT-MeTepbypr
rpynnsl

LLy6uk KOpun BukToposuy YneH CaHkT-MeTepbypr
rpynnbl

AwnH Ceprent Mmuxarnnosumd YneH CaHkT-MeTepbypr
rpynnsl

Unenst Paboueit Tpymnbl MNOATBEPOMIN OTCYTCTBME (MHAHCOBOI
MO IeP>KKI/KOH(IMKTa

MHTEpecoB. B ciyuae coobImeHnst 0 HaIMUMu KOH(IMKTa MHTEPECOB,
yneH(bl) paboueit TpyImbl ObUI(M) MCKIIOUEH(bI) U3 OOCYXIEHUS
paszenoB, CBSI3aHHBIX C 00/1aCThI0 KOH(IMKTA MHTEPECOB.



IIpunokenmne A2. Metomosmorus
pa3spadOTKMU KIMHUUYECKUX
peKoOMeHaal i

[IpencraBneHHble  PekomeHpaiuu  pa3paboTaHbl Ha  OCHOBeE
KJIVTHUYEeCKUX peKoMeHaaLuii 15(0 IIPOBEEeHMIO
JIEeKTPODU3NOIOTMUECKUX MCCIeNOBaHMIA, KaTeTepHO! abjauumu u
IIPYMMEHEHUI0 MMIUIAHTUPYEMbIX aHTUAPUTMUUYECKUX YCTPONCTB
Bcepoccuiickoro HayqyHoro o01ecTBa CIIenuaaicTOB M0 KIMHNYECKO
a/IeKTpodu3noIorum, apuTMoaoruu u kapauoctumynsinyu (BHOA)
2017 roma, pekoMeHAaIMit 001IeCTBa CIELMaJIUCTOB MO HEOTIOXHOI
Kapauosoruu «KejlymoukoBble apuUTMuUM y B3powibix» 2015 ropa,
PexomeHpganuii EBporeiickoro o6IecTBa KapayuoJOTroB 10 JIeUeHUIO
O0JIbHBIX C JKEJTYTOYKOBBIMM HapyIIEHUSIMU PUTMA U IPodUIaKTUKE
BHe3anHoi cMmeptu 2015 roma, BcepoccuifiCKMX KIMHUYECKUX
pekoOMeHOalMii 10 KOHTPOJII Hajl, PUCKOM BHE3allHON OCTaHOBKU
cepAlia ¥ BHe3aIHO cepieuHoi cMmepTH, MpoPuaakTuKe 1 OKa3aHUIO
repBoii oMol 2018 roga, co3MaHHbBIX, B CBOIO OUepelb, HA OCHOBE
aHajau3a uMeroilerocst 6onee yem 20-71€THErO OIMbITA Pa3JUYHBIX I10
IejgsiM, IIPOTOKOJIaM ¥ oObemMaM  KPYOHBIX  MCCIedOBaHMIA,
IIPOBEIEHHBbIX MO Pa3JMYHBIM aclieKTaM AMAarHOCTUKU U JIedeHMUs
JKeJIYI0UYKOBBIX TaXMapUTMUIA.

B P@KOMEH,IL&LU/ISIX MN3JI0KeHbl OCHOBHbIE€ IIPMHIUIIbBI OMATHOCTUKU,
CTpaTI/Id)I/IKaLU/II/I pUCKa BHE3aITHOM CMEPTU " JieueHud I1aliMeHTOB, B
TOM u4YmMcie M B pdaae KIMHNYECKUX CI/ITYB.LU/IVI, KOTOpbIe OBLIN
IMTOJIy4€HbI B PaHAOMU3UPOBAHHDBIX KOHTPOJ/IMPYEMbBIX MCC/IE€OJOBaAHMAX.
I/ICHOHBBYETCH KOMILIEKCHBI moaxod C€ YYeTOM OSTUOIIaTOreHe3a,
VMHINBUOYAJIbHBIX OCOOEHHOCTe MexXaHM3MOB pa3BUTHA U TeUeHUA
38.6OJI€B8HI/I$I, UCIIO/Ib30BaHNA MeIMKaMeHTO3HDbIX,
VHTEPBEHIUVOHHBIX N XMPYPIrUiYeCKUx MeTOd0B JICUeH.

IleneBasi ayauTOpUA JAHHBIX KJIMHNYECKUX PEKOMEHI AL MIA:
1. Bpau-kapaguomnor

2. Bpau-cepaeuyHo-COCyaUCTbIN XUPYPT

3. Bpau-TepareBT

4. Bpau 006111ei1 mpaKTUKU



EOK - B TekcTe HACTOSIIMX KJIMHUYECKUMX PEKOMEHIALIMIA
IOIOJHMUTENIbHO YKa3aHbl MOKa3aHMUSI K Te3McaM B COOTBETCTBUM C
pexoMeHmanusIMy EBpoImeiickoro KapAMOJOrMYeckoro oOIecTBa
(EOK).

BcnencrtBue TOro, 4to wieHbl PoOCCHMIICKOTO KapAMOJIOTUYECKOTO
ob1ecTBa BXOIST B cocTaB EBpomeiickoro obiiecTBa KapauojoroB U
TaKke SIBJISIIOTCS €ro 4jieHamMu, BCe peKkomeHaanuu EBporieiickoro
obmectBa Kapauosoros (EOK) popMupyroTcs ¢ yuacTreM POCCUMCKUX
JKCIEePTOB, KOTOpbIe  SIBJISIIOTCS ~ COAaBTOpPaMM  €BPOIIeCKUX
pekoMeHganuii. TakuM o00pa3oM, CYIIECTBYIOIIME PeKOMEHIALMN
EOK oTpaxkaioT o0lllee MHeHMe BeAyIIUX POCCUIICKUX U eBPOIIeitCKIUX
KapauonoroB. B cBsa3m ¢ stum  dopmMupoBaHMe HallmoHaabHbBIX
peKoMeHIalui IPOoBOAMIOCh HAa OCHOBe pekomeHmaumii EOK; c
y4eTOM HallMOHaJbHOV crielinduku, ocobeHHOCTeil 0b6ciemoBaHMs,
JIedeHNsl, YYUTBIBAKOIIMUX OOCTYITHOCTh MeOUIIMHCKOV momMoiu. Ilo
3TOM TIPUUYMHE B TEKCTe HACTOSIIMX KIMHUYECKUX pPEeKOMEeHIalnii
OOHOBPEMEHHO MCIIOJb30BAaHbI JBE IIIKAJIbl OLIEHKM HOCTOBEPHOCTU
IOKA3aTeJbCTB TE3MCOB PEKOMEHAAlMii: YPOBHU [OCTOBEPHOCTU
nokasaTtenbcTB EOK ¢ YYP u VII]I. [lo6aBeHbI K/1acChl peKoOMeHIalni
EOK, mosBosgonie OLeHUTb HeoOXOAVMMOCTb BbIIIOJHEHMS Te3uca
pexkomeHngauuit (Tabauusi 1, 2, 3, 4, 5).

