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TepMuHBI U onipeaeIeHUs

HNucTpymeHTalbHAsi AMATHOCTHKA — JMAarHOCTHKA C  HCIOJb30BaHUEM  JUIA
o0crenoBaHus MalMeHTa Pa3IMYHBIX MPUOOPOB, aNMapaToB U HHCTPYMEHTOB [ 1, 2].

Hcxon — 000l BO3MOXKHBIM PE3yNIbTaT, BO3HUKAIOMIUN OT BO3JACHCTBUS MPUYUHHOTO
dakTopa, MPOGUIAKTUIECKOTO WM TEPANIeBTUYECKOTO BMEIIATEIECTBA, BCE YCTAHOBIICHHBIE
M3MEHEHUS COCTOSTHUS 37J0POBbsI, BOSHUKAIOIINE KaK CIIEJICTBUE BMeIIaTeNnbCcTRa [3].

Kongumkr wuHTEpecoB — cuTyanusi, 0pd KOTOPOH y MEIUIMHCKOIO WU
(apMareBTHYECKOro pabOTHUKA MPH OCYLIECTBICHUHM MMM MPOPECCHOHATBHON NeATeIbHOCTH
BO3HHMKACT JIMYHAS 3aMHTEPECOBAHHOCTh B TIOJYYCHHWH JIMYHO JIMOO dYepe3 MpeICTaBUTEIs
KOMIIAHUM MAaTepPHaIbHOM BBITOJbl WJIM HWHOTO MPEUMYIIECTBA, KOTOPOE BIHUSET WM MOXKET
HOBIUATh Ha HaJJIEKallee HMCIOJHEHHE MMM NpPO(eCcCHOHANbHBIX O00s3aHHOCTEH BCIEACTBUE
OPOTHBOPEYMST MEXIy JHYHOW 3aMHTEPECOBAHHOCTHIO MEIUIIMHCKOTO pabOTHHKA WIH
(dapmareBTHUeCcKoro pabOTHHKA U MHTEpECaMu marueHTa [2].

MeaunuHckoe BMeIIATEJIbCTBO — BBIMOJIHAEMbIE MEAUIIMHCKUM PA0OOTHUKOM M MHBIM
pabOTHUKOM, UIMEIOLIIUM IIPABO HA OCYIIECTBICHNE MEUIIMHCKOM AEATEIbHOCTH, [0 OTHOLICHUIO
K TAIMeHTy, 3aTparuBaoime (pu3nyeckoe Wi MCUXHYECKOE COCTOSHUE YEIOBEKa M MMEIOIINE
IpOPUIAKTUIECKYIO, JIMarHOCTHYECKYTO, ne4ebHy1o, peadbUINTAIIIOHHY IO WIH
HCCJIEIOBATENBCKYIO HAMPaBIEHHOCTh BUABI MEIULIMHCKUX 00CIIeJOBaHUN U (MM ) MEAUIIMHCKIX
MaHMITYJISLHUH, a TAK)KE HCKYCCTBEHHOE ITpepbhIBaHue OEpeMEeHHOCTH [2].

MeanumnHcKkuii padoTHUK — HU3NIECKOE JIUII0, KOTOPOE UMEET METUIIMHCKOE MIIM HHOE
oOpa3oBaHue, paboTaeT B MEAMIMHCKOW OpraHu3allid M B TPYJIOBBIE (JOJKHOCTHBIC)
00513aHHOCTH KOTOPOT'O BXOJIUT OCYIIECTBICHUE MEIULIMHCKOMN IeITeIbHOCTH, IN00 pusndeckoe
JHUIO, KOTOpOe  SBISIETCS  WHAMBUIAYAJIbHBIM  NpEANPUHUMATENIEM, HEMOCPEICTBEHHO
OCYIIECTBIISIONIMM MEAUIIMHCKYIO JeATEeIbHOCTS [2].

IMauueHT — QuU3MYECKOe JUIO, KOTOPOMY OKAa3bIBACTCS MEIUIIMHCKAs TTOMOIIb WITN
KOTOpO€ O0paTWIIOCh 3a OKa3aHHMEM MEAMIIMHCKOW MOMOIIM HE3aBUCHMO OT HaJU4usi Yy HEro
3a00JIeBaHUS U OT €ro COCTOSHUSA [2].

Pabouasi rpynna no paspadoTrke/akTyajan3alu KJIMHHYECKHX PEeKOMEHIALUI — 3TO
KOJUIEKTUB  CHELMAJUCTOB, pabOTalOUIMX COBMECTHO M  COIVIACOBAaHHO B  HEJSIX
pa3paboTKu/aKTyaIn3alii KIMHUYECKUX PEKOMEHIAINI, U HECYITUX OOIIYI0 OTBETCTBEHHOCTH
3a pe3yJIbTaThl JAaHHOU PaOOTEHI.

CocTosiHHe — W3MEHEHHs OpraHW3Ma, BO3HHKAIOIIME B CBS3M C BO3JCHCTBHEM
MAaTOTCHHBIX W (Wiu) (PU3HOJIOTHYECKUX (HAKTOPOB M TpeOyIOUIMe OKa3aHHWS MEAUIIMHCKON

oMoty [2].



CuHapoM — ycTolWuMBasi COBOKYIHOCTb psJila CUMIITOMOB C €IMHBIM IaTOT€HE30M [4].
TepMuH «CUHIPOM» TPAAUIIMOHHO HCIIOJIB3YETCS I psAda COCTOSHUM, KOTJAa STHOJOTHUS U
MAaTOTEHE3 Y)K€ M3BECTHBI, XOTS TEPMHUH «0O0ye3Hb» ObUT ObI Oosiee moaxomsmuMm. Hampumep,
cunapoM bpyrana, cunapom yummHeHHoro uarepeaia QT u HeKOTopbIe ApyTHE.

CTpyKTypHasi naToJIorusi cepAna — JaHHBIM TEPMUH TMPUMEHSIETCS K B3POCION U
nerckou monynsamuu - ¥ Bkiouaer WMBC, Bce Buasl kapauommomatwmii  (JJKMII, ['KMII,
pecTpukTUBHYIO Kapauomuonatuto, AKIDK), knananHeie u BpoXkJIeHHBIE TTOPOKH cepAamna [5], a
Takke Hanuyue BbIpakeHHOW runeprpoduu JDK (M0 HEKOTOpHIM JaHHBIM, BBIpa)KEHHAs
runeprpodus Xapakrepusyercss TOMIUHOW OokoBoM creHkH JDK MM MexoKeIryI04KOBOM
neperoposiku >14 MM y B3pocibIX, Wi 6onee 2 z-score y aeteit [6] mo ganaeiM DXOKI n/unu
MPT cepamna; oaHako wWieHbl pabodell TpPynmbl KIMHUYECKUX PEKOMEHIAIMHA CUYUTAIOT
11eJ1eco000pa3HbIM BRIPAXKEHHYIO CTETIEHb TUIIEPTPOHH MUOKap/Ia JIEBOTO KEIy104Ka TPAKTOBATh
JIeYanIuM BpadyoM CaMOCTOSITEIbHO BBUY OTCYTCTBUS YOSAUTEIbHBIX HAYIHBIX JTAHHBIX ).

Te3uc-pekoMeHaauMsA — TMOJOXKEHHE, OTpaXkaroulee MOPSAOK U MPaBUIbHOCTh
BBIIIOJIHEHHUSI TOTO WJIM HMHOTO MEIUIMHCKOIO BMENIATENIbCTBA, HMEIOIIEr0 JIOKa3aHHYIO
3¢ (hHeKTUBHOCTH M 0€30MaCHOCTb.

YpoBenb g1ocToBepHocTH AoKa3aTeabcTB (Y /) — crenens yBepeHHOCTH B TOM, YTO
HalIeHHbIN 3P PEeKT OT NpUMEeHEeHUsT MEAUIIMHCKOTO BMENIaTeIbCTBA SBJSETCS UICTUHHBIM [ 7].

YpoBenb yoOenuteqbHOCTH pekomeHaaumid (YYP) — creneHb YBEpEeHHOCTH B
JIOCTOBEPHOCTH 3(PdeKkTa BMENIaTeaIbCTBa U B TOM, UTO CJIEJOBAaHHE PEKOMEHAALUAM MPHUHECET
OOoJIbIIIe TTOJIB3BI, UeM Bpe/ia B KOHKPETHOU cuTyanuu [7].

HNHTepBeHIMOHHOE JIeYeHHe — METOJ] JIeueHus 3a001eBaHU MyTEM MaJOWHBA3UBHOTO
BMEIIIATEILCTBA, 0€3 pa3pe30B W COCAMHEHHUS TKAaHEW WM C MHUHUMAJIbHBIM TOBPEKICHUEM
TKaHedl. [IpuMeHuTenpbHO K JIEYEHUIO HaApyLIEHWH pUTMa cepaua yvamie BCero K
WHTEPBEHIIMOHHOMY JIEYCHHIO OTHOCAT KaTETEPHYIO AECTPYKIHIo (abmanuio) cybcTpara/odara
APUTMUH, YCTAHOBKY SHJIOKAPAUAIBHBIX DJIEKTPOOB JJIsl AJIEKTPOKAPIUOCTUMYIISITUH.

Xupypruueckoe JjedeHHMe — METOJ JieUeHHs] 3a00JIeBaHUNW NYTEM pa3beIUHEHUS U
COEIMHEHUS TKaHEW B X0J/1€ XUPYPrU4eCKOM ONepaluu.

EOK - Espormeiickoe 00IIeCTBO KapAHOIOTOB. B TEKCTe HACTOSIIUX KIMHUYECKUX
PEKOMEHIAalMi  JTOTIOJHUTENBHO yKa3aHbl TMOKa3aHUsI K Te3ucaM B COOTBETCTBUU C
pekomenganusimu EOK. B cooTBeTCTBUY ¢ MEXAYHAPOIHBIM IOKYMEHTOM, BBIIEISIOTCS KIacChl
PEKOMEHIalluii U YPOBHHU JIOKA3aTEIIbHOCTH.

PKO — Poccuiickoe KapIHOIOTUYECKOE 0OIIECTRO.

Kapanoseprep-nepudpuniasrop wummiaantupyemsiii*** (MKJ) — >10eKTpOHHBIH

UMIUTAHTHPYEMBIii pudop, MpeHa3HaYeHHBIN TUISE AIEKTPOTEpATUU
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(97EKTPOKAPAMOCTUMYJIALMSA U Pa3psAbl BHICOKOM SHEPIuUu) YrpoXKarolMX >KM3HU apuUTMUN U
IIPEAOTBPALEHUS OCTAHOBKH CEepALa.

IIporpammupoBanue HUKJ|  (mogbop  mapameTrpoB  pabOThl  MOCTOSTHHOTO
MMILJIAHTUPYEMOIO0  aHTHAPUTMHUYECKOTO  YCTPOMCTBA; MNPOrPAMMHUPOBAHHE TMOCTOSHHOTO
UMIUIAHTHPYEMOT'O aHTHAPUTMHUYECKOI'O YCTPOMCTBA; TECTUPOBAHUE COCTOSIHUSI IOCTOSIHHOIO
UMIUTAHTHPYEMOT'0 aHTHapuTMHYecKoro ycrpoiictsa) — ompoc MKJ[ ¢ u3BiedeHueM u3 ero
NaMSTH COXPAHEHHBIX AJEKTPUUYECKUX CUTHAJIOB CepAlla, HHOW MHPOpMAIUU O pUTMaX Cep.la,
IPOBEpKAa M HACTPOWKa MapaMeTpPoB KapIUOCTUMYJILMU U AePUOPWIIIALMM, a TakkKe HHBIX
[IapaMeTpoB, NPEIYCMOTPEHHBIX B KOHKPETHOM ycTpoiicTBe. CrenuanucTt, BBITOJIHAIOMNN
IIPOrpaMMHUPOBAHKE MMOCTOSHHOTO UMIUIAHTUPOBAHHOTO aHTHapUTMHUecKoro ycrpoiictsa (OKC,
UK, CPT u npyrue), 10;0KeH UMETh crieluUIecKre 3HaHUs 0 paboTe TaKUX YCTPONCTB M UMETh
OTIBIT UX HACTPOUKHU (IIPOrpaMMHUPOBAHNUSA).

Mortusuposannslii ok UK/ - BeicokosHepreTrueckas anekrporepanus (paspsin) MK
JUIsL KyIUPOBAaHUSI UCTUHHO >kenmynoukoBod Taxukapauu (OKT) u ¢pubpumisuuu xeay0uKkoB
(DXK).

HemoruBupoBannslii mok UKJI — Bbicoko3HEpreTHyeckas JeKTpoTepanus (pas3psim)
WKJl, korma airoputrMbl YCTPOWCTBA NUCKPUMUHUPOBAIN (MIECHTU()UIUPOBAIN) CHUTHAIIBI
anextporpamm kak JKT, 0THaKO ICTUHHOM IPUYUHOMN TETEKTUPOBAHHBIX CUTHAJIOB SIBJISIETCS HHAS
npuunHa, Harpumep, HXKT, nomexn 35ekTprudecKux CUTHANIOB B CBSI3U C IOJOMKOM 3JIEKTPO/a,
JIBOMHON CeHCHHT 3a cueT nerekiuu 3yonoB T Hapsay ¢ QRS u T.n. TepmuH He sBiseTcs
U/ieaIbHbIM, ITOCKOJIBKY, C TOYKHM 3peHus anroputMoB padotel MUK/], Hanecenue paspsna (1oka)
ABJIIETCS. MOTHMBUPOBAHHBIM IOJy4YaeMbIMM CUTHajJaMH. TpeTh SKCIEPTOB, Yy4acTBOBABIIUX B
MOJIMOTOBKE JIaHHBIX PEKOMEHJALMN CUYUTAIOT, 4YTO OoJjiee aJeKBAaTHBIM TEPMHUHOM OBLT ObI
«HEYMECTHBIA IIOK», OJIHAKO TEPMHH «HEMOTHBUPOBAHHBIN» SIBIIAETCS YCTOSBIIMMCS B
PYCCKOSA3BIYHOW JINTEpPAType U NPUMEHSETCS HIKE B JAHHOM JOKyMeHTe. CienyeT BBIIENATH
JIpyror TepMHUH «HEeHYk HbI ok UK » - cutyanus, korna kynupoBanue JKT MOIIo mpou3onTu
CIIOHTaHHO, HO YycTaHOBJIEeHHBIM anroput™M B MKJ[ HAHOCHT WIOK paHbBIIE CIIOHTAHHOTO
kynupoBanusi JKT; Ttaikke oTHocutcs K curyarmu, korga JKT MokeT OBbITh KynmHpoBaHa
6e30011eBOI cTUMYIIALIMEH, 01HAaKO nporpamma padotsl MK][ HaHOCHT 110K BMECTO 3TOTO.

Cepaeunasi pecunxponusupyiomas tepanusi (CPT) (uMmmnanTtanus TpexkaMepHOTO
AJIEKTPOKAPANOCTUMYJISITOpA (PECUHXPOHM3UPYIONIasi Tepanus)) — meron jgedenns XCH mpu
HAIMYUU HApyIICHUH BHYTPUKEIyJAOYKOBOTO MpOBeneHUs (daiie mpu OoKaje JIeBOM HOXKKU
nyuka ['mca), KOTOpbI OCYIIECTBIISIETCA IMYTEM PECHUHXPOHU3ALMU CEPACUHBIX COKpAILIECHUH C
MTOMOILBIO KapanoBepTepa-nehudpmusiTopa MMILIAHTUPYEMOTO TPEXKaMEpPHOTO

(buBeHTpUKYIAPHOTO)***, Takme cucTeMpl OOBIYHO BKJIOYAIOT MPABOMPEACEPIHBIA AIEKTPO/I,
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[IPABOXKEIYAOYKOBBIA  AJIEKTPOA U JIEBOXKEIYIAOUYKOBBIM  3JEKTPOA. OJEKTPOJIbl MOTYT
UMIUTAHTHPOBATHCS TPAHCBEHO3HBIM WJIM XUPYPTHUYECKHUM CIOCOOOM, a TakKe IOCPEACTBOM
TOPaKOTOMMH.

Xouareposckoe MoHuTOpHpoBaHue JKI' (X0nTepoBCKOE MOHUTOPUPOBAHUE CEPIECUHOTO
pUTMa) — METOJI MCCIIEA0BAaHUs, KOTOPBIM MO3BOJISET IPOU3BOIUTH HEPEPBIBHYIO PErUCTPALIUIO
OKI' ¢ nomotpi0 MOPTaTUBHOIO YCTPOICTBa (MOHHMTOpPA), OTCIIEKUBATh U3MEHEHHUsI B pabote
ceplia B TeUeHHe JUINTeIbHOro nepuoja (ot 18 yaco u 6osiee) B yCIOBUAX €r0 aKTUBHOCTH.

Karerepnas a6asiuus (KA) apurmun (paguodactorHas aOisiys apuTMOTE€HHBIX 30H;
pamuoyacToTHas aONsAIUs AapUTMOTEHHBIX 30H POOOTACCUCTHPOBAHHAS;  KPHOAOISAIHS
APUTMOI€HHBIX 30H) — HHTEPBEHIIMOHHOE KaTEeTEepPHOE BMELIATEILCTBO C HCIOJb30BaHUEM
CHELMaIbHBIX KAaTETepOB, BBEIEHHBIX B IOJOCTh CEPAla 4Yepe3 COCYIbl WM BBEAECHHBIX B
CepIeUHYI0 CYMKY (IIepuKap.), U 3aKI0Yaronieecs B Moa4ye SHEPriuy Ha y4acTOK MUOKapaa JJis
yCTpaHEHUs! HapyIIEHUH cepeyHoro putMa (aputmun). Haubonee yacto s KA ucnonssyercs
paarovyacToTHasi PHEPIrus — pPaguoyacToTHas a0iALMsA, HO MOTYT HPUMEHSTHCS HHBIE BU/IbI

SHEPruu — Ja3epHas, yIbTPa3ByKoBas U JIp.
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1. Kpatkas undopmanuss mo 3a00/ieBAHHI0 WM COCTOSIHUIO (rpymie

3a00J1eBAHUI1 UJIM COCTOSTHUIN)

1.1. Onpeaesgenue 3a00JeBaHNA WJIM COCTOSAHUA (rpynnbl 3a00JeBAHMIT  WJIH

COCTOSTHM)

Keaynoukosbie Hapymenusa purma (ZKHP) niam xkeaynouxossie apurmun (KA) —

0000111eHHOE HAa3BaHUE PACCTPONUCTB CEPACUYHOTO PUTMA, IPU KOTOPHIX UCTOYHUK SKTOTTMYECKON
AKTUBHOCTH WJIM KpyTa pUEeHTPU HaXOAUTCs HUXKe Imyuka ['Hca, T. e. B ero BeTBsiX, cetu [lypkunbe
WM B MUOKApP/E KEIy10YKOB.

KeaynoukoBasi 3kcrpacucroia (KJ) — mnpexneBpemeHHas (IO OTHOILIECHUIO K
OCHOBHOMY PpUTMY) 3JIEKTpHYECKas aKTUBALMs CEpAla C YIIUPEeHHbIM KomiulekcoM QRS
(mponospkuTenbHOCTh KoMIuiekca QRS >120 mc), nuckopaanTHoM BojHOM T 1O OTHOIIEHHIO K
OCHOBHOMY 3YOIly eJly/I04KOBOI'0 KOMIUIEKCa U OTCYTCTBUEM BOJIHBI P mepen kemy104KoBbIM
KOMILUIEKCOM.

Monogokycubie niau MmoHomopdHubie K — XKD ¢ oxgnoit Mmopdosorueit komruiekca
QRS.

MyabTH(pOKycHBbIE WK oauMopdHbIe 2K — XKD ¢ pasHoit Mmopdosorueit KoMmruiekca
QRS.

7KJ ¢ kopoTKUM HHTEepBaJIOM cuenieHus: — JKD, KoTopble HakaapIBatOTCs Ha T-BOJIHY
IPEIIECTBYIOLIEr0 IPOBEAECHHOIO COKPAILIEHUS.

KeaynoukoBass Taxukapams — >3 10CJI€I0BaTENbHBIX COKpAILIEHUsI ¢ 4acTOTON Oosee
100 ynapoB B MUH, HCXOASIINE U3 KEITYIOUKOB, HE3aBUCUMO OT MpeacepaHoro u AB-y3noBoro
nposeaeHus [§].

YcKkopeHHBIN KeJyA04YKOBBIH PUTM — >3 IOCJIE0BATENbHBIX KOMILJIEKCA C YAaCTOTOM
>40 ynapoB u <100 y1apoB B MUH, UCXOASIIUE U3 )KEITYTOUKOB.

HeycroitunBas :xkenypouxoBas taxukapaus (HYXKT) — xenygoukoBas TaxuKapaus
IPOJOKUTENBHOCTEIO MeHee 30 cek, MpeKpalaromascs CIOHTaHHO.

YcroituuBas xkeaynoukosas taxukapausi — KT nponomxutenbHOCThio >30 cek WiH
TpeOytomiasi BMEIaTeNbCTBA ISl KYIIHPOBAHHUS.

Monomopduasi KT — XT npu Hanuaum oguHakoBor kKoHpuryparuun QRS-KoMIUIeKCOoB.

Homumopduas KT — KT ¢ necrabunbpHOI, MeHstomeics koHdurypamueidr QRS-
KOMILIEKCOB.

JBynanpaBiaennas KT - anprepHanms QponTanpHOM ocu komruiekca QRS ot
COKpAIlIEHUS] K COKpAIleHUIO (BCTpeyaeTcs Mpu KarexojamuHepruueckoi nomumopduoit KT,

cuHapoMe AHniepceHa-TaBuma, TMrOKCHHOBOM MHTOKCUKAIIMHU, OCTPOM MHOKapJIUTE).
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KeaynouxoBasi Taxukapaus THIA «OUPYIT» — TaxXUKApAUs TUIA IUPYIT»
(traxukapaus tuna torsades de pointes), moarun monuMmopdHoi KT, cBSI3aHHBIN C yIJIMHEHUEM
NPOAOJDKUATENbHOCTH HHTepBaia QT, ¢ MOCTOSHHO uU3MeHsArUMHCT KoMiuiekcamu QRS,
KOTOpBIE UMEIOT BUJ CHHYCOHIbI BOKPYT 06a3oBoii nzonmuauu KT

DJIeKTpUYecKHii mropM — Tpu miu 6osee snuzona KT B reuenue 24 4, npu MHTEpBaje
BPEMEHH MEXJy OSIU30JaMHU HE MeHee 5 MuH, TpeOyromux 00 aHTUTaXHUKapIu4ecKon
INEKTPOKAPAUOCTUMYJISINH, TUOO0 SJIEKTPUUECKON KapAuoBepCcHH/ 1eGUuOpUILISILIUHU.

Tpeneranue XKeJyJ04KOB — PUTMUYHbIC, BBICOKOAMIUIUTY/HbIE, YIIMUPEHHBIE
AJIEKTPUYECKUE OTKJIOHCHHUS KEIyJ0YKOB ¢ dYactoroi Oomee 250 B muH., BonmHbl T He
OIpEEISAIOTCA.

OuOpN/ISIIUS KeJTYJ0YKOB — XaoTHYeCKasl JJIEKTpUYecKass aKTUBHOCTb B BHJE
MOIUMOP(HBIX OCHUIUIALIUHN, TOCTOSHHO U3MEHSIOLIUXCS IO CBOeH KOH(UTYpaIuu, aMIUIUTY I,
IPOJODKUTEIBLHOCTH M YAaCTOTE, AUaIa30H KoTopoi cocrasiseT oT 300 u Bbiwe B 1 MUH.

YacTble KeJyJ04YKOBbIe IKCTPACUCTOJIBI — J0JIs SKTONUYECKUX KoMmIuiekcoB >10% ot
COKpaIIeHUH cep/ilia 1Mo JaHHBIM X0JITepoBckoro MmouutopupoBanust IKI' (XMOKI'), uyto BaxkHO
IpU NPOTHO3UPOBAHUU PHUCKA PA3BUTUA KapAHUOMMOIATHH, ACCOLUMHUPOBAHHON C apuTMuEl
(KAA). 1511 manmeHToB ¢ OCTPBIM HH(PAPKTOM MUOKapAa «4aCTHIMH» CYUTAIOTCS SKCTPACUCTOIBI
>]10 B yac, 4TO BaXHO C TOYKM 3pEHHUS MPOTHO3a KUZHEYTPOXKAIOIIUX >KEITYJOYKOBBIX
TaxuapuTMHUH.

BHe3anHasi cMepTh — HEMIPEIBUIEHHOE CMEPTENbHOE COOBITHE, HE CBSI3aHHOE C TPaBMOM
Y BO3HHUKAIOIIEE B T€UEHUE | 4 C MOMEHTa IMOSBICHHUSI CUMITOMOB y MPAaKTHYECKU 30POBOTO
yenoBeka. Eciu cMepTh poun3onuia 0e3 CBUAETeNeH, 0 BHE3aIMHON CMEPTH TOBOPAT B TOM CITydae,
€CJIM TIOTUOIINI HaXOAWICS B YIOBICTBOPUTEITLHOM COCTOSIHUH 32 24 9acOB JI0 CMEPTH.

Bue3annas cepaeunasi cmeptb (BCC) — TepMUH IpUMEHSIETCS, €CJIM BHE3AITHAs] CMEPTh
BO3HUKIIA Yy CYOBEKTa C W3BECTHBIM TIPU JKH3HU BPOXKIECHHBIM WJIH TPUOOPETEHHBIM
NOTEHIMATIBHO (aTaTbHBIM 3a00JIEBaHUEM CEpAlla, WM TAaTOJOTHS CepIeYHO-COCYIHCTOM
CUCTEMBI ObliIa BBISBIIEHA HAa ayTOIICHUM M MOTJIa OBITh MPUYMHON CMEPTH, UM €CJIM OYeBUIHBIE
JKCTpaKapIuaibHble MPUYMHBI CMEPTH 110 TaHHBIM ayTOIICHU HE BBISBJICHBI, U HAPYIICHUE PUTMa
CIIy>)KUT HanboJsiee BEpOSTHON NMPUUNHON CMEPTH.

Bue3annast octanoBka cepaua (BOC) — HenpeasuaeHHasi OCTAHOBKA KPOBOOOpaIEHMS,
BO3HHUKAIOIass B TeueHue | yaca ¢ MOMEHTa MOSBIIEHUS OCTPHIX CHMIITOMOB, KOTOpas Oblia
yCTpaHEeHa C TMOMOIIBI0  YCHEIIHBIX PEaHHMMAlMOHHBIX  MEpONpUATUN  (Hampumep,
nebubpuwuanuu). B MexayHapoaHoit kinaccudukanuu Oonesnel-10 ob6osnagaercs 1.46
«OctanoBka cepana» u 1.46.0 «OcTaHoBKa cep/lia ¢ yCHEIIHBIM BOCCTAHOBJICHUEM CEPACYHON

JESATCIIBHOCTHY.
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BHe3anHasi HeoOBbSICHUMAasI CMePTh — HEOOBSCHIMAs BHE3alHas CMEPTh, BOSHUKILAS Y
yenoBeka crapuie 1 roga.

CHHIpPOM BHE3aIHOM CMEPTH MJIAJEHILIEB — HEOKHJAaHHAs HCHACHIBCTBEHHAs CMEPTh
CUMTAIOIIErOCsl paHee 3/I0pOBOro pedeHKa MEepBOro roja *HU3HHU, NMPH KOTOPOH OTCYTCTBYIOT
aJIeKBaTHBIC JUIsI OOBSICHEHUS] IPUYMHBI CMEPTH JIaHHbIE aHAMHE3a M TOJTY4YeHbI OTpULIATeNIbHbIC
Pe3yNbTaThl TOKCUKOJIOTMYECKOI0 U TaTOMOP(OIOrHYECKOr0 UCCIEJOBAHMUS.

CuHApoM BHe3alHOH ApUTMHYECKOH CMepTH — HEoObsACHUMAas BHE3aIllHas CMEpTh,
BO3HUKILAS y yeloBeKa crapue | roja, mpu KOTOPOM IOJy4Y€Hbl OTPULATENIBHBIE PE3YJIbTaThl
TOKCHKOJIOTMYECKOTO ¥ MMaTOMOP(}OIOTHIECKOTO UCCIIEJOBAHUSI.

Nnnonatuyeckass :KelyJ104KOBasi apuTMUsl — KOIJa KIMHUYECKOE OOCIeI0BaHUE
HalMeHTa He [O03BOJWIO BBISIBUTH 3a00JI€eBaHUS, MOTEHIMAJIbHO AaCCOLUUPOBAHHBIE C
JKEILY TOYKOBOM apUTMHUEH.

HepBuunas npopuinakTuka BCC — MeponpusiTus, HalpaBjIeHHbIE HA CHUKEHUE pPUCKa
BCC y mun, umeronux noseiteHHbIH puck BCC, Ho 6€3 aHaMHe3a yrposKaroluX )KM3HH apUTMUN
WIH IIPENOTBPALLEHHON OCTAHOBKH CEpALA.

Bropnunas npopunakruka BCC — meponpusaTys, HallpaBJIEHHbIE HA CHU)KEHHUE PUCKA
BCC y nun, uMmeromux aHaMHE3 YrpoKalOUIMX JKU3HM apUTMUN WM IPEeIOTBPALICHHON
OCTaHOBKH cepAla.

Cunapom bpyraga — HaciieICTBEHHBIN CUHAPOM M3 TPYIIbl KAHAIONATUM, C TUITNYHOMN
OKT -kaptuHOl 1 BeiIcOKUM prckoM pazButus ©X u BCC.

Karexosamuuepruyeckass moauMopgHuas xenygouxosasi taxukapaus (KIIDKT) —
peaxasi HacJIeCTBEHHas KaHAJIONaTHsl, XapaKTEpU3YIOLIascs 3J0KaueCTBEHHBIM TEUEHHEM
aJipeHepruyecKu-uHIyIMpyeMoi ABYHarpaBieHHol u nonuMopduoi XKT.

HeilipombilieuHble 3a0ojieBaHMA — Tpynma HACEACTBEHHBIX  3a00JIeBaHUM,
XapaKTepU3YIOUINXCs IPOTrPECCUPYIOIIMM TEPBUYHBIM IMOPAKEHUEM HEPBHBIX BOJIOKOH
(HefiponaTuM) WM CKEJETHOW MYCKyJIaTypbl (MUONATHH W Muomuctpoduu). BosrnedeHue
CepJIeYHON MBIIIIBI M MPOBOAIIMNX ITyTell BapuabenbHO, U HE KOPPEIUPYET C BHIPAXKEHHOCTHIO
HEBPOJIOTUYECKON U MUOIIATUYECKONW CUMITOMATHKH.

HexoMnakTHbIi MHOKApA — 0COOBIH BT KapIMOMUONATHH, KOTOPBIA XapaKTepu3yeTcs
BBIPQKEHHOW TPAaOEKyJISIPHOCTBIO U TIIYOOKUMH MEXTPaOCKYJSPHBIMU YIIyOJECHUSIMHA JIEBOTO
W/WJIH TIPaBOTO KEIyA04Ka, a TAK)KE 4aCTO COUYETAETCS C TOHKUM KOMIAKTHBIM SIHKapIUaIbHbIM
cioeM Muokapza. J[uarHo3 cTaBUTCS Ha OCHOBaHMHU sXxorpaduueckux w/mmu MPT-kpurepuen
(Ipu COOOTHOIIEHUH TOJILIMHBI HEKOMITAKTHOT'O €10 K KOMIIAKTHOMY >2). MHOTrue nanueHTsl ¢

HCKOMITAKTHBIM MHUOKapaA0OM JIK abcomoTHO 6GCCI/IMHTOMHBI, HO BO3MOKHBI COU€TaHHUsA CO BCEMU
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U3BECTHBIMH BUJIAMU KapIMOMHUOMATHii, ¢ mporpeccueit 10 XCH, TpoM603MO0IMH, apUTMHUH WIIH
BCC B anamuese.

HurepBan QT — oTpakaer »dIEKTPUYECKYIO CHCTONY JKEIyIOYKOB (BpeMs B
MUJUTMCEKYHAaX OT Hauyana koMmiviekca QRS mo kxonma 3y6ma T). Ero mpomomxuTenbHOCTh
3aBucHT ot nona (y xeHmuH QT nnuHHee), Bo3pacTa (¢ BozpactoM QT yanuHseTCs) ¥ 4acTOTHI
cepaeunbix cokpamennit (HCC) (oOpaTHO mTpomopruoHanbHO). Jjis OOBEKTHMBHOW OIICHKHU
unTepBaiga QT B HacTosimee BpeMs IMONB3YIOTCS KOppurupoBaHHbIM (¢ mompaBkoi Ha YCC)
untepBanom QT (QTc), onpenensembim mo dopmynam bazerra u @penepuka. B nopme QTc
cocrasisieT 340—480 mc aiis sxeHumH U 340—460 mc 1y myxuuH. IlaTonornueckum cuuraercs
npu 3HaueHuu 6onee 500 mc.

Cunapom yuuiuHeHHoro uarepsatga QT (CYUQT) — camblif yacThIil HaCI€ACTBEHHBIN
CHUHJpPOM M3 rpynmnbl kaHajonatuit (uacrora 1:3000 — 1:2500 naceneHus), xapakTepu3yrOUIUIACs
yanuHeHueM uHtepBaia QT U )KU3HEYTpoXKaroIUMHU JKEIyJOUKOBBIMU apUTMUSIMU, B OCHOBHOM
IIPOBOLIMPYEMBIMH aIPEHEPTUYECKON AKTUBALIUEH.

Cunapom koporkoro wuHrepBajga QT (CKHQT) — peakas HacineacTBeHHas
KaHAJIONATHUs, XapakTepu3yrouascs ykopoueHueM uHTepBajia QT W NOBBIILIEHHBIM PUCKOM
pa3BUTHUS )KU3HEYTPOKAIOIINX apUTMUH.

OnbITHBIH HEHTP (B KOHTEKCTE MHTEPBEHIIMOHHBIX BMEMIATENHCTB) — MEIHIIMHCKOE
yUpeXJIEeHNE WIM TMOJApa3/eieHUe YUPEKACHUS, TAE uWwimamhple CICIUATUCTH HMEIOT
3HAUUTEIIbHBIN ONBIT BEICHUS MALIUEHTOB C HAPYIICHUSIMU PUTMA CEP/LIA, HA PETYJIIPHON OCHOBE
BBITIOJHSIOTCS KaTeTepHbIe a0ialuu TaxWapuUTMUH, TakuX Kak (GUOPWIIIALUS Tpeacepauid,
aTUNWYHOE TpEeNeTaHue TpeAcepanil, TMOCTHH(APKTHBIE JKEITYyJAOYKOBBIE  TaxXHKapIHH,
KEJIYJAOYKOBbIE TaXWKapAUM TMpPU apUTMOIC€HHOM KapJWOMHOIIATUU TPABOT0 >KEIyJouka
(AKIDX), nunaranuonnoii kapauomuonaruu (JIKMII) u napyrue.

OnbITHBIA cHeNUAJNCT (B KOHTEKCTE HMHTEPBEHIIMOHHBIX BMEIIATEIbCTB) — Bpay-
CHEHUAJINCT, UMEIOIINHI 3HAaUUTEIbHBIN ONBIT BECHUS NAL[MEHTOB C HAPYLICHUSIMHU PUTMa CEPALIA,
TaKUMU KakK (QUOpHILISAIMS MpeAcepAuii, aTUIMHYHOE TperneTaHue Mpeicepauil, xKerya0uKOBbIe
TaXWKapJIuu, Ha PpEryJspHON OCHOBE BBHIMOJHIIONINKM KaTeTepHble abmanuu cyOcTpara
TaXHAPUTMHUH, TakuX Kak (QUOPWIULIIHS TPENCepAUuid, aTUNWUYHOE TPENETAHUE MpPEICepIHii,
noctuHdapkrasie XKT, KT npu AKIDK, IKMII u npyrue.

IIaToreHHbIi M BEPOATHO NATOrCHHbIH TIeHETHYECKUl BApHAHT — AMeEpHKaHCKas
KOJUTET sl MEIULIMHCKON reHeTUKH U reHoMuku (ACMG) npeanoxxuia nopsaoK HHTepIpeTaluu
CBS3M TEHETHMUYECKUX BAPUAHTOB C TPUUYUHON 3a00JieBaHUs TYTEM CTaHIAPTH3AIMH UX II0
KiaccaM. ['eHeTHuecKre BapUaHThI, SIBJISIONIMECS JOKA3aHHOM MPUYMHON 3a00sIeBaHus, UMEIOT V

kiacc nmatoreHHocTH (OO6menpunsTeie ¢hopmbl 3anmucu - [latorennsii, [lat, P). ['eneTnueckue
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BapUaHTHl, C BBHICOKOI BEPOSTHOCTHIO SIBJSIOIIMECS NMPUUYMHOIN 3a0oseBanus, umeroT IV kiace
natoreHHoct (O0menpuHATHIe PopMbI 3ammcy - BepositHo marorenusiid, Bepllar, LP).

MyTanuu — TEpMHUH UCTIONB3YETCsI B JaHHOM JIOKyMEHTE Ul 0003HaueHHsl BapuaHToB [V
1 V KJIacCOB NaTON€HHOCTH.

I'eneTn4yecknii BApHAHT HEU3BECTHOH KJIMHUYECKOH 3HAYMMOCTH — H3MEHEHHE B
reHHoil nezokcupudonykieorunnon (AHK) mociemoBarenbHOCTH, y KOTOPOrO HE H3BECTEH
s dexT Ha 3m0poBbe YenoBeka, BapuaHT III kimacca matorennocT corsacHo kpurepusim ACMG
(2015) [9].

Kapanomuonarus, accounuposannasi ¢ apurmueid (KAA) — nunatauus nosocteut
KENyA04YKa(0OB) U CHUIKEHHE CHUCTOJIMYECKOM (PYHKIMM >KelyJouyka(oB), Haubojee BEpOSTHO
BO3HMKIIINE WIN ycyryOuBiMecs Ha (OHE HapylIeHHs pUTMa ceplua, Harpumep, dactoit XKD,
HenpepbIBHO-peruauBupytomen KT, ¢udpumuiauun npeacepauii, npeacepIHOW TaXUKapAUU U
ap. Bo muorux cimydasx KAA oOpaTuma 4aCTMYHO WJIM IOJIHOCTBIO I10CJE KyIHUpPOBaHUS
aputMud. [loMuMO 4acToThl puUTMa, JOJIM SKTONMYECKHX COKpAIEHUN cepilla TakkKe HMeeT
3Ha4YEHUE MMPUHA dKTONUYECKUX KoMIuiekcoB QRS B pucke pazsutus KAA.

1.2. DTHOJOIrHS U NATOreHe3 3200J1eBAHNA WJIN COCTOSAHHA (rpynnbl 3200J1eBaHUNI

HJIN COCTOSTHHWMN)

OcHoBHbIMU MexaHu3MaMmu JKA aBistoTCS:

- MEXaHU3M MOBTOPHOI'O BXO/JIa BOJIHBI BO30YKIEHUS (PUEHTPH);

- aHOMAaJIbHbIIl aBTOMATU3M;

- TPUITEPHAs aKTUBHOCTh, MHIYLIMPOBaHHAsI pAHHEHN WJIM MO3/1HEN OCTAENOpU3aliei;

- YCKOPEHHBIA HOPMaJbHbI aBTOMATHU3M.

@dopmupoBaHue YCIOBHHA JJii BO3HUKHOBEHHUSI (EHOMEHa pHUEHTPH B MHUOKaple
KeJTyIOUYKOB B BUJIE€ 30H 3aMEJUIEHHOTO NPOBEJICHNs BO30YKIEHHUS, YYaCTKOB MBIIIIIBI CEPALA C
pasHBIMU 110 BeIUYMHE pedpaKTepHBIMH IMEPHOAAMHU, OOBIYHO CBS3aHO C MATOJOTMYECKUMHU
u3MeHeHussMu B Muokapze. [loatomy napokcusmanbHasg JKT B mopasistomeM OONBIIMHCTBE
CIIy4aeB OCJIOKHSIET TeUeHHUE TsDKeIbIX 3a0oseBaHuii cepaua, takux kak MBbC, ocobenHo mnpu
HAJIMYUM TOCTHUH(APKTHBIX pPYyOLIOB M XPOHUYECKONW AaHEBPU3MBI JIEBOTO JKEJIy/I0UKa,
BOCTIAJIMTENbHbIE 3a00JeBaHus MHOKapna, kapanomuonatuu (AKMIIL, TKMII, AKIDK u ap.),
UHQUIBTPAaTUBHBIE 3a001eBaHuss MuoKapaa. OctaHOBKa KpoBooOpaieHus, kak Mexanusm BCC,
B a0cooTHOM OosbIIMHCTBE ciayyaeB (6onee 80%) BoszHukaer B pesyibrate OXK wmnm KT,

cyuiecTBeHHO pexe (MeHee 20%) — B pe3ynbTare acucronuu [10].
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1.3. DnuaeMuoJorus 3a00JeBaHUd HWJIM COCTOSAHUA (rpvonbl 3200J€BAHHNA WJIH

COCTOSIHMiA)

1.3.1. Yacmoma 603HUKHOBEHUS 6HE3ANHOIL CEPOEUHOU cMepmU

Ha nomto BCC nmpuxoautcs okosno 50% Bcex cepledHO-COCYAUCThIX CMEepTEel, MpUYeM B
nojoBuHe ciayyaeB BCC sBisiercss mepBbIM IpOsiIBICHHEM 3a0oiieBaHMs;, HauOojiee YacThId
mexanu3Mm BCC — xxenynoukoBas taxuaputmus [11, 12, 13, 14, 15, 16].