Ta6muma 1. Kriaccel TMMOKa3aHMII COIIACHO  PeKOMEHIAlVsSIM
EBpomeiickoro O6mecrBa Kapanonoros (EOK)

Knacc . OnpepneneHue Mpepnaraemasn
pekoMeHAaauun cdopmynupoBka
EOK

I [okasaHo unu obLienpusHaHo, YTo AMarHoctTuyeckas PekomeHzoBaHoO/

npoueaypa, BMeLWaTeNbCTBO/ Jfle4yeHue SBNATCSA nokasaHo
3(PPEKTUBHBIMU U NONESHBIMU

II MpoTuBOpeumBbie  AaHHble  W/UANM  MHEeHus 06
addhekTMBHOCTM/NONb3Ee AMarHoCTu4yecKkonm
npoueaypsbl, BMelWaTenbCTBa, e4eHuns LlenecoobpasHo
BonblwKWHCTBO OAHHbIX/MHEHUN B nonb3y NPUMEHSATb

IIa 3¢ HeKTMBHOCTM/NONb3bI AMNarHoCTUYECKOoM
npoueaypsbl, BMelWaTenbCTBa, Ne4eHuns
3 deKTMBHOCTb/MONb3a OMNarHoCTUYECKom

ITb npoueaypbl, BMeLWaTenbCTBa, J1Ie4EeHNA YCTaHOBMEHbDI Mo>HOo
MeHee ybeantenbHO NPUMEHSATb

II1 [aHHble N eauHoe MHeHue, 4YTO AuarHocTuyeckas He

npoueaypa, BMELWATENbCTBO, JieueHne 6ecnoniesHbl / | pekoMeHayeTcs
He 3 dEKTUBHBI, @ B psae Clly4aeB MOTyT NPUHOCUTL | MPUMEHNATb
Bpea.

Ta6muma 2. VYpOBHM [IOCTOBEPHOCTM [JOKa3aTeJIbCTB COIVIACHO
pekomenpanyusm EBpomneiickoro O6mectBa Kapanonoros (EOK)

YpoBHU AOCTOBEPHOCTU AoKa3aTtenbcTs EOK

A [JaHHbIe MHOMOYMUCNEHHbLIX PaHAOMU3NPOBAHHLIX KIWHUYECKNX NCCneaoBaHUn Unmn
MeTaaHann3oB




B [aHHble noslyyeHbl MO pesyfnbTaTaM OAHOM0 PaHAOMW3MPOBAHHOMO KIMHUYECKOro
nccneaoBaHUs UAN KPYMNHbIX HEPaHAOMM3UPOBaHHbIX UCCef0BaHNA

C CornacoBaHHoOe MHEHMe 3KCMepToB M/MAW pe3ynbTaTbl HEHONbLIMX UCCNeaoBaHUM,
PETPOCMNEKTUBHbIX NCCNeaoBaHUM, perncTtpos

Ta6muua 3. IlIkana oLleHKM YPOBHEN TOCTOBEPHOCTM JOKa3aTeabCTB
(Y1) njst MeTomoB AMarHOCTUKM (IMarHOCTUYECKUX BMeIaTe/IbCTB)

yaa PacwudpoBka

1 CucreMmaTtnyeckme 0630pbl UCCNEAOBaHUM C KOHTpPOJieM pedepeHCHbIM MEeTOAOM WAn
CUCTEMATUYECKNIM  0630p PaHOAOMU3MPOBAHHBLIX  KJIMHUYECKMX  MCCefoBaHWin  C
NnpUMeHeHNeM MeTaaHanunsa

2 OTaenbHble UCCNeaoBaHWss C  KOHTposieM pedepeHCHbIM MEeTOAOM WM  OTAefNbHble
paHAOMU3MPOBAHHbIE  KIIMHUYECKUE WCCEAOBaHWS W CUCTEMATMUeckne 0630pbl
nccnenoBaHUin Nboro AusaliHa, 3a MCKIYEHUEM paHAOMU3UPOBAHHbLIX KIMHUYECKNX
NccnefoBaHuii, C NPUMEHEHWEM MeTaaHanmsa

3 NccnepoBaHua 6e3  nocnenoBaTenbHOr0  KOHTPONAs pedepeHCHbIM  MeToAOM WK
uccnenoBaHua C  pedepeHCHbIM  MeTOAOM, He SABMAKWMMCA  He3aBUCUMbIM - OT
nccreayeMoro Metoga WM HepaHAOMU3WPOBAHHblE CpaBHUTENbHbIE WCCNeAOoBaHusA, B
TOM UNC/Ie KOFOPTHbIE UCC/IeA0BaHNA

4 HecpaBHUTeNbHbIE NCCIef0BaHUSA, ONUCAaHUE KJIIMHUYECKOro criydas

5 NmMeeTcsa nuwb 060CHOBaHWE MEXaHM3Ma AENCTBUSA AN MHEHUE 3KCNepToB

Tao6muma 4. IlIkana oleHKY YPOBHEN TOCTOBEPHOCTU A0Ka3aTeabCTB
(YOO) nns MeTomoB IPOMWIAKTUKM, JIEUEHMS M peadbuauTaumn
(TpodUIAKTUUECKUX, JTIeUeOHbIX, peadMIUTALIMIOHHBIX BMEIaTeIbCTB)

yaa PacwuundpoBka

1 CuctemaTtnyeckuii 063op PKW ¢ npymeHeHnem meTaaHanusa

2 OtpenbHble PKW un cucrtematmyeckme o0630pbl mMccnepoBaHui nwboro ausanHa, 3a
ucknoyeHnem PKU, ¢ npuMeHeHnem meTtaaHanmsa

3 HepaHAOMU3MpOBaHHbIE  CpaBHWUTENbHbIE  WCCNEAoBaHWMA, B T. Y. KOFOPTHble
nccnefoBaHus
4 HecpaBHWTENbHbIE UCCIEA0BAHUS, OMMCaHUE KIIMHUYECKOrO Ciyyast Uan CEpUM Cyyaes,

NCccneaoBaHUs «Cy4yali-KOHTPOIb>»

5 NmeeTcsa nuwb 060CHOBaHWE MexaHM3Ma AeNCTBUMS BMelaTenbCTBa (,EI,OKﬂVIHVI‘-IECKVIe
MCCJ'Ie,D,OBaHVIFI) NN MHEHNE 3KCNEPTOB

Ta6muma 5. IlIkaja  OIeHKM  ypOBHEN  yoemuTeabHOCTU
pekomenmanuuit (YYP) misi metogoB NpoUAAKTUKM, OUATHOCTUKMU,
JeueHUs1 U peabunurauuy (IpodUIAKTUUECKUX, TUATHOCTUUECKUX,
JeueOHBIX, peabMINTAIMOHHBIX BMEIIIaTe/IbCTB)

YYP Pacwumdposka

A CunbHaa pekoMeHaauus (Bce paccMaTpuBaeMble Kputepum 3DEPEKTUBHOCTH
(Mcxodbl)  SIBASAKOTCS  BaXHbIMW, BCE WCC/IeA0BaHWS UMEKT BbICOKOE UMK
YAOBJ/IETBOPUTENBHOE METOAO0NOMMYECKOE Ka4YeCTBO, UX BbIBOAbI NO MHTEPECYOLLNM
NcxoaaMm SIBASIIOTCS COrslacoBaHHbIMM)

B YcnoBHasi pekoMeHaauus (He BCe paccMaTpuBaeMble KpuTepuu 3P@PeKTUBHOCTU
(Mcxopbl) SIBASAKOTCS BaXHbIMW, HE BCE WCCNeAOBaHUS WMEIT BbICOKOE Wn
YOOBNETBOPUTESIbHOE MEeTOAO0JIOFMYeckoe KayecTBO W/WaM  MX  BbIBOAbI MO
WHTEPECYIOLLMM UCXOLaM He SIBSIOTCS COrflacoOBaHHbIMM)

C Cnabasi pekomeHgaumsa (OTCYTCTBME AOKa3aTeNbCTB Hajgsexallero kavecrsa (Bce
paccMmaTpuvBaeMble KpuUTepun 3PHEKTUBHOCTM (MCXOAbI) SABASIOTCA HEBAXHbIMU,
BCE MUCC/lef0BaHUA MMEKT HU3KOE METOA0NI0MMYecKoe KayecTBO M MX BbiBOAbI MO
MHTEpPECYOWUM UCXo4aM He SBASAITCSA COracoBaHHbIMM)




ITopssmoK 0OHOBIEHMS KIVMHUYECKUX PeKOMeH Jaiuii

MexaHu3M O0OHOBJIEHUS KJIMHUYECKUX pekoMeH a1t
MpeaycMaTpMBaeT UX CUCTEMATUUECKYI0 aKTyalau3aluio — He pexe
yeM OIVH pa3 B TPU rofa Wiu Mpu MOsIBAeHMUM HOBOI MHbOpMaLu o
TaKTUKe BefleHMs MallMeHTOB C JaHHbIM 3abosieBaHMeM. PeliieHre 06
oO0HOBMeHMM TmpuHUMaer M3 P® Ha ocCHOBe MpeIIoKeHNIA,
MpeaCcTaBIeHHbIX MeIUIIMHCKUMU HeKOMMepUeCKUMMu
rpodeccruoHaTbHbIMMU OpraHM3alyusIMu. ChopmupoBaHHbIE
TIpeIJIOKeH S JOJIKHBI YUMThIBATh Pe3y/IbTaThl KOMILIEKCHO OLI@eHKU
JIeKapCTBEHHBIX IIpernapaToB, MeOUIIMHCKUX WU3OeNuit, a TaKxke
pe3yabTaThl KIMHUYECKOI arpobain.



IIpunoxeuue A3. CBsI3aHHBIE
OOKYMEHTBI

CBsizaHHBIE JOKYMEHTbBI
1. [Ipukas MuHucTepcTBa 34paBooXpaHeHnss Poccuiickoin @enepaum

oT 15 Host6pst 2012 r. N2 9181 «O6 yTBepkmeHun Ilopsimka oKa3aHus
MEeIUIIMHCKOM TOMOIIY  OOJbHBIM C  CepeYHO-COCYAMCThIMMU
3a060/1€eBAHUSIMM».

2. Ilpukas MuHMcTepcTBa 3apaBooxpaHeHns Poccuiickoin @enepanuum
oT 9 HosiOps 2012 r. N2 7100 "O6 yTBepKmeHUM CTaHAapTa
CreuMaan3upoBaHHON MeOUIIMHCKON TMOMOIIM IIPU KeTyoouKOBOM
TaxuKapoum"

3. [Ipuka3 MuHucTepcTBa 3apaBooxpaHeHns: Poccurickon ®@enepainm
ot 15 urong 2016 r. N2 5200 «O6 yTBEpKIEHUM KPUTEPUEB OLIEHKU
KaueCcTBa MeJUIIMHCKOM ITOMOIII».

4. ITpukas MuHucrepcTBa 3apaBooxpaHeHus Poccuiickoit @epgepaunmn
or 28.02.2019 N2 103 «O6 yTBepXKIeHUM TOpSIAKA M CPOKOB
pa3paboTKU KIMHUYECKUX peKOMeHAalui, ux IepecMoTpa, TUITOBOIA
dbopMbl KIMHMYECKUX PeKOMEHIALMIt U TpeboOBaHMi K UX CTPYKTYPE,
COCTaBYy M Hay4YHO! OOOCHOBAHHOCTM BKJIIOUAE€MOI B KIMHUYECKUE
pekomeHmauuyu  MHGopmauumu»  (3apeructpupoBad  08.05.2019
N2 54588).

AHTHMapuUTMH4YecKMe Impernaparsl 4JjIs1 IpoPuIaKTUKU
JKeJIyJOUKOBBIX apUTMUMN

B HacTosIee Bpems TIPUHSTA KIaccuuKaIys
MIPOTUBOApUTMMUYECKUX TIipernapatoB no E.M.Vaughan Williams B
moaudukamnuu B.N. Singh 1 D.C. Harrison.

Jra KHEICCI/I(I)I/IK&LU/IH IIO3BOJISIET pa3ge/inTb BCe€ WM3BECTHbIEe B
HacCTod1ee BpeMs IIPOTUBOAPUTMMUYECKNEe IIpeliapaTbl Ha 4 K/IaCCa, B
3aBMCUMOCTY OT UX CIIOCOOHOCTH:

1. yrHeTaTh genonspusannio (basy 0 moTeHinana geiicTBus) B TKaHSIX
C «GBICTPBIM» OTBETOM;

2. 6JIOKMPOBATh CUMITATHMUECKME BAUSIHUSI HA ceplle;

3. YBeJIMUMBATDb IIPOAO/DKMUTEIbHOCTD  IIOTEHIMaJlld ,ILEVICTBI/IH,
3aMeJidad ImmpouecChbl pernojapmu3alilmn,



4, 3aMeJIATb JeITOIApM3alIio B TKaHAX C «<MeOJIEHHbIM» OTBETOM.

Kakaplii #3  M3BECTHBIX IPOTMBOAPUTMMUYECKMX  IIperapaToB
obajaeT OOHMM M3 IpeNCcTaBJIeHHbIX Bbilie 3()(PEeKTOB B KauecTBe
OOMMHUPYIOIIETr0, YTO II03BOJIIET OTHECTM €ro K TOMY WM MHOMY
KJ1accy.

1. AxTMapuTMmMyeckuMe Tpemaparel I Kimacca  (TIperaparsl,
6/I0KMpYIOLIJe HATPUEeBbIe KaHAJIbI).

2. BeTa—a,upeHo6n0KaTopr: dHTHUapUTMHMUYEeCKMe ITparapaTbl II kmacca.

3. AuTmaputmmueckme npemnapartbl Il  kmacca: mpemaparsl,
670KV pYIOIIMe Ka/lieBble KaHaIbI.

4, biokaTopsl «Me[JIeHHbIX» KaJIbIIMeBbIX KaHaJIOB:

aHTHapuTMmyeckue mpenapatsl [V kimacca.

Ta6mmua A3.1 AHTHapUTMMUUYecKue IpenapaTsl OISl IJIUTeTbHOM

Tepamnuu C 1ejbio Npo@uIakTuKy penuanuBoB JKT.

AHTMapUMTMUUYECKMA npenapar (Knaccl) Aosa Ans Moka3zaHus
ANUTEeNbHOro
nepopasbHOIro
npUMeHeHus
AMunogapor** (III) 200 mr - 3 pasa B K3, KT, ®X
cyTku — 1 Hepens, B TOM UMC
3aTeM nauneHToB
200 Mr 2 pasa B XCH,
CYTKM - 1-2 naTtonoruyec
Hezenu, 3aTteM (> 1,4
noanepxueatowas K, NMNKC
[osa
200 Mr B cyTkM
Beta-aapeHobnokaTtopsbl (II) Pa3Hble fo3bl K3, XKT,
#ATeHonon** (1) 25-100 mr 1-2 p/ B TOM 4MCI
#6uconponon** (2) cyT. (1 naumMeHToB
#kapseannon** (3) 2,5-10 mr 1 p/ XCH,
#MeTonponon** (4) cyT. (2) naronorunyec
#MponaHonon** (5) 3,125-25 mr 2 p/ rmx (>
cyt. (3) [585, cm), MNKC,
586] BPOXAEHHbIN
25-100 mr 1-2 p/ LQTS, K3MXK
cyT. (4)
10-40 mr 4 p/cyrT.
(5) [588]