B upeane, cayuan, nono3purensusie Ha BCC, 10MKHBI pETUCTPUPOBATHCS U BCEM JIOJDKHA
MPOBOJIUTHCS AYTOICHUS, YTO IO3BOJIUT JOCTOBEPHO HCKIIOUUTh BHECEPACUHbIE NPUYHUHbI
BHe3armHoi cmeptu. BCC kak HeoOpaTHMBIN MCXOM U pe3ybTaT BHE3AITHOW OCTAHOBKU CEpIIa
nocturaet 50% cpenu Ipyrux UcxonoB y auil 35-50 jeT, mpenuMyIecTBeHHO MY>KCKOTO T0JIa,
OJIHAKO B MOCJIeTHEE BpeMsl HaO0JaeTcsl TEHACHIINSA K YBEJIMYSHHIO JTOJIU JIUIL )KEHCKOTo 101, a
TaK)Ke JIMI TOJPOCTKOBOTO U IOHOIIECKOro Bo3pacta. Puck BCC Bellle y MyX4YuH U
YBEIIMYUBAETCS C BO3PACTOM B CBsI3M ¢ Ooubliei pacrpoctpaHeHHOCThI0 MBC cpeau mosxuimbIx
monaeit [17].

BCC cocraBisieT moJIoBUHY OT BCEX CMEPTE MpHU CepAeUHO-COCYTUCTHIX 3a00JIeBaHUSX,
10 pacyeTaM OKOJIO 7 MHJUIMOHOB Y€JIOBEK YMUPAET BHE3AIIHO BO BceM mupe [18, 19].

Hannsle o pacnpoctpaneHHoctTt BCC B Poccum orpaHudeHbl, B TOM UHCIE
ocobennoctsamu peructpanuu BCC B pa3ubix ctpanax. Jlonst BCC Bo Bcex BO3pacTHBIX Ipynmax
coctaBuia 49,1% (15420 u3 31428 Bckpertuit, wm 123,3 wa 100 ThIC. Hacenenus B rox). [Ipu
stoM pacnpoctpaneHHocTh BCC B Bo3pacte oT 1 10 45 ner cocraBuia 27,5% (2790 uz 10132
BCkphIThii) [20]. OnHako Oonee ONMM3KUMHU K pEaTbHOCTH MpeacTaBisitorcs 3HaueHus 200-250
TBIC. YeJIOBeK B Toj [21].

1.3.2. IIpuuunst 6ne3annoit cmepmu 6 pa3HvlX 603PACHIHBIX 2PYNNAX

KomunuectBo ciiyqaeB BCC yBenumumBaeTcsi ¢ BO3pacToM. B MilaleHYeCKOM U JETCKOM
Bo3pacte BCC cocraBnsger 1 na 100 000 uyenoseko-ner. B cpennem Bo3pacte (5-6-i nexaisl
»*u3HK) yactora BCC cocrasmsier okono 50 va 100 Thic. yenmoBeko-ieT [22, 23, 24], nocturas K
8- mexaze xun3Hu yacToThl 200 Ha 100 THIC. YenoBeko-yeT [12].

B nr060M Bo3pacte cpeaun MmyxuuH yactota BCC Bbllie, ueM cpefu *KeHIIUH, Jaxe Mpu
nornpaske Ha Takoi ¢akTtop pucka kak MBC [16, 25, 26, 27].

B EBpone na BCC npuxonurcs oxono 10-20% Bcex cmepteit [28, 29]. Dnuaemuonorus
BCC B EBpone tecno csazana ¢ UBC, Ha nomro kotopoit npuxoautcs 75-80% cimyqae BCC [30].
Xots pacnpoctpaneHHocTs MBC He yMmeHbIIWIAach, MPOU3OILIO 3HAYUTENHHOE CHIDKEHHE
cmeptHocTH OT UBC. Cratuctuyecku yactora BCC camxkaercs [30], Ho monst BCC ot obmero

YHCJIa CMEPTEl OT CepIeIHO-COCYANCTHIX 3a00JIEBaHNM, BEPOSATHO, yBemuuBaetcs [31, 32].
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PerynspHast ¢usmueckas aKTHUBHOCTh HMMEET HEOCHOPHMYIO MOJb3y MJS CEepIeUHO-
COCYAMCTON cUCTEMBI. B OTAenbHbIX rpynnax HaceaeHUs (0COOEHHO Cpeau MY>KUYUH CPEIHEro
Bo3pacta) BCC MokeT BO3HUKATh BO BPEMS MJIU Ccpa3y IOC]Ie CBEPXUHTEHCUBHBIX CITIOPTUBHBIX
Harpy3ok [33], uro npeanonaraet ponb UBC B kauecTBe Hanboiee pacnpoCcTpaHEHHON MPUYUHBI
BCC [34].

3aboneBanus cepaua, accouunponanublie ¢ BCC, BapbupyroT B 3aBUCUMOCTH OT BO3pacTa.
B rox y 300000 yenoBek B EBpome NpOUCXOAUT OCTAHOBKA CEpJilla BHE MEIUIIUHCKOIO
yupexxaenus [17, 35]. YV Monoablx mnpeodiafaloT NEepBUYHBIE 3JEKTpUYECKUE OOJe3HH U
KapJIMOMHUOTNATHH, a TAKKE MUOKApIUThl 1 aHOMAJIMU KOPOHAPHBIX apTepuit [17, 34, 35].

B teuenne uerBeproro aecsaTwietus ku3Hu nosioBuHa ciaydaes BCC ceszana ¢ UBC,
0COOEHHO C OCTPBIM KOpPOHAPHBIM CHHIpoMoM [36, 37].

VY noxuibIx Jrofed npeobiasarT XpOHUYECKHE CTPYKTypHbIEe 3a0o0ieBaHus (OCTpbIe U
xponnyeckue ¢opmsl UBC, mopoku cepaua, cepaeyHasl HEIOCTaTOYHOCTh), B TO BpeMs KaK y
moneit B Bo3pacte 110 50 set 6omee 50% BCC MoryT BbI3bIBATh HACIEACTBEHHBIC dJIEKTPUUECKHE
3a00J1eBaHUs WM CTPYKTYPHBIC HeUIlIeMUYecKre 3a0oeBanus [34].

1.3.3. Ilonynayuonnwiit u uHOUEUOYAIbHBLI NPOZHO3 PUCKA

OO011y10 OLIEHKY pHCKa MPH CEPJEUYHO-COCYIUCTBIX 3a00JIEBAHUAX CIEAYET MPOBOAUTH B
COOTBETCTBUHU C PEKOMEHJALUSAMU MO KapauoBacKysspHoi mpodunaktuke 2017 [38]. B psne
UCCJIETIOBAaHUM MOKa3aHO, UYTO CYIECTBYET I'eHeTHYecKasl MpelpacroioKEeHHOCTh K BHE3aITHON
CMEepTH BO BpeMs ocTpoit umemuu [39, 40]. Baxxno naeHTHOHUIMPOBATH B OOIIEH MOIYIISIIUH JIALT
¢ puckoMm BCC oTHOCHTENBHO HEOOIBIINE TOATPYIIIBI BEICOKOTO pHcKa, y KoTopbix BCC moxer
CTaTh MEPBBIM NposiBIeHHEM 3a0oneBanus. HenmaBHo yuensivu CILIA ObutH peanioxKeHbl MOJIENN
HOBOU cTpatudukanuu pucka BCC cpeam Hacenenuss B 1nenom [41]. Her ueTkmx maHHBIX,
MOJITBEPKIAIONINX T0JIb3y MPOrpaMM MacCOBOTO CKPHUHHMHTA CpPEelIUd HACeJIeHHs B LIEJIOM s
npenorspauienust BCC [42].

Ha mporsbkeHMM JecATHIETHH MCCIIENOBAaTENd IPEIIoJIaraid I[IUPOKUH  CIEKTP
«MHIUKATOpOB», «MapkepoB» BCC, ocobenno npu Hanuuuu MBC. bpuio npennoxkeHo HECKOIbKO
HEWHBA3UBHBIX MapKepOB pHcKa (BKIIOYas MO3/HUE MOTEHIHANIbI, BApHAOETHbHOCTD CEPCYHOrO
pUTMa, TUHAMUKY PENOJISpU3alui U YyBCTBUTEILHOCTH Oapopeduekca) [43]. Oanako, HecMOTps
Ha MHOT000€IaoIIUe Pe3yIbTaThl IEPBOHAYAIBHBIX UCCIIETOBAHUM, 3TH «IIPEAUKTOPBI» €Ile HEe
MOBJIMANIM Ha KIMHUYECKyIO0 mpakTuky. dpakuus BeiOpoca neBoro xenyaouka (OB JIDK)
HCTIONB3YeTC B COUETAHMHM C KJIACCOM CEpJCYHON HeaocTaTouHocTH mno Hero-HMopkekoit
knaccupukanun (NYHA) Ttompko anst ompeaenenus mnokasanuit k MKl ans nmepBuuHOU

npodunaktuku BCC npu xporundeckoit UBC u JIKMII. CxeMbl 1 KQJIbKYIISTOPBI CTPATU(DUKAIAN
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pricka ObUTH pa3paboTaHbl U HACTIEICTBEHHBIX apUTMOT€HHBIX 3a00JeBaHui, Takux kak ' KMII,
AKITXK n namun-A/C (LMNA) xapauomuonatus [44, 45].

Kanpkynaropsl pucka BHE3aTHON CEpACYHON CMEPTH

[IpennoxxeHo MHOXkECTBO KanbKyssATopoB pucka BCC nns B3pociasix u aereut [46, 47].
PasButne mnpornozupoBanus BCC Ha NOpOTSHKEHMM TMOCIEIHUX JECATWIETUH BKIIOYAJIO
YCTAaHOBJICHHE CTaHAApPTOB i1 pPa3pabOTKH MojeNel, UX Baduau3aluio (BHYTPEHHIOI U
BHEIIIHIO) C MOCJEAYIOIIMM OIyOJIMKOBaHUEM CcTaTeil 0 Mojaensax nporHo3upoanus BCC [48,
49]. TunuyHBIMH HEAOCTaTKaMU B Pa3pabOTKE M MPOBEPKE KaJbKYJIATOPOB PUCKA SBISIOTCS,
IOMUMO TIPOYEro, HCIOJIb30BAHUE HCTOPHUECKUX BBIOOPOK, HE PEMPE3CHTATHBHBIX I10
OTHOIICHHUIO K COBPEMEHHBIM KOTOpTaM MAalMEHTOB, MPOMYLICHHbIE 3HAYEHUS, KOMIIO3UTHbBIE
UCXOJlbl C KOMIIO3UTHBIMU COOBITHSIMM Pa3IMYHON KIMHUYECKOH 3HAUYMMOCTH, OTCYTCTBUE
BHEIIIHEH BaJUIN3aLUU U OTCYTCTBUE KAJIMOPOBKHU.

KanpkynsaTopsl pucka peKOMEHIOBAaHBI JJs NpPUMEHEHUs EBpomeiickuMm 00IecTBoM
KapIMoJIOroB (TIPOIUTH BaJUAAIIMIO HA €BPOTNICHCKON MOIMYJISIUY MAllMeHTOB) U B Poccuu MoryT
OBbITh UCIIOIB30BAHBI U1 MHPOPMALIMOHHOM MMOIIEPKKH BpadeH.

1.4. Oco0eHHOCTH KOAMPOBAHNS 32001eBAHNS UJIN COCTOSHUS (TPYIILI 32001eBaHUMA

HJIN  COCTOSIHMIT) 1o MEeKIVHAPOAHON CTATHCTHYECKOH KJaaccubukanum 00Je3Hel u

npooJieM, cBA3aHHBIX co 310poBbeM (MKEB-10)

[46. OctranoBka cepana

[46.0. OctaHoBKa cep/ilia ¢ YCIENIHBIM BOCCTAHOBJIICHUEM CEPJICUHOM JIEATEIIbHOCTH
[46.1. BHe3anHas cepiedHasi CMEpPTh, TaK OIIMCAHHAs

[46.9. OctranoBka cep/ilia HEyTOUHEHHAs

147.0. Bo3BpaTHas xenyJ04KOBask apuTMHS

147.2. KenynoukoBas Taxukapaus

147.9. ITapokcu3ManbpHas TAXUKapAUs HEYyTOYHEHHAS
149.0. ®ubpmnnsaus 1 TpeneTaHue Kerya09K0oB

149.3. ITpexneBpeMeHHas IETNOIAPU3ALHS KEITYJOUKOB
149.4. Jlpyras u HeyTOUHEHHAs JEMOISpU3aIus

[49.8. Ipyrue yToYHEHHbIE HAPYIICHUS CEPJIEUHOTO pUTMa

149.9. HapyiieHue cepiIe4HOro puTMa HEYTOUHEHHOE

1.5. Kaaccudukanug 3a00jJeBaHUd WJIM COCTOSHNA (rpynnbl 3a00J1eBaHUA WJIH

COCTOSIHMA)

Knaccupukanun JKHP, ocHoBamHeie Ha THne u koiumdectBe JKHP, Obumm

chopmynupoBansl 6onee 40-50 mer Hazaa. OmHAKO B CBS3U C CYIICCTBEHHBIM Pa3BHTHEM 32
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MoCJIeIHAE JABa JecatuiieTuss metonoB Jseuenus JKHP, BHenpenuem nepcoHamm3upoBaHHBIX
MOAXOJAOB K TMalMeHTaM Ha  OCHOBAaHUM COBPEMEHHBIX METOJOB  OOCIIEeIOBaHUIA,
YCOBEPIIEHCTBOBAHMEM OLIEHKH MPOTHO3a U3HU M Pa3BUTHUS OCIIOKHEHUH, HeoOxonuma Oolee
aKkTyanpHas cucremarusauus naHHbix o JKHP nis mpaktuueckux Bpaueidl. MHorue napameTpsl
JKHP (Hanmpumep, CUMIITOMHOCTb apUTMUH, Opems (Harpy3ska) apuTMuH,
ANMEKTPOPU3NOTOTHISCKUNA MEXAHU3M U JIOKATU3als oYara apuTMHUH) MPaKTHYECKA HUKOTa HE
OTPaXKalTCsl B KIIMHMUYECKUX JIMAarHO3ax, HO MMEKT KOJOCCAIBHOE 3HAYCHHE B ONPEIEICHUU
CTpaTeruu JE€YEHUSI U METOJI0B MOAABICHUS apUTMHH.

B Texymen BepcuM pEKOMEHJALMK IIpeUIaraeTcs HOBAas pPACIIMPEHHas BEPCHs
knaccudukanuu XKHP, cucremaTusupyromias BaKHbIE XapaKTEPUCTUKN apUTMHH, OKAa3bIBAIOIINE
BJIMHUSIHUE HA MPOTHO3 M jJedeHue. [Ipu 3tom, obo3nauensl xapakrepuctuku KHP, xoropsie
cleayeT yKas3blBaTb B JUArHo3€ WJIM B OMMCAaHUM JMArHO3a B MEIULMHCKOM JOKyMEHTalUuU
(0003HaUEHBI KaK «KJIIOYECBAs XapaKTEPHCTHUKA»); a Takxke xapakrepuctuku KHP, kotopeie He
ABIIIOTCS 00513aTEIbHBIMU B JMarHo3e, HO YKeJlaTeabHbl [TOCIIe JOMOJIHUTENBHOIO 00Ce10BaHus
MAIMEHTAa WM BBIIOJIHEHUS JIEKTPOPU3NOIOTUYECKOTO UCCIET0BaHUS.

Jannas xnaccudukaus €IMHOTIACHO OJOOpeHa BCeMU WiIeHaMu pabodeil TpyIbl
JAHHBIX KIMHUYECKUX peKOMeHAaIni, oj00peHa KoMuTeToM Mo KIMHUYECKUM PEKOMEHIAIUSM
Poccutickoro kapauonorudeckoro oomectBa oT 23.03.2023 u MOXeT ObITh PEKOMEHIOBaHA JIJIS
MIPUMEHEHUS B €KEIHEBHOW KJIMHUYECKON TPaKTHKE.

Tabauua 1. Kitaccudukammst ®emy109K0OBbIX apuTMHUNA POCCHIICKOTO KapMOJIOTHYECKOTO

obmecta 2023 r. (KA-PKO-23)

XapakrepucTuka Kinununyeckasi 3HAYMMOCTD U
1eJ1eco00pa3HoOCTh

BBIHECCHUA B IMATrHO3

Tunoi KA

KenynoukoBas sxctpacuctonus (JK3): onnHOYHas, KunroueBas xapakrepucTuka.

ImapHasa BriHOCUTCS B JUAar”Ho3s.

Kenynoukosas Taxukapaus (XKT)

Oubpmsaus xenynodxkon (DPXK)

Tpeneranue xxenynoukoB: osicTpast KT ¢ Hepa3TUIUMBIMU

syomnamu T (0OsryHO yacToToit >250 yn/MuH)

ITo nimrensHocTH U moBTOpsieMocTH KT

VYcroitunBas (JuIMTenbHOCT > 30 CeKyHN) KiroueBas xapakTepucTHKa.

Heycroituuas (qymrensHocTh MeHee 30 ceKyHN) BeiHOCHTCA B TarHo3.
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HenpepriHo-peunausupyromas (KT, kotopas
PELUANBUPYET B TEUEHHE HECKOJIBKUX YacOB, HECMOTPS Ha

MOBTOPHBIE MOMBITKU KyITUPOBAHUS)

DNEeKTpUUYECKUI IITOPM

ITo mopdosnornu QRS

Monomopdnast (Bce QRS moxoxu apyr Ha npyra)

[Momumopduas (QRS ornnyarores)

[Tneomopduas (Gosee ogHOM onpeneneHHoi Mopdoaoruu
QRS Bo Bpems oxnoro snuzoaa XXT, Ho Mopdonorus QRS

HEC ABJIACTCA ITOCTOAHHO I/I3M6H5{IOH_[CI\/'ICH)

KroueBas XapaKTECPUCTHKA.

BriHOCHUTCS B 1MarHos.

Ilo xapakTepy 0CHOBHOT0 3200/1eBaHNS

KenynoukoBble apUTMHHM IPU OTCYTCTBUU CTPYKTYPHOI'O

3a00s1€BaHus cepAlla U KaHAJIOMATHHA

>K6J'IYJIO‘~IKOBBIC apuTMHn npu OTCYTCTBHUH  SABHOT'O

CTpYKTypHOTO 3a0oyieBaHMsS cepaua TMpud  HaJIUYUU

BPOKJEHHBIX CHHAPOMOB WM T. H. KaHanonatuii: CYUQT,

cunapoM bpyrana, karexolaMuH3aBUCUMas OTUMOpPQHAas

KEIYJOUYKOBasl  TaxuKapAus, CHHIPOM  KOPOTKOIO
naTepBana  QT, cuHApPOM paHHEN  penoISIpU3aLNAU
KEITyJOUKOB

KenynoukoBble apuTMUU IHPU  OTCYTCTBHM  SIBHOTO
CTpYKTypHOro 3a0oyieBaHMs cepAaua TMpd  HaJIUYUU

00paTUMBIX METAOOINYECKUX WIIN JEKapCTBEHHbBIX TPUYUH
(HarmpuMep, BTOPUYHBINA CUHIPOM YJIMHEHHOTO HHTEpBaa

QT)

KenynoukoBble apUTMUM TPU HAIWYUU CTPYKTYPHOIO

3a00s1eBaHus ceplia

KirroueBast xapakTepucTHKa.

BriHOCUTCS B JUar”Ho3s.

Heo0OxonuMo BEIHECEHHE B
JTMarHO3 KOHKPETHOTO
3a0osieBanus. B ciydae
UAMONATUIECKON apTUTMUHN

HE0O0XO0MMO yKa3aHHE Ha 3TO.

CUMITOMHOCTD ApUTMUHA

CumMmiroMHasn

beccummniromuas

KirroueBast xapakTepucTHKa.

BriHocuTcs B nuartos.

Bpems (Harpy3ka) skeaynoukosoi apurvun (aias K9

U KeJTYA0YKOBbIX PUTMOB)

<10% OT BceX KeMyT0UYKOBbIX KOMIUIEKCOB B TEUCHHUE

nepuoia HaooaeHus 1pu nposeneann XMOKT

JlonomHuTenpHas

XapaKTePUCTHKA.
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>10% OT BceX >KEIyIOYKOBBIX KOMIUJIEKCOB B TEUYEHHE
nepuoga HaOmoneHuss npu nposeaeHnn XMOKI (kak
NIPAaBUJIO, SABISETCA 3HAUYUMBIM JUISI NPOQHIAKTUKU WIH

JICYCHU KapAUOMHUOIIaTHUH, aCCOHHHPOBaHHOﬁ C apPITMPIeIZ)

Heobsa3aTenpHa B 1uarsose 10
MPOBEJICHUS JTOTIOTHUTEIILHOTO

o0cenoBaHus.

[enecooOpa3HO BEIHECEHHE B
JTMarHo3 ¢ GopMyJIMpOBKaMU
«4acTash» M «HedacTas Mmocje
JIONIOJTHUTEIIBHOTO

0o0cIIe0OBaHUA.

ITo MEXaHU3MY BOSHUKHOBCHUA

Ouar NoBEIIICHHOTO aBTOMaTHU3Ma

Tpurrepnas KT (panHue wim no3gHue

MTOCTACTIONSIPU3ALINH )

PuenTpu (c yuacTrem U3MEHEHHON TKaHU MUOKap/Aa UM C
y4acTHEM BOJIOKOH ITPOBOJIALLEH cucTeMsbl | nca—

[Typkunbe)

JlononmaurenbHas
XapaKTePUCTHKA.
Heobs3arenbna B tuarxose.
HuddepennmrpoBka BaxkHa 115
WHBA3UBHOT'O JICUCHUS, &
TaKXe MoI00pa Tepanuy MpH
HEKOTOPBIX BUIAX
(bacuukynsapHas XKD wim
JKT), pueHTpH 110 HOKKAM
nydka ['nca.

Brinecenue B guarsos
JIOBOJIBHO 3aTPYIHUTEIIBHO B
OOJILIITUHCTBE cydaeB 0e3

ANEKTPOPUZUOIOTHUECKOTO

UCCIIEIOBAHMS.

IIo wacrore (mukay) KT
Y CKOpEHHBIH kKelly10uKOBBINA pUTM, yactota <100 yi/mMun | JlonmonHutenbHast
(umxn >600 mc) XapaKTepUCTHKA.

Mennennas XT, <150 yn/mun (umxn >400 mc)

breictpas XKT, >150 yn/mun (niuxn <400 Mc)

HeoOs3arensHa B 1uardose.
BaxxHO 17151 OLleHKH ITPOTHO3a,
HacTpoiiku UK/,
IJIAHUPOBAHMS KaTETEPHOU

a0namuu.
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[enecooOpa3HO BEIHECEHHE B

JIMarHo3 Nocje YTOUHEHUs Npu

JIOTTOJTHUTEILHOM
o0cenoBaHuN.

ITo noxkanu3anuu
Kamepa cepana: u3 npaBoro einy104ka, U3 JE€BOro JononHuTenbHast
KelTyJJ0uKa XapaKTEePUCTHKA.
Otaen xkemy10ouKa: MPOBOJIAIIAsL CUCTEMa cepAlla HeoOs3aTenbHa B quarnose.
(bacuukynsipHBIC), BBIXOHOM TPAKT (MMPABOTO UITU JICBOTO
YKETYJI0UKa), CeNTAIbHbIE, U3 TAMWUIIPHBIX MBIIIIII, Huddepennmponatsb
[EpUKJIANlaHHbIC U T.[. nokanuzanuio KA B
Jlokanu3anus B TOJIIE MUOKapaa: CyOdHIOKapIualIbHAS, HEKOTOPBIX ClIy4asiX JOBOJIbHO
cyOsnuKapauanbHas, HHTpaMypaibHas HECJIO’KHO TI0 CTaHIapTHOM

OKI B 12 orBemeHusIX
(Hampumep, BEIXOJAHOM TPaKT
MpaBoro xenyaouka). B
JIPYTHX CIIYYasiX TOJIBKO
TIIATEIIEHOE
ANMEKTPO(HUZNOTIOTHIECKOE
KapTUPOBAHUE MTO3BOJISAET
TOYHO OTPEICITUTh
JIOKQJTM3AIIHAIO BBIXOJa
APUTMUH.

[enecooOpa3Ho BEIHECEHHE B
JTMarHO3 TIOCTIe
000CTIeT0BAHUS TIPH
BO3MOXHOCTH JIOCTATOYHO
JIOCTOBEPHOTO OTpeACTICHUs

JOKa/JIM3aluu.

[Ipumeps! GopMyITUPOBKH TUArHO3a:

1. Muarno3 mo MKb-10: 149.3. [IpexaeBpeMeHHas ENOIIPU3AIIHS KEITY0UKOB.

Onucanue pauar”Hosa apurmum: HMawonartuueckas cumnTomHas yactas (>10%
JKEJTYIOYKOBBIX COKpaIlleHn) MOHOMOp(MHAsT OJWHOYHAS KEITYJOUKOBas IKCTPACHUCTONHS W3

BBIXOJHOI'O TpaKTa IIPaBOro XKCJIyao4dKa.
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2. JMuarno3 mo MKB-10: 125. Xpornueckas umemMudeckasi 60yie3Hb cepamna. 125.2
[lepenecennsnii B mponutoM uHpapkT muokapma. 147.2. XKemymoukoBas Taxukapmaus. 146.1.
BHesannast cepieuHasi cMepTh, TaK OIMCaHHasl.

Onucanue auarHo3a apurtmum: [lapokcusmanbHas cuUMnOTOMHas (OCTaHOBKA
kpoBooOpamenuss ot 01.02.2023) ObicTpass ycToWuyuBass MOHOMOpPQHAS JIEBOKEITYIO0YKOBas
Taxukapaus Ha (oHE TOCTUH(APKTHOTO KapAHUOCKIepO3a.

Knaccudukanuu xemynoukooir aputmuu Lown B./Wolf M. m Ryan M. ocrarwoTtcs
AKTyaJIbHBIMH JJIs1 CTPAaTH(HUKAIMU PUCKA B pAHHEM U OTCPOUYEHHOM MepUoaax mocie nHpapkra
muokapza [50, 51].

1.6. Knunnyeckasi KapTHHA 3200JIeBAHUS MJIM COCTOSIHUS (FPYNIIbI 3200JIeBAHUI WK

COCTOSTHM)

Knunnueckue nposiBaenuss XXTA Moryt cymiecTBEHHO pas3inyaThCsi — OT aOCOMIOTHOM

0EeCCUMITOMHOCTH [0 cepaueOueHus, auckoMmpopTa B TpyAH, 3arpyJUHHON 00N, yAyIIbA,
TOJIOBOKPY)KCHHS,  CHHKOManbHbIX  coctosinuid, BOK.  VYuamennoe  cepamnebuenue,
npe100MOPOYHOE COCTOSTHUE M OOMOPOKH — TpH HanboJsiee BaKHBIX CUMIITOMA, KOTOPBIE TPEOYIOT

TIIATCIBHOI'O c6opa aHaMHE3a U JOIIOJIHHUTCIIbHOI'O 06CHC,[[OB3.HI/IH JJIA UCKIIFOYCHUA KTA.
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2. JlnarHocTuka 3a00/1eBaHUSI WIH COCTOSIHUA (rpynnbl 3a00J1eBaHUil
WIH COCTOSIHMI), MeIMIUHCKHE TOKA3aHWsi W TNPOTHUBONMOKA3AHUA K

NPUMEHCHHUIO METOA0B TUATrHOCTUKH

Kpurtepun ycTaHOBKH 1MarHo3a

KenynoukoBbie Hapymenuss putma (KHP) unu sxemynoukoBbie aputvmun (OKA) —
0000111eHHOE Ha3BaHUE PACCTPONCTB CEPJIEYHOIO PUTMA, IPU KOTOPBIX UCTOYHUK SKTOMHYECKON
AKTUBHOCTH WJIM KpyTa pUEHTPH HaXOAUTCS HUXke Mmyuka ['Hca, T. e. B ero BeTBsX, cetu [lypkunbe
WM B MUOKap/IE KEIIy0YKOB.

OcnoBubiMu Metogamu nuarHoctuku XKHP asistores DK u XMOKI'; onnako B psige
CJIy4aeB JUIsl IOCTAaHOBKU M YTOUHEHUsI TUarHo3a, a Takxke i AudpepeHnnanbHON THarHoCTUKN
TaxukapAui ¢ mupokumu komiuiekcamu QRS, nmpoBoautcs BCOOU.

O6ummu OKTI-npusnakamu ais Beex JKHP sBisirores: 1) mmpokuii aeopMupoBaHHbII
komrieke QRS (=120 mc), KOTOpbIi yarie ObIBAaCT MPEKICBPEMEHHBIM, PEKE — CBOEBPEMEHHBIM
WJIU BBICKAJIB3BIBAIOIINM; 2) OTCYTCTBHE IIPEAIIecTBYomero 3yoma P; 3) muckopaanTHOCTh 3y011a
T 1o OTHOLIEHUIO K OCHOBHOMY 3YOIly >KEIyJOYKOBOTO KOMIUIEKCa; 4) Haludue CIUBHBIX
komruiekcoB. PaznoBugnoct JXHP u kpurepun ux quarsoctuku Ha KT moapoOHO U3710KEHbI B
paznene 1.1.

Jnarnoctuueckoe o0ciieJoBaHKe MPH MOJO3PEHNHN Ha JKETyI0UYKOBBIE HAPYIIEHUSI PUTMA
BKJIIOYAET CIICAYIONINE ITAIbI:

- THIATEJIbHOE U3yYeHHUE *Kajlo0, HICTOPUH 3a00JIeBaHHSI U CEMEHHOTO aHAMHE3a;

- OCMOTp ¥ (pr3uKaIbHOE 00CIICIOBAHUE;

- 1a00paTOPHO-UHCTPYMEHTAJIbHBIE METOJIbl HCCIIe0BaHusA: 0oJjiee MPOCThie Ha MEPBOM
JTare U CIO0XHbIE — Ha BTOPOM 3Tare o0cie1oBaHus (110 MOKa3aHHsIM);

- MaTOJIOrOAHATOMHUYECKOE MCCIEAOBAHNE M MOJIEKYJSIPHBIM aHaIu3 XEPTB BHE3AITHON
CEpACYHON CMEPTH;

- TEHETHYECKOE TECTUPOBAHUE;

- BU3yaJIM3UPYIOIIHUE METOUKUA U MOP(HOIOTUYECKUE UCCIICIOBAHMUS.

2.1. ’Kaao0bLl M aHAMHE3

o Pekomenayercs mnpu ompoce mnamueHta ¢ KD OLEHUTh CHMITOMBI JUIS
ONpeJIeNICHUs TSKECTU KIMHUYecKux mpossiennit K3 [50, 51].

EOK IC (YYPC, YA 5)

KommenTapuid. Xapaxmep kaunuueckou cumnmomamuru K3, a maxoice ee 3nauenue 0is
NPOCHO3a 300P08bS U JHCUBHU NAYUEHMOS8 3asucsam om @QopM NposeieHUus Ccamou

IKcmpacucmoJuu, Ho 6 eue bosnblell cmeneHu — om 0CHOBHO20 3a60ﬂ€6aH1/l}l, KakK npu4uHsl ee
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603HUKHOGeHUs. Peokasa oounounas JKO y nuy 6e3 npusHakos opeaHuyecKkol namoaocuu cepoya
Modicem npomekams 6eCCUMNMOMHO UNU MATOCUMNMOMHO, HPOAGIAACL JUUWDL OWfyUeHUuem
nepeboes 6 pabome cepoya. Yacmas skcmpacucmonus ¢ nepuooamu ducemunuu, 0COOEHHO y
NAyUueHmo8 CO CHUICEHHbIMU NnoKazamensimu cokpamumenvhou @yukyuu cepoya (MBC,
Kapouomuonamuu, opyaue Qopmbl NOPAXdCEHUs MUOKAPOA), HOMUMO nepehoes, Moxcem
npueooums K crudxcenuro AJ/l, nosenenuro yyecmea ciabocmu, 201080KPYHCEHUIO, NOSABLEHUIO U
HapacmaHuto 0ObIUKU.

o [lpu ompoce mammeHTa €O CTPYKTypHBIM 3a00J€BaHHWEM CEpAla, HMEOIIETO
BbICOKHI puck KA, pekoMeHayeTcs [eJIeHAIIPaBICHHO BbISICHATH HATMYKE 5Ka100 /ISl BBISABIICHUS
napokcu3MaibHbIX JKA B CBSI3U ¢ BBICOKOHM BEPOATHOCTHIO UX pa3zButus [50, 51].

EOKIC (YYPC, Y1 5)

Kommenmapuiu. Tsaoxncecmov xnunuueckux nposienenutt 3asucum om YCC 6o epems

napoxkcusma, Haauyus unu omcymcmeusi CIIC u conymcmsyrowel namono2uu (Hanpumep,
amepockiepos opaxuoye@anvHvix apmeputl).

° C uenbio BBISIBJICHUS KU3HEYTPOXKAIOIIMX COCTOSIHUM y manueHTtoB co CIIC,
ocobenHo nepenecmiux MM co cumxennoit @B JIK, pexomenayercs paccmarpuBath KA B
KaueCTBE OJJHOM U3 BEPOSITHBIX IPUUMUH CUHKOMAJIbHBIX cocTosiHui [50, 517.

EOKIC (YYPC, Y1 5)

. C uenbio BBIABIEHUS J>KU3HEYIPOXKAIOIIMX COCTOSHUNW NIPHU ONpOCE MalUeHTa
pekomenayetrcsa paccMmarpuBaTh CYHMQT u KIDKT B kadecTBe BO3MOXHBIX NPUYUH
KapJAMOT€HHBIX CHHKOIAJIbHBIX COCTOSIHHM, BO3HHMKAIOMIMX HA BBICOTE (U3MYECKON WIN
HMOIMOHAIBHOM Harpy3ku, ocobeHHo y Moiobix manueHTtoB 6e3 CIIC. Kpome toro, cienyer
yuuThiBaTh Takue creruduueckue 1t CYUQT Tpurrepbl CHHKOINE Kak Pe3Kuil 3BYK, TJIaBaHHE,
npoOyxaenue [52, 53].

EOKIB (YYP B, Y/ 3)

Kommenrapuii. /lpu coope anamunesa nayuenmos ¢ CYHUQT pexomendyemcs yoenamo
BHUMAHUE NPUHUMAEMbIM NAYUEHMOM JeKAPCMBEHHbIM NPenapamam, NOCKOIbKY YOIUHeHUe
unmepeana QT mocym 6vl3bl6ameb MHO2UE HEKAPOUOLOUYECKUe JIeKapCmeeHHvle Cpeocmea
(nocmosinHo 0OHOGIAeMblll  nepedenb npeocmasien Ha caume hittps://crediblemeds.org/;
akmyanvhas —uxmgopmayus 0 HOOOUHBIX IPpexmax  MeOUKAMEHMO3HbIX — NPenapamos
npeocmasnena Ha caume https://www.drugs.com/).

J VYV nmauueHToB, y KOTOpbIX mpenmnonaraerca win umeercs XKXTA, pekomeHaoBaH
cOOp ceMeHOro aHaMHe3a, HalleJICHHbIN Ha BBISBJICHUE CIIy4aeB BHE3AMHBIX U HEOOBICHUMBIX

cMepTel (HampuMmep, YTOIUICHHE) cpeiau poacTBeHHUKOB [-II cremeneit poactBa B MOJ0I0M
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BO3pacTC C HCJIBIO OHCHKU BCPOATHOCTU T'CHCTUYCCKU ACTCPMHUHUPOBAHHLBIX KCITYIOYKOBBIX
HapylieHui purma cepaua [50, 51].
EOKIC (YYPC, YA 5)

2.2. DuzukajabHoe 00cae10BAHHE

Bcem oOcienmyeMblM manMeHTaM A yCTAQHOBJCHHMS JWMArHo3a OCHOBHOW U
COIYTCTBYIOIIEH IaTOJIOTMU WM HMCKIIOYEHHs BO3MOXKHBIX TpurrepoB JKHP pekomennyercs
MIPOBOJUTH CIEAYIOIINE cTaHAapTHRIe u3Mepenus [50, 54]:

- aHTPOIIOMETPUYECKHE NIOKa3aTeIu (M3MEpEHUe pocTa, MacChl Tella, MHJEKC MacChl Tela,
ONpeJIeJICHUE OKPY>KHOCTH TAJIUN);

- TEPMOMETPHsI 00IIast ¥ OLIEHKA COCTOSHUS KOXKHBIX TOKPOBOB;

- OLIEHKA HAJIMYMS OTEKOB U MX PACIPOCTPAaHEHHOCTH;

- U3MEPEHUE apTEePHAIILHOTO JIaBIICHUS HA MEePUPEPUUECKUX apTEPUsX;

- HCCIIEJIOBaHUE IIyJibca Ha NEepUPEPUUYECKUX apTepUsIX C OICHKOW YacTOThl M
PETYISIPHOCTH PUTMA;

- olleHKa HaOyXaHHs M MyJbCAallUM IIEHHBIX BEH, YTO MOXET CBHUAETEIbCTBOBATH O
HAJIMYUM BEHO3HOTO 3aCTOs;

- ayCKyJbTalUsl CepJla, COHHBIX, MOYCUHBIX U OCAPEHHBIX apTEpUil IS BBISABICHUS
MaTOJIOTUYECKHUX ITyMOB;

- TAJTBITAIUS IUTOBUIHOM JKeJIe3bl: pa3Mepbl, O0JIe3HEHHOCT, ITOIBHKHOCTD.

EOKIC (YYP C, Y1 5)

Kommenrtapmii. B dononnenue Kk 0CHO8HbIM noKazamensim peKkOMeHOO8AHO OYEeHUBAMb
cneyughuieckue usMeHeHus ¢ Yeavlo UCKIIYeHUsI 0OpAMUMbIX NPUYUH, KOMOpble NOMEHYUATbHO
Mo2ym Ovimb accoyuuposanvl ¢ KA. BasxcHnvim s6151emcs CKpUHUHS KONCHBIX NPOSABLEHUL PEOKUX
CUCMEMHBIX B8OCNANUMENbHBIX (CKIepooepMusl, CApKouodo3) U UHDEKYUOHHBIX 3ab0esanuil
(6one3nv Yaeaca, 6oppenuoz u op.) [55]). [ayuenmose ¢ CYUQT u KIDKT xapaxmepusyem
bpaoduxapous. B peoxux cayuasx npu odcredosanuu nayuenmos ¢ 8poxcoénnvim CYUQT unu
AKIDK 603m00i1cHO 0OHapydtceHUue aHOMATULL OP2AHO8 YYBCME (8PONCOEHHAS 2IYXOMA) U KOCMHO-
CYCmMasHotl cucmemvl (CUHOAKMUNTUSL).

. [Ipu  ¢dusukanbHOM  OOCNIENOBAaHMM  MALUMEHTOB €  MapOKCHU3MaJbHBIMU
HapyHICHUSIMH pUTMa CepJila PEeKOMEHIYeTCS BBISBICHHE IPU3HAKOB T'e€MOJUHAMHYECKON
HecTaOMIbHOCTH (CHMKeHHe AJl) ¢ Lenblo ompenesieHus] MOpsKa OKa3aHWs MEIUIMHCKOM
oMoty [56, 57].

EOKIC (YYPC, Y1 5)

Kommenrapuii. Ilpu nooasnarowem oonvwuncmee KA cepoya npu ¢usuxanvhom

obcnedosanuu nayuesmoe 6He napoxKkcusma Kaxkue-mbo u3MeHeHus: He OmMeuyaromcs.
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Breouepeonvie cepOeunvie cOKpawjeHus (IKCMPACUCMONbL) MO2Ym Oblmb OmMeyeHbl npu
noocuéme nynvca, usmepenuu AJ[ unu ayckyrsmayuu cepoya nayueHma.