Cotanon** (III) 80-120 mr 2 p/ X3, XKT, ©XK
CyT.
Makc. posa 320
Mr/cyT.
MponadeHor** (IC) 150-300 mr 3 p/ K3, KT
CyT. OTCYTCTBUMU
CTPYKTYPHOT(
nopaxeHus
cepaua)
NannakoHuTWHa rmgpobpommna** (IC) 25-50 mr 3 p/cyT.
On3TMNaMMHONPONMOHMNSTOKCMKAp6OHMNaMMHopeHOoTUasnH 50 mr 3 p/cyrT.
(https://www.rlsnet.ru/mnn_index_id_1957.htm) (IC)
#denntonn** (IB) 400-600 mr/cyT. K3, KT
#Bepanamun** (1V) 240-480 wMr/cyT. KT
[589] BbIHOCSILLIETO
TpakTa [
(DaC,LI,VIKynﬂpI
XT)
#pnntnasem (1V) 120-360 mMr/cyT.
[590, 591, 592]

IIpumevanus: Lcornacuo Kiaccudukaium E.Vaughan Williams B

mopudukanuy D.Harrison.

CyT. — CyTKM, MI/CYT. — MWUIMTPAMM B CYTKU, JKO — Kelyg0uyKoBas
akcrpacucronusi, XT - skemymoukoBasg Taxukapausga, K -
bubpmsauus xenynoukon, ®I1 — ubpmwisuus mpencepanit, TIT —
Tpenerauue mnpencepouii, CA - cuHoOaTpuayibHbIl, AB -
aTpUOBEHTPUKYISIpHBIN, LQTS — CMHIApPOM YyIJIMHEHHOTO MHTEpBaJia
QT, K3IDKT - KaTexoJaMUHepruyeckas noauMop@Has
KenymoukoBasg Taxukapaus, IDK — mpaBbeii kenymouek, [TDK -
runeprpodust neporo xkenymouka, I[IMKC - mocTuH@apKTHbIN
Kapamockiaepos, ®BJDK — dpakiinsa BeiOpoca jieBoro xkeaynouka, XCH


https://www.rlsnet.ru/mnn_index_id_1957.htm

- XpoHMn4yecCKkada cepaedHad HeOJOCTAaTOUYHOCTD, ®K -
dyHKkIMOoHaMbHbIN Kiacc, CII — caxapHblit Auabet, TdP —torsades de
pointes.
AHTMapMTMM‘IeCKI/Ie nmperapaTbl AJIS1 KyYIIMPpOBaHUSA
IIapOKCU3MOB XEeJIYyOJOYKOBOU TaxXMKapauu
NMpenapaTt Ao3bl u NMpuMmeHeHne MapameTpbl Yacrtbie
(knacc™) cXxeMbl r, no6ouHble
Tpebyrowme acdhdekTbl
BHMMaHUA
AMunopapoH** B/B CTPYMHO XT y nauueHTOB CO CnHycoBas ApTepuanbHas
(I1I1) 5 Mr/Kr B CTPYKTYPHbIM 6paankapans rMMOTOHUS,
TeyeHune nopaxeHuvem cepaua, < 50 ya/MuH. 6paavkapaus,
15-20 MuH,, nocne nepeHeceHHoro YrHeteHue HapyLleHns
hanee B/B MM, B TOM uucne npu AB- MnpoBOAMMOCTI
KarnenbHo: natonornyeckon MK, rnposeaeHuns BO3pacTaHue
1 Mr/MHH. - 6 XCH, KT nocne (bnokagbl II- rnopora
u., KapANONOrmyecknx I1I cT.), aedunbpunnsu
0,5 Mr/MuH. - onepauui, KT QRS > 160 KT TMna
18 y. (mo 1200 nauueHToB ¢ UK *** MC, (peako)
Ml B CYTKM) QT = 500 mc
Nnpokanu**(IB) 1-2 wmr/kr B/B XT y nauyumeHTOB B 3HauMMo He Oenvpuin, nc
CcTpyMHo (100- oCcTpoM nepuoge WM, BnAunset Ha aNuIenTnYeck
200 M) B KT BC/eacTeme WHTepBanbl npunagku, Tp
TeyeHue 3-5 MHTOKCMKaL NN SKI. Moxet ansaptpusa
MWH., npu cepAeyHbIMU cokpalaTb Ao3ax Kanen
Heo6xoaMMOCTH rnMKko3ngamu, nocne QTc BBegeHnsa 1
nanee B/B KapANOXUPYPruyeckmnx n 6onee)
KanenoHo 1-4 onepauunii
MI/MWUH.
MpokanHamupg** B/B cTpyliHO XT y nauuwenToB 6e3 CnHycoBas ApTepuanbHas
(IA) 10-17 wmr/kr B CTPYKTYPHOM 6paavkapaus rMNOTOHMS,
TeyeHne 20-50 natoaormm cepaua u < 50 ya/MuH. 6paavkapans,
MWH., XCH yrHeTeHue HapyLweHus
3aTeM npu AB- npoBOAMMOCTI
Heob6xoaMMOCTH nposeaeHus HapyLeHus
B/B  KanesbHO (bnokaabl II- NpoBOAMMOCT
1-4 mMr/mMuH. III c1.), BO3pacTaHue
QRS > 160 nopora
MC, aedpunbpunnau
QT = 500 mc XT tvna TdP
#Bepanamun** B/B CTPpyMHO «MpmnonaTtnyeckume» CnHycoBas ApTepuanbHas
(Iv) 2,5-5 Mr : 6paavnkapauns rMNOTOHMS,
kaxxable 15-30 n3 BblHOCSILLErO < 50 ya/mMuH. 6bpaavikapaus,
MUH TpakTa MX, JIX. YrHerteHne HapylweHus
dacumkynapHasa XT AB- MpoBOAMMOCTI
nposeaeHus ocTpas cepAat
(bnokaabl II- HenoCTaTOYHC
III cT.) lMpoTnsonoka:
npu CUHAPOME
n nbbix e
XCH
#T1pudocaneHunH B/B cTpyiiHo 10 «Mpmnonatnyeckme» ApecT cuHyc
Mr : y3na nnu
B TeyeHune n3 BblHOCSALLEro bnokaga II-I.
2ceK. TpakTa MX, JIX. (kpaTKkOBpEME
Yepes 2 MUH. dacumkynapHasa XT Bo3MOXHO
BO3MOXHO passuTtue
NnoBTOpPHOE napokcusma g
BBeAeHue Oablwka,
20 Mr 6poHxocnasm
B TeyeHne 2
cek., 3aTeMm
yepes 2 MUH.
30 Mr
B TeyeHue 2
cek [593].
#mMaruus 2-4 r B/B XT Tuna TdP npwu ApTepuanbHas
cynbgar** CTPpyMHO cuHApoMax rMMOTOHUSA
MeASlIeHHO oA YATMHEHHOIo
KoHTponem Al. MHTepBana QT
pasIM4yHON 3TNONOrMUK
1 .
IIpumeuvanus: ~cornacHo kinaccudukanum E.Vaughan Williams B

monaubukanuu D.Harrison.



CyT. — CyTKM, MI/CYT. — MWUIUTPAMM B CYTKU, JKO — KelygouKoBas
akcrpacucronusi, JXKXT - kemymoukoBasgs Taxukapausga, OK -
bubpmsauus xenynoukon, ®I1 — ubpmwisuus mpengcepanii, TIT —
Tpenerauue mnpepcepouii, CA - cuHoOaTpuayibHbIil, AB -
aTpUOBEHTPUKYJISPHLIN, LQTS — CMHOpPOM YIJIMHEHHOrO MHTEepBala
QT, K3IDKT - KaTexoJaMUHepruyeckas noauMop@Has
KenygoukoBasi Taxukapous, [DK - mpasein kenypouek, VDK -
runeprpodust neporo kenymouka, I[IMKC - mocTuH@apKTHbIN
Kapamockiaepos, ®BJDK — dpakiius Beidbpoca jieBoro xkeaynouka, XCH
- XpOHMYecKas cepaeuyHas HeJO0CTaTOYHOCTD, OK -
dyukumoHanbHblit Kinacc, IKI' — snmexkTpokapauorpamma, MKI*** —
MMIUIAHTUPYEMbIi KapayuosepTep-gedubpuiisatop, CI — caxapHblit
nuabet, TdP - torsades de pointes, Al — apTepuajbHOe JaBIeHNe.



IIpunoxeuue b. AIropmMTmMbI
BeOeHN MaleHTa

Cxema 1. AJITOPpUTM KYIMPOBAHUS IMAPOKCU3MA JKETYIOYKOBOI
TaxuKapanumn

MNaynexT ¢ NAPOKCHWIMOM
MOHOMOPIHOR KENYOoIKDBOR
TaxiWEaROHuKA

MpoABENEHWA CCTPbIX
HADYLLIEHAA
FEMOIMHAMAKNA

) l
JKCTpEHHARA

ANSETPANECKAA
KapauoBepCuA

BoiGpaHa TakTUEa
MEQHEAMEHTOIHOMD
EYyMHpOBaHAA

HET

JNeKTpUYECKER
KapOWOBEPCHA

[uarHoa sepanaMun- Wi
AfEHOIMHUYBCTEMTENEHOR
HT He BuizmBaeT
COMHEHHRA

HET

Bepanamun 8/s unu
TpuwipocageHvH B

HmeeTca

CTPYETYPHOS
saBanesaune

cepaua

HET

MpokanHaMig a'e WM
AMHOOAPOH B8 AmuonapoH 8/e

B crnyuae HeathhexTHBHOCTI
- ANEKTPHYECKARA KAROWOBEPCHA

Cxema 2. J/leuenue penyausupyroumen JXT y nanmenToB ¢ UbC u
HeMnueMHUUYeCKoM KapauoMmuornaTmen
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ITpunoskenue B. Undopmanmsa nia
IanyieHTOB

JKenmymoukoBble HapylIeHUsI pUTMa
JKenynoukoBble TaXMKapAuUy U BHe3allHasi cepaedyHasi CMepTh

OCHOBHAad TEPMUHOJIOTUS

JKenymouKoBble HApYIIEHMS PUTMA MJIU SKeJTyIOUYKOBbIe TaXUapUTMUN
— 0000lIeHHOe Ha3BaHMEe pPACCTPONICTB CEepHEeYHOr0 PUTMA, MIpU
KOTOPBIX MCTOYHMK IIATOJIOTUMYECKON 3JIEKTPUUECKO aKTMBHOCTU
HaXOOUTCS B TKAHM JKeJIyIOUKOB Cep/ia.

BHe3amHasi cMepTh — HemnpeABUIEeHHOe CMepTelbHOe COObITHE, He
CBSI3aHHOE C TPaBMOJ M BO3HMKamwlllee B TeueHue 1 yaca ¢ MOMeHTa
TOSIBJIEHUSI CUMMIITOMOB Yy IIPAaKTMUYeCKU 3J0POBOro venoBeka. Ecin
CMepThb Ipou3oliia 6e3 cBuaeTeseil, 0 BHe3aIllHO CMepTU TOBOPSIT B
TOM Cjy4yae, eCIu TIOTMOIIMII HaXOOWICS B YIOBJIETBOPUTEIbHOM
COCTOSTHMUM 3a 24 Jaca 40 CMepTH.

BHesamnHasa ceppeuHas cmeptb (BCC) — TepMUH IIpMMeHSIETCS, eCIn
BHe3alHas CMepTh BO3HMKJ/IA Yy MallMeHTa C U3BECTHBIM IIPU KU3SHU
BPOXKIEHHBIM MJIM IIPUOOpPETEeHHbIM IIOTEeHLMaJIbHO (aTaabHbIM
3abo/ieBaHMEM CepAlla, WM TaTOJAOTUSI CepIAeuHO-COCYIMCTOI
cUCcTeMbl Obljla BbISIBJIEHA IIOCMEPTHO M MOIJIa ObITh IIPUUMHOIN
CMEpPTU, WIN eC/iM OYeBUHbIE BHeECEpIeUHble MPUUYMHBLI CMEPTU He
ObLIM BbISIBJIEHBI, ¥ HapyllleHMe pUTMa CIYKUT Haubosiee BepOSITHOIM
TIPUUYNHON CMEPTMU.

Co1uanbHasg 3HaUMMOCTh

BHesarHas cepaeyHasi CMepTh KaK HeoOpaTMMBbIit MCXOM M pe3ylIbTaT
BHEe3amHOJ OCTaHOBKM cepaia gocturaet 50% cpenyt Apyrux UCXom0B
y jui, 35-50 jieT, mpeumyliecTBEHHO MYKCKOIO II0jla, OJHAKO B
rocjaeaHee BpeMsl Ha0/I0IaeTCsl TeHAeHIMS K YBeJIMUEHUIO IO JIUI]
>KeHCKOTO I10J1a, @ TaKyKe IIOAPOCTKOBOTO ¥ IOHOIIECKOro BO3pacTa.

[TouTu B IOJIOBMHE C/IyyaeB OCTAHOBKA cepaua y jui, crtapiue 40 et
MpoucxoauT ©O6e3 U3BECTHbIX 3abojeBaHMii  cepAlla, OIHAKO
OOJMBIIMHCTBO M3 HMUX IPU ITOM MMEIOT HegMarHOCTUPOBAHHYIO
uimemMmnyeckyio 6onesns cepaia (MBC). CHmkeHue 3ab01eBaeMOCTU
NbC wm [gpyrumMuM BuUOAMM CepOeYHOM IaTOMOTUU IIPUBEIO K



yMeHbllleHUI0 KonnuectBa ciaydyaeB BCC moutu Ha 40%. CyuiecTByeT
reHeTmJecKas Impeapaciiojio’)keHHOCTb K BHe3aIrHol cmeptu. OmnmcaHo
IIPOTHOCTUYECKOe 3HaueHue CeMelHOro0 aHaMHe3a BHe3alHOM
CMepTU — IPU HAJAUYUM OOHOIO Caydasi BHE3aIlHOW CMepTU B CeMbe
OTHOCUTEJIbHBIN ee pUCK BO3pacTaeT MPpakTUYeCKu BABOe, a IPU OABYX
CIy4dasix BHe3arHOo CMepTU B CeMbe PUCK YBeIMunBaeTcs B 9 pas.

BIuTenbHOCTh IO OTHOIIEHUIO K 3/ieKTpokapauorpaduueckum (IKT)
" sXoKapauorpaduueckKum TIpMY3HAKaM HaCJIeCTBEHHbIX
ApUTMOT€HHBIX 3a00J1eBaHMI1 SIBJISIeTCSI BAXKHOI YaCThIO KJIMHMYECKOM
IIPAaKTUKM U TI03BOJISIET CBOEBPEMEHHO BbBISIBUTH JIMIA C BbICOKUM
puckom BCC. CKpMHMHT OMykailiMx pOJCTBEHHMUKOB KEPTB
BHE3alHOM CMepTU T[O3BOJISIET BBISIBUTL JiMIIA B 30HE PUCKA,
Ha3HAUYMTh COOTBETCTBYIOIEE JIeUeHNe U TeM CaMbIM ITPeJOTBPATUTD
Ipyrue cayday BHE3aIlHO CMepPTU B 3TOI CeMbe.