2.3. JIaGopaTopHbIe AMATHOCTHYECKHE NCCAe10BAHUS

B pamkax obGcrnenoBaHus 11eecOO0pa3HO MPOBENEHHUE CTAaHAAPTHOTO JIaOOPATOPHOTO
MUHMMYMa, BKIIOYAIOIIEro OOmui (KIMHUYECKWI) aHaliu3 KpPOBM W aHAIU3 KPOBHU
OMOXMMHYECKU OOIIeTepaneBTUUECKUM I  ONpeAesieHUus YpOBHA OOIIEro cepaeyHo-
COCYAMCTOTO PHUCKa, C KOHTPOJIEM JOIOJHUTEIbHBIX MapaMeTPOB, MO3BOJIAIOMINX MOATBEPIUTH
WIM UCKIIOUUTh MPEXOJAlUe KOPPUTHPYEMbIE HApPYLIECHUS, MOTEHIMAIbHO 3HAYMMBbIEC IS
BO3HUKHOBEHUS JKEJTy10YKOBBIX HapyLIEHUI puTMa cepALa.

Bcem mammentam ¢ JXXTA B pamMkax mepBHYHOrO O0OCIIEIOBaHWS W B IpoOIecce
JUHAMHYECKOr0 HAOJIIO/IEHUs JUIsl UCKIIIOUEHHUSI COMYTCTBYIOMIMX 3a00JIeBaHUN U ONpesesieHus
TaKTHKH JICUEHUS L1eI1ecO00pa3HO MPOBEeAeHUE OMOXMMUYECKOTO aHaIM3a KPOBU, BKIIFOUAIOIIETO:
UCCIIeIOBAaHNE YPOBHEH HATPHA U KaJlusi, ypOBHS KpEeaTHHUHA, YPOBHS IIFOKO3bI, YPOBHS O0IIETO
Oenka, ypoBHs 001Iero OmMpyorHa, ypOBHSI MOYEBOM KUCIOTHI, YPOBHS C-peakTUBHOTO O€JKa,
AaKTUBHOCTH acnapTaTaMHHOTpaHc(epasbl U alaHMHaMUHOTpaHCchepas3bl, YPOBHS XOJECTepUHA U
JIMIONPOTEUIOB B KPOBH, YPOBHs TpUriauLepuaos [58, 59, 60, 61, 62].

o Pexomenpayercsi nmpoBeneHue o0miero (KIMHUYECKOT0) aHalIM3a KPOBU B paMKax
HNEPBUYHOTO OOCIENI0BaHHUS U B MPOILECCe TUHAMMYECKOrO HaOJIOAEHUS Y BCEX MAIMEHTOB C
KEJTyA0YKOBBIMU TaXMAPUTMHSIMU JIJIs1 HCKJIFOUEHHUS COMMYTCTBYIOIUX 3a001eBanuii [58, 59].

PKO IIaC (YYP C, YA 5)

J Bo Bcex ciyuasix y B3pocnbix nanueHToB ¢ JKTA pekoMeHnoBaHO o0cie0BaHne
JUTSL IOJITBEPKACHUS UM UCKITIOYEHHS TPEXOAAIuX (MOAUPUIMPYEMBbIX) (GAaKTOPOB, 3HAUUMBIX
s BosHUKHOBeHHS KA (mpuem cepaeunbix rmko3ugoB, AAIl (CO1B AnTnaputmMudeckue
npenapatsl [ u Il k1accoB), ypoBeHb Kajusi U MarHusi B CHIBOPOTKE KPOBH, MPU3HAKUA OCTPOTO
UM, runeptupeos u ap.) [59, 63, 64].

EOKIC (YYPC, Y1 5)

o [Tarmmentam co 3HaunMbIM yayinHeHHeM uHTepBasia QT Ha OKI' pexoMeHoBaHO
IIPOBEJICHUE KOMIUIEKCAa AHAJIM30B I BBIABICHUS MNPEXOIAIIMX IPUYMH: MCCIEA0BaHUE
TUPEOTPOITHOTO TOPMOHA B KPOBH y B3POCIHBIX JJIS BBIABICHUS TMIIOTUPEO3a U THIEPTHUPEO3a,
TUINOKAJIEMUH, THUIOKAJIbLIMEMUHU, TpUEMa JIEKAPCTBEHHBIX IpPENapaTroB, METa0OJINYECKUX
HapyIICHUH, TPUMEHEHHUS Pa3HOOOpa3HBIX AUET | JIp.) [61, 62, 63, 64, 65]

EOK IC (YYP C, YA 4 — nas B3pocasix , YYP C, Y 5 —nas nereid)

o [Manmentam, y xotopeix Ha DKI' peructpupyercs bpyraga-marrepH, peKOMEHIOBAHO

UCKITIOUEHHE MPEXOSIIUX TPUYHH, TPUBOIAIIMX K M0100HBIM n3MeHeHusM Ha DKI' (Hampumep,
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OCTPOro KOPOHAPHOTO CHUHIPOMA, TPOMOOIMOONINH JIErOYHON apTepuH, nepukapaurta u np) [50,
51].
YYPC,YIA5

2.4. UHCTpYMEHTAJIbHBIE NMATHOCTHUYECKHE MCCICTOBAHMS

CKpVHMHI IAUMEHTOB € MpeAnoJaraeMbIMU WIN J0Kka3aHHbIMU ZKTA

CrangaprHas OKI' B 12-TH 0TBeA€HUAX MOXKET CIIOCOOCTBOBATDH BBISIBICHUIO MTPU3HAKOB
HacCJIeACTBEHHBIX 3a0oneBanuid, cBsa3aHHbIX ¢ KA u BCC, Ttakux kak kanamonatuu (CYUQT u
CKUQT, cungpom bpyrana, KIDKT) u kapauommonarum (AKIDK u I'KMII). Ha CIIC
ykaspiBatoT Takue OKI-mpusnaku, kak Onokamga myuka I'mca, AB Omokana, rumeprpodus
xkenynouka u 3yoer; Q, xapakrepuwii mis UBC wnn wHQUIBTpAaTUBHOM KapIHOMHOIIATHH.
ONEeKTpOJUTHbIE HapylleHUs M 3(Q(EeKTbl pa3IMYHbIX JIEKAPCTBEHHBIX IIpenapaToB MOTYT
IPUBECTH K HAPYIICHUIO PENOJIAPU3ALUU U/ UK yATUHEHUIo Komiiekca QRS.

W3 uHCTpyMEHTaIbHBIX METOIOB AMATHOCTUKH Yalle Bcero ncnoib3yror DXOKT, kotopas
B cpaBHeHun ¢ MPT u KT cepaua, sBasercss MeHee Aoporocrosiuel, 0osnee JOCTymHOW U
HIO3BOJISIET C BBICOKOI TOYHOCTBIO IMAarHOCTUPOBATh 3a00J€BaHUs MUOKAp/a, KJIallaHOB Cep/la
WIN BPOKICHHBIE TIOPOKU cepaua, cBszanHble ¢ JKA u BCC [66]. Kpome Toro, y 601bIIMHCTBA
NAIMEeHTOB OHA MO3BOJISIET OLIEHUTH CHCTONMYecKyto (pyHkiuio JOK 1 pernoHanbHOe IBHKEHHE
CEepAECYHON CTEHKH.

J Peructpanus OKI' B 12 oTBeneHHAX pEKOMEHI0BaHA BCEM NALIMEHTaM C CEPJIEYHO-
COCYJIMCTHIMU 3a00JICBaHUSIMU TIPH TIPOXOXKAEHUN oOcimenoBanus 1yist BeisiBieHus JKA [50,740].

EOKIA (YYPC, Y1 5)

. Perucrparus OKT B 12 OTBEACHUSIX u MOHUTOPHUPOBAHUE
JIEKTPOKAPANOTpaPUUECKUX JaHHBIX PEKOMEH/JI0BaHbl BCEM MAlMEHTaM IMpU MOJO3pEHHM Ha
Hannuue KA ns ux noarsepxkaeHus win uckinodeHus [50,740].

PKO IC (YYPC,YIAS)

KommenTapuii. Monumopuposanue eKmpoKapouocpapuieckux OaHHbIX
yenecoobpasno ¢ yenvio e@uvisAsnenus KA, oyenku pesynbmamos MeOUKAMEHMO3HO20 U
xupypauueckozo nederus. C noMowbio MOHUMOPUPOBAHUS DNIEKMPOKAPOUOSPAPUUECKUX OaHHBIX
603MOJICHO CONOCMABUMb CUMNIMOMbL Y NAYUEHMA C PELUCMPUPYEMbIMU HAPYUEHUAMU PUMMA,
OYeHUms  KIUHUKO-IIeKmpoKapouozpagueckue xapakmepucmuxu KA  (munvi, Opems,
Mopgonozuto  apummuu, OnumenvHocms u nosmopsemocmv KT, uwacmomy coxpaweHuil
arcenyooukoe npu KT, ceazv ¢ nposoyupyrowumu akmopamu,).

. DnexTpokapauorpadgust ¢ (QU3NUECKOW HArpy3Kod pPEKOMEHJJOBaHA ITallMeHTaM,

€CJIM W3BECTHO WIM mpesmnonaraercs, uyto KA mpoBomupyroTcs GU3UYECKON HArpy3KOM, s
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YCTAaHOBKM JMarHo3a, ONpeieaeHus IPOrHO3a, OLIEHKU PE3yJIbTaTOB MEAMKAMEHTO3HOM Tepanuu
niy abnanuu [67].

EOKIA (YYPC, Y1 5)

Kommenrapuii. /Jannoe ob6cnedoganue 0O0NHCHO NPOBOOUMbCSA KEAMUDUYUPOBAHHBIM
NEPCOHANIOM 8 OCHAUEHHOM CO2NIACHO MPebo8aAHUAM NOMEUEHUU.

. OXOKI nns ouenku ¢pynxumu JOK u IDK u BorsiBnenus CIIC pekomeH10BaHa BceM
HNalueHTaM ¢ MpeanonaraeMpiMu win AokasaHHbIMU JKTA wiM uMEromuM BBICOKMM pPHCK
pasButus Tsoxenbix KA wiu BCC [68, 69,741].

EOKIA (YYPC, Y1 5)

Kommenrapuii. DXOKI' credyem evinonansams écem nayuenmam npu Haauduu KA u
nooospenuu Ha CIIC, a makowce y nayuenmos ¢ vicokum puckom pazeumus KA um BCC,
Hanpumep,  npu  OUIAMAYUOHHOU,  SUNEPMPOPUUECKOU  UTU  NPABOHCENYOOUKOBOU
Kapouomuonamuu, a makace y nayueHmos, nepesxscusuux ocmpoiii UM, uiu y poocmeeHHUKo8
nayueHmos ¢ HaciedcmeeHHbIMU 3a601eeanuamu ¢ evicokum puckom BCC.

. Harpysounsrii  ctpecc-tect  (OKI/OXOKI/OnnodoTroHHass  SMHCCHOHHAS
KOMIIbIOTEpHass ToMorpaguss Muokapia nepdy3uoHHas ¢ (QyHKIMOHAIBHBIMU TNpOOaMu)
PEKOMEHI0BaH B3pOCIbIM ManueHTaMm ¢ JKA, UMEIOINUM CPEIHIOI WIN BBICOKYIO BEPOSITHOCTH
NBC, ucxons u3 Bo3pacta Wi CUMITOMOB, C LEJIbIO TPOBOKAIIMY UIIEMHUYECKUX U3MEHECHHUIN WITN
KA, a Takxke aJisi YTOYHEHMS AuarHo3a W mporHosa npu Hamuuuu JKTA, waynupoBaHHBIX
¢du3nueckoil Harpy3Koi, MM MOJA03PEHNHU Ha JJaHHYIo narosoruto, Bkitoyas KIDKT [67, 68, 69]

EOKIB (YYP C, Y1 5)

KommenTtapuii. Hekomopuvim nayuenmam noxasana IXOKI ¢ papmaxonoeuneckoii unu
Gusuueckoil nHaepyskou («cmpecc-2X0»), 6 mom uucie nayuenmam, y komopvix KA mooucem
ObIMb CNPOBOYUPOBAHA UEMUEl, A MAKJHCce MeM, KMo He NepeHocUum usuieckue Hazpys3Ku uiu
umeem usmenenusi IKI' 6 nokoe, umo oepanuuusaem moynocme IKI' 011 onpedenenus uuemuu.

. Bemonnenne MPT cepama ¢ KOHTPAaCTUPOBAHMEM  WIH  CIIMPAJIbHOMN
KOMIIbIOTepHOH TOoMorpaduu cepana ¢ OKI-cuaxponuzamueir y manueHToB c KA
pexoMeH1oBaHO Juist yrouHeHus uHopmaruu o ¢yHkiun JOK u TDK w/unm o cTpyKTypHBIX
M3MEHEHUAX cep/na B ciaydasx, korna DXOKI e naet touHoi nuadopmanuu 8, 51].

EOKIIaB (YYPC, YA 5)

Kommenrtapmii. Ha kauecmeo noumu ecex U008 u3o00padxcenuss 61usem Haiuyue Yacmoix
XKDO. Cunxponuzayuss IKI, Oononnumenvhvie nociedogamenvhvle 3a0epiHCKU ObIXAHUS U
npumenenue [-aopenobrokamopog ons cuudcenuss YCC cnocodmvl ymyyuwiums Kaiecmeo

susyanuzayuu [8].
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o [Ipu penkux cumnToMax (K TpUMEpPy, CHHKOMAIbHBIE COCTOSIHUS) H
HEBO3MOXKHOCTH DPETUCTpAllMU SMu3oAa B mpoiecce MoHuTopupoBanuss DKI' pexkomeHn0oBaHO
UCTIOJIb30BaHUE KapJUOMOHHUTOpA HUMIUIAHTUPYEeMOro*** ¢ 1enpio BBIABICHHS BO3MOXKHBIX
TPaH3UTOPHBIX APUTMHUIL, CIIOCOOHBIX BBI3BIBATH Takue cUMOTOMEI [70, 71].

EOKIA (YYPC, Y11 4)

Kommenrapuii. Tun npubopa monumopuposanuss IKI u onumenvrocms 3anucu 00HCHbl
COOMBEemcme08ams  4acmome KIUHUYECKUX coovimuil. Xoameposckoe MOHUMOPUPOSAHUe
cepOeuno2o pumma 6 meyerue 24—72 uacos nooxooum npu noYmMu exceOHe8HbIX Apummusix, a npu
PpeoKux cobvimusx yenecooopasna bonee onumenvras 3anuce IKI': edcenedenvno — 5-7 cymounoe
MOHUMOPUPOBAHUE INEKMPOKAPOUOCPAPUUECKUX OAHHBIX, HECKOIbKO pa3 8 200 UIU pedce —
npumMeHerue KapOUOMOHUMOPA UMNIAHMUPYeM020 ***,

HNuBa3uBHbIE METOABI IMATHOCTHKH

J Pexkomennyercss mpoBecTH KOpoHaporpaduio UIs  MOATBEPXKACHUS WX
UCKJIIOYEHHS HATMYUS TeMOIMHAMUYECKH 3HAYUMBIX CTEHO30B KOPOHAPHBIX apTEPHIl y B3pOCIIBIX
MalMeHTOB ¢ )ku3HeyrpoxkaroummMu KA nnu nepexxuimux BCC, KoTopble UMEIOT CPEIHIOI WU
BBICOKYIO BeposTHOCTh MIBC ¢ yueToM Bo3pacTta u cuMnToMoB [72, 73].

EOK IIaC (YYP C, Y 4)

o Pexkomenyercss MO3WTHBHAs KOHTpAcTHAash BEHTPUKYyJIOrpadus cepiaua W/wim
Ouorcust MHOKap/ia MPaBoOro KeJIyA0uKa sl UCKITIOUECHHS WU ToATBepkaeHust quarao3a AKIDK
WIM MHOKApAUTa, €CIU 3TH 3a00JeBaHUS HE MOTYT ObITh YCTAHOBJEHBI WM HCKJIIOYEHBI Ha
OCHOBaHUU PE3yJIbTATOB JIPYTUX HEMHBA3UBHBIX UCCIIECOBAHUM U COXPAHSIOTCS MOJ03PEHUS Ha
HaJM4Ke OJJHOTO U3 ATUX 3a0oieBanuii [51, 73].

EOK IIaC (YYP C, YA 5)

Buytpucepaeunoe asnekrpodusuonornueckoe ucciaegopanue (BCOOU) ¢ TICK
UCTONB3yeTCs 7S oueHku mHAykuuu KT, kapTUpoBaHUS MOTEHIIMAIBLHOW 00JacTH alnanuu,
OlLIeHKH pUcKOB MOBTOpHBIX 3MH3070B KT mnu BCC, a Taxke A BBIABICHUS NPUYMH TOTEPU
CO3HAHMS, BO3MOYKHO, CBSI3aHHBIX C HApPYyIIEHUSMU PUTMA, U JUIS ONpPEJEICHMs MOKa3aHUM K
MPUMEHEHHUIO KapJuoBepTepa-aepudpuiuiaTopa uMIuiantupyemoro*** (MK/I).

J [TanmenTam, UMEIOIINM XapaKTEpPHbIE KIMHUYECKUE ITPOSBIEHUS, HO HE UMEIOLIUM
OKT', 3aperucTpupoBaHHBIX BO BpeMs MPHUCTYIIOB, a TAKXkKe B CIy4asX, KOrJa AUarHo3 HE MOKET
OBITH OJJTHO3HAYHO MOcTaBiIeH Ha ocHoBaHMK DKI', 3apeructpupoBaHHON BO BpeMsl TapOKCH3Ma,
st uaaykun KT u Bepudukanuu nuarnosa pekomenayercs nposeaeane BCODU [50, 51].

EOKIB (YYP C, Y1 5)
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. BCO®U pekoMeHyeTcst B3pOCIBbIM MAIMEHTaM IPH Kaio0ax Ha 0OMOPOKHU U TIPH
MOJNO3PEHUM Ha OpaJuapUTMUI0 WM TaXUapUTMHIO C Y4YETOM CHMIITOMATUKH (Hampumep,
yUalleHHOe cepAleOreHne) WIM Pe3ybTaTOB HEHMHBA3HMBHOTIO 0O0CIENOBaHMSA, OCOOCHHO IS
narmenToB co CIIC, nns crparudukanuu pucka BCC u BeiOopa neuedHoit TakTiku [74, 75].

EOKIB (YYPC, Y1 4)

Kommenrapuii. Oomopoku aensaromces HeO1a20npusmubiM IPpUSHAKOM y NAYUEHMO8 CO
CIIC, ocobenno npu svipasicennon oucyukyuu JUK. Hanuuue y nayuenma neycmotivugou KT
(HY?KT) no oannvim XMOKT', oomoporoe u CIIC ¢ 6onbuioti 0onel 6eposmHocmu yKazvleaem Ha
npucymcmeue unoyyupyemou XT. Ilpu couemanuu CUHKONAIbHBLIX COCMOAHUU, 3a0071e8aHUS
cepoya u cuudicennol @B JDK ommeuaemcs gvicokas uacmoma no8mopHsix 3nU30008 apummuu
u cmepmenvHuiX cayuaes, dadice koeoa BCODU oaem ompuyamenvuvie pesyrbmamol. BCODHU
yenecoobpazHo 8bINOIHAMb Y nNayueHmos ¢ ouc@yuxyueti JIDK nocne nepenecennoco UM (OB JIDK
<40%), Ho OanHOe uccredo8aHue He AGNAEMC YY8CMBUMENbHbIM MemoO0OM Ol NAYUEHMO8 C
HeuwemMu4eckou kapouomuonamuetl, npu 3mom unoykyus nonumopgroui KT unu @K, ocobenno
npU azpeccusHol cmumyaayuu, He asisemcs cneyuguunvim mapkepom. Ilpu UBC yennocmo
(npedckazamenvHas MOYHOCMb) OUACHOCMUYECKoU uHgopmayuu, nonyyennou npu BCIODU,
Mmodicem oocmueams 50%.

. BCO®U pexomennoBano mis crpatudukannu pucka BCC y B3pocibix MalueHToB
¢ cunapomoM bpyrana, ¢ AKITK, ogHako nHTepnpeTanusi pe3yibTaToB UCCIeI0BaHUS TpedyeT
ocTopoxkHoctu [76, 77, 78].

EOK IB (YYP C, YA 4 nas B3pocasix; YYP C, Y 3 nas aerei)

KommenTtapuii. Omcymcemeue undykyuu KT unu @K 6 xo0e ucciedosanus ykazvlieaem
Ha 61a2oNnpusmmuslli NPO2HO3, 0OHAKO, npocHocmuyeckas 3Havyumocms unoykyuu KT unu @XK 6
Hacmosujee 8pems He onpeoeneHd.

. BCO®U ne pexomenayercsa ans crpatupukaumu pucka BCC y B3pocibix
nanrenToB ¢ CKUQT (cunapomom xopotkoro unrepsana QT) u mpu KIDKT [76, 77, 79, 80, 81].

EOKIII (YYP C, Y/ 4)

Kommenrtapuii. O6vem yennotl ouacHocmuyeckol uHphopmayuu, NOIy4eHHOU ¢ NOMOUbIO
BCO®U, cywecmsenno eapvupyem 6 3a8UCUMOCIU OM MUNA U MANCECMU OCHOBHO2O
3abonesanussi cepoya, Haauyus unu omcymcmeus cnoumauuou KT, npunumaemvix
JIeKAPCMBEHHbIX NPenapamos, NPomoKoia cmumyrayuu u oonacmu cmumyarayuu. Haubonvuwasn
yacmoma UHOYKYUU U 8OCHPOU3IBOOUMOCTE MeEMOOa ommeyeHa y nayuenmos, nepenecuiux M.
Huaenocmuueckas uHOpmMamueHocms OMAUYAEMCA 8 PA3HBIX SPYNNAX NAYUEHMO8 U 0ObIYHO

oosonvrno mana npu omcymcemeuu CIIC u usmenenutt na OKI' [75, 77] u uacmo oaem
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JlodACcHOOMpuyamenvivie pezyiomamol [77]. V nayuenmog ¢ nopmanvrou ¢yuxyuetl JOK u b6e3
CIIC BCO®HU mooxcem cnposoyuposams Hecneyupuueckyio maxuapummuio.

IIpoBokanuoHHblie MPoOBLI B nMarnoctuke JKTA

Axmuenas opmocmamuyeckas npooa. OueHka nuHamuku wuHTepBana QT mnpum
peructpammu OKI' B xone oprocraTiueckoil mpoOsl 00aaeT TMarHoCTUYECKON 3HAYMMOCTBIO,
MO3BOJISIL B psijie ciry4yaeB BeIABUTH Jull, 60onbHBIX CYUQT. Tlocie mepexona B BEpTUKAIBHOE
MIOJIOKEHUE OTMEYAECTCSI YMEPEHHOE YBEJIMYEHHUE YacCTOThl CUHYCOBOI'O PUTMA, MPU 3TOM Yy
3/I0POBBIX TMALMEHTOB JUIMTENbHOCTh MHTepBana QT ymenbiaercs, a y OonpHbix CYUQT
IPOJODKUTENBHOCTh MHTepBasla QT yMmeHbIlIaeTcs MEHee CYIIECTBEHHO, HE M3MEHSETCS WU
YBEJIMYUBAETCS (MaKCUMaJIbHO 3TO BbIpaskeHO y mamueHtoB ¢ CYUQT 1-ro tuma). Y nnunenue
koppurupoBanHoro uarepsaia QT (QTc) B optoctaze 6omee 499500 Mc sBIsAETCS OJHUM M3
JuarHoctuueckux kpurepues [80, 81, 82].

Ilpoba ¢ 003uposanHoll PU3ULECKOU HASPY3KOU HA Bel03peoMempe Ulu mpeomuie.
Haubonee unpopmaTiBHA OlEHKA IMTEIbHOCTH MHTepBaja QT B mepuoa BOCCTAaHOBIICHUS.
OueHuBaeTcsl JMHAMHUKA IIOKa3aTessl KOppUIMpoBaHHOro uHTepBana QT B ucxone, Ha mHKe
Harpy3KkHu 1 4-ii MUHYT€ BOCCTaHOBUTENIBHOTO Nepuoja. Bennunna nnrepsana QTc >480 mc Ha 4-
i MHUHYTE BOCCTAHOBJIEHHS IIOCJE CTPECC-TECTa CUUTAETCSI OJHUM W3 KPUTEPUEB UATHOCTUKU
BpoxknenHoro CYUQT (kpurepuid, 0 3HAYMMOCTU COTIOCTABHUMBIM C HAJIUYHEM albTepHAIIUU
syoma T) [81, 82].

2.5. Uaple fHATrHOCTHYECKHE HCCIEI0BAHNS

MeToabl MOJIEKYISIPHO-T€HETHYECKOT0 HCCJIeI0BAHUSA

Meauko-reHeTHIeCKOe KOHCYJIbTUPOBAHUE B YUPEKICHUSX C OIBITOM T€HETHYECKOTO
o0cyIeIoBaHusl M TMHAMUYECKOTO HAOJIOJICHUST HEOOXOAMMO BCEM TAIMEHTaM C IEePBUIHBIMU
JJIEKTPUYCCKUMHU 3a00JIeBaHUAMHU cepila (KaHAIOMaTUSAIMH) M WX POJACTBEHHHKAM, M JIOJIXKHO
BKIIIOYaTh OOCYXKICHHE TIOJIb3bl, PUCKOB U OTPAaHUYCHHA TE€HETHUYECKOTO TECTUPOBAHUA.
[TanmeHTHI TOMKHBI OBITH MOJTHOIIEHHO OCBEOMIICHBI O cMbIciie U 3HauK/lumocTn ckpuHUHTA,
BO3MOXKHBIX €r0 pe3yJbTaTaX, WX KIMHHYECKOM 3HAUCHWH, a TaKXKe B IIEJIOM O BOIPOCAX
HacneactBeHHoctH CC3. CtpaTerus JiedeHus: He J0JDKHA 0a3MpOBaThCs TOJBKO Ha pe3yJibTaTax
TEHEeTMYECKOTO TECTHUPOBAHUS, HO JIOJDKHA ONHMPAThCS Ha PE3yNbTaThl BCECTOPOHHETO
KJIMHUYECKOI0, THCTPYMEHTAJIBLHOTO U TeHEeTHYeCKoro oocnenosanus [81, 83, 84].

[enecooOpa3HO BEIOIHATH TCHETUIECKOE UCCIICOBAHNE Y IMTAIIMEHTOB C MMOTCHIIMATHLHBIM
NIEPBUYHBIM 3JICKTPUYECKUM 3a00JIeBaHUEM cepila (KaHAJIOIAaTUEeH) TOJIbKO B COYCTAHHH C
HaJUIeKAIMM MEJIMKO-TeHETUYECKUM KOHCYJIbTUpoBaHueM (81, 82, 83, 84].

Cunapom yanuHenHoro narepsajia QT (CYUQT)
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. MoueKyIspHO-T€HETUUECKOE HCCIEI0BAaHUE MYyTallMd B TIeHaX, MMEIINX
NoKa3aHHbIM nMpuuuHHBIN XapakTtep B oTHomeHnuu CYUQT (KCNQI, KCNH2, SCN5A, CALM1,
CALM2, CALM3), peKOMEHIyeTCs C IIeJIbI0 JHArHOCTUKH BCEM TMAaIlM€HTaM C BBICOKOM
BEPOSATHOCTBIO KiIMHUYecKoro auarHoza CYUWQT, oCHOBaHHOrO Ha JaHHBIX MEPCOHAIBHOIO WU
cemeiitHoro anamue3a u JaHHbix OKI' nmokos, XMOKI' u Harpy3zouHnoro Tecra (mkaia [lIBapia B
Ipunoxennn I'1 [83, 84, 85].

PKO IB (YYP B, Y1 3)

Kommenrapmii: V' nayuenmos c¢ yonunenuem ummepeana QT u cneyuguyeckum
Genomunom, XapakmepuviM Ol HACIEOCMBEHHBIX CUHOPOMOS, cledyem HpPo8oOUMb HOUCK
mymayuti 8 coomeemcmeyowux eenax (Hanpumep, et KCNQI u KCNEI npu cumopome
Lowcepsenna-Jlanee-Hunvcena, een CACNIC npu cunopome Tumomu,; 2en KCNJ2 npu cunopome
Anoepcena; cen TRDN, eciu npeononazaemcs cUHOpOM HeOOCMAMOYHOCMU MPUAOUHA, 2eH
NAA10 npu cunopome Oz20ena) [84, 85, 86].

. [IpoBeneHNEe KOMIUIEKCHOTO MOJIEKYJISIPHO-TEHETHUECKOI0 HCCIIEIOBaHUS Ha
BBIABJIICHHUE BO3MOXXHBIX MyTanuid B reHax KCNQI, KCNH2, SCN5A, CALM1, CALM2, CALM3
(CYUQT 1, 2 u 3-ro TtumoB — Haubojee pacnpocTpanéHHble (OpMbl 3a00JeBaHMS)
peKoMeH10BaHO c 1eibto AuarHoctTuk CYNQT BceM mauueHTam ¢ KiuHu4ecKumuy nposieneHusmu
CYUQT u ymmmnaennem untepBana QTc, 3apeructpupoBanHbiM Ha OKI' B mokoe wim npu
MIPOBEJICHUH NMPOBOKAIIMOHHBIX TUAarHOCTUYECKUX P00, a TaKKe BCEM MallMeHTaM, HE UMEIOIIUM
xapakTepHblX i1 CYUQT kauHUYeCKHX cUMOTOMOB, Tpu peructpanuu Ha OKI' yanuHeHus
unrepBasia QTc >480 mc B mpemyGepratHoM Bo3pacte U QTc >500 Mc y B3poCHbIX Hpu
OTCYTCTBHHM JIPYTMX BO3MOXKHBIX IPUUMH yaiauHeHust uarepaia QT [82, 83, 86].

EOKIA (YYP B, Y1 3)

KomMmenTapuii. Memoosr  monexynapHo-eeHemuuecko2o — UCCIe008AHUA — UMEIOMm
cywecmeennoe sHauenue 6 ouaznocmuxke CYUQT u onpedenenuu npoenoza nayuenmos. Ilpu
npoGedeHUuU  KOMNJIEKCHbIX —2eHemU4ecKux aHamu3o8 Mymayuu yoaémcs O0OHaApyICumo
npubausumensvHo y 75% nayuenmos, nod3momy OmMpuyamenvHulli pe3yibmam 2eHemuiecKko2o
aHanusa He no3eojsem NoIHOCMbI0 uckiouums ouacnos CYUQT. B ciyuae ompuyamenbHo2o
aHanu3a Ha Mymayuu 8 nepeotl IUHUU OUASHOCIUKU, MOd#CeNm ObiMb PACCMOMPEHA BO3MONCHOCTD
npoGedeHUst IK3IOMHO20 CeKEEHUPOBAHUS OJisl NOUCKA KAY3amugHo20 eapuanma y npooanoa.

. [IpoBeneHne KOMIUIEKCHOTO MOJIEKYJISIPHO-TEHETHUECKOTO HCCIIEIOBaHUs Ha
BBISIBICHHE BO3MOXHBIX MyTanuii B reHax KCNQI, KCNH2 wu SCN5A pekoMeHAOBaHO
nauveHtam, He umerowum xapakmepuvix CYUWNQT-cumnromoB, npu peructpauuu Ha IKI

ymmaenns: uareppaiia QTc >480 mc B mpenyoepratHoM Bo3pacte U QTc >500 Mc y B3pocibIx
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IIPU OTCYTCTBUU JPYTHX BO3MOXKHBIX MPUYHH yUTMHEHUs nHTepBana QT, ¢ menbio THarHOCTUKU
CYHUQT [82, 83, 86].

EOKIA (YYP B, Y1 3)

. B cnyuae oOnapyxenuss y mnamuenta ¢ CYHQT reneruueckoil MyTaiuw,
MIPOBEJICHNE CKPUHUHTA, HANPABICHHOIO Ha BBISBICHHE ATOW MYTallUd, PEKOMEHJIOBAaHO BCEM
OJIM3KUM POJCTBEHHHKAM, JaKe MPU OTCYTCTBHH Y HHUX XapaKTEePHBIX AJI 3TOTO 3a00JeBaHUS
KJIIMHUYECKUX MposiBiaeHUi 1 u3menennit DKI' 1iis orileHKU MHAMBHUIyalbHOTO MporHosa [82, 83].

EOK IIaB (YYP B, Y 3)

. Pexomengyercst  paccMOTpEeTb  BO3MOXXHOCTb — MOJIEKYJISIPHO-TE€HETHUYECKOTO
uccienoanusi reHoB KCNQI, KCNH2, SCN5A, KCNEIl u KCNE2 y naugeHTOB C aHAMHE30M
JIeKapCTBEHHO-UHAYIIMpOBaHHOTO yanuHeHus unrepasia QT B Bozpacte <40 neT mpu HaJIU4UU
6azoBoro QTc>440 mc (y myxunn) u QTc>450 mc (y xKeHIMH) (B OTCYTCTBHE IPOBOLUPYIOIIETO
npenapara) JJis MOTeHLIHaabHOoro BblsiBIeHUs BpoxxaeHHoro CYUQT [81, 83].

PKO IIb C (YYP C, Y/ 5)

o Jns  OLEHKM  WMHIMBHAYaJIbHOTO  TPOrHO3a  PEKOMEHIYEeTCS  BapUaHT-
criennuUecKuil KaCKaHbI CEeMEHHBIN CKPpUHUHT pojicTBeHHHKaM npobdanna ¢ CYUQT, naxe
IpU OTCYTCTBHH Yy HHX XapaKTEpHBIX IS ATOro 3a00NieBaHUs KIMHUYECKHX MPOSBICHUA WU
m3menenuit DKI [81, 83].

PKO IC (YYPC,YIAS)

KomMmenTapmii: cenemuueckoe mecmuposanue Onsi OYeHKU NPOSHO3A Yy Oemel -
POOCMBEHHUKO8 NPOOAHOA C BbIAGIEHHOU Mymayuell peKOMeHOYemcs,, HA4UHAsl ¢ PONCOeHUsl (8
J11060M 8o3pacme).

Cunapom bpyranga

EnuHCTBEHHBIM I€HOM C JTOKAa3aHHOM Kay3aTHUBHOCTHIO MIPU CHHIApOME bpyrana sBisetcst
red SCN5A, oHaKO Ha JOJII0 MyTalluid B 3TOM T€HE MPUXOJUTCS Jiuilb okojio 20% ciydaeB
3aboneBanus. M3BectHeie (eHokomuu cuHApoma bpyrama, Takwe, Kak HIIEMHS MHOKapa,
DJIGKTPOJIUTHBIE  PACCTPOMCTBA, TPOMOOIMOONHS  JIETOYHOW  apTepuu, JIeKapCTBEHHAas
WHTOKCHKAITUS, IOJDKHBI OBITh UCKITFOYCHBI JIO BBITOJIHCHUS TECTHPOBAHUS.

. [Touck myranuii B rene SCN5A pekoMeHyeTcs nanueHTaM ¢ bpyrana-narrepHom
1 Tuna Ha DK, mposSBASIONIMMCS CIIOHTAaHHO WK HA (OHE IPUMEHEHHUsI OIOKATOPOB HATPUEBBIX
KaHAJOB, B COYETAaHWHM C KIMHWYECKUMH TPOSIBICHUSIMH W/WIN OTSITOMIEHHBIM CEMEHHBIM
aHaMHE30M, C LIEeJbI0 THarHOCTHKY cuHapoMa bpyrana [85, 86].

PKO IC (YYP B, V]IJI 3)
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. Bapuant-crienuduiecknii KackaaHbIA CEMEWHBIA CKPUHUHT PEKOMEHIYETCS
YJieHaM CeMbU MpoOaHa C BHIIBJICHHBIMU PEAKUMH T€HETUYeCKUMU BapuaHTamu V-V kiaccos
MaTOTEHHOCTH C LeTbio puck-ctpaTudukanuu BCC [85, 86].

PKO IlIa C (YYP B, Y1 3)

. He pexomeHayercs mnpoBeNEHUE MOJEKYJISIPHO-TEHETUYECKUX HCCIIEI0BAaHUI
JUIAM JUIsl TUarHOCTHKY, eciu Ha0monattesa opyraganonoousie OKI-u3MeHenus Toabko 2-1o 1
3-ro TUNOB, IPU OTCYTCTBUM Y HHMX KIMHUYECKUX MpOsiBIeHUN U oTsaroménHoro no BCC
ceMeitHoro anamuesa [85, 86].

EOK IIIC (YYP B, Y1 3)

Karexosiamuneprudeckasi nossumopguas xeaygouxosas raxukapaus (KIIKT)

. Bceem nmanuenram ¢ KIDKT u nmanuenTaMm, KIIMHAYECKUE IPOSBICHUS KOTOPBIX C
OOJIBIION BEPOSITHOCTBIO MOTYT OBITH OOYCIIOBJEHBI 3TUM 3a00JeBaHHEM, PEKOMEHIYeTCs
MOJIEKYJISIPHO-TEHETUUECKOE UccienoBanne myTaiuil B reHax RYR2, CASQ2, CALM1-3, TRDN,
TECRL, KCNJ2 ¢ uenpto TMarHOCTUKY U yTOYHEHUSI MHIUBUIyaIbHOTO MporHo3a [82, 87].

EOKIC (YYPC, Y1 5)

KommenTapuii: Kriunuueckue nposenenus curnopoma IlypKunve-accoyuuposaHubix
ROMUMOPPHBIX JHcey00uUKo8bix apummuu (mymayuu 6 cene SCNSA) u cunopoma Amoepcena
(mymayuu 6 cene KCNJ2) makace moeym nepexpvisamvcsa ¢ KIDKT, oonaxko yuacmoma K3 6
noKoe (8He KamexoramMuHepeUiecKo CmuMyIayuu) y makux nayueHmos 00801bHO 8blCOKd, 4mMo
omauyaem smu cunopomwvl om ucmunnoi KIDKT. TTosmomy 01 psoa nayuenmos @KiroueHue 8
ouazHocmuyeckyro nanenv 2ena SCNSA makawce modcem 6vims onpasoano.

. B ciiygae oOHapykeHHS y TalieHTa MaTOTHOMOHUYHOW T€HETHUYECKOW MYTallud
IPU MOJIEKYJISIPHO-TEHETHYECKOM HCCIIeI0BAaHUH, HAMIPABIIEHHOM Ha BBISBIICHUE STOM MYTalluH,
BCEM OJM3KUM pPOJCTBEHHHMKaM MAallMeHTa pPEKOMEHJOBAHO IPOBENECHUE MOJEKYJISIPHO-
T€HETUYECKOTO CKPUHUHTA, TayKe MMPU OTCYTCTBUU Y HUX KIIMHUYECKUX MPOSBIICHUH 3a00I€BaHMUS,
C LIENIbI0 JUATHOCTUKYU M YTOUYHEHUS! MHIMBUIYJIbHOTO TIPOTHO3a [82, 84].

EOKIC (YYPC, Y1 5)

Cunapom kopoTkoro unrepsaia QT

o [Taunentam ¢ knauHudyeckuMm nono3peHueM Ha CKUQT pexomenayercs
paccMOTPETh BO3MOXKHOCTh KOMILIEKCHOTO 1orcka myTtanuii B renax KCNH2, KCNQ1, KCNJ2 n
SLC4A3, nns BBISIBICHUS M OLICHKU MIEPCOHATBHBIX PUCKOB [82].

EOKIC (YYPC, YA 5)

Kommenrtapumii. Credyem yuumvigamv HU3KYIO YYBCMBUMENbHOCIb  Memo008 6

ouazHocmuke 3a001e6aHus.
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° Jns  OLleHKM  WHAMBUAYAJIBHOTO  MPOTHO3a  PEKOMEHAYETCS  BapUaHT-
crenupUIecKril KacKaJHbli ceMeWHbIN CKpUHUHT poicTBeHHHKaM mpobanna ¢ CKUQT, maxe
IpU OTCYTCTBUHM Yy HHX XapaKTEPHBIX IS ATOro 3a00JieBaHUs KIMHUYECKHX MPOSBICHUA WU
n3menennii OKI [82].