KivHnyeckue mposiBiaeHus

KinyHudeckue IIPOSIBIEHMS] JKeTYIOYKOBBIX TaxMapUTMMUIA MOTYT
CYLIECTBEHHO Pa3jauMyvaThbCsl — OT abCOMIOTHONM 6eCcCMMMITOMHOCTU 0
cepauebmennst, guckoMm@opTa B Tpyau, 3arpyaMHHON 00N, YAYIIbS,
T'OJIOBOKPYKEHMSI, IPECHMHKOITAJIbHBIX M CUHKOMNAJbHBIX COCTOSHUIA.
YyaleHHOe  cepaleOueHue, MpeJoOMOpPOUYHOE  COCTOSIHME U
0OMOpOKM — TpM Hambosiee BaKHBIX CUMIITOMA, KOTOpPbIE TPEOYIOT
BU3UTA K Bpauy U JOIIOJTHUTEBHOTO 00C/Ie0BaHMSsI.

Koppekiiysga CepaeYHO-COCYIUCThIX dhakTopoB puUcKa

HE6)'IaI‘OHpI/I$ITHbIX NCxXoan0B

[TalieHT MO/KEeH 3HATh 00 MMEIONIMXCS Y HEero U 4WieHOB ero ceMbu
CepOeYHO-COCYIUCThIX (haKTOpax puCKa — KYpeHUM, U3O0bITOUHOI
Macce Tejia, ICUMX03MOLMOHATLHOM CTpecce, MaJOIIOABMKHOM 0Opase
SKM3HM, IIOBBIIIEHHOM YpOBHE XOjieCTepyuHa. BiusHue yKaszaHHbBIX
(haKkTOpOB prcKa MOXKET ObITh CHMKeHO. OCOOeHHO BasKHA KOPPEKLIMS
M3MeHsIeMbIX (PaKTOPOB PMCKA IPM HAIMUNMM Y TTAlIMEeHTa M YJIEHOB
ero CeMby HeKOPPUTUPYeMbIX (PAKTOPOB pUCKA, K KOTOPBIM
OTHOCSTCS: HaJM4ye B CeMeifHOM aHaMHe3e BHEe3aITHON CepaedHoil
CMEepTH, PaHHMX MO3TOBBIX WMHCYJIbTOB, MH(ApPKTOB MMOKapia,
caxapHoro amabeTra; Takke K JAHHBIM (paKTOpPaM OTHOCST MY>KCKOIA
TOJI, TIOXKWJION BO3pacT, (PU3MOIOTUYECKYI0 WIM XUPYPrUUECKYIO
MeHOTay3y y KeHIIH.

Koppekuuio (akTopoB pucka TpedyeTcsl IPOBOAUTb He TOIbKO
MalyeHTy, HO U 4jeHamM ero cembu. OHaA OCYIIECTBJISIETCS ITyTEM
peanusaluy TMPOrpaMM CeMeNHON IepBUYHON NpPOPUIAKTUKU U



BOCIIMUTaHN, COCTaBJI€HHbIX JIeUalllUM BPpa4YOM:

Nunexkc maccel Tena (Ketie) = macca Tena B KujorpaMmmax/(pocT B
Mz);

Wunekc tanusi/6egpa (UTB): UTb = OT/OB, rame OT (OKpY>KHOCTb
TaJqnu) — HaMMeHbIasi OKPY>KHOCTb, M3MepeHHas HaJ, ImyrnkoM; Ob
(OKpY>KHOCTb Oefiep) — HaMbOJIbIIasi OKPY>KHOCTh, M3MepeHHasT Ha
YPOBHE SITOAMNII;

VHTepnpeTanvisi ypOBHS X0JIeCTEPUHA MJ1a3Mbl:

1leJIeBO  YpPOBEHb  XOJIeCTepMHa  JIMIIONPOTEMHOB  HU3KOM
rioTHocT (JIIIH) miist maneHTOB ¢ OYeHb BBICOKMM pUCKOM < 1,8
MMOJIb/JT UJIM €ro CHUKeHMe He MeHee yeM Ha 50% OT MCXOZHOTO
YPOBHSI, €I OH Haxoausics B nuarmasoHe 1,8-3,5 mmonb/n (70-135
MT/1J1);

1eJieBOM ypoBeHb XosiectepuHa JIHII mis mainmeHTOB C BBICOKUM
PUCKOM < 2,6 MMOJIb/JI MJIM €TI0 CHIDKeHMe He MeHee ueM Ha 50% orT
MCXOMHOTO YPOBHS, €C/iM OH Haxomwicsl B nOuamnasoHe 2,6—5,2
MmoJib/1 (100-200 mr/mn);

1iejieBOi ypoBeHb xosectepuHa JIHII g mauyeHTOB ¢ HU3KUM U
YMEPEHHBIM PUCKOM < 3 MMOJIb/JT;

JIuroriporenHbl BbICOKOM MioTHOCTU (JIIIBII) > 1,2 mmonb/n (y
>KeHIIMH), > 1,0 MMOIb//T (Y MY>KUMH);

LTenneBOM YypOBEHb TPUIULIEPUAOB < 1,7 MMOJIb/JI.

YpOBeHb IVIIOKO3bI B IIJIa3Me KPOBM HATOIAK He BbIle 6,1 MMOJIb/T;

YpoBeHb MOUEBOM KUCIOTBI CBIBOPOTKMU KpOBU < 420 MKMOIb/N (Y

MY>KUMH), < 360 MKMOJIb/JT (Y >KEHIIIUH).

ba3oBbie cOBeThI ManveHTy U €eI0 CEMbeE

1.
2.

JlOCTaTOUHBIM CUMTAETCS COH He MeHee 7 4aCOB B CYTKMU;

Macca Tena gomkHa mpubmmkaTtbes K uaeanbHoit (MMT meHee 25
KI‘/MZ). 51 9TOr0 CyTOYHAs KaJOPUMHOCTD MUILU B 3aBUCUMOCTU
OT MAacChI TeJjla ¥ XapakTepa paboThl JOKHA COCTaBSATh OT 1500 mo
2000 kkas. ITorpebnenme 6enka — 1 I/Kr Macchl Tejla B CYTKH,
yrieBogoB — A0 50r/cyT, skupoB — A0 80 r/cyT.

. JKenatenbHO BeCTU ITHEBHUK MNMNUTaHUA,; TIaIMEHTY HACTOSATEJIbHO

pekoMeHayeTcs1 u36eraTh >XMPHBIX, CAAOKMUX OJIOM, OTOaBaTh
MpeJrouTeHre oOBoINaM, (PyKTam, 3JIaKOBbIM U Xjeby Ipyboro
TIOMOJIa;

. OrpannueHne morpeodIeHns COMM A0 5 I/CyTKu;
. CnemyeT ynoTpeob/IsaTh B IIUINY IIPOIYKTHI, OoraTbie KajaueM (CBexKue

(bPYKTHI, OBOIIMU, Kypara, IleueHblit KapTodeib);



6. Heo6xonMo MpeKpaTuUThb UM OTPaHUUNTb KypeHue;

7. IloTpebsieHne ajKoOrojisg cjaemyeT OrpaHMUMTh n0 30 MJI/CYT B
repecueTe Ha abCOMIOTHBIN 3TAHOI;

8. CornmacoBaHue C jevalyM BpauyOM MHIAUBUOYAIbHO MpPUEMJIEMBbIX
IJISI TIalIMeHTa HarpysokK: Ilelue IPOTYJIKM, e3/1a Ha Bejoculiene,
XoIb0a Ha JbIKax, paboTa B cany;

9. IIcuxosMOIMOHAMbHBIN CTpecc Ha IIPOU3BOACTBE U B  OBITY
KOHTPOJMpYEeTCS  MOpaBWJbHBIM  oOpa3oMm kusHu. CriemyeT
OTPaHMUNUTh TMPONO/DKUTENbHOCTh pabouero OHS M JOMAaIlHUX
Harpy3o0K, u36eraTb HOYHbIX CMeH, KOMaHIMPOBOK;

10. IOHOmIaM, 3aHMMAIONIMMCS CIIOPTOM, HeJIb3SI 3JI0YIIOTPEOISITh

MUIIEBbIMM N00aBKaMy IJisI HapallMBaHMUSI MbIIIEYHOI MaccChl U

VCKJIIOUUTD ITPYeM aHabO0IMUeCKIUX CTEPOUIOB.

CoBeThl _MAlMEHTy _ C MMIUIAHTUPOBAHHBIM __KapAMOBEPTEPOM-
nehuoPUAIITOPOM u/ I YCTPOVICTBOM cepaevyHomn

PECUHXPOHUSUPYIOIIEN Tepanun

e 3arpeliaeTcsl NOABepPraTbCsl BO3OENCTBUIO MOIIHBIX MAarHUTHbBIX U
3/IEKTPOMAarHUTHBLIX  TIOJIel, a TakKke HernocpegCTBeHHOMY
BO3/IEMICTBUIO JIIOOBIX MAarHMTOB BOIM3M MeCTa MMILIAHTALUMN;

e 3arpelnaeTcs MoABepraTbCs BO3AEeMCTBUIO 3JIEKTPUUECKOTO TOKA;

e BbilojiHEHME  MarHMTHO-pe30HaHCHOi  Tomorpadpuu  (MPT)
3alpelleH0; MCKIJYeHue cocTtaBiasgioT cuctembl MK u CPT-]
(anekTponbl U YCTPOMCTBO), UMewIinue oTMeTky o MPT-
COBMECTUMOCTH;

e 3arpelniaeTcs HaHOCUTDH yaapbl B Irpydb B 00/aCTb MMIUIAHTAIUM
UK]I/CPT-]/I, mpITaThCSl CMeNIaTh alinapar 104 KOXKeir;

e 3arpeliaeTcs CagUTbCS 3a Py/Ib TPAHCIIOPTHOIO CPELICTBA B IePBbIe
3 mecsua nociae umrmianrauuu UK/ CPT-/I, a Takke B TeueHue 3
MecsI1IeB I1ocjie 000CHOBaHHOTO cpabaTtsiBaHms UK]I;

e 3amnpelraeTcss IPUMEHSTb MOHOIIOJSPHYIO 3JI€KTPOKOATY/ISIIIAIO
IIPU XUPYPrUYECKUX BMEIIATEJbCTBAX (B T.4. YHAOCKOMUYECKUX),
NpuUMeHeHMe  OUIIOMSIPHOM  KOoaryasiiMy  JOJDKHO — OBbIThb
MaKCYMaJIbHO OTPaHUYEHO;

e Cnenyet OIPAaHUUYUTD IIpUMeHeHue nepdopaTopoB "
JIeKTpOApesiei, a Takke Ta30HOKOCUJIOK; KOCUTb BPYYHYIO U
KOJIOTh ApPOBa HEOOXOIMMO C OCTOPOKHOCTBIO, IO BO3MOSKHOCTU
JIyyllle 0TKa3aThbCs OT JAHHOI'O BUAa AesiTeIbHOCTH;

e HesxkenaTenbHbl O0/bIIINME HATPY3KY Ha IIe4eBOii MOSIC;

e MOXHO TIIOJb30BaTbCSI KOMIIBIOTEPOM ¥  IIOJOOHBIMM €My
YCTPOICTBAaMM, B TOM UMCJIe TIOPTATUBHBIMU;



MOSKHO BBITIOJIHSITh JIIOObIEe PEHTTeHOBCKME MCCAeOOBaHMs, B TOM
y1cie KOMIIbIOTEPHYIO TOMOTpaduio;
MoxxHo paboTraThb @O [OOMY WIM Ha 3eMeJIbHOM Y4acTKe,

MUCIIONIb30BaTh  JJIEKTPOMHCTPYMEHT,  IIpU  YCUIOBUM  €ro
MCIIPABHOCTM;
MoskHO 3aHMMAaTbCS CIIOPTOM, nsberasi KOHTaKTHO-

TpaBMaTUYECKUX BUIOB;
[Mauuent ¢ UK/ CPT-] nomkeH CBOEBPEMEHHO SBJSTbCS K Bpauy
IJISI TIPOBEPKU YCTPONCTBA C UCIIOIb30BAHMEM COOTBETCTBYIOIETO
IIporpaMmaropa;

I[Taument ¢ MWKI/ CPT-JI pomKeH 3HATh Ha3BaHMe, MOJE/Ib
VMIUIAHTMPOBAHHOTO YCTPONMCTBA; KpaliHe »KejlaTeJIbHO Bcerma
MMeTb Ipu cebe Macropt, MHGoOpMalMOHHbIe HaHHbie 00 WK]I/
CPT-1I.

CoBeThl ManueHdTy Iocd/ie MPOBENEeHUA MHTEPBEHIITMOHHOI'O JIEUEHUA

JKeTyn0YKOBbIX HAPYIIEeHUI pUTMa

OrpaHuyeHyue CpemHeTSKelbIX, TSKeIbIX MU3nyeckux Harpysok B
TeyeHue OT OOAHOI0 0 TPex MeCSleB MOCae MHTEePBEeHLMMOHHOTO
JIedeHMS >KeTyTOUYKOBbIX HapyILIeHUI pUTMa;

Crporoe cob6miofeHe OBUTaTeIbHOTO pekuMa, peKoMeHIaluii o
IpruemMy MeIMKaMeHTO3HbIX IpernapaTos;

PerynspHoe 1iocenieHye Jjieyauniero Bpauva C OLIEHKOM COCTOSTHUS
300poBbs, DKI'-KOHTpo/ieM He pexe 1 pa3a B 6 MecCsl1ieB;

[Ipy BO3HMKHOBEHMM TMPUCTYNA APUTMUU, COIPOBOXKOAIOIIETOCS
TOJIOBOKPY>KeHMeM, C1aboCTbio, TOTepeii CO3HaHMS, ydyallleHHbIM
cepaueOueHneM, - BBI30OB CKOPOM MEIMIIMHCKOM ITOMOIIN;
skenaTenbHa DKI-dukcaiyst HapyleHuin puTma;

[To mokasaHusSIM, peKOMeHJALMSIM Jjieualllero Bpaya MOXeT ObITh
HeoOX0oAMMO TIpoBeieHre KOHTPOJIBHOTO 3XOKapauorpapmuueckoro
UCC/Ief0BaHus, CyTOUHOrO MOHUTOpUpoBaHus JKIT.