PKO IIaB (YYP C, Y 5)

ApUTMOreHHAs] KAPAHMOMHONATHSA

ApUTMOTCHHAsI KapJAHMOMHUOIATUS XapaKTepU3yeTCs, KaK MpaBWiIo, (UOPO3HBIM WIIH
(UOPO3HO-)KUPOBBIM 3aMEIICHUEM MHUOKapia, YTO BEACT K MPOrPECCHPYIOMEMY HapyIICHHUIO
COKPaTUTEIHHOU CIOCOOHOCTH (0YaroBOM/TI00ATbHOM) W BBICOKOM YacCTOTE IKEITYIOYKOBBIX
aputMuil. CTpPYKTYpHBIE W3MEHEHHUsI MOTYT MOPaKaTh KaK IMPaBbld, TaK U JIEBBIU JKENyJ0YEK,
TaKkK€ W3BECTHBI OWBEHTPHKYJSpHBIE (OPMBI. BBIIENAIOT TpU OCHOBHBIX (EHOTHUIIA!
MPEUMYIIECTBEHHO  TMPABOXKEIYJOYKOBBIM  BapuaHT  («KJIACCHMYECKas»  apUTMOTCHHAas
kapauomuomnatus npaBoro skenygouka — AKIDK (ARVC)), OuBeHTpHUKYJISpHBIH BapHaHT U
MPEUMYIIECTBEHHO JIEBOXKETYOUKOBBII BapHaHT (TakKe W3BECTHBIM KaK «apUTMOTEHHAas
JeBoxenyoukoBas kapauomuonatus» — ALVC). UnenTudukanys reHeTHYecKoro BapuaHTa
BBICOKMX KiaccoB martoreHHocTH (Ilatorennsiit/BeposiTHO maToreHHsbli) sBisieTcs OONbIINM
JIMAaTHOCTUYECKUM KPUTEPUEM ISl BCEX THUIIOB APUTMOTCHHOM KapAUOMHUOINATUM, a ISt
MOCTAaHOBKU JIMAarHO32a JIEBOXKEITYJOUKOBOTO BApUAHTA APUTMOTCHHOW KapAMOMMOIATUNA MOMKET
OBITh HEOOXOAMMBIM ycioBHeM. CaMbIM YacTBIM THUIIOM HACJICIOBAaHUS APUTMOTECHHOU
KapJIMOMHUOTIATHH SIBJSIETCST ayTOCOMHO-IOMHUHAHTHBIN, HO HM3BECTHO HEOOJBIOE YHUCIO U
ayTOoCOMHO-pereccuBHBIX hopm [81, 88, 89, 90].

. BceMm nanmenTaM ¢ docmogepuvim Ouazno3om apuTMOTEHHON KapJIUOMHUOIIATHH,
MOCTaBJICHHBIM Ha OCHOBAaHUM COBPEMEHHBIX JIMATHOCTHYECKUX KPUTEPHUEB, PEKOMEHIYETCS
nouck myrtauuit B renax PP2, DSP, DSG2, DSC2, JUP, TMEM43, PLN, FLNC, DES, LMNA. B
Cly4yae BBISIBJICHHUS BApUAHTOB C BBICOKMM KJIACCOM MAaTOT€HHOCTH MPOBEICHHE KAaCKaJIHOTO
CEMEWHOT0 CKPUHUHTA, HANPABJICHHOTO HA BBIABJICHHE ITOW MYTAIMH, PEKOMEHIOBAHO BCEM
OJIM3KUM POJCTBEHHUKAM, JIaXK€ TIPH OTCYTCTBUH Y HUX KJIMHUYCCKUX TPOSBIICHUNA 3a00I€BaHNUS,
C LENbI0 JUArHOCTUKHU M YTOUHEHUS] MHANBUYaJIbHOTO MporHo3a [81, 82, 84].

YYPC, VIS5

° Bcem nanueHtaM ¢ gepoammublM U 603MONMCHBIM OUAZHO30M APUTMOTEHHOMN
KapJIMOMHUONATHH, TTOCTABJICHHBIM Ha OCHOBAaHUU COBPEMEHHBIX TUArHOCTHUECKUX KPUTEPHUEB,
peKoMeHyeTcs MOUCcK MyTamui B reHax PKP2, DSP, DSG2, DSC2, JUP, TMEM43, PLN, FLNC,
DES, LMNA, ¢ uenpio JUarHOCTUKU M YTOUYHEHHUs MHIMBHyalbHOro mporHosa [81, 82, 83, 88,
90].

PKO IIaB (YYP C, YU 5)
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Kommenrtapuii: B ciyuae evisgnenus 6apuanmos ¢ 6blCOKUM KIACCOM NAMO2EHHOCHU
yenecoobpazno npogedeHue KACKAOH020 CeMeUH020 CKPUHUH2d, HANPAGIeHHO20 HA BblieleHUe
oMol mymayuu, y 6cex ONUZKUX POOCMBEHHUKO8 NpoOanoa, odjce Npu OMCYmMCmeuu )y Hux
KAUHUYECKUX NPOsAGIeHUU 3a001e8aHUsL.

IIaTosioroanaToMuuyeckoe HCCJIeJOBAHME W MOJICKYJISIPHO-TEHEeTHYECKUH AHAIH3 Y
’KepTB BHe3aNHOM cepae4Hoil cMepTH

. Aytomncus (A08.30.019 [TatonoroanaToMHMue€CKO€ BCKPHITHE) PEKOMEHI0BaHA IS
YCTAHOBJICHUS IPUYMH BHE3aITHOM CMEPTH U BbISICHEHUS (QakToB, siBisgercsa 1u BCC cnencrBuem
HapyIICHUH PUTMA WM IPYTUX MEXaHU3MOB (K PUMEPY, pa3pbiB aHEBPU3MBI a0pThl) [82, 91].

EOKIC (YYPC, YA 5)

. HezaBucumo oT CPOKOB MIPOBEICHUS ayTOIICHH, Hapsay c
[IaTOJIOTOAHATOMUYECKUM  MCCIEIOBAHUEM,  PEKOMEHIOBAHO  BBIOJIHEHHWE  IATOJIOTO-
AQHATOMHYECKOTO HCCIIEOBaHMs OHONCHIHOTO (ONMEpallMOHHOr0) Marephaja MHUOoKapaa ¢
NPUMEHEHHUEM DJIEKTPOHHO-MHUKPOCKOIIMYECKUX METOJIOB, BKJIIOYAsl HCCIEIOBAHUE MEUYEHBIX
OJIOKOB TIONEPEYHBIX CPE30B MHOKapAa OOOMX JKETyJIOYKOB, OONAJAIOLUX JOCTATOYHOU
PEeNpPe3eHTaTUBHOCTHIO, C LI€JIbI0 YCTAaHOBJICHUS IPUYMH BHE3aMHOU cMmepTH [82, 91].

EOKIC (YYPC, Y1 5)

J [TocmepTHOE wuCcnenoBaHue OOPa3lOB KPOBU M JPYTUX OHOIOTHYECKHX
xuakocteit xepTB BCC (MMMYyHOIIUTOXUMHUYECKOE HCCle0BaHNE OMOIOrMUEeCKOro MaTepuara;

UCCIIEIOBaHMSI OWOJIOTUYECKUX JKUAKOCTEH, C TIOMOIIBIO KOTOPBIX HCCIEAYIOTCS
KOHIICHTPAIlUU BEIIECTB U aKTHUBHOCTH ()EPMEHTOB B JKHUIKHUX CpelaX OpraHu3Ma; cyaeOHO-
XHUMHYEcKasi dKcrepTu3a (UccieoBaHue) OMOIOTHYECKOr0 O0bEKTa Ha HAJMYUE XUMHUECKUX
BEUIECTB) U MOJIEKYJIIPHO-T€HETUYECKOE MCCIIEIOBaHUE MyTallMi B T€HaX, aCCOLIMMPOBAHHBIX C
puckom BCC, pekoMeHI0BaHO BO Bcex ciydasx HeoOwsicHuMmon BCC ¢ 1enpio ycTaHOBIEHUS
MIPUYMH BHE3amHOM cMepTH [82, 91].

EOKIC (YYPC, YA 5)

. [TocmepTHOE  MOJNEKYJISAPHO-TEHETUYECKOE HCCIIEJOBAaHME JUII  BO3MOXKHOM
UACHTU(DUKAIIMY T€HOB, TOTEHIIMATbHO aCCOLMUPOBAHHBIX C PA3BUTHEM BPOXKICHHOI MMaTOJIOTUH
cepaua, cieayeT paccmarpuBaTh y Bcex xkepTB BCC, 11si KOTOpPBIX BEpOSATHO HaIHUWe
KaHaJIONaTUH WM KapJAUOMHUOIIATUH, C LIEIbI0 YCTAHOBJIEHNS IPUUMH BHE3aMHOM cMepTH [82, 91].

EOK IIaC (YYP C, Y 4)

2.6. JIlmarHocruyeckue MCCJACAOBAHUS B OTACJBLHBIX KJIMHHYECKHX CHTVAIMAX

manudecramuu KT n/uau BCC
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Haubonee yacto BcTpeuatorcs cinenyromue Bapuantsl Manudecranuu KT n/umn BCC:

- Buepsbie BoIsiBIeHHAss HYXT w/mmm KD (BapuaHThl: BBIABICHHAS CIy4YailHO TpU
o0cje10BaHUU 10 MOBOAY HHOTO COCTOSIHMSI, BBISIBJICHHAsl HAIPABJICHHO IMPH 00CIEIOBaHUU
MaIyeHTa ¢ XxapakTepHbIMu sxkanodamu unu puckom BCC);

- BIIEpBbIC BO3HUKIIAsA ycroiunBas XKT;

- BBDKUBIIIMN 1TOCJIE BHE3amHOM ocTtaHOBKH cepama (BOC);

- ymepuuii Beaeactsue BOC.

Cnyuatinoe gviasienue HeyCmMouyugol Hceay0ouKo8ol MaxuKkapouu

VYV mauueHToB ¢ BrepBble JokyMeHTUpoBaHHOU KA (uwacteie XKD, HYXT, YMXT)
HeoOxoauma peructpauus ucxogHod DKI' B 12 orBenenusix, perucrpanus KA nHa OKI' B 12
OTBEJICHUSX, KOT'/1a 3TO BO3MOXHO, U BbinosiHeHHEe DXOKI'. ITpu cinyyaitnom BeisiBiiennu HY KT
HeoOxonumo nomnonHutenbHoe DKI-o0cnenoBanue, B 4aCTHOCTH, MPOBeIEHHE XOJITEPOBCKOE
MoOHMTOpHUpOBaHUE cepaeuHoro putMma (XMOKI') nposomKuTenbHOCTIO >24 4.

Bnepsvie gvisignennasn ycmonuuuas MOHOMOPHHAS HCeNyOOUKO8AsL MAXUKAPOUs

VYV nauueHToB ¢ nepBbIM 3mn30a0M YMIKT 1151 BBISBICHHS 3THOJOTMYECKOW MPUYMHBI
MOTYT OBITh BBINOJHEHBI cleayroume wuccienopanus: BCOOU, »snexkrpoaHaroMuyeckoe
KapTUPOBaHUE U OMOTICHA MOJI KOHTPOJIEM KapTUPOBAHMUSL.

Buiorcuswuii nocne BOC

VY  onexkTpuuecku HecTaOWiIbHBIX manueHToB mocie BOC ¢  momo3peHuem Ha
MPOAOJDKAIONIYIOCS HIIeMUI0 Muokapaa mnokazaHa KAI'. Bcem BepkuBmmM mnocie BOC
nenecoobpaszHo BeimonHeHue DX OKI 11t O1ieHKH CTPYKTYphI ¥ pyHKIUH cepAna. ObcnenoBaHue
nanuenTta, BepkuBIIero mnocie BOC 0e3 o4eBHIHOM SKCTpakapIuadbHON MPUYUHBI, CIEAYET
MPOBOJIUTH MHOTOMTPO(PMIBHON KOMaH/I0M CIIEIUATMCTOB. Y MAIMEeHTOB, BRDKUBIINX mocie BOC,
caenyet npoBectr KT romoBHOTO MO3ra/rpyaHoit kiaetku, ecnu pe3yiabTaTel DKI' 1 DXOKI He
MO3BOJIAIOT BBIABUTH cocyaucTyro npuunny BOC. [Ipu noctynieHun B cranvoHap BIKHUBLIETO
nocie BOC menecooOpa3HO MPOBOAMTH aHATU3 KPOBH HAa TOKCHKOJIOTUYECKOE TECTHPOBAHUE
(MMMYHOIIUTOXUMHUYECKOE  HCCIIEIOBaHME  OHOJOTMYECKOro  MaTepuaia; HCCIeIOBaHUS
OMOJOTUYECKHUX J>KHJKOCTEH, ¢ MOMOIIBIO KOTOPBIX HCCIEAYIOTCS KOHIEHTPAllUHd BEHIECTB U
aKTUBHOCTh (PEPMEHTOB B JKUJAKHX Cpelax OpraHu3Ma; CyneOHO-XUMHUYECKas SKCIepTH3a
(uccnenoBanre) OMOJIOTHYECKOTO 00BEKTa Ha HAMYME XUMUYECKHX BEUIECTB) U cOOp oOpasia
KpPOBHM Ha MOJIEKYJISIPHOE-T€HETHUECKOe HCCe0BaHNe MyTalluii B reHaX, aCCOLMHUPOBAHHBIX C
puckoM BCC, (ckpunuHr kananomnaTuii). Bcem BppkuBmuM nocine BOC 6e3 scHOW NpUYMHBI
HE00XO0IMMBI BU3yaJIn3alusl KOpOHApHBIX apTepuii © MPT ¢ OTCpOUeHHBIM KOHTPACTUPOBAHUEM
ragonuaueM (ATX VOSCA [lapamarHuTHbIE KOHTPACTHBIE CPEJICTBA) JUIsl OLEHKU CTPYKTYphI U

GyHKIMH cepIia U CepIeYHBIX COCY/IOB.
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Kepmea enezannoti cmepmu (BC)

B cirygasix BC He00X01MMO BBISICHATB TIOAPOOHOCTH OOCTOSATENBECTB CMEPTH, CHUMITTOMOB,
MPEIIIECTBOBABIINX CMEPTH, CEMEHHBI aHaMHEe3 M M3Y4YUTh MNPEAbIAYIIUE MEIUIUHCKHE
TOKyMeHThI. CleyeT CTPEMUTHhCS K MPOBEACHUIO KOMIUJIEKCHOTO MAaTOJIOT0-aHATOMHYECKOTO
BCKPBITHS BO BCeX ciiydasx HeoxxuaanHoit BC, oco6enno B Bo3pacte a0 50 net. B cinywasx BC
PEKOMEHIYeTCs  COXpaHHTh OMo00pa3ipl, mnonxoxsmue s BeigeneHuss JHK, wu
MIPOKOHCYJBTUPOBATHCS C BPAUOM-KapIUOJIOTOM MPHU MO03PEHUN HA HACIIECTBEHHYIO IPUUUHY
WIN HEBBIACHEHHON mnpuuuHe cMmeptu. [locie BHe3anHo#i aputmuueckoi cmeptu (BAC)
1enecoodpa3sHo  NpPOBENEHHE IMOCMEPTHOTO  MOJICKYJISIPHO-TEHETHYECKOTO  MCCIIeI0BaHMA,
HAI[EJICHHOTO Ha BBISIBJICHHE IEPBUYHOTO 3JIEKTPUUECKOr0 3a00IeBaHus cepAlla, KOria yMepIui
Moo (<50 eT) u/mim 0O0CTOATENbCTBA M/WIIM CEMEHHBIM aHaMHE3 MOATBEPXKIAI0T TEPBUYHOC
ANIEKTpUYECKOE 3a00JIeBaHUeE.

Poocmeennuxu ymepuiux om BAC

O6cnenoBanne wieHoB ceMbu ymepmux oT BAC menecooOpaszHo: s OMmKaWmmx
POJICTBEHHUKOB; JIJIsl POJCTBEHHUKOB, KOTOPBIE IOJKHBI OBITH HOCUTEISIMU MyTallMd HA OCHOBE
aHaJIM3a CEMENHOro aHaMHe3a; JUIsl POACTBEHHHMKOB C IOJO3PUTEIIBHBIMU CUMITOMAMHM; KOTJa
ymepuiemy <50 JleT WIM €caM €CThb JpyrHe JaHHbIE, IpelIoJiararollive HacleCTBEHHOE
3aboneBanue. O0cnenoBanue cempr ymepmero BAC momkHO BKITIOYATh B ce€0si TEHETUUYECKOE
TECTUPOBAHUE, €CIIU TOCMEPTHOE T€HETUYECKOE TECTUPOBAHNE YMEPIIETO BBISBUIIO MATOI€HHYIO
MYTallHIO.

° VY namuenTtoB ¢ HegaBHO noaTBepxkaeHHON KA (wacteie KO, HYXKT, YMXT) n
nono3zpearneM Ha CIIC (xkpome WBC) mnocne mnepBoHA4YadbHOM OLIEHKM PEKOMEHIOBAHO
Beimosinenne MPT cepana anis uckmrouenust CIIC [92].

EOK IIaB (YYPC, Y14 4)

J Onpoc (mporpaMMHpPOBAaHUE) HMMEIOIIErOCs MOCTOSHHOTO WMILIAHTHPYEMOIO
aHTHapuTMudeckoro yctpoiictBa (QKC*** HNK]J[*** unm mHOro) Wi HOCUMOTO YCTPOMCTBa
(HampuMep, MOHHUTOpA) C aHAJIM30M 3amuceil BHYTpHCEpAeYHbIX 3iekTporpamm u/miu DK
pEKOMEHYETCsl y Bcex BbDKUBIIMX nociae BOC 1y TMarHoCTUKY BEPOSATHOTO HAPYLIEHUs pUTMaA
cepaua, npuBozsmiero k BOC[8].

EOKIB (YYPC,YIA5)

. [TanmenTam, BexuBIIMM nocie BOC, pekoMeHayeTcss NOBTOPHAsl perucTparus
OKI' B 12 orBenmenusx mpu crabunbHoM putme (Bkirodas DKI' B BBICOKHMX MpEeKOpaUaIbHBIX
OTBEJICHUSAX), a TaKxke HempepbiBHOE MoHHTOpHpoBaHue JKI' (mampumep, XMOKI), mns

OoOHapy’KeHHs] MPU3HAKOB M3MEHEHUH B MHOKapJe W/WIM HapyIIEHUH pUTMa M MPOBOAMMOCTHU

[90, 92,740].
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EOKIB (YYPC, YIAS)

o ®dapmakosoruueckas mpoba ¢ 6mokaTopamu HaTpueBbIx kKaHanoB (AAII kmaccos
IA, IC) (U1 BO3MOXKHOTO BBISIBIEHUS cuHApoMa bpyraia uimm uHBIX 37E€KTPOPU3NOIOTHUECKUX
OTKJIOHEHWI) W Harpy3ouyHas mpoba peKOMEHIYIoTCs BBDKMBIIUM mocie BOC 6e3 sBHOU
OCHOBHOM MpUYUHBI [93].

EOKIB (YYPC,YI14)

. Tokcukonoruyeckoe uccieqoBanue (Mccaea0BaHus OMOIOrHUECKUX KUAKOCTEH, C
MOMOIIBI0 KOTOPBIX MCCIEIYIOTCS KOHIEHTPAIIMK BEIECTB  aKTHBHOCTH ()EPMEHTOB B JKUAKHX
cpelax opraHusMa) pekoMmenayercs B cinydasx BC ¢ HeomnpeneneHHOW NPUYMHON CMEpTH st
WCKJTFOUCHHMSI BO3ICHCTBUS BPEIHBIX BEIIEeCTB B KauecTBe mpuanHbl BC [94].

EOKIB (YYPC, Y1 4)

o Eciu mpu ayromcuu mnojo3peBaeTcsi HacieICTBEHHOE 3aboseBaHHE ceplia,
PEKOMEH/yeTCS HAlpPaBUTh POACTBEHHUKOB IEPBOW CTEMEHU POJICTBA JUId OOCIEelOBaHUS B
KJIMHUKY C UMEIOIIUMHCS KOMIIETCHIIMSAMU U BO3MOXKHOCTBIO PACIIMPEHHOTO OOCIIEOBAaHUS C
nenbio crpatudukanuu pucka BC [95].

EOKIB (YYPC, Y1 4)

. B neayroncuitnbix ciywasx BC, korma mnono3peBaeTcs HacIEICTBEHHOE
3a0oNieBaHUE Cep/Ia, PEKOMEHAYETCs] HApaBiIsATh POJICTBEHHUKOB MEPBOW JTMHUU POJCTBA IS
OLICHKM COCTOSIHMSI CepAla B KIMHUKY C HMMEIOLIUMUCS KOMIETEHIMSIMH M BO3MOKHOCTBIO
pacmmpeHHoro 00ce0BaHus ¢ 1eNbo crpatudukanuu pucka BC [96].

EOKIB (YYPC, Y11 4)

J PexoMeHnnyercs MuHUManbHOE OO0CIENOBaHHE 4WIEHOB ceMbu yMmepiiero BAC,
BKJItOUArolIee cOOp aHaMHe3a U MPoBeACHNE PU3NKATBHOTO OCMOTPA, PETUCTPALUIO CTaHAapTHON
OKI' ¢ BBICOKMM pacmojiokeHHeM mnpekopauaibHbix oTBeneHui (V1-V2), 9XOKI u npobdy ¢
¢du3uueckoil Harpy3Koii ¢ uesbto crpatudukanun pucka BC [97,740,741].

EOKIB (YYPC, Y11 4)

J B cempix ¢ BAC 0e3 omnpenaeneHHOro JAMartHo3a TOCie KIMHHUYECKOTO
oOcienoBaHusl PEKOMEHAYETCSl HaONIo/IeHHe 3a JETbMH YMEpPUIMX 10 JOCTHXKEHUS HMU
COBEPIICHHOJETHS C 1enblo cTpatudukanuu pucka BC [98].

EOKIC (YYPC, Y11 4)

. ®dapmakosorudeckas mpoda ¢ OJokaTopamu HaTpueBbIx kKaHaioB (AAII kimaccos
IA, IC) pexomenayercs y poactBeHHUKOB ymepuinx oT BAC B Bo3pacte 16 neT u crapuie, eciu
UCXOMHOE OOCIeOBaHME Yy HHUX W/WINM pPe3ylbTaThl 00CieqoBaHUS TpoOaHAa BBI3BIBAIOT

nojo3peHue Ha cuaapom bpyrana [82, 98].
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EOK IIaB (YYP C, Y/ 4)

3. .JqueHne, BKJIO4Yasd MCIMKAMCHTO3HYI0O U HEMCAUKAMEHTO3HYIO
TEépanuu, JHETOTEpaAIInIo, 066360JIHB3HI/IG, MCIUIMNHCKHEC IOKAa3aHUA H

IMPOTUBONOKA3aAHUA K IPUMECHCHUIO METOAOB JICUYCHUA

3.1. O01ye NPMHIUNLI BeIcHUS NAIIMEHTOB B MOMEHT JKeJIYI0YKOBOH TAXHAPUTMHUH

3.1.1. Yempanenue oopamumvix npudun

Oo6patumblie npuunHbl pa3Butus KA moryt coctaBisate A0 50% BCC [98]. Oanako B
OOJBIIMHCTBE CIy4yaeB TPYIHO OINpeAenuTh OcHOBHYyIO mpuunHy BCC u sBusiercs 5 oHa
obparumoii. Kpome Toro, kpaiiHe Ba)XHO TTOHUMATh, YTO JJII YCTPaHCHHsI 0OpaTUMON PUYUHBI
JKEJTYIOYKOBBIX HAPYIIEHUN PUTMa CEepJlla MOXKET TPeOOBATHCS TOCTATOUYHO MPOIOIKUTEIHHOE
Bpems. KommuiekcHoe o6OcnenoBanue mnanueHToB ¢ BCC sBnsercss 00s3aTeNbHBIM, €Cld
3a00JieBaHKE CEp/Ila paHee He TUAarHOCTUPOBAIOCH WIIH MOI03PEBAETCSI €T0 MPOTrPECCUPOBAHMUE.

o [Ipy momo3peHMH Ha HMHAYLUUPOBAHHBIC JIEKAPCTBEHHBIMHM THpernaparamu KA
pPEKOMEHIyeTCsl OTMEHa 3TUX npenaparos [99, 100, 101].

EOKIB (YYP B, Y 3)

KommenTapuii. Apummocennoe Oelicmsue npenapamos ciedyem 3ano003pums 7y
nayuenmos, NPUHUMAIOWUX  JIeKAPCMBEHHble CPeoCcmed, KOmopble MO2Ym — U3MEHSIMb
aleKmpuyeckue ceolcmea cepoya (nanpumep, 6vizvigarom yuiuperue komniekca QRS unu
yonunenue unmepegana QT), cnocobcmsyrom HapyueHuio d91eKmpoIumHo2o baianca (nanpumep,
Muasuousvle U «nemiesvley Ouypemuxu). B maxux cuyuasx meobxoouma ommena >mux
npenapamos u 60CCMAHOBIEHUe DNeKMPOIUMHO20 balauca, Kpome mozo, ciedyem uzbe2ams
npumeHenus npenapamos, yonunsrowux unmepean QT (nanpumep, AAIL xnacc 1) [100, 101,
102]. Pegppaxmepnvie, peyuousupyrowue napoxkcusmol KT muna «nupysm» Ha @one
MeouKkamenmosno2o yonunenus umumepsana QT, mozym Ovimb Kynupoeanvl yuaujaroujeti
MPAHCBEHO3HOU HCETYOOUKOBOU CIUMYAAYUEH.

. [Taruentam ¢ JKA pexkoMeHayercs JOUarHOCTHKa OOpPaTUMBIX TPUYHH C
nocleAyromel uX Koppekiue (Hampumep, AucOanaHc AIEKTPOIUTOB, HILIEMHUsS, TMIIOKCEMUS,
nuxopazaka) [100, 101].

EOKIC (YYPC, Y 4)

Kommenrapuii. /[ucbananc snexkmponumos, 6 4acmHoCmu 2UNOKAIUEMUS, MOXdCem
cnpogoyuposams KA, a bbicmpo Hapacmarwas SUnepKaruemMus Mojicem 8bl36ams aACUCNOIUIO
[103]. Taxue ¢paxmopwl, kax 6paduxapous, umemus, Cna3m KOPOHAPHBIX apmepull, mpomoos,
JUXOPAOKA, 207100aHue u ouema, Mo2ym makadce cnocoocmeosams 6o3HuknHosenuro KA [102].

Pexomenoyemcs sxcmpennas koppekyus smux oopamumelx HapyuieHul. 1 unomacnuemus u/unu
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eunoKanuemuss mo2ym Ovimv APUYUHOU 603HUKHOGeHUus noaumopguoi KT muna TdP. B/
6sedenue Hwacnus cyrvhama**  saensemcs sppexmuenvim  aeuenuem TdP  Oagice npu
omcymcmeuu eunomaenuemuu [8, 104, 105, 106, 107, 108]. Jo3zwt ons e3pocivix: 2—4 2 6/
CmMpyUuHO MmeoneHHo nod kowmponem AJl. Joza moocem Ovims yeenuuena oo 6—10 2 npu
omcymcmeuu  2UnomoHuu. Hozvl ona oemeti: 12,5% pacmeop #macnus cyrvgpama**
6HympuseHHo meonenno 25-50 me/ke (e bonee 2 ep) [65, 105, 106, 107, 108].

(Cwm. Ilpunooicernue A, mabauyvt A3.4).

[Manuentsl, nepexxuBmme BCC ¢ mpeamnonaraemoil oOpaTUMON NPUUMHOW, HMEIOT
BBICOKMI ypoBeHb cMepTHOCTH [109]. B HenaBHeM KpymHOM HaOIIOAATEIBHOM HCCIEIOBAHUN
[110] y BeoxuBmMXx nocie BCC, cBs3aHHON ¢ 0OpaTUMOW M KOPPEKTUPYEMOH HPUYMHOM,
nocienyromas uMmruiantanus MK[*** Opima accormupoBana ¢ 60j1ee HU3KOM CMEPTHOCTBIO OT
Bcex npuumH, 3a wuckioyenueM BCC mnpu octpom WM. Takum o0pa3oM, BO3MOXHa
npodunaktudeckas wumrmiantanus HMK*** ¢ yderom ocHOBHOro 3a0oiieBaHus cepina u
WHJVBHTyaJIbHOW OLIEHKH pUCKa pa3BUTHUSA KU3HEYrpoxkaromux KA.

. Ecnu mocie TmatenapHOM OIEHKHM WHAMBUAYaIbHOTO pucka pa3Butus JKA/BCC
peunauB JXXT/BCC cumnraercsi BBICOKMM, MalMeHTaM crapiie 16 jer ¢ ycTpaHMMOM HNpU4MHON
pazButuss KA, HecMOTps Ha BO3MOXHOCTb €€ KOPPEKLMH, PEKOMEH/I0BAaHA HMIUIAHTALUs
WUKI*** [109, 110, 111].

EOK IIaC (YYP C, Y1 4)

3.1.2. Peanumayuonnvie meponpuamus

. [Tpu BOC (KT c orcyrcrBuem mynbsca uin ®XK) nHeo6xoanmo (T.€., OJHOZHAYHO
peKoMeHAyeTCsl)  He3aMEMJIMTENIbHOE  NPOBEJEHHE  KOMIUIEKCAa  CEpAEYHO-JIErOYHBIX
peannmanoHHbIX Meponpustuit (CJIP) [66, 109, 111, 112, 113].

EOK IC (YVYP C, Y] 4)

. [Tpu BOC (KT c otcyrcTBueM mynbca uian @XK) kimroueBbim anementoM CJIP (T.e.
OJTHO3HAYHO PEKOMEHJOBAaHHBIM) SIBJISETCS HKCTPEHHAs! dJIeKTpudeckas 1epuOpmlIsnms cepana
[112, 113,114, 115, 116, 117].

EOKIC (YYPC, YA 5)

. [Mpu DK/ KT c orcyrcTBHeM Imynbca Mocie TpeX Hed(PPEeKTHBHBIX IIOKOB
Kapouogepmepa-nePpuOpUIITOpa PEKOMEHIOBAHO BHYTPHUBEHHOE OOJIFOCHOE  BBEJICHUE
amuonapona®™* mus B3pocnbix 300 mr Ha ¢Qoue mpomomxenuss CJIP ¢ 1enplo MOBBIIICHUS
9G(HEeKTUBHOCTH  TPOBOAMMBIX  PEAHUMALMOHHBIX ~ MEPONPHUIATHA H  TPEIYNPEKICHUS
HemeieHHBIX peruaneos XKT/DX [111, 118, 119, 120].

EOKIA (YYP B, Y] 2)
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Kommenrtapuii. Bseodenue oononnumenvuvix 150 me amuodapona™* pexomenoosano
nocie 5 HeahGhexmuenvix WoKo8 Kapouosepmepa-oepuopuriamopa. /lozvl #amuooapona**ons
oemetl [118]: 6/6 cmpyiino 5 me/ke 6 meuenue 15—20 mun., danee 6/6 kanenvno: 1 me/mun. — 6 u.,
0,5 me/mun. — 18 u. (00 1200 me 6 cymxu) (Cm. Ilpunoscenue A, mabauyor A3.2 u A3.4).

. Buyrpuennoe (B/B) BBemeHue sugokamHa** Ha Qone mnpomomxenus CJIP
pekoMmeHayercss B ciydae Hed(h EKTUBHOCTH  AeHUOPWILIAIMA WM  HENPEPHIBHOTO
PELMIMBUPOBAHUS APUTMHH JJIsl TIOBBIMICHHUS IIaHCOB KynupoBanus DOXK u mpemynpexeHus
HememeHHbIX peuuauBoB JKT/DXK B ciywae, ecnu amuonapon®* nenocrynen [102, 117, 119,
120, 121].

EOK IIaB (YYP B, Y 2 nas B3pocabix; YYP C, VI 5 nis nereii)

KommenTapuii: /[o3vl npenapama ons 63pocivix u demeii ykazawvl 6 Ilpunoscenuu A3,
mabn. A3.2 uA3.4].

o PexomeHyeTcsi paccMOTpeTh BO3MOXKHOCTh B/B BBeleHHS #amuHeppuHa** 1 Mr
Kaxkaple 3—5 MUH Toclie BBeJeHus nepBoit 103k B xoae CJIP mo BoccTtaHoBneHus: 3heKTUBHOTO
KPOBOOOpAIIIEHNUS, HE3aBUCHMO OT PUTMa, COMPOBOXK/AIOLIETO OCTAHOBKY KPOBOOOpAIICHHUS, C
LEJIbI0 MOBBIIICHUS AP(EKTUBHOCTH IPOBOJAMMBIX pPEaHMMAMOHHBIX Meponpusatuit [112, 122,
123, 124, 125].

EOK IIbA (YYP B, YA 2 nas B3pocasix; YYP C, Y 5 nas nereii)

Kommenrapmii. Ilpenapam 6sooumca ¢ yenvlo cmumyrayuu nepugepuieckou
BA30KOHCMPUKYUU, YEeHMPATU3AYUU KPOBOOOPAUeHUs U YIYYuleHUs nepy3uu 20108H020 MO32d U
cepoya. I1o 0aHHbIM KIUHUYECKUX UCCAeO08AHUL, NPUMEHEHUE DOee 8bICOKUX 003 NPEeNnapama He
0b1a0aem npeumyuecmeom no CPAGHEHUI co CMAandapmuol 0030t 1 me. Bpems 6gedenus nepsoi
003vl  Hnuneppuna™* 3asucum om cepoeyHO20 PUMMA, CONPOBOHCOAIOUE20 OCAHOBKY
KpOo800OOpaueHus:

- npu pummax, nooaexcawux OepuOpuUIIAYUU UTU KAPOUOBepCcUulu, nepsas 003d
Honuneppuna™*  eeooumcs nocie mpex HeIPDEKMUBHBIX  WIOKO8  Kapouogepmepa-
Odeubpuniamopa;

- npu pummax, He NOONEHCAUWUX NeHeHUIO UIOKOM Kapouosepmepa-oepuopuiiamopa
(a71eKkmpomexanureckas ouccoyuayus U acucmonust) nepeas 0o3za Honuumegpuna** esooumcs
HeMeONIeHHO Nnocle YCMAHO8KU BHYMpUGeHHo2o0 oocmynd. Beedenue nexkapcme me 0012cHO
npepvieamv  CJIP u 3adepicusamv maxue 6mMewamenrbcmed, Kaxk Oeuopuiiayus uiu
Kapouogepcusi.

. OKCTpeHHasi  dJIeKTpuueckas KapauoBepcusa pekomeHnoBana npu KT,

COHpOBO}K,HaIOH_ICI}’ICH OCTPBIMHU HAPYHMICHUAMHU T'€MOJWHAMHUKU (CI/IMHTOMHaH apTepuraibHasA
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THIIOTEH3Hs, CHHKOTAJIbHOE/IPECUHKOIIAIBHOE COCTOSHUE, TPU3HAKH OCTPOM HIIEMHH MUOKap/a,
oték nérkux/octpas CH) [8, 126, 127].

EOKIA (YYPC, Y1 5)

3.1.3. Kynupoeanue ycmoiiuugou MOHOMODPPHOIL Hce/ly00uUK0o80I maxukapouu

Jleuenne manueHToB ¢ yctoWuumBod JKT NOKHO IIPOBOAUTHCA B COOTBETCTBHU C €€
ATUOJIOTHEN U KIIMHWYeCKON KapTuHOU. B IIpmioxenun b Ha pucyHke | nmpencrasieH anroputm
HEOTJIOKHOM MOMOIIU NMPHU PETYNIIPHONU (PUTMHUYHON) TaxXUKapAUU C MIUPOKUMU KOMILIEKCAMU
QRS. J[lo3pl npenapatoB nans KynuposaHus mnapokcu3MoB KT Uit B3pocibIX M jaerei
npezcrasiensl B [Ipunoxennn A3, Tabmuist A3.2 u A3.4.

. [Tatmentam ¢ ycroiuuBoit MmoHomopduoit XT (YMIXKT) u HecrabuibHOMI
reMOJIMHAMHUKOM B KaueCTBE IEPBOHAYAILHOM TEPAIINU PEKOMEH1YETCSI UCIIO0Ib30BaTh HAPYKHYIO
ANEKTPUUECKYIO KapauoBepcuio (nepudbpusiuio) (OKB) [8, 67, 102, 106, 108, 127].

EOKIB (YYPC,YIAS)

Kommenrapuii. 9KB ne nokasana nayuenmam c peyuousupyroweu HYKT.

VY manueHToB co CTaOMIbHOM reMOAMHAMUKON BaKHOE 3HAUEHUE UMEET perucTpanus 12-
tu KaHanbHOU DKI npu mroboit Taxukapauu ¢ mupokumu QRS-kommiekcamu.

. [Tpu okazaHMM HEOTIONKHOW METUIIMHCKOM MOMOIIU MapOKCHU3Mbl TAXUKAPAUU C
mupokumMu  komiuiekcamn QRS pexomennyercst pacuenuBath kak JKT 3a uckimroueHneM
cutyanui, korjna auarao3 HXKT He Bei3siBaeT comuenus [8, 127, 128, 129, 130, 131].

EOKIC (YYPC, YA 5)

KommenTapuii. inmepnpemayus maxukapouu ¢ wupoxumu komniekcamu QRS kax HXKT
MONbKO HA  OCHOBAHUU  OMCYMCMEUS OCMPbIX  HAPYWEHUN  2eMOOUHAMUKYU — AGTAemCs
PAcnpoCmMpanénHol Kiunuveckou owuokou. Ilpenapamei, ucnonvzyemvie 01a kynuposanus KT,
aghgpexmuenwvt u npu HXKT, 6 mo epems xax npenapamol, npumensiemvle 01 Kynuposanusi HKT
(Heepanamun**) mocym ewizvigamv cHudcenue A/l u npueooums K OCMPbIM HAPYUEHUIM
eemoounamuku y nayuenmos c KT.

. [TaineHTaM C peryispHOM TaxwKapAued ¢ mupokuMu Komriuiekcamu QRS 6e3
HapylLIeHUs reMoarHaMuku U nopo3penueM Ha HOXKT, pekomeHn0BaHO NMpUMEHEHUE BaryCHBIX
npo6 [131, 132, 133, 134].

EOK IIaC (YYP C, Y 5)

J [Ipu HEedPPEeKTUBHOCTH BaryCHBIX MPOO y B3POCHBIX MAIMEHTOB C PEryJISIPHON
TaxuKapJauen ¢ MUpoKuMHu KoMmruiekcamu QRS 6e3 HapylieHus TeMOIMHAMUKHN U TI0/I03pEHUEM
Ha HXXT, pexomennoBaHo B/B BBeaeHue #rpucdocanenuna [108, 135, 136].

EOK IiaC (YYP C, YA/ 3)
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Kommenrapuu. Hexomopsie euovt KT, mexanusm xomopwvix ceasan ¢ yAM®-
ONOCPEO0BAHHOU MPUS2EPHOU  AKMUBHOCMbIO, MO2ym Oblmb KYNUPOBauvl 6/8 86edeHuem
#mpugocaoenuna [136]. /lozbt npenapama 0ns 83pocavix ykazanvl 6 Ilpunoscenuu A3, maoan.
A3.2

@OIT mpu wammuuu AT moxker ObiTh amarnoctupoBana no OKI-matrepny «BILIH»
(«ObIcTpast, mupokas, HeperyispHas»). Ona moxer umutupoBath KT, mosromy cremyer
u30eratb B/B BBEJEHUS MPENapaToB, KOTOphIe 3aMeuIsiioT AB-npoBogumocts (#1pudocaaeHus,
6era-aipeHo0I0KaTOphl, BepanaMui**, murokcun™* u amuonapon™*) [137].

HeszamennurensHoe xynupoBanue YMXKT pexkomenayercs naxe Ipu CTaOMIbHOU
reMoJMHaMHKe, TaK Kak y MalUeHTa MOXKET HPOU30HTH OBICTPOE YXYyALIEHHE COCTOSHUS.
Kyrmuposanue KT moxer ObiTh nocturayto OKB, ncnonszoBannem AAIL wim snekTpudeckoin
kapauoctumyssinueil. Bce AAIL MoryT BeI3BaTh TMIIOTOHUIO. KpoMme Toro, cieayeT y4yuThIBaTh
WH/IMBUAYAIbHBIA PUCK aHECTe3Uun/cenanuu npu nposeaennu JKB.

. [Tarmentam ¢ YMXT 0Ge3 napymenus remonuHamuku OKB pexomenayercs B
Ka4yecTBE IIEPBOHAYAIILHOTO JICYCHHUS TIPU YCIIOBUH, YTO PUCK aHECTE3UH/Celallii HU30K [8].

EOKIC (YYPC, YA 5)

. [Marmmentam ¢ YMXT u ycranoBnennoir mwiu BepostHoii CIIC 6e3 nHapymeHus
reMOJIMHAMHUKH, PEKOMEHI0OBAaHO B/B BBeaeHHE #ripokanHamuaa™™* [108, 138].

EOK liaB (YYP B, Y]/ 2)

Kommenrapuii. B uccredosanuu PROCAMIO [140] esedenue npokaunamuoa™**
accoyuupoganocy ¢ 6onee @vicoxkol wacmomoul Kynuposanus KT u menvuium Koauuecmeom
cepvbe3HblX NoOOUHLIX IPGekmos, no cpasHeHuro ¢ amuooaporHom™**. B/e eeedenue
#npokaunamuoa** ne cinedyem npumeHamo 63pPOCAbIM NAUUCHMAM C MANHCEN0U CEPOSUHOU
Hedocmamounocmvlo, ocmpoeim MM u  mepmunanvhnoui  cmalueil  nOYEUHOU
Hedocmamounocmu. Y nayuenmos ¢ HK/[*** mpanceenosnas kamemepnas onepecarowas
(vuawarowas) cmumynayus HceryoouKko8 No MUNY «08epopalie» MOdicem npugecmu K
kynuposanuro JKT ¢ onunoi yuxna KT nusice 3anpoepammuposannotl ¢ MK***,

Jlo3zvl npenapama 0ns e3pocivix ykazauvl 6 Ilpunoswcenuu A3, mabn. A3.2. Jo3vl
#npoxaunamuoa** ons demeu: 0,15-0,2 mn/xe [102, 108].

. [MTarmentam ¢ YMXKT 6e3 HapylleHUs TE€MOAWHAMHKH, TIPH OTCYTCTBUHU
YCTaHOBJIEHHOTO JIMAarHO3a, PEKOMEHIYETCS pPacCMOTPETh BO3MOXKHOCTH B/B  BBEICHHS
#ammonapona** [65, 67, 102, 108, 138].

EOK IIbB (YYP B, Y/ 2 nas B3pocasix; YYP C, Y S nas gereit)

Kommenrapuii. /Jo3s1 npenapama onsa demeii ykasanwl 6 Ilpunosicenuu A3, maba. A3.4.
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. [Tanimentam ¢ yctaHoBieHHOW wmauomnatuyeckod KT Oe3  HapymeHus
reMOJIMHAMHUKN peKOMEHAyeTCs B/B BBeAeHUe Oeta-aapeHobnokaropa (mpu KT uz BTIDK) wiu
#Bepanamuna™** unu #rpudocanennna (npu dacruxysproit KT, npu KT uz BTIDK) [67, 139,
140, 141, 142, 143, 144].

EOKIC (YYPC, Y1 4)

Kommenrapuii. /[o3br npenapama ona oemeti ykazanwl 6 [lpunosxcenuu A3, maon. A3.4.

o B/B BBenenue #Bepanamuna** He peKOMEHAYETCs ISl KYIIUPOBAHUS TaXUKApAUH
¢ mupokumMu komruiekcamu QRS HensBecTHOM 3THONMOTHN Y B3pocibixX [141, 142].

EOKIIIB (YYP C, YA 4)

Kommenrtapuii. #Bepanamun™** asghgpexmueen ona xynupoeanus gacyuxynraprou KT
[140], Ho modcem 8b136amb MANCENYIO 2UNOMEH3UTO.

Bcectoponnee oOcnenoBanue mnanueHToB ¢ ycroituuBoil XXT sBiserca oOs3aTenbHBIM,
€CIIM  OCHOBHOE CepAeyHOe 3a00JeBaHME HEM3BECTHO MM  BBICOKOBEPOSTHO  €ro
[IporpeccupoBaHue. AJTOpUTM JAEUCTBUN Bpaya B OTHOLIEHUH NAI[UEHTa C IEPBUYHBIM 3IU300M
YMXT npencrasnen B [Ipunoxxennn b (pucynox 3).

3.1.4. Beoenue nayuenmoe ¢ INEKMPUYECKUM UWIMOPMOM U HENPEPbLlHOIL
HCeIy00uK060l maxuxapoueil

DneKTpUUecKUil MTOPM HepeKo BeTpeyaeTcs y manuentoB ¢ UKJ[*** [116, 144, 145]. Y
MAlMeHTOB, TMEPEHECHINX JJIGKTPUYECKUH  IITOpM, HAOMIOJAIOTCS  TICHXOJIOTMYECKUe
pacctpoiictBa, aexomneHcauus CH wu mnoBeimaercs puck cmeptru. [146, 147]. Tsxectb
AJIEKTPUYECKOTO ILITOPMA MOKET BApbUPOBATh OT PEUANBUPYIOLUINX OECCUMITOMHBIX SIH30/10B
KT, kynupyroumuxcs  #TpupocaJeHUHOM, 10  KU3HEYTPOXKAIOMIeH  3JIeKTpUYEeCKOn
HecTaOUIILHOCTH ¢ penuanBamMu JKA mocie 4acThIX MHOKECTBEHHBIX 0KOB. Yactoie moku UK/]
MOTyT ObITh HeMoTuBUpOBaHHbIMH. B Ilpunoxenun b Ha pucynkax 2A, 2b, 2B npexacrasien
QITOPUTM BEACHMS TALIMEHTOB C AIEKTPUUECKUM IITOPMOM WM IOBTOpHbIMU 1okaMu MK/T.

VY nanueHToB NpHU YacThIX HEMOTHBUPOBaHHBIX paspsaax MK[*** (mampumep, uz-3a
HXT wmu aucnokamuu  BHyTpUcEpAeYHBIX dJekTponoB, npu HYXT wunum nocrosHHO
peunauBupyromeit XXT, kotopas npekpaiiaercss 1 BO30OHOBIISIETCS CIIOHTAHHO) LIE1eC000pa3HO
OTKITIOUYHTH yHKIHI0 Aepuopuusaun MK ***.

Ecnu cneumanuct mo HacTpoilke HMIUIAHTHPYEMBIX AHTUAPUTMHUYECKUX YCTPOWCTB
(MAY) menocrynen, MKJ[*** M0XHO OTKJIFOYMTH, TOMECTHB MarHUT HAJl yCTPOHCTBOM.

[Ipn HecTaOWIBLHOW TreMOJUHAMHUKE HEOOXOIMMO HCIONB30BaTh pacimpeHHyro CJIP
[148]. TpeOyroT Koppekuuu OOpaTUMBbIE COCTOSIHHS, CHOCOOCTBYIONIME BO3HUKHOBEHHIO H
noauepxkanuto KT (cm. paznen 3.1.1). JlanbHeiiee Je4eHne 3aBUCUT OT BUJIA U ATHOJIOTHH JKA

[145, 148]. Jna nedeHuss dYacTto TpeOyeTcsl KOMIUIEKCHBIM TMOAXOJ, BKJIIOYAIOIIHIA
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nepenporpammupoBanue MKJ[*** npu wneobxomumoctu, BBeaenue AAT, cemaumio, KA,
MOMAYJISIIAI0 aBTOHOMHOW HEPBHOW aKTHMBHOCTH (HEMPOMOIYJISIMIO) U HUCIIOIB30BAHUE CPEICTB
MEXaHUYECKOH MOAIEPKKH KPOBOOOpAIlIEHHSI.

. Jlerkast m yMmepeHHas cenalus PEKOMEHIYETCS MalMeHTaM C 3JIEKTPUUYECKUM
HITOPMOM Il YMEHBIICHHUS IICUXOJIOIMYECKOTO CTpecca U CHUXKEHHS IMPOapUTMOTEHHOIO
CHUMIIaTUYECKOTro TOHyca [8].

EOKIC (YYAC, YAH5)

. [MTanpentam co CIIC u® >AEKTpUYECKUM IITOPMOM TPU  OTCYTCTBUHU
INPOTHBOIIOKA3aHUN PEKOMEHJIOBAHO Ha3Ha4YeHHE OeTa-aapeH00]I0KaTOpPOB (MPEANOYTUTENHHO
HECEJICKTUBHBIX) B COUETAHUU C B/B BBelleHHEeM Hamuomapona™* [149, 150].

EOKIB (YYPC, YIA5)

Kommenrapuii.  Haubonee  uwacmo  npumensomcs — HeceleKmueHvle  Oema-
aopenoboKamopsl, makue Kax #nponpanonon™*, komopwiii npegocxooum no 3¢hgexmusnocmu
memonponon™* [150], ¢ kombunayuu ¢ #amuooaponom™**[151]. Jo3zvl npenapamos ykazanvi 6
Ipunooicenuu A3, maon. A3.2 u A3.4.

Hcnonp3oBaHue Takux NpenapaToB, Kak #npokanHamua**[148] unu mupoxaun™*[149,
152, 153], 3aBUCUT OT KOHKPETHOW KIIMHUYECKOW CUTYyalluu, Buaa 1 3tuoioruu KA.

. I'mybokasi cenmamuss ¢ WHTyOalueil peKOMEHIOBaHA B3POCIBIM MAIIMEHTaM C
PE3UCTEHTHBIM K MEAMKAMEHTO3HOM Tepanuu 3JIeKTPUUEeCKUM TopMoM [ 154].

EOK IIaC (YYP C, Y/ 4)

KommenTapuii. Omcymcemeyem noomeepaicoenue y oemeli.

° B/B BBenmenume #Hwmarnus cynbdarta** c moOaBiaeHumeM #Hkamus xjopuma**
pexomenayercs nauuentam ¢ KT tuna «oupysm» [106, 107, 108, 117].

EOKIB (YYP C, Y1 5)

KommenTapuii. /[o3vt npenapamos ykasanwl 6 Ilpunoscenuu A3, maon. A3.2 u A3.4.

J TpaHcBeHO3Hass  ydaljarouiass — KeJlyJ04KoBas  3JIEKTPOKApIUOCTUMYJISIIHS
pexoMeHayeTcst B3pociibiM narpenTaM ¢ npuodpereHHbiM CYUQT u penmausupyromieit XKT tuna
«IHPYIT», HapsAy C KOPPEKIUEH COMyTCTBYIOUIEH MATOJOTMM W B/B BBEACHHUEM #MarHus
cynedara** [102, 105, 106, 107, 124].

EOKIC (YYPC, YA 5)

KommenTapuid. /Jo3vl npenapama yxaszanwl 6 Ipunosicenuu A3, maon. A3.2 u A3.4.

. KA pexomennyercs mnanueHtam crapume 16 ner ¢ HenpepsiBHOM KT wnm
AJIEKTPUIECKUM IITOPMOM TIpH oTcyTcTBUHU ddPexra ot AAIL [155, 156].

EOK IB (YYP B, V] 3)
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. Brimmonuenne KA pekoMeH0BaHO B3pOCIHBIM MAIMEHTAM C PEUUIUBUPYIOIIAMH
snuzogamu JKT/PXK, BbI3BaHHBIMU aHANOTWYHBIMM 1O Mopdosorun kommiekca QRS KD,
PE3UCTEHTHHIMM K MEAMKAMEHTO3HOH Tepamuu win 0e3 3¢pdexkra OT KOpOHApHOM
peBackynspusaruu [157, 158, 159, 160].

EOK IIaC (YYP C, Y/ 4)

Kommenrapmii. Haubonee pacnpocmpanennoti apummueti, Jnexcawei 6 OCHO8e
anekmpudeckoco wmopma, saeraemcs YMKT, ceazannas co CIIC, komopas xopouio
yempansemess KA [146]. PempocnekmusHbvlli anaiu3 HnOKA3AA, YMO YCnewHas abaayus
accoyuupyemcs co 3HAYUMENbHbIM CHUdNCeHUuemM yacmomsl peyuousoe KT, snekmpuuecko2o
wmopma U yayuuienuem — 00120CPouHOU  evlycusaemocmu  [155]. YV nayuemmos ¢
Henpexpawarowetica meonenHou monomoppuou KT KA npeonoumumenvuee mepanuu AAII,
KOmopble MO2ym 8vl36amb ewje boavuiee 3ameonenue KT.

Eciu newyenune Oera-agpeHoOgokaTopamMu Ui CHIDKEHHUS CHUMIATHYECKOTO TOHYca
HEJOCTAaTOYHO WIIU TUIOXO MEPEHOCHMO, HEKOTOPHIM MAalMEHTaM MOKET MOMOYb aBTOHOMHAs
MOAYJISIMSA, HampUMep, YpecKoxkHas OJokajga 3Be3auaThiX ranriaueB [161], TopakanbHas
smuAypaibHas aHecTesus, [162] win 1eBOCTOPOHHSS CUMIAaTHIeCKas AeHepBalus cepana [163].

J B3pocneiM  mammeHTamM ¢ 3IEKTPUYECKHM IITOPMOM, pedpakTepHbIM K
MEINKAMEHTO3HOMY JICYCHHIO W TpH HEdIPPEKTHBHOCTH WM HEBO3MOXHOCTH KA,
PEKOMEHIYEeTCsI pAacCMOTPEHHE BO3MOXKHOCTH BO3JICHCTBUSI HAa ABTOHOMHYIO HEpPBHYIO
perynsuio (Heipomoaysiiust) [157, 162, 163].

EOK IIbC (YYP C, Y/ 4)

o [Tpu osnexkTpudeckoM mTopMme, pedpakrepHoM K AAT, CONMPOBOKAAIOIIMMCS
KapIMOTEHHBIM [IIOKOM, PEKOMEH TyETCSI pACCMOTPETHh BO3MOXXHOCTh IPUMEHEHHS MEXaHHYECKOU
MOJIEP’KKU KpOBOOOpallieHusl y malueHToB ctapuie 18 net [164, 165].

EOK IIbC (YYP C, Y1 4)

Kommenrapuu. Ilpumenenue cpedcms mexanuueckou no00epxHCKU KposoobpaujeHus
Modicem Oblmb NPUMEHEHO O CIMAOUNU3AYUY 2eMOOUHAMUKU, KO20ad MPAOUYUOHHAS MePanus
HeappexmusHa, u 0151 obecneueruss N000EPHCKU Kposoobpawerus 8 npoyecce abasyuu [165]. B
HeoasHo onyonuxKosanHom memaaraiuze [166], sxnrouarowem 2465 nayuenmos, Hab100a1aCH
3HAUUMeNbHO bolee HU3KASA CMEPMHOCIb NPU NPODUIAKMULECKOM NPUMEHEHUU MEeXAHUYECKOU
NO00ePHCKU KPOBOOOpaujenus cpeou Nayuenmos, cmpaoaouux 31eKmpuieckum wmopmom uiu
umerowux evicokuu puck [167]. Hanpomue, >KcmpeHHOe UCNONb308AHUE MEXAHUYECKOU

n000epHCKU KpOBOOOpaweHus 8 npoyecce abnayuu ObLIO C8A3AHO C 8bICOKOU YACMOMOU cMepmu

[168].

49



Y  DauMeHToB € JJIEKTPUYECKUMM  IITOPMOM,  BBI3BAHHBIM  PELMAUBUPYIOLICH
napokcusMasibHoM KT unu @K, nanpHeiimas nedeOHass TaKTHKa OIMPEIEISETCS OCHOBHOM
MIPUYMHOM, BbI3BaBIeH KA.

3.2. O0mue NPUHIMIOBI JeYeHHsl, HANPABJICHHOI0 HAa NPOGUIAKTHKY SIH30I0B

JKeJYIT0YKOBOH apUTMUH

3.2.1. Meoukamenmo3noe neuenue

Baxwueiimmm ycnoBuem ycnemnoro jedeHus KA u npenorpamenus BCC saBasiercs
3 PeKTUBHOE JIeueHHEe OCHOBHOIO 3a00JIeBaHMs cep/lla U COMyTCTBYIOIMX 3a0oneBanuii. UbC
ABJIIETCS. OCHOBHOW marosiorueil cepaua, sasisitomieiics npuunHod JKTA u BCC. Jleuenue
OCHOBHOTO 3abomneBanus, sBisomerocss npuunHoil Bo3HukHOBeHHS JKTA um BCC, momxnHO
OCYILECTBIIATBCS. B COOTBETCTBUU C JEHCTBYIOUIMMU KIMHUYECKUMHU PEKOMEHAALUSAMH IO
paccMaTpUBaeMbIM 3a00JI€BaHUSAM/COCTOSHUSM.

OntuManbHOe MEIMKAMEHTO3HOE JICYCHHE OCHOBHOTO 3a00JIeBaHMS CEpAlla, BKIIOYAs
MaKCHMaJIbHO NEPEHOCUMBIE J03bl JiekapcTB 1o noBoay XCH, sBisiercs o0si3aTenbHbIM [169].

. VYV naumentoB ¢ XCH co cumwxkenHoit @B JDK pexoMeHayercsi nmpUMEHEHHE
uAII®/APA/APHU, aHTaroHUCTOB MHHEPAJOKOPTUKOMIHBIX peuentopoB (ATX CO03DA
AHTaroHUCTHI albI0CTEpPOHA), OeTa-anpenodaokaropos U HHIJIT-2 i CHUKEHUS! CMEPTHOCTH
or CHu BCC[170, 171,172,173, 174, 175, 176, 177, 178, 179, 180, 181, 182].

EOKIA (YYPC, YA 5)

MennkaMeHTO3HbIE CPEe/ICTBA JIEUEHHs HapyLIEHUH pUTMa cep/iia UrpatoT BaKHYIO pOJib
B KayecTBE JIOTIOJIHUTENbHON Tepanuu npu jedeHun KA, 0cOOEHHO y CUMIITOMHBIX HallME€HTOB.
Jlo cux mop HU OJMH M3 JEKApPCTBEHHBIX CPEJCTB JUId JIEUECHHUS HapyLIEHWH pUTMa cepAla 3a
UCKJIIOYeHHEM OeTa-aJpeH00I0KaTOPOB, HE MPOIEMOHCTPUPOBAJI CHUKEHHSI CMEPTHOCTH OT BCEX
npuunH. Kaxkapiil npenapat o0n1agaeT 3HaUNTENbHBIM TOTEHIIMATIOM BO3HUKHOBEHHSI TOOOYHBIX
¢ dexToB, BKIOYas npoaputMmuio. Hampumep, Ooiblnoe KOJIMYECTBO MpenapaToB C JPYTHMMHU

TepaneBTUYECKUMU MOKa3aHusIMH, MOTyT yanuHsaTh uatepBai QT (http://www.crediblemeds.org)

U rnpoBouupoBath Bo3HuKHOBeHue KT Ttuma «mupyst». Hekxotopsle mpenaparbl crocOOHBI
OKa3bIBaTh OTpULIATEIbHBIE HHOTPOIIHBIN U XpPOHOTPOIHBIN 3¢ dexTsl, ycyryomnss CH, u BbI3biBas
opanukapauto. AAII, knaccoB IA u IC, a Takke HEKOTOpBIE ApyTHE Mpenaparthl, OJIOKUPYIOIINE
HaTpUEBblE KaHalbl, MoOBBIIAOT puck KA y mnamueHtoB ¢ cuHapomoMm bpyrana

(http://www.brugadadrugs.org).

Bri6op neuebHoro moxaxona npu KA OCHOBBIBaeTCS Ha HAJUYMU JIMOO OTCYTCTBUM Y
narmenta npusHakoB CIIC wmm/u nucdynkuun JOK. Ilepeuens ocHoBHbIX AAII, mokazanus K

Ha3HAYEHUIO, 1036l 1 T0OoUYHBIE 3 ekt npuBeneHs! B [Ipunoxennn A3.
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Meoukamenmosnaa  anmuapummuueckas  mepanua  (AAT)  ocenyooukoeoi
IKmonuueckoi akmusnocmu y nayuenmoe oe3 CIIC / oucpynkyuu JIZK

. V manuenTo 6e3 CIIC pexoMeHA0BaHO JIEKapCTBEHHOE TO/IaBlieHne yacToi XKD,
€CJIM aApUTMHUS COMTPOBOXKIACTCS KIIMHUYECKON CUMIITOMATUKOH, 100 €€ KOTMYECTBO MPEBHIIIAET
10% ot oOuiero koaumdecTBa ceplaedyHbIX cokpamieHud no aaHHbiM XMOKI u npuBogut k
pemonenupoBanuto JOK u cHmkeHuo cokpaturenbHol ciocoOHocTH Muokapaa [183, 184, 185,
186, 187, 188, 189].

EOKIC (YYPC, YAAS)

Kommenrtapuii. /leped nasnauenuem n00bix 1eKapcmeeHHbiX Npenapamos Ojisl 1edeHus
HapyuwleHutl pumma cepoya 8axcHo yoeoumocs, umo KO ne asnsemcs cieocmeuem oopamumvlx
npuuur (cm. pazoen 3.1.1.). B omcymcmeue CIIC /oucihynkyuu JDK, max Haszvieaemas
«UOUONAMUYECKASLY IHCETYOOUKO8AsL IKMONUYECKAsl AKMUBHOCb MOJcem Oblmb NPeOCmasiend 8
sude oounounou, napuou K3, HYIKT, a maxodice anHanocuuHvix npossieHull iceiry0ouKosol
napacucmoauu. Ilayuenmor 6e3 CIIC /oucghynkyuu JDK umerom o6raconpusmuwlii npocHO3 6He
3a8UCUMOCMU OM 8UOA HCETYOOUKOBOU IKMONUYECKOU aKmueHocmu, obwe2o konuvecmeaa K3 6
CymKu u enudunsvl unmepsana cyenienus K3 u ne nyscoaromes 6 npoghunaxmuxe BCC [183,
184]. Ocobennocmu nasHaweHus 1eKApCmMEeHHbIX NPenapamos 0jis JleueHusl HapyueHutl pumma
cepoya y oemeli 8 OQHHOU KIUHUYECKOU cumyayuu cm. 8 pazoene 3.5

. ns nomaBneHust 4acTol, CUMIITOMHOM KEIIyJOYKOBOM IKTONMUYECKON aKTUBHOCTH
y nanueHToB 0e3 CIIC/nuchynkunn JDK pexomennoBaHo Ha3HaueHue OeTa-apeHo0I0KaTOPOB,
AAII I knacca (o knaccudukanuu E. M. VaughanWilliams B mogudukaruu B. N. Singh u D. C.
Harrison) (ATX COIB AmnxTtnaputmuueckue mpenapartel, kiaaccel | u III), OGmoxartopos
“MeJIJICHHBIX’ KaJIbIIMEBBIX KaHAJIOB ¢ MpsaMbIM BiiusHueM Ha cepjie (ATX CO8D CenextuBHbie
0JIOKAaTOpHI KAJIBIIMEBBIX KaHAJIOB C MPsAMBIM JCHCTBHEM Ha cepane) (#Bepamammia*™*),
#cotamoma** u #ammomapona*™* (cm. Ilpunoxxenune A3, Tabmuub A3.1 u A3.2) [108, 183, 184,
185].

EOK IIaB (YYP B, Y1 3 — nas B3pocisbix, YYP C, Y 5 — nia nereid)

Kommenrtapuii. Haubonee s¢pgpexkmusnvimu cpeocmeamu nooasnenus KO saensaomces
Anmuapummuueckue npenapamol, Kaacc IC (nponagenon**,
OUSMUNAMUHONPONUOHUNLIMOKCUKapOoHunamunopenomuasun  [203, 204, 206,  207],
JAnnaKkoOHUMuHa 2uopoopomud™* u ¢grexaunud y e3pocavix), a marsce AAIIl Il knacca (ATX
C01B Aumuapummuuecxkue npenapamsi, knaccol I u IlIl) (#comanon™* u #amuooapon™**). Ilpu
yacmou, CuMnmomMHou monomopghrou K3, ucxooaweti uz oonacmu BTIDK unu ¢pacyuxynaproii

K3 uz JDK, KA pexomenoyemcs kak memoo neyenus nepgoco evioopa [190, 191].
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Ilepeyenv npenapamos, pekomeHO008anHblX Ons aedeHuss KA y e3pocavix u Oemell, ¢
VKazaumuem ux cmaHOapmublx mepanesmuyeckux 003, npeocmasier 8 Ilpunooscenuu A3, maon.
A3.1uA3.2.

® YUUTBIBasI BEICOKYIO BEPOSTHOCTH PA3BUTHUS CEPHhE3HBIX IKCTPAKAPAHATBHBIX ITOOOYHBIX
3¢ (}exToB npu UIUTEIHLHOM NPUMEHEHUH #aMUOAapOHa™ ™, y MAIUEHTOB C «UIUONATUHYECKUMI)
KA nauHBI mpenapaT HE PEeKOMEHAyeTcsl B KauecTBe mepBoil muHuUU AAT, U MOXeT ObITh
PacCMOTPEH TOJBKO IIPU CHUMNTOMHOM aputmMuu uinu npu cHwkeHun OBJIDK u ycinosun
HeA(P(PEKTUBHOCTH MJIH HETIEPEHOCUMOCTH JIPYTUX JICKAPCTBEHHBIX CPEJICTB JICUCHUS HAPYIICHAN
put™Ma cepama [192].

EOK IIIC (YYP C YA 5)

KommenTapmuii. /[o3v1 npenapama 0ns 83pocivix u oemeti ykazanvl 6 Ilpunoscenuu A3,
maobn. A3.1 u A3.3.

. [Tpu Hanmuuu npuctynoB YMIKT y namuentoB 6e3 CIIC /muchynkuuu JOK, ns
npo(UIAKTUKA TOBTOPHOTO BO3HHUKHOBEHHUS apUTMHHM PEKOMEHJOBAHO Ha3HaueHHe Oera-
aapeHobIokaTopoB, #Bepamamuna**, a takke AAIL xmaccs I u III [66, 185, 193, 194, 195, 196,
197, 198, 199, 200, 201, 202, 203, 204, 205].

EOK IIaB (YYP B, Y/ 3)

Kommenrapuii. C nosuyuu pucka BCC, 6 Oonvuwuncmee cnyuaes nayuenmsi ¢
uouonamudeckumu KT umerom Oraconpusmuulli NPOSHO3 MHCU3HU, OOHAKO OAHHbIE APUMMUU
MO2Ym CONPOBOHCOAMBCSL BLIPANHCEHHBIMU HAPYULEHUAMU CUCTEMHOU 2eMOOUHAMUKU (0OMOPOK,
OMEK NE2KUX), A npu ONUMENbHO NePCUCMUPYIOUieM MedeHUU — NPUBOOUMb K NPOSPECCUPYIOUIeMY
CHUDICEHUIO COKPAMUMOCTU MUOKAPOA U PA3EGUMUIO MAXUKAPOUOMUONAMUY. MU COCMOAHUSL NPU
omcymemeuu 3¢ppexmusnou AAT moeym 3HAUUMENLHO YXYOUamb KA4ecmeo HCU3HU NAYUeHMOo8.
Buvibop npenapama ons AAT ¢ yenvio npogunraxmuru peyuousos KT dondxcen ocyuecmensimoscs
€ Y4émom UHOUBUOYATILHBIX NPOBOYUPYIOWUX PaKMOPO8 U XapakmepHuix 0Jis pasuvix ¢opm KT
usmenenuii.  OKI.  Bema-adpenobnokamopvl — Aenaomcs — npenapamamu  evibopa  npu
uouonamuyueckux KT, nposoyupyemvix ghuzuueckoii Hazpy3Kou Ui IMOYUOHATLHBIM CIPECCOM.
Ipoghunaxmuueckuii npuém #eepanamuna™** yenecoobpazen 05 JeyeHUus HeNapoOKCUIMALbHOU
KT w3z BTIDK u npeoynpesicoeHus napoxcuzmos @acyukyisapHol 1es0iHcenry00uKo8ol
maxukapouu. Haubonee s¢pghexmusnvivu  cpedcmeamu  npedynpesxicoenus  peyuousos
napoxcuzmanvHou monomopuoii KT, ¢ mom yucne ne ceazannou ¢ BTIDK/DQJDKT, y e3pocivix
aenaiomes AAIl, knacc IC u amuooapon™*. #Comanon**, esudy nedocmamounou e2co
aghghexmuenocmu u NOMEHYUAILHOU ONACHOCMU NPOAPUMMUU, CEA3AHHOLL C OI0KAOOU KAIUEBbIX
kananos (TdP), ne dondicen Ha3HaAuamovcs 8 Kavecmeae npenapama nepgeozo gvlbopa. Heobxooumo

YUUmMbIBAmMb  B03MONMCHOCMb  PA3GUMUSA  IKCMPAKAPOUATbHBIX  NOOOUHBIX  d¢hdhekmos  npu
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npUMeHeHUuu amuooapona™*, 6 ceazu ¢ yem y nayueHmog c¢ uoonamudeckumu XA OanHwiil
npenapam — 00JJCEH  HA3HAYAMbCA  MONLKO  NpU  YClosuu  Hedghekmusnocmu — aubo
Hego3MOodcHOCmuU ucnonvzosanus opyaux AAIl, knacc Ic u nedocmynnocmu unmep8eHYUOHHHIX
Memo0o08 neveHus.

Ocobennocmu HasHaveHus 1eKapCmeeHHbIX NPenapamos 05 1e4eHus HapyweHu pumma
cepoya y oemeltl 8 OQHHOU KIUHUYECKOU CUmyayuu cm. 8 pazoeie 3.5

Ilepeuenv npenapamoe 0ns 63pocavix u Oemeti npeocmasiern 6 Ilpunodcenuu A3,
maoauyax A3.1 u A3.3. [65, 186, 194, 205].

B xauecmee anvmepnamuswt nexapcmeennou AAT npu mobou uduonamuueckou
monomopgrou KT, cnedyem paccmompemsv 603modcHocms nposedenusi KA ucmounuka
apummuu [184, 190].

Meouxamenmosnas AAT dceny0oukoeoi IKMonuuecKkou aKmueHOCmMU y NAYUEHMoe
co CIIC / oucghynkuuen JIZK

o [Ipn HamUYMKM >KETYJOYKOBOM OJKTONMUYECKON AaKTUBHOCTH Yy TAIMEHTOB CO
CIHC/muchynkuuneit JOK nossimen puck BCC u pexomenayercs npoBeaenue AAT nmns eé
npodunaktuku [206, 207, 208, 209, 210, 211, 212, 213].

EOKIA (YYPC, Y1 5)

Kommenrapuii. ¥ nayuenmos co CIIC puck BCC 3agucum om xapaxmepa s#ceny0oyKogoll
IKMONUYECKOU aKmueHocmu u svipasxcennocmu oucyuxyuu JDK. Hanuuue y nayuenmos co CIIC
yacmou KO (>10 K3 6 wuac), muodicecmeeHHviXx GopM HCETYOOUKOBOU IKMONUUECKOU
axmusnocmu (naproti K3, HYKT) u/unu cnudxcennoii cokpamumenvrou gynxyuu JOK (OBJDK
<40% no oannvim IXOKI') conpsiscero ¢ nogviuennvim puckom BCC [206, 207].

. Hns neuenus nanueHtoB co CIIC/auchynkumeit JIK, umeromux moBBINIEHHBIN
puck BCC u nHyxnaronmxcs B €€ MepBUYHON WM BTOPUIHON MPODUIAKTUKE, PEKOMEHIOBAHO
Ha3HaueHHue bema-aoperoorokamopos (211,213, 214, 215, 216, 217].

EOKIA (YYP C, Y1 5)

KommenTapmii. bema-aopernobroxamopol (npeonoumumenvHo celeKmusHble
AUNOPUIbHBIE) OO0NHCHBI HAZHAUAMBCSA C VUEMOM HPOMUBONOKA3AHUU K UX NPUMEHEHUI0 U
B03MOACHBIX NOOOYHBIX 3ppexmos [211, 214].

o JlexapctBennass AAT pekomeHnnoBana B3pocibiM naruentam co CIIC/muchynkimei
JDK ¢ uenpio mopaBieHuss 4actoil cumMntoMHOM KO, nub0 ecinM KOJUYECTBO KENyI04YKOBOU
SKTONMYECKON aKTUBHOCTH >10% OT oOlIero Koin4yecTBa CepACYHBIX COKpAIICHHH B CYTKH IO
JaHHbiM - XMOKI' u  accomuupoBaHO ¢ JAWJIaTallMed IMOJOCTEd cepAla U CHUKEHUEM
cokpatumocT muokapaa JOK [191, 218, 219, 220].

EOK IC (YYP B, Y]I]1 2)
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° Y nanueHtoB crapme 18 JeT ¢ UMIUIAHTUPOBAHHBIMU  MEIUIMHCKUMH
YCTpOICTBAMH, HANpPUMEp, AIEKTPOKAPAUOCTHUMYIISTOPOM HMILUIAHTUPYEMBIM TpPEXKaMepHBIM
(OMBEHTPHUKYIAPHBIM)***,  KapauoBepTep-AePUOPUIUIATOP HMMIUIAHTHPYEMBIH TpeXxKaMepHBIH
(OMBEHTPUKYJSAPHBIN)*** (11  cepAeUHOM pECMHXPOHM3MPYIOIIEH Tepamuu; jgajgee —
umrantupyemoe CPT-ycTtpoiicTBo), mpumeHnenue JiekapctBeHHOM AAT peKoMeHJIOBaHO Jist
nonaBneHus yactor XKD B ciydasx, KOrja oHa MPUBOJUT K YMEHBIIECHHUIO JOIH HaBS3aHHOTO
OMBEHTPUKYJISIPHOTO pPUTMa HI)KE PEKOMEHI0BAaHHOTO ypoBHs [221, 222, 223].

EOK IIaB (YYP C, Y 4)

KommenTapuii. /[na  odocmuocenuss uaunyuwezo spgpexkma CPT  Heobxooumo
CMpemMumscs K MAKCUMANIbHO 8bICOKOMY NPOYEHMY HABA3AHHO20 OUBEHMPUKYIAPHOZO pUmMMA
(97-100%). Onmumanvuvim 0asi npogedenus CPT cuumaemcs naiuyue ne mernee 93%
OUBEHMPUKYTIAIDHBIX HABAZAHHLIX KOMNIEKCO8 (no OanHblM u3 umnianmupoganvlx CPT-
yempotuicme unu noxyuyerHovim npu XMOKT) [224].

V' oOemeii yenecoobpaszno npudepdicusamvcsi makozo e nooxood, HeCMOmpsi He
omcymcmeue 00CmamoyHol 00Ka3amenbHoU 6a3bi.

o B kaudectBe cpencTB aHTHApUTMUYECKOTO JieueHus JKD y B3pOCIbIX MAIUEHTOB CO
CIC/muchynkuueit JOK pexoMeHmoBaHO HazHaueHUEe OeTa-apeHOOJIOKAaTOpOB, coTajmoia™*,
amuomapona**, nubo xomOmHaIMu OeTa-anpeHobI0KaTOpoB W amuomapoHa** [102, 219, 220,
225, 226].

EOKIA (YYPB, Y1/ 2)

KommenTapmuii. bema-adpenobiokamopvl HeoOX00UMO pAcCMampueams 6 Kayecmee
ocHosbl AAT KA. Comanon** sghgpexmusnee, uem OGema-aopeHobIOKAMOPLL, NOOABAEM
HCEYOOUKOBYIO IKMONUUECKVIO AKMUBHOCHb, OOHAKO €20 NpuMeHeHue He DeKOMEHOOBAHO
nayuenmam ¢ @B JDK <40% no oanneim OXOKI, a makoce npusnaxamu XCH, noueunoii
He0oCmamoyHocmylo. Amuooapon™** 6 kauecmee monomepanuu u 6 KomOuHayuu c bema-
adpenoobaokamopamu npeocmasisiem cooou Haubonee 3gpgexkmusnviti AAIl ons nevuenus KA y
nayuenmos co CIIC/oucghyuxyueii JDK. B mo sce spems, e2o npumerenue ConpsdiceHo ¢ Haubonee
8bICOKUM PUCKOM PA3BUMUSL MANCENBIX IKCMPAKAPOUATLHBIX NOOOUHBIX I exkmos. Bcaeocmesue
9mMoeo, amuodapon™* yenecoobpaszno naznavams npu HeIPOHEKMUGHOCMU UTU HEBOZMOICHOCU
npumeneHus bema-aopeHod10Kamopos/comanona™®™ u omcymcemeuu 03MOHCHOCMU NPUMEHEHUS
UHMEPBEHYUOHHBIX Memo00e nedenus KA. Ilepeuenv npenapamos, pekoMeHOOBAHHBIX O
nevenus KA, ¢ ykazanuem ux CmamoOapmMHLIX MeEPAnesmMudecKux 003, Npeocmasien 6

Ipunoxcenuu A3, mabnuyax A3.1 u A3.3 [219].
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. He pexomennoBano mnpumenenue AAIIL, kmaccoB IA u IC U celneKTUBHBIX
0JIOKATOPOB KAIIBIIMEBBIX KAaHAJIOB C MPSMBIM BIHMSHHEM Ha cepane s moxasiieHus XKD y
nanuenToB co CIIC/muchynxumeit JOK [221, 222, 227, 228, 229, 230].

EOK IIIA (YYP C, Y] 5)

Kommenrtapuii. AAIL xnaccel [A u IC ne dondichbl npumensmocs ons nodasienus KD y
nayuenmos ¢ UBC, ¢ m.u. nepexcuswux UM, a makoce y nayuenmos c opyeumu gopmamu
cepOeuHoll Namoao2UU, NPUBOOAWUMU K CHUNCEHUI0 cokpamumenvrot ¢yukyuu JDK (3navenus
@B JDK <40% no oannvim IXOKT') u/unu nposenenuam XCH. Haznauenue AAIL knaccor A u IC
MaKaice nPOMmuBONOKA3aAHO NAYUEHMAM, UMEIOUUM 8bIPANCEHHYI0 cunepmpoguio muoxapoa JDK.
Cenexmugmvie 610KamMOpbl KAILYUEBLIX KAHAN08 C NPAMbIM BIUsHUEM Ha cepoye (Heepanamun™*
u #ounmuaszem) manosgppexmusnol 6 nevenuu KA y nayuenmos co CIIC u mozym yxyowamo
npoeHo3 nayuenmog ¢ oucpyuxyuei JOK u CH.

. Ouenky »¢¢dekTuBHOCTH U 0€30IacHOCTH  IMOJABJICHUS  KEIYyIAOYKOBOM
AKTOMHYECKON akTUBHOCTHU Yy narueHToB co CIIC/mucdynkuueii JIK pekoMeH10BaHO TPOBOIUTH
1o/ KoHTposieM noBTopHOro XMDOKI', BEIIOTHEHHOT0 Ha (OHE MPUEMA JIEKAPCTBEHHBIX CPEACTB
JUISL JICUCHUS HAPYIICHUH pUTMa Cepiala B TEPareBTHUYSCKOH J103¢ B TCYCHHE BPEMCHH,
JIOCTATOYHOTO JJISI HACTYILJICHUS ero anTuaputmudeckoro addexra [207, 231, 232].

EOK IIaC (YYP C, Y/ 5)

Kommenrapuii. Oyenxy anmuapummuuecxkoeo 3¢pgexma bema-adpeHobI0Kamopos
yenecoobpazHo npogooums Ha 3—5 cymku ux npuéma, #Hcomanona** — ma 5-7 cymxu,
#Hamuooapona™* — ¢ yuemom ocobenHocmell GapmaKoOKUHemuKu, NOJIHbIL MepanesmuyeckKull
appexm oyenusaemcs uepez 4-6 Hedenv om Hauanra npuéma. Hazumauenue Kasxicoozo
nocneoyoue2o 1eKapcmeeHHo20 npenapama Ojis JeyeHus HapyueHuli pumma cepoya O00JIHCHO
npoBOOUMbCsL He paHee uYeM uepe3 5 nepuoodos noyevleedeHus npeovloyweeo, a O0is
#amuooapona** — He pamee uem uepez 1,5 mecaya nocire e2o ommemuwvi. Jna oyeuKu
appexmusnocmu  mecmupyemvix npenapamos Ois JedeHus HApyweHul pumma cepoyd
DEeKOMEeHOYemcs: UCNONb308aMb Cledylowue Kpumepuu. npu npuéme npenapamos O JedeHus
HapyweHutl pumma cepoya 6 mepanesmuyeckoli 003e pecUcmpupyemcs CHUxiceHue oouje2o
koauvecmea K3 6onee wem na 50% u/unu ymeHvuienue KOIUYECMBA 4aco08 8 CYmMKU, 8 meyeHue
KOmopulx pecucmpuposanacy KI 6onee uem 6 2 paza om maxo6o2o, Npo8OOUBULEOCS 6
omcymemeuu AAT. Ilapannenvro ¢ smum y nayueHmos 00IHCHO Pe2UCmpUpo8amvCs yMeHbUeHUe
koauvecmea napuwix K3 6 10 paz u 6onee, a maxace nornoe ycmpanenue HYKT. /s oyenxu
onumenvHou 3p@exmusHocmu u 6e30NaACHOCMU NPUEMA NPEnapamos O0Jis JleYeHUs HapyuleHull
pumma cepoya yenecooopasna pezynsipuas pecucmpayusi IKI' u npumenenue opyeux memooos

00C1e008aHUsL 8 3A8UCUMOCTNIU O UHOUBUOYATILHBIX 0cobeHHocmetl nayuenmos [207].
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e Hasznauenwe #ammomapona*™* wnm kKoMOumHanuu #HamuomapoHa** ¢ Oera-
aapeHoOnmokatopamMu  (McKiouass — #coTajmon**)  peKOMEHIOBaHO Uil  TPOQUIAKTHUKU
napokcusmansHoi JKT/®PXK y mamuento co CIIC wnmu nuchynkmment JOK kak anprepHatuBa
NK1***, ecnmu nmrmantanus K] He MOXeT OBITh BBIITOTHEHA 1O KAKUM-JIHOO MMPUYHUHAM, JTHOO
MAIMeHTHI OTKAa3bIBAIOTCS OT uMImianTanuu UKJ[*** [213, 233, 234].