[puHLIMIBEI HAGMIOAEHMS TTallMeHTa Y Jevalllero Bpava

e [lmaHOBBIE BU3UTHI K JedamemMy Bpaudy OJisd KOHTPOJIA COCTOAHMA

3J0PO0BbA ITOKAa3aHbI B CpeaHEM 1 pa3 B I10JIT04a;

hd HaLlI/IEHTy JKeylaTe/IbHO 3HATb Ha3BaHWA 41 OJO3VPOBKU

MIPMHMMAaEeMbIX ITpenapaTos;

e IlenecoobpasHo mpoBemeHue OKI-KOHTpomsi TpM BUBUTE K

JeyaiiemMy Bpauy;

hd HpI/I VXyguieHnnm CaMOUYyBCTBYS PEKOMEHOOBaAH BHEIIJIAaHOBBINM

OCMOTp Jieualmero spava.



HeoTnoxxHeie COCTOHHI/IH,_Tpe_GYIOIJ.U/Ie BbI30OBd CKOpOVI MeIULIUHCKON

IIOMOIITU

e [Ipy BO3HMKHOBEHMM 3MMU30[la APUTMUU, COIIPOBOKIAIOIILETOCS
rOJIOBOKPYKeHMEM, CJ1ab0CThI0, MPenOOMOPOUHBIM COCTOSIHMEM,
TIOTepeil CO3HAHMS, yUallleHHbIM cepilebueHreM I0Ka3aH BbI30B
CKOpPOJ MeOUIIMHCKOM MOMOIIM IJI KOHTPOJSI M CTaOMIM3anum
COCTOSIHMS, onpeneneHus IMOKa3aHUM K BO3MOKHOM
TOCIIUTa/IM3al MU B CTAllMOHAD;

e [Ipy BO3HMKHOBEHUM DSIU30[0B MPeIOOMOPOUYHBIX COCTOSTHMUIA,
IIOTEepU CO3HAHUS PEKOMEH0BAH BbI30B CKOPOM MeOUIIMHCKOM
TIOMOIIM OIS KOHTPOJISI M CTAOMIM3AIMM COCTOSIHMSI, OTIpeIeeHsI
IIOKa3aHMI1 K BO3MOXXHOJ I'OCIIUTa/IN3al MM B CTAallMOHAD;

e IIpu Bo3HmMKHOBeHUM cpabartbiBanuit VMKI/CPT-I pekomeHIOBaH
BbI30B CKOPOM MEOMIIMHCKOI TOMOIIM [OJSI KOHTPOJISI U
CTAOMIM3aIMM COCTOSIHMSI, OITpeIe/IeHMs ITOKa3aHMil K BO3MOKHOIM
TOCIIUTAIN3aLMN B CTAllMOHAP;

e [lanyeHTaM C BO3HMKIIMMMU OCJIOXKHEHUSIMU II0C/Ie KaTeTepHOM
abnmaluy  peKOMeHJOBaHAa CKOpeifinas ToCOUTaaIu3auus B
CIIeLMaIM3MPOBAHHBIN CTALIMOHAP IJIS IIPOBEIeHMSI HeOOXOAMMBbIX
J1e4eOHO-IMarHOCTUUECKUX MEePOTIPUSITHIA.



IIpunoskenue I'.

IIIkana SCORE
Ha3zBaHue Ha pycckom sa3bike: [lIkana SCORE

OpurnHanbHoeHasBaHme (ecanectb):SCORE scale (Systematic
COronary Risk Evaluation)

VicTouHUK (opUIMaJIbHBINA CaliT pa3spab0TYMKOB, ITYOJAMKALIUS C
Baysmpanuesi): http://www.heartscore.org/ru_RU

Tun (mogYepKHyTb):

- IIIKaJIa OLIeHKU

— MHEKC
— BOIIPOCHUK
— Ipyroe (YTOUHUTD):

HasHaueHme: KIMHUYECKUIT MHCTPYMEHT [OJjs OLIeHKM pHUCKa
CMepTeJIbHOTO CeplleuHO-COCYAMCTOro 3aboieBaHus B TeueHue 10 Jier.
Hacrosmiast mKaja paspaboTaHa Ojis CTpaH C BBICOKMM YpPOBHEM
cveptHOoCcTM OT CC3 (Briarouass Poccuio) Ha OCHOBAaHUM ClIeOyIONIUX
(dakTOpOB: BO3pacT, IOJ, KypeHue, YPOBEHb CUCTOaMdYecKoro AJl u
OXC. YpoBenb XC JIBIl He yumuThiBaeTcs. OOiast olleHKa pucka C
nomonibio SCORE pekomeHayeTcst y 06eCCMMIITOMHBIX B3POCIBIX
crapie 40 net, 6e3 CC3, CII, XBIT mim CI'’XC.

CopepskaHue (1Ia0IOH):
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Kinrou (MHTepripeTanus):

Yposenb cymmapHoro CC puck no mkajne SCORE:
MeHee 1% — HU3KUIA.

oT 1 1o 4% — cpenHMit U YMePEeHHO IOBbIIIIEeHHBIIA.
oT 5% 1no 9% — BBICOKMIA.

>10% — oueHb BBICOKWUIA.

IToscHeHUus: HeT



CHA2DS2-VASc. IlIxaja OIleHKM PpHUCKa TPOMOO3IMOOIMUECKUX
OCJIOKHEHMI YV TIalMeHTOB ¢ GuopwuIsimer/TperneTaHuemM
npeacepann

Ha3zBanue Ha pycckom sa3bike: CHA2DS2-VASc. llkana oueHKu
pucKka TpoOMOOSMOONMYECKMX OCAOXKHEHUIA Y  TalMEeHTOB C
bubpuIsILIVei/TperieTaHueM IIpecepani

OpurnnanbHoe Ha3BaHue (eciu ectb): CHA2DS2-VASc

VicTounuk (opUIMaIbHBINA CaT Pa3spadOTUMKOB, ITyOJIUKALMS C
Bamuaaumeri): 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 (mIoguYepKHYTh):

— IIKa4JId OII€HKU

— MHIEKC
— BOIIPOCHUK
— Ipyroe (yTOUHUTD):

HazHaueHue: KIMHUYECKUIA MHCTPYMEHT [JisI IIPOTHO3MPOBAHMS
pUCKa MIIEMMYECKOT0 MHCYJAbTa UM CUCTEMHOrO TPOMOO3MOOIM3Ma
nipy GUOPUILIALIUY TTPeACePAiA

CopepykaHue (11a6JI0H):

daKTop pUcka Bannbi

WHCYNbT, TpaH3WTOpHas WWeMMYeckas ataka unu apTepuanbHas TpoM6oambéonus | 2
B aHaMHe3e

Bospact =75 net 2
ApTepuanbHasa runepTeH3uns 1
CaxapHblii gnabet 1

3aCToF1)Ha9| cepAeyHass HemocCcTaTouvHOCTb/ AucdyHkumsa JIK (B uvactHocTn, @B 1
<40%

CocyancTtoe 3abonesaHue (MHbaApKT MuWoKapha B aHaMHese, nepudepuyeckuin 1
aTepocK/iepo3, aTepockiepoTnyeckmne 6nawKkn B aopte)

Bospact 65-74 roga 1

XeHckuii non 1

Knou (MHTepnpeTanys):



Cymma 6annoB no wkane
CHA2DS2-VASc

O>knaaeMmasi HacToTa MHCYJIbTOB 3a roa

0 0 %

1 1,3%
2 2,2 %
3 3,2 %
4 4,0 %
5 6,7 %
6 9,8 %
7 9,6 %
8 6,7 %
9 15,2 %

IToscHeHUus: HeT