EOKIA (YYPC, YAAS)

Kommenrapuii. V nayuenmos, nyscoarouwuxcs 6 nepeuiHol u 6mopudHol npoghuiaxmuxe
BCC, #amuooapon™* unu eco xombunuposamHoe npumeHnenue c¢ Oema-aopeHoOI0KaAmMopamu
ABNAIOMCS  €OUHCMBEHHOU  JleKapcmeeHHou  anbmeprnamusou  UK/***  cnocobnoii
npedynpesicoams  803HukHoseHue KT/DXK u yseruuusamv npoooIICUMENTbHOCMb  JHCUSHU
nayuenmos. B kauecmee anvmepnamuevl nexapcmeennou AAT npu noemopuweix npucmynax
XKT/DXK cnedyem paccmompems 803modxcHocmsb npogeoenusi KA ucmounuka apummuu. Y oemeti
YenecoobpazHo  NPUOEePICUBAMbC  MAK020 Jice NooX00d, HeCMOmps HA OMCymcmeue
docmamounou dokasamenvHol 6asvl. Ilepeuenv npenapamos, pekOMeHO0BAHHbIX O/l JleYeHUs
JKA, ¢ ykazanuem ux cmanoapmmuvlx mepaneemuyeckux 003, npedcmasien 6 Ilpunosxcenuu A3,
mabauyax A3.1 u A3.3.

J Hasnauenne mnpodpunakruyeckoi AAT #ammomapoHoM™*  pekOMEHI0BaHO
narueHTaMm co CIIC wnmu nuchynkuumednt JOK npu Hanuuumu noBTOpHBIX HpuctynoB KT/DX,
TpeOyrommx cpadbarpiBanms MKI[*** Bonpekun Tepanuu 6era-aapeHodaokaTopamu [65, 213, 233,
234].

EOK IIaC (YYP C, YA 5)

Kommenrapmii. [Ipenapamamu «nepgozo evibopay» 01 Npo@hUIAKMUKU NOBMOPHBIX
npucmynog JXT/DX y nayuenmos co CIIC unu ouchynxyueti JDK sensiomces #Hcomanon™®*,
#Hamuooapon™* u komobunayus #amuooapona** ¢ bema-aopenoobroxamopamu. AAIL, kracc IB,
#Hpenumoun™* pexomenoosan 6 kauecmee cpedcmea «8MOpPOL JTUHUWY NPU YACIBIX PeYuOUBax
KT/DXK y nayuenmos cmapwe 18 nem co CIIC u umnaanmuposanuvivmu MK*** npu
HedocmamouHnol d¢hghexmuenocmu bema-adpenobrokamopos, #comanona™* u #amuooapona™*,
a makaice npu HeBO3IMONACHOCTU UX NPUEMA 8 CE8A3U C AOCONOMHBIMU NPOMUBONOKAZAHUAMU UTU
MANCENLIMU NOOOUHBIMU dhhekmamu neyenus. #Denumoun** pexomendyemces 0ns OIUMeENbHO2O
npuéma y nayuenmos cmapute 18 nem enympo 6 0ozax 400—600 me/cymxu. KombunuposanHnoe
npumenernue AAII, knacc IB, #penumouna™* u AAII, kracc Il (#comanona™* u #amuooapona**)
pexomenoosano espocivim nayuenmam co CIIC/oucyuxyuen JDK u umnianmupoganHubvim
UK[*** ¢ cayuasx, xoeoa Opyeue sapuanmwl nevenus (monomepanus uw/uiu KA) oxazanuce
be3ycnewnviMu 8 yempaumenuu peyuoueos KT u @K, B kauecmse anvmepHamugvl

nexapcmeennon AAT npu nosmopuwix npucmynax KT/ u adexeamuvix cpabamviéanusx
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UK[*** credyem paccmompems 80o3moxcHocms npogedenuss KA ucmounuxa apummuu.
llepeuenv npenapamos 0151 63pocavix nayuenmos u doemeil npeocmasier 6 Ilpunoscenuu A3,
maobauyax A3.1 u A3.3. [65, 148, 202, 231, 232, 233, 234, 235, 236, 237, 238].

. Jleuenne mnamuentoB c¢ mnapokcusmamu JKT/OX pexomeHayercs MNPOBOIUTH
HapajieNIbHO C BBISBICHHUEM W YCTPAaHCHHEM HMHIMBHIYaJbHBIX MATOT€HETHYECKUX (PaKTOPOB,
JeXKaIINX B OCHOBE BOZHUKHOBEHUs aputmuu [142, 188, 239, 240].

EOKIC (YYPC, Y1 5)

KommenTapuii. Ilomenyuanorvimu namozeHemudecKkumu Gaxmopamu,
nposoyupyrowumu 8oznuxkrnosenue KT, agnaiomea apummozennoe Oelicmeue 1eKapcmeeHHbIX
npenapamos, 3J1eKmpOoIUmuble HAPYUleHus (UNOKAIUeMus, SUNOMAacHUemus), NnoGbllUeHHbIl
MOHYC CUMRAMUYECKOU HePBHOU CUCMEMbL, SUNEePMUPe03, 2UNO0BONEMUsL, BOCNANIeHUe, nepecpy3Ka
MUoKkapoa o6vémom u 0asieHuem, CUHOPOM 0OCMPYKMUBHO20 ANHOI CHA, SUNOKCUS U OCMPAs
uwemust muoxapoa. Ilayuenmovr ¢ CH co cuudicennoii @B JDK Oonoicnbl maxooumvces Ha
ONMUMANLHOU — MeOuKameHmo3Hou  mepanuy, exaodarowei uUAIID/APA/APHHU, 6bema-
aoperobaokamopwl, anmazonucmol arvoocmepona uHIJIT-2 [171, 172].

3.2.2 Anmuapummuueckue ycmpoicmea

Kapouoeepmep-oeghuobpunnamop umnaanmupyemuotii ***

Kapaunoseprep-nepudpummnarop wummiantupyemsiin®** (MK ***) —  ycrpoiicTBo,
NpeHa3HAYSHHOE JUTS MPEPBIBAHUS JKU3HEYTPOXKAIONINX apUTMHA C IETBI0 TPEAOTBPAIICHUS
BCC [51].

Wmnnantanus UK/[*** 00biuHO mpoBoauTCS 1OJ MecTHOW aHecte3uel. [lpumenenue
UKI*** B mpodmnaktuke BCC ocHoBaHO Ha apuTtmMudeckoM Mmexanusme passutus BCC.
BoccranoBneHre CHHYCOBOTO (MIJIH TIOJUICKAIIETO) PUTMA TIPOUCXOANT C TIOMOIIBIO HAHECCHHUS
JNEKTPUYECKOTO pa3psiia B HECKOJIbKO JECATKOB JDKOYJeH, Ju00 TMadeKk 3IIEeKTPHUYECKHX
CTHMYJIOB, KOTOpBIE SBJISIIOTCA 0€300JIe3HEHHBIMU ISl MAllM€HTa W DHEPreTHUECKH MeHee
3arparHeiMu. UK/[*** cnenyer paccMarpuBaTh Kak OCHOBHOE CPE/ICTBO TIEPBUYHOM U BTOPUIHOM
npodpunaktuku BCC [227, 245].

UK/ ¢ ueanio Bropununoii npopuiaaxkruxku BCC

. Umnnanranus UKJ[*** pexomennoBana nmanueHtaM ¢ 1oKymeHTupoBaHHONH DK
win KT ¢ BeIpaKeHHBIMU U3MEHEHUSIMU TeMOIMHAMUKH TPU YCIIOBUHM OTCYTCTBUS MPEXOSIINX
OPUYUH WX pa3BUTHS U mocie 48 4 OT MOMEeHTa pa3BUTHs WH(papkTa Muokapna. [larueHTs
JOJDKHBI TIONTy4YaTh ONTHMABHYIO MeIuKaMeHTo3Hyto Tepanuio (OMT) um mMeTs OXHIaeMyro
MPOAOJKUATEIIBHOCTD )KU3HU HE MEHEE rojia B YAOBIETBOPUTEILHOM KIIMHUYECKOM cTaTyce [8, 51,
246].

EOK IA (YVP C, VI 5)
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. Pexomenmyercs paccMOTpeTh BO3MOKHOCTh uMIuTanTanuu MK/[*** B reuenune 40
nHeil mocne M y OTHenbHBIX B3pOCIBIX MALMEHTOB (IIPH HETONHON pPEeBaCKYJSpU3AIlHH,
npezmecTytonie nuchynkunu U cHmwkennn OB JDK, mosiBneHun aputmuii mocie 48 4 ot
BO3HHKHOBEHUS OCTPOTO KOpOHApHOTO CHHIpoma, momumopduoii KT wmu OXK) [216, 217].

EOK IIbC (YYP B, Y/ 2)

. Nmmnantanus UK*** pekoMenoBana namyenTam crapiie 18 JeT ¢ ycToinanBoi
XT npu ymepeHHO BbIpakeHHOH auchyHkimu jesoro xenynouka (OB JDK menee 45%), BHe
3aBUCHMOCTH OT BO3MOXKHOCTH BbInloJIHeHUsI KA 1 pe3ynbTaTtoB npoueaypsl [223, 224, 225].

PKO IIaC (YYP B, Y/ 2)

Kommenrtapuih.  Umnnanmayusa  UKJ***  nayuemwmam ¢ ycmouuueou KT
CcoOnpogodicoaemcst ygeaudenuem evidicusaemocmu no cpasrwenuro ¢ AAT. Ha cecoOHsawnuil 0eHw
Hem Ucciled08aHutl, 8 KOmopvix 0wl cpasHusaiu pezyromamol UK/[***-mepanuu u KA 6e3
UK[*** y nayuenmos ¢ ycmotiuugou KT. Yuumvieas Hebonvuiol 00vem OAHHbIX U 8bLCOKVIO
yacmomy peyuousos ycmouuueou KT nocne KA, ycmanoska HK/*** yenecoobpasua ecem
nayuenmam ¢ oucgynxyuei JDK (OB JDK <45%) u ycmotiuuegoui JKT.

. Nmvmnantanus UK *** pexomennoBana nmanuentam ctapme 18 metr ¢ HYXT ¢
muchyukimeit JOK (OB JDK menee 40%) BcienctBue nepeHecenHoro UM u uHIynupyemon
ycroiuusoit XKT unu ©XK npu nposenennu BCOOU [223, 224, 225].

PKO IIaC (YYP B, Y] 2)

UK/ ¢ neanio nepsuvHoii npopunaktuku BCC

B panmoMu3upoBaHHBIX HCCIIEIOBAaHUSAX W METaaHalu3ax ObLIO MPOJIEMOHCTPUPOBAHO,
yro puck BCC cBs3an ¢ Hapymenuem ¢ynkiuuu JOK, a ucnonszoBanne MKJ[*** B xauecTBe
cpencta nepBuuHOi npodminaktukn BCC 3HaYMMO BIIMSET HA YPOBEHb CMEPTHOCTH JTaHHOM
KaTerOpHH MAIMEHTOB KaK C UIIIEMUYECKOH, TaK ¥ C HEUIIIEMUYECKOU ee IPUpooi [225, 247, 248,
249, 250, 251, 252, 253, 254, 255, 256, 257].

Jns Bcex mnokazanuil k npumeHeHuro MKII*** pemenune B TOJB3y MNOCIETHUX
IPUHUMAETCS TOJBKO B Cllydae, KOrja MporHo3upyeMasi IpoA0KUTENbHOCTh )KU3HH MallMeHTa
npeBbimaer 1 rog. HeobxoaumocTh B aleKBAaTHOM PEBACKYJISPU3ANNKN MUOKapia, Hapsay co
CTPEMIICHHEM PAJUKAIBbHOTO YCTPAHEHUSI apUTMUH, SIBIISIFOTCS] IPUOPUTETHBIMU MO OTHOLIEHUIO
K npuMeHennto UK/I***-tepanun.

ITamuentsl ¢ CH co cHmkennoit @B JIDK pomkubl HaxoguThed Ha OMT, BKIIIOUaromien
uAII®/APA/APHU, OGera-aapeHOONIOKATOPHI, AaHTAaroHUCTH aibaoctepoHa, WHIJIT-2 ¢
noBTopHOH oneHkoit @B JIXK Ha ¢doHe Tepanuu mepes NpUHATHEM pelieHUs 00 MMIUTAHTAlUU
UKI*** nna mepBuunoit mpodumnaktuku BCC, ecnu mporHosupyemasi Ipoa0JDKHTEIBHOCTD

Jku3HU >1 rona.
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. Nmvmnantanus UKJ*** nna nepsuunoit npodrmraktukn BCC He pekoMeH10BaHA
B TeueHue 40 nueit mocne UM [247, 248].

EOK IITIA (YYP B, Y1 2)

. Nmnnanranus UK*** pekomennoBana s ymenblenus pucka BCC nanuentam
¢ mucyukiueit JOK (OB JIXK 35% u menee) u XCH (II unu [II ®K no NYHA) na pone OMT,
He paHee 4yeM uepe3 40 aneit nmocne nepeHeceHHoro UM u 90 gHel mociie peBacKyJIsapHU3aluu
Muokapna [225, 247].

EOKIA (YYPB, Y1 2)

) Nmvmnantanus UK[*** pexomengoBana y marueHToB ¢ auchynkuuei JOK (OB
JIK — 35% u menee) nenmemudeckoro rene3a u XCH II wm [T @K o NYHA na ¢pone OMT [5,
111, 225, 254, 255, 256, 257, 258].

EOKIB (YYP C, YA 5)

. Nmvmnantanus UK *** pexomenmoBana mist npodmraktukn BCC y manueHToB
crapire 18 jeT, OKHUIAIMUX TPAHCIUIAHTAIUIO Cep/illa BHE JeueOHoro yupexaeHus [236, 237,
259, 260].

EOK IIaC (YYP B, Y1 3)

KommenTapuii. V oemeii yenecoobpazno npudeporcusamvbcsi makoz2o ice nooxood,
HeCMOmps He omcymcmsaue 00CmamoyHou 00Ka3amenbHou 6a3ol.

Cocmosinus, npu komopuix UK/[-mepanus ne nokazana uiu npomueonoKa3ama.:

- MPOTHO3UPYEMBI CPOK JKU3HH IMAIMEHTOB C YAOBICTBOPUTEILHBIM (YHKITHOHATHHBIM
CTaTyCOM H€ MPEBBIMIAET | rof, 1ake eci OHM UMEIOT MOoKa3aHus, cooTBeTcTBYyromue 1-5 YV /1;

- MMallMeHTaM, CTpaJaouuM HenpepblBHO-penuanBupytommmu KT wim OX;

- TAIMEeHTaM C BBIPAKEHHBIMH TICHXWYECKUMH 3a00JIeBaHUSMHU, KOTOPHIE MOTYT OBITh
yCYTyOJIeHBI IMILTIAHTAIMEH MPUOOpPA UITH MPENSATCTBOBATh CUCTEMATHUECKOMY HAOJIIOICHUIO;

- nmaiueHTam ¢ XCH IV ©K (NYHA), pedpakrepHoii k JeKapcTBEHHON Tepanuu, Korjaa
OHHM He SIBJISIOTCS KaHJUJAaTaMy Ha TPAHCIUIAHTAIUIO CEPIIa;

- ManueHTaM ¢ 0OMOpoKaMu HessCHOTo renesa 6e3 unayupyemsix XKTA u 6e3 CIIC;

- B caydasnx, koraa KT wim @X ABIAOTCS yCTpaHUMBIMU PaJUKAIBHO, XUPYPTHUECKH
i ¢ momoipio KA;

- apuTMHH, CBs3aHHbIe C cuHIpoMoM WPW, Taxukapauu H3 BBIXOJHOTO TpakKTa
KeNyIouKoB, (pactukynspubie n unuonatudeckue KT, npu orcyrerBun CIIC;

- ManueHTaMm, y KoTopsix 31mu307] JKTA BO3HUK BCIIEACTBHUE MPEXOMSIINAX HITH OOPATUMBIX
paccTpoiicTB (Hampumep, ocTpeiii VM, HapylieHue 3JIEKTPOJUTHOro OayaHca, TMOOOYHBIC
3 deKThl MEAMKaMEHTOB, TpaBMa), KOIJa KOPPEKIHsS pPacCTPOMCTBA BO3MOXKHA W MOXKET

S3HAYUTCIIBHO CHU3UTH PUCK TOBTOPHOTO BO3BHUKHOBCHHUA ApUTMHUU.
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Cepneuynasi pecHHXpOHM3UpYOIIasa Tepanusi y nanueHToB ¢ XCH s cHuKeHust
pucka BCC. Komoumnupoanubie CPT-/I ycrpoiictBa (Kapauoeprep-aedudpuisarop
HMILIAHTHPYEMBbIil TPeXKaMepHbIi (OMBEHTPUKYJIAPHbIM)***)

O¢dexktuBHocte CPT mposeMoHCTpUpOBaHA B MHOTOYHMCICHHBIX — KIMHUYECKHUX
UCCIIEIOBAaHUSX W MeETaaHaJlM3ax [pU KapJIUOMHMONATHUM KakK HIIEMHYECKOro, TaK U
HEUIIEeMUYecKoro TeHe3a [261, 262, 263, 264, 265]. JlanHble €BpONEHCKOTO pPETHCTpa
CBUJIETEJILCTBYIOT O Oosieeé HU3KOH CMEPTHOCTH Y MALMEHTOB € KOMOMHHPOBAHHBIMU
ycrpoiictBamu CPT-J[*** (c dynkuueit nepubpminstopa) (Kapouosepmep-oeguopunnamop
UMNJIGHMUPYEMbLIL mMpexXKamepHblil (OuseHmpuKyaApHulil***) [266].

. Nmnnantanus CPT-ycrpoiictBa (D1eKTpOKapIuOCTUMYIIATOP HUMILIAHTUPYEMBII
TpexXKaMepHbIN (OMBEHTPUKYISIPHBIN ) *** nin kapauoBepTep-aepuOpHUIATOp UMIUTAHTHPY MBIt
TpeXKaMepHbIN (OMBEHTPUKYJIISPHBIN ) ***) pekoMeHJ0BaHa Y CUMIITOMHBIX IAIIUEHTOB cTapiie 18
net ¢ XCH, cunycoBsiM putMoM B Mopdonorueit QRS mo tumy O10Kaabl I€BOM HOXKKH ITydKa
['uca (BJIHIIT), mnurenprocThio QRS >150 mc, @B JIK <35%, na done OMT, c uenpio
YMEHBIIICHUSI CAMIITOMATHKH, CHUKEHHSI MOPOUIHOCTH U pUCKa cMepTH [261, 267, 268, 269, 270,
271].

EOKIA (YYP B, Y/ 2)

. Umnnanranus CPT-ycTpoicTB (37€KTPOKApAUOCTUMYJIISATOP HMILUIAHTUPYEMBIi
TpeXKaMepHBIN (OMBEHTPUKYIISIPHBIN ) *** nu kapauoBepTep-n1epuOpULISTOP UMILUIAHTUPY EMBIHA
TpexKkaMepHbIi (OMBEHTPUKYIISAPHBIN )***) pekoMeH0BaHa y CHMITOMHBIX TALIMEHTOB cTapiie 18
net ¢ XCH, cunycoBbim putmMom u QRS-mopdonorueit BJIHIIL, nnmurensHocThi0 QRS 130-149
Mc, ®B JDK <35%, ma ¢one OMT, ¢ 1enpi0 yMEHBIIECHUS CHUMITOMATHKH, CHUXCHUS
MOPOHTHOCTH M pucKa cMepTH [268, 269, 270, 271].

EOKIB (YYP B, YA 2)

. Nmnnanranus CPT-ycTpoicTB (37€KTPOKapAMOCTUMYJISTOP UMIUIAHTHPYEMBIi
TpeXKaMepHbIN (OMBEHTPUKYJIISPHBIN ) *** 1nn kapauoBepTep-aepudpULIATOp UMILTAHTHPYEMBIN
TpeXKaMepHBIH (OMBEHTPHUKYJISIPHBIN ) ***) pekoMeH10BaHa y CAMIITOMHBIX ITAIIMEHTOB cTapiie 18
aer ¢ XCH, cunycoBeiM putMoM U QRS-mopdonorueit, ne coorerctByromeii BJIHIIT,
mmtensHocTeio QRS >150 mc, @B JDK <35%, na ¢one OMT, c nenpio yMEHBIICHHS
CHMITTOMATHKH, CHI>KCHHUSI MOPOUIHOCTH U pUCcKa cMepTH [269, 270, 271].

EOK IIaB (YYP B, Y] 2)

. Nmvmnantanus CPT-ycTpolcTB (37EKTPOKAPAUOCTUMYJISTOP HMMILUIAHTHPYEMBII
TpeXKaMepHbIi (OMBEHTPUKYISPHBIN ) *** 1u kapauoBepTep-aeudOpULIATOP UMILTAHTHPYEMBIN
TpexKaMepHbIN (OMBEHTPUKYIAPHBIN)***) pekoMeHI0BaHAa Yy CUMITOMHBIX MAlMEHTOB CTapIle

18 ner ¢ XCH, cunycoBsiM putmoMm u QRS-mopdonorueii, He coorBerctByromeid bJIHIIL,
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mmrenbHocThI0 QRS 130-149 mc, @B JIK <35%, na done OMT, ¢ menbi0 yMEeHbBIICHUS
CUMIITOMAaTHKH, CHI>KEHUSI MOPOUIHOCTH U pUCcKa cMepTH [269, 270, 271].

EOK IIbB (YYP B, Y11 2)

. Nmnnantanus CPT-ycTpoiicTB (37€KTPOKapAMOCTUMYJIATOP HMILIAHTUPYEMBIT
TpexXKaMepHbIN (OMBEHTPUKYISIPHBIN ) * ** nin kapauoBepTep-aepuOpHUIATOP UMIUTAHTHPY MBI
TpeXKaMepHbl (OMBEHTPUKYJSpHBIN)***) He pexkomengoBaHa y mnauueHToB ¢ XCH wu
nmutenbHocThi0 QRS menee 130 mc [272, 273].

EOK IIIA (YYP B, Y11 2)

. Wmnnanranus CPT-ycTpoiCTB (37€KTPOKAPAMOCTUMYJIATOP HMIUIAHTUPYEMBII
TpeXKaMepHbIN (OMBEHTPUKYJIISPHBIN ) *** 1in kapauoBepTep-aepuOpULIATOP UMILIAHTUPYEMBIN
TpeXKaMepHBIN (OMBEHTPHUKYJISIPHBIN)***) pekomenaoBaHa y nanueHToB crapiie 18 et ¢ XCH,
-1V ®K no NYHA, manutensHocthio QRS >130 mc, @B JIXK <35%, ¢ ®II na ¢poue OMT, ¢
IENIbI0 YMEHBIICHUS CHUMIITOMAaTHKH, CHIKCHHS MOPOMJHOCTH M pHCKa cMmepTH. [lanumeHtam
JOJKHA OBITh OOecredyeHa IOCTOSIHHAs OWBEHTPUKYJSpHAs CTUMYJSALUS C 3((HEKTUBHBIM
3aXBaTOM XeIya0ukoB [274, 275, 276, 277, 278].

EOK I11aB (YYP B, Y/ 2)

. [Tanmentam crapmie 18 mer ¢ CPT-ycTpoiicTBOM (3J€KTPOKAPIUOCTUMYJIISTOP
UMIUTAHTUPYEMBII TpeXKaMepHbIN (OMBEHTPUKYIISPHBIN ) *** 1nu kapauosepTep-aedudpuIiaTop
UMIUTAHTUPYEMBI TpexkaMepHbIil (OMBEHTPUKYISApHBIN)***) n ®II, B cinydyae HeapdekTuBHON
OMBEHTPUKYJISIPHONH CTUMYJIALMU, PEKOMEHJO0BAHO co3/1aHue OJoKazbl cepAua ¢ nomouisio KA
AB y3na [279, 280].

EOK IIaB (YYPC, Y1 4)

. Umnnanranus CPT-ycTpoicTB (37€KTPOKApAUOCTUMYIISATOP HMIUTAHTUPYEMBbIi
TpeXKaMepHBIH (OMBEHTPUKYISIPHBIN ) *** nimu kapauoBepTep-1epuOpULISTOP UMILIAHTUPY EMBIHA
TpexKaMepHbIi (OMBEHTPUKYISAPHBIN)***) pekoMeH10BaHa y manueHToB crapue 18 ner ¢ OII,
HEKOHTPOJINPYEMOI 4aCTOTOM JKEITyJOUKOBOTO PUTMA, KaHAWATOB Ha CO3/1aHKE OJI0KaIbl cepaua
¢ momonipio KA AB y3ma [21, 281, 282, 283, 284].

EOK IIaB (YYP B, Y] 2)

. Umnnanranus CPT-ycTpoiicTB (37€KTPOKApAUOCTUMYJIISATOP HMIUIAHTUPYEMBIi
TpexKaMepHbIN (OMBEHTPUKYISIPHBIN ) *** nin kapauoBepTep-a1epuOpHIIIATOP UMILUIAHTUPY MBI
TpexKaMepHbIi (OMBEHTPUKYIISAPHBIN )***) pekoMeH0BaHa y CHMIOTOMHBIX ITALIMEHTOB cTapiie 18
aer ¢ XCH, ®B JIXK <40%, koTopble MMEIOT TMOKa3aHWs K IOCTOSHHOW >KeIyJA0YKOBOU
CTUMYJIALIMU BCIEACTBUE OpaguKapiuH, C LEJIbI0 YMEHBIIEHUS CUMITOMATHKM U CHUKEHHUS
Mopb6uaHoctH [285, 286, 287, 288].

EOK IA (YYP B, Y]] 2)
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. Nmvmnantanus CPT-ycTpolcTB (37EKTPOKAPAMOCTUMYJISTOP HMILUIAHTHPYEMBIH
TpeXKaMepHbIi (OMBEHTPUKYISPHBIN ) *** mu kapauosepTep-aehuOpUILIATOP UMILTAHTHPYEMBIN
TpeXKaMepHbI (OMBEHTPHUKYJISPHBIN))*** pexoMeH0BaHA B KayecTBE 3aMEHBbI MMEIOLIETOCS
OKC*** ynmu UKI*** nns B3pocneix nanueHtoB ¢ ®B JDK <40%, koTopble HyXAarOTCs B
MOCTOSTHHOM  JKENTy/I0YKOBOW CTHUMYJISIIUM, C TPOTPECCHUBHBIM YXYJAUICHHEM COCTOSHUS
BcneacTBue nporpeccupoanus XCH, necmorpst Ha OMT [259, 288, 289, 290, 291, 292].

EOKIA (YYPB, Y1/ 2)

KommenTapuii.  Pewenue 6onpoca o0  6vibope  muna  ycmpoucmea — Ol
pecunxporuzupyrowei mepanuu (AIEKTPOKAPIUOCTUMYIISITOP UMILUIAHTUPYEMBIH TpEeXKaMepPHBIH
(OMBEHTPUKYJIAPHBIN)*** 1u kapauoepTep-1epuOPUILIATOP UMILIAHTUPYEMBbII TpeXKaMepHBbIH
(OUBEHTPUKYISAPHBIN))***  donoicho  ocHosblieambess Ha  Cywecmeyiouwux NnOKA3aHuix OJisl
nposedenus UK/[***-mepanuu u demanvHom oocysircoeHur 0aHHO20 80NPOCA C NAYUEHMOM U €20
POOCMBEHHUKAMU, C YYemoM Noab3bl om umniaumayuu ycmpoticmea onsi CPT ¢ ¢gynxyueti
OeubpuniaAyUY U BO3MONCHBIX OCIONCHEHUL, NOCIeOCMBUL, CEA3AHHLIX C He0OX0OUMOCbIO
UBMEHEeHUs. HCUSHEHHO20 VKAAO0d, Cumyayuii, mpeodylowux 0eaxmusayuu maxkoz2o yCmpoucmaed, a
MAaKdHce 03MONCHOCMU HADIIOOEHUSA 3 NAYUEHMOM 6 medenue OIUMeNbHO020 Nepuooa 8peMeHU.

HNMninanTupyeMblid KapauoBepTep-a1epuopuuIsaTop*** (MoaAK0KHbIN)

CH0XHOCTH MPUMEHEHUS YHI0KApIUATIbHBIX JIEKTPOI0B (0TBeAeHUE AepudpusuiaTopa) y
HEKOTOPBIX IAlMEHTOB TMPHUBENIN K TMOSBICHUIO TNoakokHOoro MKJ[*** ¢ omaum mmm aByms
ANEKTPOJAMH, KOTOPBIE HMILIAHTUPYIOTCS TIOJKOKHO, BHE TPYIHOW IMOJIOCTH. Pe3ynmbTarhl
HCCJIEIOBAaHHUM IMOKA3bIBAIOT, UYTO MOAKOXKHBIE NehuOpuuiaTopsl MoryT npenorBpamiarts BCC.
[Toaxoxxusie MK/[*** moxxHO Mcmonb3oBaTh Ais nepBuyHoi npodmiaktuku BCC, onHako Ha
CETONIHSAIIHUI JIEHb HET JTONTOCPOYHBIX UCCIIETOBAaHM ¢ OOJIBIION BEIOOPKOI TaKUX MAalMEHTOB
u cooTBercTBytomue 3¢GdexTsl mpuMeHeHuss mnoakokHbix MKJ[** eme nHe ommcanbsl.. K
HACTOAIIEMY BPEMEHHU IMPOJOJIKAIOTCS MPOCHEKTUBHBIE PaHIOMU3UPOBAHHBIE UCCIIEIOBAHUS, B
KOTOPBIX MPOBOAMTCS cCpaBHEHHE 3(PPEKTUBHOCTH M OCTIOKHEHUH Y MAIUEHTOB C MOAKOKHBIMHU U
cranmapTHeiMu UK ***,

. Nmrnantanus KapauoBepTepa-aedudpumiaropa™** (TTOJTKOXKHOTO)
pPEeKOMEHJIOBaHA B  KauecTBE  aJbTEPHATUBBI  KapAUOBEpTEPY-AePUOPUILIATOPY  C
SHAOKApAMANbHBIMU OTBeAeHUsIMU (OTBeneHue neduOpuiaTOpa SHIOKapaUaIbHOE***) vy
nanueHToB ¢ nokazanusimu Kk UKJ] B Tex ciydasx, korjaa He TpeOyIoTCss aHTHOpaguKapandecKas
crumysisiiusi, CPT u anTutaxukapaudeckas crumysiius [293, 294, 295, 296, 297, 298].

EOKIIA C (YYPC, Y/ 4)

. Wmnnanranus KapanoBepTepa-aepuodpusTopa™** (TTOKO>KHOTO)

PEKOMEHI0BaHa B KaYE€CTBE AbTEPHATUBBI JePUOPHILUIATOPY C SHIOKAPAUATBHBIMU 3JEKTPOIaMH
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(OtBenenue nepubpuILIATOpa YHAOKAPANATIEHOE™* **) TPH 0CI0KHEHHOM BEHO3HOM JIOCTYTIE, IPU
WHQEKIIMOHHBIX OCJIOKHCHHSX, CBSI3aHHBIX C MPEIBIIYIIMM yCTPOMCTBOM, BO BCEX CIIydasX,
KOrja MPUMEHEHHE SHIOKApIUAIbHBIX JJIEKTPOJAOB HEBO3MOXHO, Helenecoo0pa3Ho WIn
MOTEHIMAIBHO omacHo [293, 294, 295, 296, 297, 298].

EOK IIbC (YYP C, Y/ 4)

Benenne NMalHeHTOB c UMILIAHTHPOBAHHBIM KapAnoBepPTEPOM-
nepudpuIATOPpOM ™ **

Lenecoobpa3Ho OTMETHTH, YTO MeTOoAMKa mporpammupoBanue UKJ[*** y B3pocnbix u
JIeTe He UWMEeT MNPUHIUNHAIBHBIX pa3nuuuil. OTOENbHBIX MyOMUKalWd, KacaroIIuXCs
ocoOenHoctel nporpammupoBanus UK/[*** y nereii ner.

. OO6cyxaeHre BO3MOKHOTO M3MEHEHHUS YKIIaJa *KU3HU B CBS3U C MMILIAHTAIHeH
HK]]*** pexoMeHI0BaHO 715l BCEX MallMeHTOB, KoMy nokazana UKJ[***-repanus [299, 300, 301,
302].

EOK IC (YYP B, Y1 3)

. OneHka TNCHUXHUYECKOTO COCTOSHHS U JICYCHHE IICUXUYECKUX PacCTPOMCTB
PEKOMEHI0BAHO BCEeM MaIlMeHTaM ¢ 4acThiMu cpabatbiBanusmu UK/[*** [300, 301, 302].

EOK IC (YYP B, Y1 3)

. HeoOoxomumocts B peaktuBammu  MKI[***  pexomenayercs KOJJIEKTUBHO
pPaccMOTPeTh MPHU 3HAYUTEIHLHOM YXYIIICHHHA COCTOSHUS TMAIllMeHTa ¥ B TCPMUHAIBHOW CTaJ MU
3a001eBaHus MIPU YYaCTHH TIAIIMEHTA WU ero nipeacrasuteneit [303, 304].

PKOIC (YYPC,YIAAS)

Kommenrapuii: npu npunsmuu pewenus o6 umnianmayuu MK/*** nepsocmenennoe
3HaueHue umMeenm yuem 0HCUOAeMol NPOOOIHCUMENLHOCINU HCUSHU NAYUEHMA, KAYeCMB8a HCUSHU
U COnymcmsyrouwux 3a601e6anull, a Mmaxdice OYeHKa u 00cyrHcoeHue IMux 60NPoCco8 ¢ NaAYUeHmMoM
6 npoyecce 3amenvt UK/[***.

OmoenvHble acneKkmol jie4eHUs ¢ HOMOUBIO YCMPOIICME

Onmumuzayus npoepammuposanusi UK/[***

. PekoMenayeTcss OCYIIECTBIATh ONTHUMH3AIUIO MporpamMmMupoBanus MWMKI***
TakUM O00pa3oM, YTOOBI CBECTH K MHHHUMYMY BEPOSTHOCTH HEOOOCHOBAHHBIX M HEHYKHBIX
cpabateBarmii UKJ[*** ¢ nenwto cHmkenus cmeptaoctu [305, 306, 307].

EOKIA (YYPB,YJ/11)

. Pexomenayercsi ocymiecTBisTh nporpammupoBanue MKJ[*** takum oOpazowm,
9TOOBl 1O  BO3MOXKHOCTM  3aMEHUTh  BBICOKOBOJBTHBIE  pa3psasl  (IIOKW)  Ha
AHTUTAXUKAPAUTHYCCKYIO CTUMYJISIMIO JUISI KYNUPOBaHWsS apuTMui 0Oe3 ymepba s

oe3onacHoctH manuenta [308, 309, 310, 311].
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PKO IC (YYP C, YA S)

. PexoMeHyeTcss MUHIMH3AIUS JKEITYJOYKOBOM CTUMYIISIINN B OHOKAMEPHBIX HITH
nByxkamepHbix UKJ*** y manreHToB 0€3 moKa3aHuil K aHTUOPaANKAPAUTHICCKON CTUMYJISIIUN
[111, 177,308, 309, 310].

EOKIA (YYPC,YIA5)

J Pexomennyercst nmporpammupoBanue B MKJ[*** mponoHrupoBaHHOTO MHTEpBaia
JETEKUUH (KpUTEpUH JUIMTEIbHOCTU HE MeHee 6-12 cexyna unu 30 unrepsanos) [301, 311, 316].

EOKIA (YYPC, YA 5)

. Pexkomenayercss mporpaMMHupoBaTh IMpeAesl 30HBI TEpanuu caMoO MeAJICHHOM
taxukapauu >188 ymapoB B MHHYTY B3pocibiM mnamueHTam ¢ WMKI*** nns mepBuuHOi
npodunaktuku BCC [315, 316].

EOKIA (YYPB, Y]/ 2)

. Pekomenayercss mporpaMMUpOBaHHE XOTs Obl OJHOI 3JEKTpOTEpanuu B BHUJE
AHTUTAXUKAPAUTUYECKON CTUMYJSIIUU BO BceX 30Hax Taxwaputmuii B UKI*** y B3pocmbix
nanuenrtos co CIIC [307, 308, 313,317, 318].

EOKIA (YYPB, Y]/ 2)

. Pexomennayercs nporpammupoBats B UKJ*** anropurmer auckpumunanuu HXXT
u KT mst taxukapauit ¢ yactoroit 1o 230 yu/mMuH y B3pocibix [317].

EOK IB (YVP B, VI 3)

. Pexomenayercs B moObix MKI[*** aktmBupoBaTh omoBemeHHss 00 OTKaze
anektpona [318, 319, 320].

EOKIB (YYPC, Y1 4)

. PexoMeHyercs mpuMeHeHe ynaneHHoro MoHuTopuHra B UKJ[*** st cHmkeHus

YacTOThI HEYMECTHBIX IOKOB y B3pPOCIBIX MalueHToB [321].

EOKIB (YYP B, Y/ 2)

. Pexomennyercs nporpammupoBanue B r00bx MKJ[*** anTuTaxukapauTuueckoi
CTUMYJISIIIUU THUIIA 3JIIIOBOM C MMOCTOSIHHBIM MHTEPBAJIOM MEXIYy cTUMYysiamu (burst) B KauecTBe
NEPBOM IMEKTPOTEPAIINU BMECTO yUaIIaloIIe ¢ MOCIeI0BaTeIbHO COKPALIAIOIIMMCS HHTEPBaJIOM
MEXIy CTUMYJIaMHu (ramp) ctumymsinuu [322, 327].

EOKIB (YYPC, YA 5)

. v B3POCIBIX MAalUEeHTOB c MOAKOXHBIMU KapJMOBepTEpAMHU-
nedudpruuIaTOpaMu™** pekoMeHAyeTCsl MPOrpaMMHUPOBAHUE JTBOMHOW 30HBI OOHAPYKCHHS C
aKTUBAIMEN aaropuT™Ma JUCKpUMHUHALIMK B HUXKHEW 30He [323, 324, 325].

EOKIB (YYP B, Y1 3)
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. Hns pyruanoro nporpammupoBanust UKJ[*** pekomenmyercst akTuBanus 6osee
OJIHOI1 30HBI OOHapy>keHus Taxukapauu [316, 326].

EOKIIA (YYP C, Y/ 4)

. [TepenporpammupoBanue panee ycrtaHoBieHHoro MKJ[*** pexomeHmoBaHo B
Cily4yae MOBTOPHBIX HEOOOCHOBAHHBIX cpabaThIBaHU ycTporcTsa [5, 51, 309].

PKO IC (YYP C, YA S)

Acnekmul 6e0eHUA NAYUEHMO8 8 KOHUE HCUZHU

B xonIe KM3HM ManMeHTa OCHOBHBIM TOJXO0JIOM B JICUEHWH CTAHOBUTCS TMaJUTMATHBHAS
MEIMIIMHCKasT TIOMOIb, a MPHUHSATAas paHee CTPATerusl JIEYEHUS MOXKET ObITh H3MEHEHa.
[TannmuaTuBHAS MEAWIIMHCKAs TIOMOIIb TPEACTABIAET COOOM KOMIUIEKC MEpPONpUSATHUH,
BKJIFOYAIOIIUX MEJMIUHCKUE BMEIIATEIbCTBA, MEPONPUATHS TMCUXOJIOTUYECKOTO XapaKTepa U
YXO/I, OCYIIIECTBIISIEMbIE B IEJISIX YIYUIICHUSI KQ4eCTBA KU3HU HEU3JICYMMO OOBHBIX TPaKIIaH U
HalpaBjeHHbIC Ha oOJjerdeHne OONM, NPYTUX TSDKEIBIX MposiBiIeHUM 3aboneBanus [328]. B
HACTOAIIEE BpeMs C MAIMeHTaMH PEIKO MPOBOAATCS Oecelbl 00 HHIWBHUIYATBHBIX IIENIAX
JICYCHUs, TaKe B TIEPHOJ KOHEUHOU cTaanu 3aboneBanus [329]. Hauano nmammaTuBHON MOMOIIN
OOJILHBIM HE O3HauaeT OTKa3 OT CTAHJAPTHBHIX IOJIXOJOB JICYCHHS, OTCYTCTBHE IAHCOB Ha
CTaOMIIM3alUI0 W/ MU yIydllleHue uX cocTosHud. [lajmMaTtuBHas MOMOIIL MPOBOJIUTCS IS
yiyunieHus: kauectsa ku3HH (KXK) manuenTa u 4ieHOB €ro CeMbH U MPOJIOJDKAETCS COBMECTHO
CO CTaHJapTHOU Tepanuei 3adoneBanus 6oipHOTO [330].

CormacHo onmyOJMKOBaHHBIM JIaHHBIM, B mociemnune 30 aHeit >ku3nu oT 21% mo 27%
MAIMEeHTOB C WMJIAHTUPOBAHHBIMH JJIEKTpOJaMU ISl Je(UOPMIUIALMN UCIIBITHIBATH Pa3psil
tepanuu (mok) (331, 332], yto conpoBokaaNIOCH UyBCTBOM cTpaganus [332]. IIpu ananuze 130
ycrpoiicte K], MoMy4eHHBIX MMOCIe CMEPTH MAIMEeHTOB, OBUIO BBISBICHO, 4TO 31% OOJIBHBIX
WCIIBITAN TIOK B TIociennue 24 daca xxu3Hu: 55% u3 HUX noiayuunu 3 paspsnaa, 32% - 6omnee 10
pa3psioB. [IpucyTcTBOBaBIIMIA PAAOM METUIIMHCKUN MEPCOHAN UM YJICHBI CEMbU OTMEUalH Y
yMUparoiiero ctpecc u 6onp [333, 334].

B nocnennue 10 et neakrusanus nedpudpuumsiinn MK[** y manimeHToB ¢ TepMUHATEHOM
CTajuel XpOHUYECKOro 3a00sIeBaHus BOIILJIa B PEKOMEH/IALMH T10 JICYEHUIO 3TUX 3a00s1eBaHMi B
CTPYKTYype CTpaTeruy MnajyuinaTUBHOTO JiedeHus 0onbHbIX [169, 335, 336].

. Pexomenayercs mepen MMIUIAHTAIIMEH M B Clly4ae 3HAYUTEIBHOTO YXYIIICHUS
COCTOSTHUSI 3[IOPOBBSI OOCYXKJIEHHE C TAIlMeHTOM U €ro CeMbeil BO3MOXKHOCTH J€aKTHUBALIUU
nepubpuuanuu MKJ[**, ¢ coBMecTHBIM NpUHATHEM perieHus 06 3tom [8, 337].

PKO IC (YYPC,YIAS)

Jnst otkomroueHuss GyHKIUMU NePUOPHIUISIIIME HEOOXOAMMO HAJIMYHUE BCEX CIIECIYIOIINX

KPUTEPHEB:
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- COBMECTHO C MPO(HMIBHBIM CIEUUATHCTOM MO OCHOBHOMY 3a00JICBAaHHIO MAIEHTA
oTmpesicliecHue TePMUHAIBHON CTaauu 3a00JICBaHHUS WM BBIPAKEHHOW TSKECTH 3a00JICBAaHUSA,
HEKOPPEKTUPYEMOT'O U3BECTHBIMH B HACTOSIIIEE BPEMs METOAAMH BO3ACHUCTBUS M ONPEACICHUS
NaJUTMATUBHOW (ha3bl JICUCHHS,

- HE TIpe/IIoIaraeTcs JIsl JICUSHSI TAllMeHTa TPAHCIUIAHTAIVS OpTaHa W/WITH UMIUTAHTALUS
CUCTEM MEXaHUYECKOU TOJIIICPKKHA KPOBOOOPAIIICHHUS,

- UMEEeTCsl JKEellaHWE CaMoro MaleHTa (B cily4ae ero BMECHSEMOCTH) Ha OTKIIOYCHHUE
byHkunu nedpudbpumnsimy (BbI60p nanuenta opuentuponan Ha KK n o6muit kompopr);

- TIOJMMMCAHHOE TAIMEHTOM WM €Tr0 POJCTBEHHHKAMHU (IIPH €r0 HEBMEHSEMOCTH WIIU
OTCYTCTBHH CO3HaHUS ) THHOPMHUPOBAHHOTO COTJIACHS HA OTKIIFOUCHHUE (DYHKINH AehUO PN
WK.

Kommenrapun. Pewenue 06 ypeenmnom omxmodenuu yHkyuu oegpubpuinayuu (014
npeoomepaujenus HenpepvieHozo cpabamvisanus UK/***) moocem npuname u ocyujecmsumso
(Hanpumep, HanodxceHuem macHuma Ha obnacmv UK/[***) xoumcunuym epaueii 6 momenm
YMUpanus nayuenma, npedvléaroweco 8 mepMUHAIbHOU cmaduu ceoe2o 3aboneeanus. Pewenue
06 omxmoveHuU GYHKYUU 0epuOPULIAYUL NPUHUMAETNCSL NAYUCHMOM U KOHCUTUYMOM 8payell ¢
Quxcayueti eco 6 ucmopuu 6one3HU Ui amMOYIAMOPHOU Kapme O0IbHO20 U UHGOPMUPOBAHUU 0O
9MOM peuleHuu poOCMEEeHHUKO8 nayueHma (npu coenacuu nayuenma). OmraroueHue @QyHKyuu
deubpuiiayuu modxcem HnpoBOOUMbC 6 aAMOYIAMOPHBIX, CMAYUOHAPHLIX YCI0BUAX UTU 8
xocnuce. Basicho nomrumo, umo pewienue nayuenma oo ominoueHuu QyHKyuu oepubpuiiayuu
UNU e20 BKIIOYEHUU MOJNCEM UMEHAMbCA C MedeHueM peMeHuU, U Mo peuieHue ciedyem
cuumams onpeoensiowum OJisi GbINOIHEHUs. U PUKCAYUU dM020 8 MeOUYUHCKOU OOKYMEeHmAayuu
[338].

o OOcyxeHne MPeIBAPUTEIILHOTO TUIAHUPOBAHUS JICUCHHUS, IIeJIb KOTOPOTO -
JIOHECCHHE BpayoM HJIM KOMAHIIOW Bpayeil MAIMEeHTy M WIEHaM ero ceMbd HH(GOpMAIMH O
TeYeHUH 3a00JeBaHMs, BapUaHTaX JIEYCHUS W TANTUATHBHOW TIOMOIIU, PEKOMEHIYyeTCs
IPOBOJUTH JIO TOTO, KaK MAIMeHTy CTAaHET TPYAHO MPHHUMATH cOOCTBeHHBIE pernenus [330, 339].

EOKIB (YYPC, YA 5)

KoMMmeHTapum: yenu JeueHuss Mo2ym USMEHSAMbCSA 6 3A8UCUMOCMU Om  CMAouu
3a001e8aHUs, MANCECMU CONYMCMEYIOWell Namoaocuu U pewlenus nayuenma. Yuumovieas
HenpeocKazyemMocms meueHus 3a001e6anusl, 360JI0YUI0 OMHOWEHU NAYUeHma K JeYeHulo U
B03MONCHOCHb PACXOHCOCHUSL MHEHUsl OOIbHO2O ¢ MHEHUEM YIeHO8 €20 ceMblU 0 3a001e6aHUU U
obveme JleueHus, Heobxo0uMo UHHOPMUPOBAMb NAYUEHMA U €20 POOCMBEHHUKO8 O MmedeHUuu
3a601€8aHUs, NPOSHO3E, BO3MOICHOCHIAX JIeYeHUsl U COBMECMHO ONpedeisimb yelu U 3a0ayu

mepanuu [340].
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3.2.3. Kamemepuasa aéaayus (paduouacmomuan adaayus apummo2eHHvIX 30H;
paououacmomuan adaAYUA apuUmMMOZEHHBIX 30H POOOMACCUCMUPOBCAHHAA; KPUOADIAUUA
apUmMMO2EHHbBIX 30H;)

. Bemonaenne mnpomenypsr KA mms  neuenust XXT/KD  pexkomenmyercss ¢
UCIIOJIb30BAaHUEM CHCTEM TpPEXMEPHON HaBHrauuu (cucreMa KapTHUpPOBaHMsI cepAla ¢
BO3MOXXHOCTBIO OTOOpaXEHHUSI TPEXMEPHBIX pPEe3yJbTAaTOB KApTUPOBAHMS) JUIS TOBBIMICHUS
Oe3omacHoCTH U 3G (HEKTUBHOCTH mporexypsl [341].

PKO IIaC (YYP C, YA 5)

KommenTapuu. V demeil yenecooopasno npudepaircusamucsi maxou jHee peKomMeHOayul,
KaK Uy 83pOCblX, HeCMOMPsL HA OMCYMcmaue 00CMAmo4Hol 00KA3AMeNbHOU OA3bL.

. Y mamuwentoB ¢ mnoBropsitonieiics YMXKT wnm ycrtoiunBod moaumopdHOi
XKT/®XK, xorma XXHP wungyuupyrorcs mnoptopsiomumucs X3 wuaeHTHdHON Mopdosoruu,
PEKOMEHJTyeTCsl pacCMOTPETh BO3MOXKHOCTh KA [51, 342].

PKO IIaC (YYP C, YA 5)

KommenTapuun. V demeil yenecooopasno npudeparcusamucsi maxou dHce peKomMeHOayul,
KaK Uy 83pOCblX, HeCMOMPsL HA OMCYMCcmaue 00CMAmMo4Hol O0OKA3AMeNbHOU OA3bL.

Katerepnas adasinus (KA) (paanoyacrorHas a0l apUTMOTeHHbIX 30H;
KPHOA0JISIMSA APUTMOT€HHBIX 30H) Y MAIUEHTOB 0€e3 CTPYKTYPHOM MaTOJOTHHU cepaua

OO6nacTph BBIXOJIHOTO TPaKTa IIPABOTO U JIEBOTO KEIMYI0UYKOB YaCTO SBISAETCS HCTOYHUKOM
uauonaruueckux KT u XK3. B 70% cnyuaeB 310 BeixogHoit Tpakt DK (BTIDK), B ocTansHbIX
ciaydasx — cuHychl BambcanbBel, BbixonHoil Tpakt JDK (BTJDK), Gonpmas BeHa cepaua,
SMUKapAUaJbHbIE 30HBI, A0PTO-MUTPAJIBHOE COEAMHEHHE, DPEXE - MPOKCHUMAJbHBIM OTAeN
JITOYHON apTepuu HEMOCPEACTBEHHO HaJ MyJIbMOHAIBHBIM KiamaHoM. HMiauomartuueckas
ouaroBast KT u3 Beixoanoro tpakra (JKT-BT) o0braH0 Bo3HuKkaet y naruerToB 6e3 CIIC, onHako
Yy HEKOTOPBIX MAIIMEHTOB ObUIH BBISBJICHBI HE3HAUUTEIbHBIE U3MEHEHHS 10 JaHHBIM MPT.

Henyooukosas maxuxkapous u3z 8blxo00H020 omaoena cepoya

. Boinonnenne KA kennyZo4KOBBIX apUTMHMM IPEINONOKUTENBHO M3 00JIaCTH
BTIDTXK pexomeHI0BaHO MpU HAIMYUU CUMOTOMOB W/WiH B ciiydae HedpdexktuBHOCTH AAT (K
npuMmepy, Oera-apeHOOJIOKATOPOB), a TaKKe Y MAalMeHTOB C HAPYIIEHHEM CHCTOIUYECKOU
¢yukuun JOK na done wactoit XKT/ KD [51, 116, 342, 343].

EOKIB (YYP C, Y1 5)

KommenTtapuid. [layuenmam ¢ JKT/2K3 npeononoscumenvro uz BTIDK pexomenoosana
KA 6 kauecmse memooa nepsoeco evibopa, mozoa kax npu XT/)KO uz BT/DK eé evinonnenue

cnedyem paccmampusams moavko npu omcymemeuu d¢ppexma AAT.
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° Bremomaenne KA  omneiTHRIMH @ cnienuanmctamMu - it gedenus  JKT/AKD
npeanonoxurensio u3 BTJDK, obnactu aopranbHoro kimamnaxa wiu snukapavainbHoit KT/ KD
PEKOMEH/IOBAaHO Yy CHUMIITOMHBIX HalMeHToB npu HedddexkruBHOocTH mpuema 1 u O6omee AAII
kiace IC, a Taxke mpu HEXKEJIaHUM TTAIIMEHTOB HaX0AUThCs Ha nonrocpounoit AAT [186, 344].

EOK IIaB (YYP C, YA S)

. Karerepnas aGmsmust ana jedenust JKT/KD mpenmnonoxkurensHO W3 CHHYCOB
BanbcanbBel pekoMeH10BaHa ToabKO pu HeaddexruBHocTr Tepanuu AAII kinace IC [344].

EOKIC (YYPC, YA 5)

° OnukapauaibHbId moaxoa ais abmsiuu KT/ KD pekomeHmoBaH TONBKO TOCIIE
HeadexTuBHOM sHAOKapAUaNEHON abmsan XK T/2KD u3 BeIXOHBIX TpakToB [345].

EOKIC (YYPC, Y1 4)

KommenTapuii. boavuwuncmeo ouacogvix snuxapouanvuvlx KT —eo3nHuxkarom 6
HenocpeoCmeenHoU O.1U30CmU OM KPYRHbIX CepOeyHbIX 8€H WU KOPOHAPHBIX apmepull, U 2/1A6HbIM
PUCKOM MAKOU Npoyeoypbl A6Aemcs NOSPeHcOeHUe KOPOHAPHOU apmepui.

bonee noopoonas ungpopmayus o nposedenuu KA y nayuenmos oemckozo ospacma 6e3
CMPYKMYpHOU namoaozuu cepoya 6 n.3.5

Houonamuueckasn n1e60rcey0ouKkoean maxukapous

Yamie Bcero Berpevaercs dacuukyisipHas KT ¢ nokanmszanueit ienu pueHTpu B 0d1acTu
pa3BeTBICHUI 3a7Hel BeTBU JieBOM HOXKM myuka ['mca (>90%), u3penka — mepeaHeil BeTBH,
KOTOpas pa3BUBaeTcs IMaBHBIM 00pa3oM y Monoabix jirojeit 6e3 CIIC. Metogom nepBoro Beidopa
JUTSL JIGYEHHsI TaKUX TMAlMEeHTOB B OMBITHBIX IEHTpax siBhsieTcss KA, mockonbky 3a0oiieBaHue
BCTPEUYAETCSI B OCHOBHOM Y JIMII MOJIOZIOTO BO3PACTa, U JUINTEIBHOE MEAUKAMEHTO3HOE JICUEHHUE B
9TOM citydae Hed((HEeKTHBHO.

Kenyooukosasa maxukapousa u3 NAnNUIAAPHBIX MbIULY, 001ACMU KOJIbUA MUMPATbHO20
Ulu MpPexcmeopuamozo Kianana

. [Tpu otcytcrBuun 3¢ dexta ot neuenus KT/ KD U3 nanmisspHbIX MBI, 00JaCTH
KOJIbIIA MUTPAJILHOTO WU TPEXCTBOPYATOTO KJIanaHa AHTHAPUTMUYECKUMHU MpenapaTaMu, Kiiace
IC w/unu G6era-anpenobmokaTopamu pekomeHaoBana KA [51, 346].

EOKIC (YYPC, YA 5)

KommenTapuii. Ilpu kapmuposanuu u eblnoiHenuu abaayuu 8 30He NaNULIAPHbIX MblUY
00CMAMOYHO  CIONCHO OOCMUYL CMAOUNLHO20 NONOJNMCEHUs. Kamemepa, 8 C6A3U C HeM
DeKOMeHOyemcsi MpAHCCeNMAanbHulll 00CMYn 6 psde CAy4aes U KOHMPOIb C HOMOWbLIO
snympucepoeynoti IXOKI. VYcnewmnas abrayus modcem KpauHe peoKo OCLONCHAMbCS

MUmMpanbHou pecypaumayuell.
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Karerepnaa a6asuus (KA) (paamouyacTtoTHass a0asinusi apUTMOTEHHBIX 30H;
KpHoadasiuus apuTMOIeHHbIX 30H) Y MALMEHTOB €O CTPYKTYPHOH maroJsiorueii cepaua /
aucpyHKUIMeHr JeBOoro Kejaya04Ka

VY nanuenTos ¢ nuchynkuueit JOK u ycroitunpoit KT natodusnonoruyeckuit MexaHusm
ApPUTMHUH BO MHOTHUX CIIy4YasiX 3aKJI04aeTcs B pOPMHUPOBAHUU Kpyra pUEHTPH Ha GoHe pyOIIoBBIX
M3MEHEHUH, U LeNbl0 a0JIALUU SIBISIETCS KPUTUYECKUH nepenieek B obmactu 3toro kpyra. KT y
TaKUX NAIeHTOB Yallle BCcero uMeer MoHOMOp(dHbIN xapakrep. [IpeanoyrurenbHON KOHEUHON
TOYKOM Mpolenypsl sABIseTCs OTCYTCTBHE M0ObIX MHAyuupyembix JKT. B cinyuae pasButus
AJIEKTPUYECKOr0 MITOpMa BhIONHEHHE KA MOXeET criocoOCTBOBATh €ro IMPEKPALICHHIO, a TAKKE
CHU3UTh YaCTOTY IOBTOPHBIX SIU300B [0 CPABHEHUIO C MEIMKAMEHTO3HOM Tepanuei.

. Boinonnenue HeoToxHONH KA B ONBITHBIX LIEHTPaX PEKOMEHI0BAHO Y MALIUEHTOB
¢ HenpepbiBHOW KT Uiy 31€KTpUYECKUM IITOPMOM, HMPUBOISIIUM K MOBTOPHOMY HAaHECEHUIO
miokoB UKJ[*** [51, 155, 156].

EOKIB (YYPC, YAAS)

KommenTapuii. Y odemeit  uenecoobpasno npuoeprcueamvca makou  dnce
PeKomenoayuu, KaK uy 63pocvix, HeCMOMPA HA ONMCYMCHEUe 00CHMAmMOYHOl 00KA3AMenbHOuU
oa3zwl.

. Haznauenue #amuogapona™** nunu KA pekomeH10BaHbI TAIMEHTaM C IOBTOPHBIMH
mokamu UKJI*** BciencrBue ycroitunpoii KT [102, 108, 236].

EOKIB (YYP C, Y1 5)

Kommenrapuid. /Jo3br amuodapona™* ons e3pocavix nayuenmos u #amuooapona™** ons
Odemetl npeocmasnensl 8 [punoscenuu A3 (mabauyvr A3.1-A3.4)

J Boimonnenne KA pexkoMeHJIOBAaHO IIOCII€ PETUCTPALMK IEPBOrO  3BIU30Aa
ycroiunBoil KT y HexkoTopsix mamnueHtoB crapue 18 mer ¢ UKI*** nns cHmkeHus pucka
MOCJIETYIONINX cpabaThIBaHU ycTporcTa [237, 238, 240].

PKO IIaB (YYP B, YU 2)

KommenrTapuil. /[na npumamus nooobHoco peuieHus HeoOX00UMO KOJIEKMUBHOE
obcyxcoeHue  8paua-kapouono2a U - CNeyuarucmd, — GblNOJHAIOWE20  KamemepHbvle
emewamenvcmea. Beinonnenue KA yenecoobpasno 8 MeOUYuUHCKoM yupesrcoeHuu, oo1aoarouum
onvimom nodobHuIX npoyedyp (onvimuom yewmpe). Ilpu nesozmoorcnocmu evinonnenus KA y
MAKux nayueHmos yenecooopasHo HasHaveHue amuodapona™**. Jozwl amuooapona™* ona
83POCIIbIX nayueHmos npeocmasieruvl 8 Ilpunoscenuu A3 (mabauya A3.1).

. VY nanuentoB ¢ aucynkuueit JOK, HanpaBiieHHBIX Ha KaTeTepHYIo a0isiuio JKA,
IpenpolenypHas WM BHYTPUIPOLEAYpHAs BU3yalU3alls PEKOMEHAYETCS Ui HCKIIIOUEHUs

TpoMOo3a monoctei cepama [347, 348, 349].
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EOKIB (YYP B, Y1/ 2)

. Y B3poCHBIX  TAIIeHTOB C  HEUIIEMHYECKOW WO  UIIeMHYECKOH
Kap/IMOMUOTIATUSIMH, HalpaBlIeHHBIX Ha KareTepHyto aOmsumio KT, pexomenmoBana MPT-
BU3yaIM3ausl MUOKapHaa JUisi TOBBIMICHUS S()QPEKTUBHOCTH BMEIIATEIBCTBA W CHIDKCHUS
BeposaTHocTH peruauBos KT [350, 351].

EOK IIaB (YYP B, Y 2)

. Y mamumentoB crapmie 18 ser ¢ pyben-acconmupoBannoit KT pekomeHmoBaHa
abmsnus cyocrpara Juist MoBbImeHUs Y ()EKTUBHOCTH BMEIIATEIHCTBA M CHIKEHUS BEPOSATHOCTU
peuuauBoB KT [352, 353].

EOKIB (YYP B, Y/ 2)

. Pexomen10BaHO MYJIBTHAJIEKTPOAHOE KAPTUPOBAHUE BBICOKOW TUIOTHOCTH JIst
0oJiee OJTHOM XapaKTEepUCTUKU apUTMOTeHHOU TkaHH B rmpouecce KA pybei-acconuupoBaHHON
KT nns nosbienus 3¢ GEeKTUBHOCTH BMEIIATENbCTBA U CHIDKEHUS BEPOSATHOCTU peunauBoB KT
[51, 342, 354, 355, 356].

EOK IIaB (YYP C, YA S)

Kenyooukosas sxcmpacucmonus y nayueHmos co CmpyKmypHou namonoauetl cepoya /
oucghynkyuell 1e6020 dHceryo0ouKa

) VY mnammentoB co CIIC/muchynknumert JIDK ¢ yacroit cumnromuoit XKD wim
nosTopstomieiics HYXT pexomengoBano Beinonnenue KA [51, 342, 357, 358].

EOK IIaB (YYP C, YA 5)

o [Ipn nammuumun nuchyukumm JDK, accomumpoBanHOl ¢ KD, pekoMeHIOBaHO
nposenenue KA [51, 342, 358].

EOK IIaB (YYP C, YA S)

3.2.4. Mooynayua aemoHoMHOU HEPEHOU AKMUBHOCHU (HEUPOMOOYIAUUA)

OO6mmenpu3HaHa pojb aBTOHOMHOM HEPBHOW cUCTeMBI B pa3Butuu aputmuii [360]. Panee
OBLIO TPOJIEMOHCTPUPOBAHO, YTO CHUMIIATHYECKas AaKTHUBAIMS HWIPAET KIIIOYEBYIO pOJb B
uHaykiun JKA, 0COOEHHO TIpM HEKOTOPHIX HACIEACTBEHHBIX 3a00JICBAaHUAX, TAKUX Kak
BpoxaeHHbd CYUQT u KIDKT [361, 362], a 1eBOCTOPOHHSA CHUMIIAaTHUYECKas JICHEpBAIIUs
Cep/illa CHIDKAET YacTOTy apUTMHUUYECKUX 00MopokoB nipu BpoxaenHoM CYUQT [363]. Jlokazana
3 PEKTUBHOCTh CHMIATHYECKOW OJOKaabl cepAala ¢ MOMOINBI0 PAa3JIMYHBIX MOJIXO0/I0B
(TOpakambHOM SIUIYpPaTbHON aHECTE3WH, YPECKOKHOW OoKaabl 3BE3AYaToro y3Jja WIn
XUPYPTUYECKOW PpEe3eKIMH 3BE3AYaTOr0 TAaHIMNIMA) B CHIDKCHUU TSDKECTH apUTMHUU TIpU

pedpaxreproit XKT/DXK [161, 164]. HeoOxoaumel nanbHEUITNE UCCICAOBAHUS TSI BBISBICHUS
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KOTOPTHI MAIIMEHTOB C HAWOOIbINeH 3()(PEKTUBHOCTEIO HEHPOMOMYISIIMK ISl KYIIUPOBAHUS U
npodunaktuku XKT/DXK.

. YV B3pocaeix marueHToB ¢ JKT/®XK u HeaddekTuBHON Tepanmeir Oeta-
aJIPEeHOOJIOKATOpaMU /WM JAPYTUMH JICKAPCTBEHHBIMH MperiapaTaMy JUisl JICUCHUs HapyIICHUN
putMa cepaua, korna KA HesdhexkTuBHa, TPOTUBONIOKAa3aHa WM HEBO3MOXKHA, PEKOMEHIYETCS
paccMOTpeTh BO3MOKHOCTh CUMITATHYECKOM JIeHepBanmu cepana [163].

PKO IIaB (YYP C, Y/ 4)

3.3. Beenue nanMeHTOB € OTAEJAbHBIMHA BUJIAMHI HO30J10T i

3.3.1. Houonamuueckue xceay0ouKkoevle apummuu

HNnnomatnyeckumu Ha3piBatoT JKA 6e3 CIIC u kanamonatwii [8].

° JIuam ¢ 6eccumnromuoi XKD 06e3 CIIC m/munm HacaeACTBEHHON KaHAJIONMATHH,
KOTJla JIOJIsI JKTOMHYECKUX KoMIuiekcoB Oosnee 10% oT oOmiero KoaudecTBa CEpIACYHBIX
cokpamenuit mo aaHHeiM XMOKT, unu npu Hanmuuun HYXKT, pekomenayeTcss nuHaMU4YecKOe
HAOMO/IEHUE I BO3MOXKHOTO BBISIBJICHHS 3a00JI€BaHUS CEPJCUYHO-COCYIUCTON cucTeMbl [S1,
363, 364, 365, 366].

EOK IC (YYP C, YA 5)

. [Maruentam ¢ XKXO/KT ¢ mopdomorueit QRS KOMIUIEKCOB, HE THITHYHOW IS
UIUONATUYECKUX ApPUTMHUM Jake Npu HOpMalbHbIX pesyibratax IOXOKI', pekomenmoBaHo
BbInoTHeHHe MPT ceppia 1t TMarHOCTUKU CTPYKTYPHOU natosioruu [66, 186].

EOK IIaC (YYP C, YA 5)

o Pexomennosano nposenenne MPT cepaiia nmpu mo1o3peHny Ha KapAMOMUOMATHIO,
uHAynMpoBaHHY0 XKD (AumaTaius moyocTei cepia u CHIKeHne cokpatumoctu muokapaa JIK)
[66, 370, 371, 372].

EOK IIaB (YYP B, Y 3)

o Y  mammentoB 6e3 CIIC/muchynkumm JDK MemukamMeHTO3HOE JICUCHHE
6eccumnromuoi Hewactoit XKO/HYIKT He pekoMeHI0BaHO, TaK KaK y 3TUX MNAllMEHTOB HU3KUM
puck BCC u ne tpebyercs e€ npodunaktuka [207, 368, 369, 370].

PKO IIIC (YYP C, YA 5)

KommenTtapuii. C nosuyuu pucka BCC nayuenmor 6e3 CIIC umerom Oraconpusmuwlil
NPOCHO3 6HE 3ABUCUMOCIIU OM BUOA HCEYOOUKOBOU IKMONUUECKOU AKMUBHOCMU U 00uje2o
konuvecmea K3 6 cymxu [183, 184, 186].

. Bera-agpenobnokaTopsl, aHTHApUTMHUYECKHWE Tmpenaparel, kiacc IC wmm
CCJICKTHBHBIC 0JIOKATOPHI KAJBITUEBBIX KAHATIOB C IPSIMBIM JICHCTBHEM Ha cep/aie (#Bepanaminr™*)
pexoMenoBanbl y manueHToB ¢ JKO/KT u3 BTIDK u npu uanonatuyeckon JeBOKeETyJ0UKOBOM

((I)aCHHKyHHpHOﬁ) TaXUKapaAnuu IIpH HAJIUYUU CHUMIITOMOB B CJIy4ac OTKa3a IIallUCHTa OT
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npoBeneHus KA, a Takke ecnu ee MpoBEACHHE HEBO3MOXKHO WIJIM aCCOLMHPOBAHO C BBICOKUM
puckom [51, 185, 371, 372].

EOK IIaB (YYP C, Y1 4)

Kommenrapuii. [lepeuenv npenapamos c ykazaumuem 003 01l 83POCIAbIX NAYUEHMOS8 U
demeiti npeocmasier 8 Ipunoscenuu A3, mabauywt A3.1 u A3.3)

Memooom evibopa newenus KO/)KT uz BTIDK u uouonamuueckoii 1e80xceny00ukosou
(acyuxynapnour) maxuxapouu aensemcs KA.

° [Taninentam ¢ nauonatuaeckoit KO/ XKT ¢ nokanuzanueit Bue BTIDK npu nHanmann
CUMIITOMOB PEKOMEHJIOBAHO HCIIOJIb30BaHHE OeTa-apeHO0IOKaTOPOB MM  CEJIEKTUBHBIX
0JIOKaTOPOB KaJIbLIMEBHIX KAHAIOB C MPSIMBIM JIEHCTBUEM Ha cepiie (#Bepanammia**) [51, 102,
185, 343, 371].

EOKIC (YYPC, YAAS)

KommenTapumii. [lepeuens npenapamos c ykazanuem 003 OJisi 83pOCIbIX NAYUEHMO8 U
demeiti npeocmasner 8 Ipunosxcenuu A3, mabnuyvt A3.1, A3.2, A3,3, A3.4)

J AHTuaputMuyeckue mnpenapatbl, kiaacc [C, mnpu HamuuMM  CUMITOMOB
pEeKOMeHI0BaHbI y nanueHToB ¢ uanonarudeckoit KO/ XKT c nokanuzanuit Bae BTIIK [343, 372,
373].

EOK IIaC (YYP C, Y1 4)

. AMHomapoH™* He peKOMEHI0BAaH B KaUECTBE TEPANNUU IIEPBOM JIMHUY Y MALIUEHTOB
¢ uauonarnueckumu XKXI/KT [8, 184].

EOK IIIC (YYP C, Y] 5)

Kommenrapuii. Haubonee sggpexmusnvimu cpeocmeamu nevenus KI/HYKT y
s3pocavix quy 6e3 CIIC sagnsiomes anmuapummudeckue npenapamol, kiacc IC (nponagenon™*,
OUSIMUNAMUHONPONUOHUTIMOKCUKAPOOHUIAMUHOPEHOMUASUH, JIannaKoOHUmMuHa
auopoopomud**, gaexaunuo) [185, 192, 193, 197, 200, 201, 202, 203, 204, 372], a maxoce
amuooapon™*.  [lpumenenue amuooapoHa™** y OaHHOU 2epynnvl NAYUEHMO8 O02PAHUYEHO
sHeKapouanbHvimu nodounvimu sgpgexmamnu [192] u yerecoodopasno auws npu waruuuu CIIC,
sKaOUaAs Kapouomuonamuto Ha gone wacmotl K3 (cm nuoice) [188, 190]. Ilepedern npenapaTton
npeacrasieH B [Ipunoxkenun A3, tabnumax A3.1 u A3.3.

. YV B3poCIbIX MAMEHTOB € KapauoMuonaTrei Ha poHe yactoit MoHoMopdHOI KD
meankameHTo3Hast AAT, BKirodas aMuogapoH™**, pekoMeH/I0BaHa B cliydae OTKa3a MarueHTa oT
npoBeneHus KA, a Takxke eciu ee mpoBeIeHHE HEBO3MOXKHO, aCCOIMUPOBAHO C BEICOKUM PHUCKOM
i Obi10 HedhdhektuHBIM [ 189, 374, 375, 376].

EOK IIaC (YYP B, Y] 2)
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OO6nacTh BBIXOJHOT'O TPAKTa IMPABOTO U JIEBOTO XKETYJOUYKOB YaCTO SIBIISICTCSI HCTOYHUKOM
uauonatuaeckux KT u XKD [343, 377]. B 70% cnyuaeB 3tro BTIDK, B ocTanbHBIX ciaydasx —
cuHychl BambcanbsBbl, BeixogHo# TpakT JIDK, Gonbmias BeHa cepiia, SMUKapAUaIbHBIC 30HBI,
AOpTO-MUTPAJILHOE  COCAMHEHHE, pEXe MPOKCHUMANbHBIA  OTAEN  JIETOYHOW  apTepuu
HEIMOCPEICTBEHHO HaJl MyJIbMOHAJIbHBIM KJananoM [344, 345, 376, 377].

WNnnonatuyeckas KT u3 BeIXOAHOTO TpakTa 00BIYHO BO3HHKaeT y nanueHtoB 6e3 CIIC,
OJIHAKO Y HEKOTOPBIX MAI[UEHTOB ObLIN BBISBIICHBI HE3HAUUTEIbHbIE U3MEHEHNUs 110 JaHHbIM MPT.
Nnuonatnueckas XXT oObIYHO MMeeT HOOpOKaueCTBEHHBIH XapakTep, HO B HEKOTOPBIX CIyyasx
Bo3MoOkHa 3nokadectBeHHas KT [343, 375, 376, 378, 379].

. KA pexomennyercs nanuentam ¢ cumnroMHoit XKO/KT uz BTIDK B xauectse
Tepanuu nepBoi aunuu [8, 51, 190, 382].

EOKIB (YYPC, YA 5)

. KA  pexomenayercs  naguMeHTaM  C  MJIMONATHUYECKOM  CUMITOMHOM
JIEBOXKEITYJOUKOBOM ((hacMKYJIIpPHOI) TaXUKapIMel B Ka4eCTBE Teparuu rnepBou uauu [§, 191,
382].

EOKIB (YYPC, YIA5)

. KA pexomennyercs y naiueHToB crapiue 18 jieT ¢ uanonaTuueckoi CUMITOMHON
KD/KT ¢ nokammzaruii BHe BTIDK [51, 191, 382].

EOK ITaC (YYP C, Y 4)

KommenTtapuii. Kamemepuas abnayus KI/KT ene BTIDK (BTJDK, snuxapouanvuas
JIOKAU3AYUsl, NANULIAPHbIE MbIUYbL, KOAbYA MUMPATbHO20 U MPUKYCRUOAIbHO2O0 KIANAHO8)
HEPeoOKo CONpANCeHd ¢ MeXHU4ecKumu mpyoHocmamu u 0Oonee  8bICOKUM — PUCKOM
eMeuamenbcmed, NO3MoOMy pPEeKOMEHO08AHA KAK — AbMEepHamuéa  aHmuapummudecKkum
npenapamanm, kiacc 1C npu nesghghexmusrnocmu bema-aopenod10kamopos.

. Y acUMNTOMHBIX MAaIlMEeHTOB crTapumie 18 JyeT ¢ 1enplo  NpopMIAKTUKU
cucronmuyeckoit muchynkumu JDK BenencTBue KapamoMmMHomaTthu, WHAyUpoBaHHOH KD,
PEKOMEHIYEeTCSI paCCMOTPETh BO3MOKHOCTD BhINoHeHNs: KA nanonatuueckux K3, korna nomns
SKTOMMYECKUX KOMILJIEKCOB cocTaBisieT Oonee 20% oOT o0O0Imero KoJudecTBa CEepACUHBIX
cokpaieHuil B cytku no naaasiM XMOKIT [191, 218, 383].

EOKIIB (YYP B, Y] 3)

. Bemonaenne KA pexkomenayercst naqueHTaM ¢ KapAUOMHOIIaTHEN, pa3BUBIIEHCS
BciencTBUe yacToit MonomopdHoii XKD [51, 191, 218, 384, 385, 386].

EOKIC (YYPC, YA 5)
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3.3.2. Hwemuueckasn 601316 cepoya

3.3.2.1. Ocmputit KOpoHAPHBLIL CUHOPOM U OCHPBLIL UHDAPDKM MUOKAPOA Y 83POC/IbIX
nayuenmos

Yacrora XXA npu OKC Ha rocnuTanbHOM 3Tane CHA3WIACH 3a CUET PaHHEW M aKTMBHOU
peBacKyJsIpU3allii M CBOCBPEMEHHOM ajiekBaTHOW (papmakorepanuu. Tem He menee, y 4-12%
nanueHToB ¢ UM ¢ nogsemom cermenta ST (MMnST) B nepBbie 48 yacoB ¢ MOMEHTA MOSBIICHUS
cuMnTomMoB pasBuBatorcs JKA [387, 388, 389].

Hopenepdysnonnsie KA BerpeuaroTcs yaiie, 4eM penepdy3uOHHO-UHAYILIMPOBAHHBIE
wim nocrpenepdysuonusie apurmvun pu UMnST [390]. 'emonuHamuueckass HeCTaOUIBLHOCTb,
kapauorennsiii mok, ®BJIK menee 40%, a takxke cymMma oTkiIoHEeHHM cermeHTa ST BO Bcex
OTBEICHUSX, SBIAIOTCS He3aBUCHUMbIMH TpeaukTopamu JKA kak npu UMnST, Tak u 6e3 Hero
[387, 391]. Kpome Toro, paHHss penoJisipu3anus CBsi3aHa ¢ HoBblIeHHBIM puckoM JKA u BCC
npu OKC [392].

Ipoghunaxmuxa sncenyoouxosvix apummuti npu ungapkme UMnST

Cpounas penepdys3us sBiseTcs Hanbosiee BaxHOUM Tepanueit [393, 394], Tak kak ocTpast
UIIEMUS BbI3bIBaeT apuTMmuu. JleueHue OeTa-agpeHOOIOKATOpaMU TaKXKe Ieeco00pa3Ho JJis
npenotBpauienus KA [395, 396].

B cnyuae OKC u moBTOpHO# cTOMKOM M/mimu remoauHamMudecku 3HaunMon KT wm XK
ObICTpasl M YyCIEUIHas pPeBAacKyJsSpH3alUsl HMMeeT KII0YeBOE 3HAuYeHHE JUIsl NpOoUIaKTUKU
MOCJICTYIONINX APUTMHMA U JTOJDKHA BBITIOJHATHCS 0e3 mpoMenenus [397, 398, 399].

. PexoMeHnnmyercsi  paccMOTpeTh  BO3MOXKHOCTH  3KkcTpeHHo — KAI,  npm
HEOOXOJIMMOCTH C PEBACKYJISIpU3allieH, Y TaIlMeHTOB ¢ MoBTOpHbIMU dmu3oaaMu KT nmn DX,
KOI'/Ia HE YJaeTCsl UCKIIIOUUTD UIIEMHUI0 MUoKapaa [5, 51, 400].

EOK IIbC (YYP C, Y 5)

. OkctpenHas penepdysus pekomeHnnoBana npu MMnST ans  yMeHbIICHHS
UIIIEMUYECKOTO TTOBPEXKICHHS U dJIEKTPUUECKON HecTabmipHOCTH MuOoKapa [401, 402, 403].

EOKIA (YYPB,YI11)

. Pekomennyercs paccMOTpeTb BO3MOXKHOCTH BbioidHeHHs KA u, mnpwu
HEO0OXO0IMMOCTH, KOPOHAPHOI aHTHOIIJIACTUKYU B T€UEHHUE 2 U MOCIIe TOCTYIUICHUS Y MAIMEHTOB C
WM 6e3 mogbpema cermenTa ST U3 TPYMITBI BEICOKOTO PUCKA, B TOM YHCIIE C YTPOKAIOIIUMU KUZHU
KA, nns yMeHbIIEHUS HIIEMUYECKOTO IIOBPEXIEHUS U DIIEKTPUYECKOW HEeCTaOMIbHOCTU
Muokapaa [397, 398].

EOK IIbC (YYP C, YA/ 5)
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o Pexkomenayercss paccMOTpeTb BO3MOXKHOCTb O3KCTPEHHOM peBacKyJspU3aliU
KOPOHAPHBIX apTepuil y ManueHToB ¢ MOBTOpHBIMU »mu3onaMu KT wnm XK ans yctpaneHus
uimemun Muokapza [393, 397, 398, 399, 400, 401, 402, 403, 404, 405, 406].

EOKIIbC (YYPB, Y1)

. [ToctyruieHrne B OT/AENCHUE WHTEHCHUBHOW Tepaliu PEKOMEHJIOBAHO MAaIlUEHTaM,
BBDKUBILIUM TI0CJI€ OCTAaHOBKM CEpJlla BHE CTEH JICUeOHOr0 YUpEeKIEHHUS M HaXOISAIIUMCA B
coctosiuuu kombl, 6e3 DKI -mpuznakoB UMnST na OKI mocne peanumanuu [5, 51, 393, 406].

EOK IIaB (YYP C, YA S)

. Cpounoe BeimoaHeHne KAI (<2 1) pekOMEeH/10BaHO MMallMeHTaM, BEDKHBIITMM TOCIIE
OCTAHOBKH CEp/Illa BHE CTEH JICYCOHOTO YUPEIKICHHS M HAXOSAIINXCS B KOMAaTO3HOM COCTOSIHUM,
IIPH OTCYTCTBUH JAHHBIX 32 HEKOPOHAPHBIC MPUYINHBI, OCOOCHHO y MAIMEHTOB ¢ HECTAOMIBHON
remoauHamukon [393, 406, 407].

EOK IIaB (YYP C, Y1 4)

Kommenrtapuii. Ocmpas uwemus saenisemcs npuyuHoll d1eKmpuyeckoll HeCmaobulibHocmu
u nposoyupyem 6osnuxknosenue KA npu OKC [408]. [na ymenvwenus eeposmunocmu KT/PK
npu OKC pexomenoyemcs Haznauenue bema-aopenodbiokamopos 6 parnem nepuooe [407, 409,
410]. B HekomopblX Ccay4asx nomoz2aem KOMNEHCAYUs 2UNOMACHUeMUU U 2SUNOKATUEMUU.
Hneubumopor I'MI-KoA-pedykma3zvl ymenvuwiaiom cmepmuocms cpeou nayuenmos ¢ HBC,
2NIaBHbIM 00PA30M 3a Cuem npedomepaueHus NOBMOPHLIX KOPOHAPHBIX cOObIMULL, U AGNAIOMCA
yacmvio cmanoapmuozo aevenus maxux nayuenmos [400, 401]. Bosnuxnosenue @K 6 pannem
nepuode (m. e. 8 meuerue 48 uacos) npu OKC conpogodcoaemcs nAMUKpamHuim nosbllUeHUeM
pucka cocnumanvHou cmepmuocmu [411].

. BuyTtpuBeHHoe (B/B) BBeleHHE OeTa-apeHOOJOKATOPOB  PEKOMEHOBAHO
narmuenTam ¢ peruauBupytommM XKT/DX Bo Bpemss UMnST, eciu Het npotruBonokaszanuii [407,
409].

EOKIB (YYPC,YIAS)

. B/B BBenenne ammogapoHa™* peKOMEHIOBAHO TAIMEHTaM C PEIUINBUPYIOIINM
JKT/DX Bo Bpemst octpoii pazer OKC [128, 410, 411, 412].

EOK IIaC (YYP B, Y/ 3)

o Pexkomenayercss paccMOTpeTh BO3MOXHOCTH B/B BBEIEHUS JHIOKaWHA** s

nedenus pernuauupytomux XKT/DXK, He moamaronmxcs Ie4eHnio OeTa-apeHo0I0KaTOpaMu WK
aMHOZapOHOM™*, MII ecII aMuOIapOH™** MpOTHBOIOKa3aH BO BpeMs ocTpoit (azer OKC [153].

EOK IIbC (YYP A, VIUI 1)
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o [TpodunakTuyeckoe Ha3HAYEHUE JIEKAPCTBEHHBIX TpenaparoB Ui JICUCHUS
HapylLIeHU puTMa cepana (Kpome OeTa-aJpeHOOIOKATOPOB) HE PEKOMEHAYETCS MalueHTaM ¢
OKC, He nmeromux ToOKyMEeHTHpOBaHHBIX napokcu3MoB KT/DXK [216, 256, 389, 396, 418].

EOKIIIB (YYPC, Y1 4)

J Wmnnantanus UK*** pexomennoBana y BbpkuBmmx nociie BOC BcneactBue
crazMa KOpoHapHbIX aptepuit [413, 414, 415].

EOK IIaC (YYP C, Y 4)

Cmpamudgpukayun pucka BCC ¢ ocmputii nepuoo (nepevie 10 oneir) UM

BonpmmHCTBO HCClieIOBaHUM, B KOTOPBIX OIICHUBAJH 11€JIECO00Pa3HOCTh HEMHBA3UBHBIX
croco0o0B cTpaTu(PUKaUKA PUCKA, MPOBOAMINCH HA MAIlMEHTaX C BBIPAXEHHBIM CHIDKeHneM OB
JIK (<40%) nnu B cMenanHbIX rpymnmnax. Pesynpratel 11 nanuentos ¢ ®B JDK >40% nubo ne
CO00IIAaINCh, MO0 MOATPYIIBI TAKUX MAIIMEHTOB ObUIM HACTOJBKO MAajlbl, YTO HE MO3BOJISIU
BBITIOJIHUTH JOCTOBEPHBIM aHaIW3 M HMHTEPIPETHPOBATH MOJy4YCHHbIC JaHHbIC. B Hacrosmumit
MOMEHT HET JOCTAaTOYHO CHENU(DUYHBIX M YyBCTBUTEIHHBIX HEWHBA3WBHBIX METOJIOB
cTpaTUUKAIMK pUCKa Y MAalUEeHTOB, nepeHecnx UM u nmerommx HopMmaibHyto @B JIK.

EcTh orpanndeHHble 1aHHBIC, TIOJYyUYEHHBIC B MOATPYMNIaxX OONBIINX MCCIEIOBAHUHN, YTO
nporpamMmmupyemMast ctuMmyJsiiust sxeny1odkoB (IICXK) moxxeT nmpumMeHSThCs Ui CTpaTUUKAIIN
pucka nocie UM y manmentoB ¢ ®B JIK >40% [416, 417, 418]. DTOT MeTOI ceiiyac OIIEHUBAIOT
B pamkax mpojgoipkaromerocs uccienoBanus PRESERVE-EF mo crpatudukamuum pucka y
nanueHToB ¢ coxpaneHHoi OBJDK.

o HewunBasuBHbIe MeTOABI (HapUMeEp, OLIEHKa anbTepHaIuu 3yoma T, qucyHkumuu
BEreTaTUBHOMN CUCTEMBI WK CUTHAI-ycpeaHeHHoi DKI') He pekoMeH Iy 0TCs IS CTpaTUdUKALIUN
pucka B panHuii nepuon nocie UM [417, 418, 419].

EOKIIIB (YYP B, Y/ 2)

. Pannsaa (mo Beimucku u3 cranuoHapa) oneHka @B JDK pexomennoBaHa Bcem
nanueHTaMm, nepenecmmm UM [5, 51, 78, 401, 420].

EOKIB (YYP B, Y 3)

. [ToBTopHas ouenka cHmwxeHHo ®B JDK (<35%) pexomennyercst uepe3 6—12
Henenb mociae MM ¢ menpio ompeneneHuss Heobxoaumoctn wumruiantammu WKI***  mmns
nepBuuHoi npodunaktuku BCC [5, 51, 418, 419].

EOKIC (YYP B, Y/ 2)

Kommenrapmii. B ocobvix cayuasx, Hanpumep, npu HenoIHOU peeacKyIApu3ayul,
npeowecmsyrouiem napyuenuu @B JDK u nosenenuu apummuu cnycms 48 uacos om pazeumus
OKC, mooicno paccmompemsv panuioro (<40 owueti) ycmanosxy HUK/[***. Ilpu smom credyem

yuumsigams mun KA (monomopgnas, nonumopghnas, nneomopuan KT unu DIK), a maxoice
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onuny yuxia KT (hecmotikue Kopomkue yuxkivl U Hecmoulkue OauHHbvle yuxvl). Eciu
BLINOIHAEMCS NPOCPAMMUPYEMASL CIMUMYIAYUSL, OONOTHUMENLHO OYEHUBAIOM UHOVKYUIO U MUn
unoyyupyemoti apummuu (monomoppuasn KT, nonumoppnasn KT, DIK) [248].

. PeBackynsipuzanusi KOpOHApHBIX apTepuil pPEKOMEHJOBAaHAa MAalUMEHTaM CO
cHikeHHoit @B JDK u npeamecTByommUMy €l Ipu3HaAaKaMy UIIEMHUH MUOKap/a JJisi CHUKEHUS
pucka BCC [5, 51].

EOKIB (YYPC,YIAS)

3.3.2.2. Xponuueckana UbC y 63pociblx nayuenmos

Ilepsuunan npogpunakmuxka BCC y 6oavnbix co chuxicennoi @B JIZK

Yepes 40 nueit nocne UMnST npumepHno y 5% nanuentoB @B JDK craHoButcs MeHee
35%, uto yBenmuuBaet puck BCC [418, 419, 420]. [Taumentam ¢ ®BJDK <35% u cumnromamu
XCH @K kiacca II u III no NYHA pexkomenayercs nepsuyHas npodunaktiuka BCC metogom
umriantaiun UKJ[*** [225]. WUmmnantanus MKJ[*** Taxke momkHa paccMaTpuBaThbCs y
6eccumnTomMHubix nanmueHToB ¢ ®B <30% [251]. B »Toii rpynme NauMeHTOB CHUXEHHE
cMepTHOCTH ¢ ioMotsio MKJ[*** G110 mposeMOHCTPUPOBAHO B YETHIPEX PAHIOMU3UPOBAHHBIX
KIIMHUYCCKUX HcclenoBanusax [225, 249, 250, 251]. ITauueraram ¢ UBC co camkenrorn @B JIXK
(£40%) wu OGeccumntomuoit KT, wunaynupyemoit c¢ mnomompio IICK, pexomennoBana
nmiutanTanusg MKJ*** nezaBucumo ot kiracca NYHA [250].

C MoMeHTa MyOJUKalMy BBIIIEYNOMSHYTBIX MCCIEA0BAaHUN pacIIMpPHIIOCh TPUMEHEHHE
paHHel peBacKysipu3aluy U ObUTH BHEIPEHBI HOBBIE IpenapaTsl A Tepanuu CH, uyTo cHU3MIo
o6bmuii puck BCC y manimentoB ¢ CH [421, 422].

. [Taruentam ¢ o6mopokom 1 niepeHeceHHbIM UMnST pexomennoBana I[1CXK, ecnu
00MOpPOK OCTaeTcsi HEOOBICHUMBIM ITOCJIE HEMHBA3UBHOTO oOcienoBanus [421, 422].

EOKIB (YYPC, YA 5)

. Wmnnantammsa UK*** pekomennyercs mamuentam ¢ UBC, cumnromamu XCH
(IT-IIT xmacc mo NYHA) u @B JIXK <35% na ¢pone OMT, nponomxkatomerics 6osee 3 Mecsien
[225, 251].

EOKIA (YYPB, YA/ 2)

° Nmrmnantanus UK[*** pekomennoBana namuentam ¢ MbC, cumnromamu XCH
¢yukunonanasHoro kinacca I mo NYHA u @B JIK <30% na pone OMT, nponomxaromieiicst 6onee
3 mecsmes [251].

EOK IIaB (YYP B, Y] 2)

° Wmmmanranms UKJ*** pexomennoBana nanuentam ¢ UBC, ®B JIK <40%, na
dbone OMT, nponomxkatomietics 6omnee 3 mecsnes, 1 YMIKT, ecnii oHa HHAYIIUPYETCSI C TOMOIIIBIO

TICK [250].
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EOK IIaB (YYP B, Y/ 2)

° [Taupuentam ¢ HWBC, He wHMeOUMM JOKYMEHTHPOBAaHHBIX YCTOMYMBBIX
napokcusmMoB  JKT/®X, ©He pexkomennyercs mnpodunaktuueckas AAT, xkpome Oera-
angpenobiokatopos [220, 221, 222].

EOK IIIA (YYP B, Y111 2)

Bmopuunas npogpunakmuxa BCC u neuenue /KA

. Wmnnantanus UK *** pekomenayercs mnauumeHTam 0e€3 MPOAOIDKAIOMIEHCS
nmemuu ¢ noarsepxkaeHHoN OK ninu remogunamuyecku 3HaunMon KT, BO3HUKaroIen mo3aHee
yeMm yepes 48 u mocie UM [227, 250, 423, 424, 425].

EOKIA (YYPB, YA 2)

) KA pexomennoBana nanuentam ¢ MbC u peunauBupyromeit cumnroMuon Y MOKT
w/wmn mokamu UKI*** mpu YMIKT, HecMOTpsl Ha MOCTOSHHYIO TEPalUi0 aMHUOAAPOHOM™*,
BMmecto ycwienust AAT [155, 158, 160, 246, 347, 427].

EOKIB (YYP B, YA 2)

. Jlob6aBiieHre mepopaibHOrO0 aMHoIapoHa™* wim 3ameHa OeTa-aapeHOOJI0KaTOPOB
coranosnioM™** pexomenaoBanbl nauueHTam ¢ MBC ¢ penunusupytomeit cumnromuoit YMKT
u/vwmm mokamu UKJ[*** mns kynupoBanus YMKT Bo Bpems sieueHus OeTa-aIpeHo0I0KaToOpaMu
[151, 425].

EOK IIaB (YYP B, Y] 2)

° Nmvmnantanus UKI***  pexkoMeHmoBaHa manueHTaM C TeMOJUHAMUYECKH
3Hauumoit YMIKT u ®BJIXK >40%, ecnu karerepHas abnsuus KT HeaddexkTrBHa, HETOCTYTHA
WJIK HeXeJaTelbHa [8].

EOK ITaC (YYP C, YA 5)

° KA pexomennoBana nanuentaM ¢ UbC u peunausupytromeit cumnromuoit Y MOKT
win mokamu UKJ*** mpu YMXKT, HecMoTps Ha nedenue Oera-aJapeHOOIOKATOpAMU WU
cotasonom** [237].

EOK IIaC (YYP B, Y11 2)

. Pexomenayercst paccmorpers Bo3MOXHOCTh KA y marmmentoB ¢ UBC, kotopsim
noka3zaHa umiuiantaus MKJ*** wemocpencTBeHHO mepea WM cpa3y IOCiIe HWMIUIaHTaluu
HUK[***, uToObl yMEHBIINTh KOJIHMYECTBO BO3MOKHBIX Mocienyromux 3mu3040B KT u mokoB
UK*** [350, 425, 426, 427].

EOKIIbB (YYP B, Y1 2)

° V namuentos ¢ UBC u remognnamuuecku cradbuinbHor YMXKT n ©B JIXK >40%

KA B onbITHBIX IIEHTpax pekoMeHayeTcs Kak anprepHarua UK*** mpu yciaoBun noctuskeHus
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Heunayupyemoct KT v snuMuHAIMK BCEX MO3IHUX U (ParMeHTUPOBAHHBIX JJIEKTPOrpaMM
MHUOKap/a Kkey10uKoB [425, 426, 427].

EOK IIaC (YYP B, Y11 2)

Anespusma neeozo icenyoouka. Hwemuueckas kapouomuonamus. XpoHu4eckas
cepoeunas HeooCmamoyHoCHb.

. Yacrota pa3sutus u TsxecTb JKA Bo3pactaroT no mepe yrsbkenenus CH, ognako
nporioctuueckoe 3HaueHue XA g ouenku pucka BCC moka HedcHo. OnTtumanbHas
meaukameHnTo3Hass tepanus HAII® (umu APA npu HenmepeHocumoctu HAIID), Oera-
azpeHo0I0KaTOpaMH WM aHTaroHUCTaMU ajbJO0CTEpOHa pekoMeHjoBaHa nanueHtam ¢ XCH u
cuctonnueckor auchynkuuein JOK (OB JDK <35-40%) ans cHM>XeHUs oOIIe CMEPTHOCTH U
pucka BCC [171, 428, 429, 430, 431].

YYPB,YAA1

. Xupypruyeckass peKOHCTPYKLUSL JIEBOIO KEIyJO4YKa BO BpEMs KOPOHApHOTO
LIYHTUpOBaHus pexkoMmeHoBaHa y nanueHtoB ¢ XCH III-IV kiacca no NYHA, y nanueHTos ¢
Oonpmioi aneBpusmoit JIK, Gombmmm TpoMOOM, dmu304aMu TpoMO03MO0IINK B aHAMHE3E W B
Ciy4yae apuTMHUH BCJIEACTBUE aHEBPU3MBI [432, 433, 434, 435].

EOK IIaA (YYP B, Y1 2)

Kommenrapuii. [[ens xupypeuueckoui pexoncmpykyuu JDK — yoanenue pyoyoeou mrauu
ApU NOMOWU pe3eKyul FHOOKApOa U IHOOBEHMPUKYIAPHOU NIACMUKU ¢ HOpManuzayuel hopmovl
u 06véma JDK ona ynyuwenus ouacmonaudeckoi u KOHYeHmMpuieckou CUCmoaudecko QyHkyul,
UCKTIIOYEHUe 30Hbl PUeHmMpPU, YCMPAaHeHue ueMuu MUokapod, UcnpasieHue Oulamayuu Kouivya
mumpanvrozo knanana [431, 432, 433, 435].

Xupypzuueckoe neuenue #cenyo00uKo6ol maxukapouu

K xupyprudeckum metonam sedeHus KA oTHOCATCS abmamust W pe3eKIus dHI0Kapa.
Xupypruueckass a0manus MOXET BBINOJHATHCA OSHIOKApAUAIbHO U AIHUKapAHaiIbHO
PaZOvYacCTOTHBIM TOKOM BBICOKOM 4acTOTHI (PaMOvYacTOTHAS abMsAIUs apUTMOTCHHBIX 30H) HIIN
C TIOMOIIbIO 3aMOpPAKMBAaHUS MUOKapJa (Kproadyialus apuTMOTeHHBIX 30H). JIokanu3anus 30H
KA nomxHa ObITh BbIsBIIEHA ¢ nomolsio BCO®OU no onepanuu U yTouHeHa NMpU MPOBEACHUN
KapTUPOBaHUs BO BpEMs ONEPALIMHN Ha OTKPBITOM CEp/ILE.

. Xupypruueckass — abnmamuss B ONBITHBIX  LEHTPaX C  00s3aTENbHBIM
ANIEKTPO(U3NOIOTHUECKUM  KOHTpOJeM (MHAYKLHMEH) T1ocie omepaunud, pPeKOMEHI0BaHa
nanuenTam ¢ pedpakrepHoit k Tepanuu KT, npu HeyCrenrHow uiM HeBO3MOXKHOM monbiTke KA
JUIs KynupoBaHus U ipodunaktuku peruansa XKT/DXK [5, 434, 435, 436].

EOKIB (YYPC, Y11 4)
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. OHJ0KapIPKTOMMUSI BO BpeMsl Xupypruueckoil pekoncrpykunu JDK pexkomenioBana
narenTam ¢ KT Ha pone nocturdapkrHOi aneBpu3Mbl JOK 111 KynupoBaHust U MPOQUITAKTHKH
perunua XKXT/DXK [434, 435, 436, 437, 438, 439]

EOK ITIaA (YYP C, Y 4)

Kommenrtapmii. Pezexyus sn0okapoa moocem Oblmb 8bINOIHEHA U Y NAYUEHMOS8 C
anespusmoul JIVK 6e3 doxymenmuposaunou KT, nockonvky puck pazsumus KT npu nanuyuu
nocmunghapkmuoti anegpusmol JK cocmasnsem 50%.

. Wmnnantanms  UK***  pexomeHzoBaHa MmanueHTaM IIOCIE  ONEpaLuu
xupyprudeckoin pekoHcrpykuuu JDK ¢ munymupyemont KT B panHem nociieonepanioOHHOM
nepuoe st Kynuposanwus 31mu3010B JKT/DXK mocne onepanuu [433, 434, 439, 440].

EOK IIaB (YYP B, Y1/ 3)

Anomanvroe omxoicoenue KOpOHAPHBIX apmepuii

AHOMaJIbHOE OTXO0KJIEHHE KOPOHAPHBIX APTEPUNA ACCOLUMPOBAHO C IIOBBIIIEHHBIM PUCKOM
BCC, ocobenno y muip mojioke 35 JeT B MIpOLecce WM MOCIe MHTECHCHUBHBIX (DH3MYECKHUX
ynpaxuennii [440]. ®akropamu pucka BCC sBISIOTCS pacnoiiokeHUE KOPOHAPHOW apTepuu
MEXJy aopTOM M JIETOYHOM apTepuell, IEIEBUAHOE YCTbE, BBICOKOE YCTbE, OTXOXIACHHE
KOPOHApHOM apTepuu MOJ1 OCTPHIM YIJIOM, HHTPAMYPaJIbHOE PacIiojI0KEHNE KOPOHAPHOU apTepun
U JIJIMHA MHTpaMypaibHOro xoza [441].

[lokazaHussMu K XHUPYPrUUECKOMY BMEIIATEIbCTBY, OCOOEHHO Yy O€CCHMIITOMHBIX
MAIMEHTOB, SBJISIIOTCS HaJU4he aHATOMUYECKOTO BapHaHTa BBICOKOTO pUCKa (BU3yanu3alus c
nomotsio KT anruorpadun) u nmemus Muokapaa (nmpoda ¢ ¢puzndeckoit Harpy3koit) [441].

. Crpecc-OXOKI ¢ pusnueckoi Harpy3Koi peKOMEHI0BaHa MalieHTaM crapiie 18
JEeT C  aHOMaJbHBIM  OTXOXJEHHEM  KOPOHAapHOM  apTepuu B JIONOJHEHHE K
KapAHOpeCTIUPATOPHOMY TECTY JIJIS TOATBEP:KICHUS/UCKITIOUEHHS lleMuH Muokapaa [36, 67, 69,
442].

EOKIC (YYPC, Y/ 4)

. Crpecc-OXOKI ¢ pusnueckoii Harpy3Koi peKOMEHI0BaHa MalieHTaM crapiie 18
JIET C AaHOMAJIbHBIM OTXO0KJIEHUEM KOPOHAPHOU apTepUH C OCTAHOBKOM Cep/lia B aHAMHE3€ 110CJIE
XUPYPrUueCcKoro JICUEHHUs B IOMOJHEHUE K KapJAHOopecnupaTopHomy Ttecty [36, 67, 69, 442].

EOKIC (YYPC, YA 4)

. Xupypruyeckas: KOpPpPeKIUsl aHOMajIuu KOPOHAPHOM apTepuHM PEKOMEHIOBAaHA
NAlUEeHTaM C aHOMAJbHBIM OTXOXKJIEHHUEM KOPOHAapHOM apTepUu C OCTAHOBKOM cepaua,
00MOpPOKOM, MpPENINOJIOKUTEIbHO BbI3BaHHBIM JKA, WM CO CTEHOKapAueW, Koraa Apyrue
MPUYHHBI ObLTH UCKITIOUCHBI [440, 441, 442, 443, 444].

EOKIC (YYPC, Y/ 4)
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o Xupypruueckas KOpPpeKIHs aHOMAaJIWKd KOPOHAapHOM apTepHH PEKOMEHJO0BaHA Yy
0eCCUMINTOMHBIX MAIlIEHTOB C aHOMAJIbHBIM OTXO0XJICHUEM KOPOHAPHOW apTepuu U MpHU3HAKaMU
UIIEMUU MUOKapa WIA aHOMaJIbHBIM OTXOXKICHUEM JIEBOM KOPOHAPHOM apTEpUM C aHATOMHUEH
BBICOKOTO pucka [440, 441, 442, 443].

EOK IIaC (YYP B, Y1 3)

3.3.3. lunamayuonnasa kapouomuonamus

Hunaranmonnas kapauoMuonarus (AKMII) xapaxrtepusyercs aunatauuen JDK u
cuctoianueckoi nuchynkuueit, He cBsazanHoi ¢ UBbC n/nnm remonuHaMuueckol meperpy3koi
[444]. ITpuumnsl JJKMIT MoryT OBITh FT€HETHYECKUMH WJIH TPHUOOPETEHHBIMU. BO3MOKHO Takke
B3aMMOJICIICTBHE TEHETUYECKOW MPEAPACIONOKEHHOCTH U BHEIIHUX (aKTOPOB, TAKUMHU Kak
aJIKOroJib, XUMHUOTEpamnus, poaosoit nepuo. @enorun JJKMII, B 4aCTHOCTH, pU T€HETUYECKOMN
ATHOJIOTUH, MOXET H3MEHSATHCS CO BPEMEHEM U MOXET HE COOTBETCTBOBATH CTaHAAPTHBIM
KpUTEepUsM 3a00JIeBaHUs B MOMEHT MaHU(eCTalui 1 MOCTAHOBKH JTUArHO3a.

OCHOBHBIMU TpUYMHAMHU cepAeuHO-cocyaucToil cmeptHoctd npu JIKMII sBusitotes
nporpeccupytomas XCH u BCC na done XA unu pexe 6paguapurmuu. [Tokazano, 94to S-neTHsis
cmeptHOCTh y nanueHToB ¢ JIKMII npu nanuuuu CH Ha dpone OMT cocrasnser 21-28%. BCC
BcTpeuaetcs y 12% 6onpabix ¢ JIKMII u cocraBusier 25-35% Bcex cmepreit [225].

Cmpamugukayun pucka u éedenue nayuenmos c JIKMII

. I'eneTnyeckoe TeCTUPOBAHKE C ONPEACIICHUEM MYTalluid, KAK MUHUMYM, B T€HaX
LMNA, PLN, RBM20, FLNC pexomennoBano naruentam ¢ JJKMIT/HKMII B Bo3pacte meHee
50 et mipu 3ameuieann AB npoBogumocTH uiu ¢ ceMeitHpiM aHamHe3oM JIKMII nmu6o BCC y
POJICTBEHHUKOB MIEPBOM CTENEHU POJACTBA B Bo3pacte moioxe S50 net [111, 445, 446, 450].

EOKIBYYPC, Y1/ 4

KommenTtapuii. ['en LMNA xooupyem sdepHuvle namunosvie benku, een PLN kooupyem
docponramoan; een RBM20 xooupyem 6enox RBM20, senatowuiics 0OHUM U3 AKmueamopos
cnaaticunea; een FLNC kooupyem namun C. Mymayuu 8 yKa3aHHbIX 2eHaX CONPANCEHBL C 8bICOKUM
puckom KA u BCC, nezasucumo om cmenenu chusxcenusi @BJDK.

. ['eneTndeckoe TECTUPOBAHUE C ONMpPEAEIEHUEM MyTalui KaKk MHUHHUMYM B T'e€Hax
LMNA, PLN, RBM20, FLNC pekoMeHI0BaHO JJIsi CTpaTH(GUKAIIUN PUCKA MPHU CIIOPATHICCKON
JKMII manmeHrTaM MOJI0/I0TO BO3pacTa WM C MpU3HaKaMH 3a00JI€BaHUs, XapaKTePHBIMU IS
HaclnencTBeHHOM atnosoruu [111, 445, 446, 447, 448, 449, 450].

EOK ITIaC (YYP B, Y11 2)

o [TaruenTam ¢ KapAMOMHUOMNATHEW HEUIIEMHUYECKOTO TeHEe3a PEKOMEHIOBAaHO
nposenenne MPT ¢ ragonunuem (ATX VOS8CA IlapamarHuTHbIE KOHTPACTHBIE CPEACTBA) IS

BO3MOXKHOT'O OIIpeieNieHus 3Tnosiorun 3adoneBanus, pucka KA u BCC [451, 452, 453].
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EOK IIaB (YYP C, YA S)

KommenTtapuii. [lozonee wnaxonnenue eaodonunusi (ATX VOSCA IlapamarHutHbie
KOHTPAaCTHBIC CPeNCTBa) 8 Muoxkapoe npu MPT accoyuuposano c evicokum puckom KA u BCC, 6
mom uucne npu @B JDK 6onee 35%.

. B3pocabiv nanuentam ¢ JIKMIT u cuHKONanbHBIMU COCTOSTHUSMH PEKOMEHOBAHO
npoBenenue BCODU, ecnu nocne o0cienoBaHus ¢ UCMOIb30BAHUEM HEMHBA3UBHBIX METO/OB
JTMAarHOCTUKY NMPUYMHA 0OMOpOKa ocTaeTcst HesscHou [453, 454, 455].

EOK IIaC (YYP B, Y11 2)

Ilepsuunan npogpunakmuxa BCC y 6onvnvix ¢ IKMIT

. [Tatmentam crapme 18 ser ¢ JAKMII pekoMeHmoBaHa oOnTUMaibHAs
MenukameHnTo3Hass  Tepanus (OMT) (WAII®, Oera-aapeHOOIOKATOPHI, AHTArOHHUCTHI
anprocrepona, APHM, uHrubutopsl HaTpUH3aBUCHUMOIO MEPEHOCYMKA TIIIOKO3bI 2 TUMA) s
ymenbluenus pucka BCC u nporpeccupytoieii cepaeunoii Hepocrarounoct [ 170, 454].

EOKIA (YYPC,YIA5)

. HuTeHcuBHBIE (U3MYECKUE HATPY3KH, BKIIOYAs yYacTHE B CIIOPTHUBHBIX
COpPEBHOBaHUAX, HE peKoMeH10BaHbl nmauenTam ¢ JJKMII u myTtanueit B rene LMNA [463, 464].

EOKIIIC (YYP C, Y/ 4)

. He pexomennyercs HasHayaTh #aMHOZApOH™* ¢  1ENbI0  TOJABJICHUS
o6eccumnromuoit HeycronunBoit KT marmmenTor ¢ JIKMIT [102, 193, 225, 256].

EOK IITIA (YYP B, Y1 2 — B3pocasie, YYP C, Y 5 - neTun)

. He pexomennyercs nasHauate AAII, knacc 1, ansa nedenust KA y B3pocibix
nanueHToB ¢ JIKMII [457, 458, 459, 460].

EOKIIIA (YYPB YA 1)

° Nmmnantanus UK *** pekomennoBana narmentam ¢ JIKMIT, camnromamu XCH
(II-IIT ¢pynkumonansHoro knacca no NYHA) u @B JIK <35% na ¢done OMT >3 mecsueB npu
0’KHMJIaeMOM MTPOJIOJDKUTENBHOCTH ku3HU >1 rona [177, 254, 257, 459, 460, 461].

EOK IIaA (YYP B, Y 3 nas B3pocasix; YYP C, Y S nast nereii)

o Nmmnantanus UKJ*** pekomennoBana narmentam ¢ JIKMIT u moaTBepxaeHHOM
natoreHHod Mytanuer LMNA ¢ mnpeanosiaraeMbiM MSTHJIETHHUM PHUCKOM BO3HUKHOBEHUS
xusHeyrpoxkaoumx KA >10% u npu Hammuuum HYXT, wnmn ®B JDK menee 50%, wnun
HapyuieHuid AB npoBogumoctu [46, 462, 463].

EOK IIaB (YYP C, YA S5)

Kommenrtapuii. Mymayuu 6 ecene LMNA accoyuupoeanvl ¢ pannum paseumuem KA,

Hapyuwenutl nposooumocmu, evicokum puckom BCC u npoepeccupyrower XCH. /s oyenxu
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namujiemHeco - puckKa HCUZHEY P OIHCATOUWUX apumMuﬁ pekomeﬂdyemc;l ucnojb3oeaniv

KanbKYIAmop (He 8anuouposan Ha poccutickou nonyaayuu): hitps://lmna-riskvea.fr [46].

° Nmvmnantanus UK/*** pekomennoBana nauuentam ¢ JJKMIT u @B JIXK menee
50% wu nByms wiam Oonee gakTopaMu pHCKa: 0OMOpPOKH, MO3THEC HAKOIUICHUS TaIOJIMHUS B
Muokapae npu MPT, wunayunupyemas npu mnporpaMmupoBaHHOW ctumyssiuun Y MIXKT,
natorennsle mytanuu B reHax LMNA, PLN, FLNC u RBM20 [116, 170, 447, 449, 451, 463, 464,
465, 466, 467].

EOK ITaC (YYP C, Y 5)

Bmopuunas npogpunakmuxa BCC y 6onvnvix ¢ IKMIT

o Nmnnanranums UK *** pexomennoBana mamuentam c JIKMII u anamnae3om
octaHoBku KpoBooOpamenuss B cieactBue @OXK wmum KT, wm npu nHammuum KT,
COTIPOBOXAAIONIEHCS HApyIIeHUAMHU reMoauHamMuk [S1, 111, 227, 245, 424, 469, 470].

EOKIB (YYP C, YAAS)

° Nmvmnantanus UK*** pexomenmoBana B3pocibiM marueHtam ¢ JKMIT u
ycToiunBoii nmapokcuzmManbHou KT 6e3 reMogMHaAMUYECKUX pacCTpOICTB [8].

EOK IIaC (YYP C, YA 5)

. [Tarmentam crapuie 18 net ¢ JIKMII u UK/] ¢ penuanBupyOmuMy CUMOTOMHBIMU
napokcudmamu KT, coxpaHsromMMHCS, HECMOTpsT Ha TMpueM OeTa-aJIpeHOOIOKaTOpOB U
onTuManbHOe TnporpammupoBanue MKJ[***  pekomenmoBaHo no0aBieHHE K Tepanuu
amuoapoHa™* wnm 3amena 6eta-aapeHo6mokaTopoB Ha cotanmon®* [8, 151, 192, 219, 245].

EOK IIaB (YYP C, YA S5)

KommenTapuii. V oemeii yenecoobpazno npudeporcusamvscsi makoeo xice nooxood,
HeCMOmps He omcymcmeaue 00CmamoyHou 00Ka3amenbHou 6a3ol.

. [Manuentam ¢ JKMII u penmausupyromeit cumnromHon YMKT win mokamu
UKI*** nns xynupoBanus moHomopduoit XT B cmywae, ecnmu AAT HeaddexTHBHA,
MIPOTUBOINOKA3aHa WK HE MEPEHOCUTCS, PEKOMEH0BaHO NpoBeaeHrne KA B ONBITHBIX LIEHTpax
[51, 182,471, 472, 473].

EOK IIaC (YYP C, YA 5)

3.3.4. Apummozennan KapoOuoOMuonamus nPaAeo20 Hceiy0ouKa

AputMmoreHHasi kapauomuonarus npasoro sxkemynouka (AKIDK) — HacnencrtBenHoe
3a0oneBaHue, Xapakrepusymoiieecs (GUOPO3HO-)KMPOBBIM  3aMellleHHeM  MHOKapjaa ¢
xapaktepHbeIMHU IposiBiieHusiMU B Buze KA, XCH u BCC [474].

Cmpamugukayusa pucka u edeHue RAYUEHMOE8 ¢ ApUMMO2EHHOU Kapouomuonamueil

[Tarmentam ¢ mopo3pennieM Ha AKIDK pekomennoBano npoBenenrie MPT cepana [475,

476, 477, 478].
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EOK IB (YYP B, Y1 3)

o [TaruenTam c mpenanoiaraeMbiM WM yCTaHOBJIEHHBIM auarHozom AKIDK
PEKOMEHI0BAaHO MPOBeIeHNE reHeTHYecKoro oocnenoBanus [479, 480].

EOKIB (YYP C, Y1/ 4)

. Hns crpatudukammu pucka BCC y mammentoB crapme 18 sner ¢ AKIDK npu
HAJIMYUU CHUMIITOMOB, TOJ03pUTEIbHBIX Ha JKA, peKOMEHIyeTcs pacCMOTPETh BO3MOXHOCTH
nposeaenuss BCODOU [481, 482].

EOK IIbC (YYP B, Y11 3)

. VY poacTBeHHUMKOB IepBoi JuHUM pojcTBa nanueHTtoB ¢ AKIDK pekomennoBano
BeimoaHeHne DKI™ m OXOKT [8, 483,740,741].

EOKIC (YYPC, Y1 4)

IlepBuuHasi npoUIAKTHKA BHE3aNTHOM cepAedHO cMepTH Yy 001bHBIX ¢ AKITK

. [Tarimentam ¢ AKIDK mns nmpodunaktuku BCC pekoMeH10BaHO BO3IEPKUBATHCS
OT UHTEHCUBHBIX (hru3ndeckux Harpy3ok [483, 484, 485].

EOKIB (YYP B, Y 3)

. Pexomenayercsi paccMOTpeTh BO3MOKHOCTh OTpaHUYEHUs (PU3MUYECKUX HATPY30K
y HocuTenell maToreHHslx Mytanuil, cBszaHHbix ¢ AKIDK, 6e3 ¢eHoTunmueckux mposiBIeHHUM
3a0oneBanus [484, 485, 486, 487].

EOK IIbC (YYP B, Y1 3)

. [Mamentam ¢ ycroiumBoit KT wmmum HYXXT pexomennoBana Ttepanusi Oera-
anpenoOnokaTopamu [488, 489, 490].

EOK IC (YYP C, YA/ 3 nas B3pocabix; YYP C, Y 5 nis nereid)

Kommenrapuii. V' odemeti yenecoobpasno npuodepicusamvcsi makoz2o dce nooxood,
HeCMOmpsi HaA OMCYymcmaue 00CMAamo4HoOU OOKA3AMeNbHOU OA3bL.

J Pexkomenryercst paccMOTpeTh BO3MOXXHOCTh Tepanuu OeTa-aipeHo0I0KaTopamMu y
BCEX MAIMEHTOB C ycTaHOBJIeHHbIM Auarno3zoMm AKIDK [486, 487, 488, 491].

EOKIIbC (YYP C, YA 5)

KommenTapuii. V odemeii yenecoobpaszno npuoepaicueamocs maxozo ce nooxood,
HeCMOmMpsA HA OMCYmcmeue 00CMamo4Hol 00Ka3amenbHou Oa3bol.

o WNmnnanranus UK[*** pexomennoBaHa MaueHTaM ¢ yCTaHOBJICHHBIM JHarHO30M
AKIDXK u apurmuueckumu ooMopokamu [488, 489, 490, 491, 492, 493, 494, 495, 496, 497, 498].

EOK I1aB (YYP B, Y/ 3)

KommenTapuii. V odemeii yenecoobpazno npuoepoicueamocs maxkozo e nooxood,

Hecmomp:l Ha omcymcecmeue 00CcmamoyHol 00Ka3amebHol 6asbi.
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° Nmmnantanus UKJ[*** pekoMeHn1oBaHa marieHTaM ¢ yCTaHOBJICHHBIM JHATHO30M
AKIDK u Tspkenoif cucronnyeckoil aucyHKuen mpaBoro wid jeBoro skemymouka [111, 481,
493, 495, 498].

EOK ITIaC (YYP B, Y1 3)

KommenTapuii. [loo msoicenou cucmonuueckou oucghyukyueiu IDK  nonumarom
usmenenue gppaxyuonnou nrowaou FAC (fractional area change) <17% unu cnudicenue ghpaxyuu
sviopoca IDK (OB IDK) <35%, noo msaxcenoii cucmonudeckou oucghynkyueu JOK — @B JDK
<35%.

. Nmnnanranus UK[*** pexomennoBaHa MAaUeHTaM C yCTaHOBJICHHBIM JHATHO30M
AKIIX c HannuneM cuMnTomMoB, yMepeHHOH cucronndeckoit aucynkuueit IDK (@B IDK <40%)
wn JIK (@B JDK <45%) B couetanuu ¢ HY KT nubo c ycroituusoii KT, unaynupoBanHoil npu
BCO®U [111, 482, 493, 498].

EOK ITIaC (YYP B, Y1 3)

Bmopuunas npogpunakmuxa BCC y 6oavnvix ¢ AKIDK

) Wmnnanranms  UKI***  pexomenmoBana mnamuentam ¢ DX wm  XT,
COIPOBOXKAAIOIIEHCS TeMOJMHAMUYECKUMU HapylieHusamu [51, 495, 496, 498].

EOKIC (YYPC, YA 4)

) Nmmnantanus UK *** pekomennoana mamuentam ¢ AKIDK u ycroituusoit KT,
npoTekaronieit 6e3 remoauHaMudeckux pacctpoiicts [111, 496, 498].

EOK ITIaC (YYP C, Y 4)

KommenTapuii. V oemeii yenecoobpasno npudepircusamvbcsi makozeo xice nooxood,
HeCMOmps Ha OmMcymcmeue 00CMamo4HoU 00KA3AmMeNbHOU OA3bL.

° [Tarimentam ¢ AKIDK ¢ mokazanmsmu k UWK][-Tepanuu™®** pexomenmoBana
UMIUTAHTAlMsl yCTPOMCTB C BO3MOXKHOCTBIO MMPOrPaMMUPOBAHMS AHTUTAXUKApIUTHUECKON
CTUMYJISIIIUU JKETYJ0YKOB C IENbI0 KyIupoBaHus napokcru3MoB KT u MUHUMH3AINH KOTHYECTBA
mokoB [8, 498].

EOK IIaB (YYP C, YA S)

KommenTapuid. V oemeii yenecoobpasno npuoepicusamoscs makoeo e nooxooa,
HeCMOmpsA HA OMCYmcmeue 00CMamo4Hol 00Ka3amenbHou Oa3vol.

. [Tarmmentam ¢ AKIDK u permauBupytromeit cumntomuon YMKT wnu mokamu
UK*** pcnenctBue XT, HecmoTpss Ha mpuem Oera-aIpeHOOIOKATOPOB, PEKOMEHOBAHO
BeimosiHeHne KA B onsiTHOM 11eHTpE [51, 491, 499, 500, 501, 502].

EOK IIaC (YYP C, YA 5)
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. [Manmentam ¢ AKIDK u penuanBupyrommumMu CUMITOMHBIME nTapokcuzMamu KT
npu Hed(hDEeKTHBHOCTH OeTa-aapeHOOIOKATOPOB PEKOMEHIOBAHO HAa3HAYCHHUE JICKApCTBEHHBIX
MpenaparoB Ji KyupoBaHUs HapyIIeHUH puTMa cepaua [478, 488, 491, 500].

EOK IIaC (YYP C, Y 4 — B3pocasnie, YYP C, Y/ 5 - nern)

Kommenrapuii. Jlexapcmeennvle cpedcmea 0 newenust apummuii npu AKIDK umerom
oepanuyernyto aggpexmusenocms. lLlenecoobpazno npumenenue #Hamuooapoua, Komopwli 6
COUHUYHBIX UCCIEO08AHUAX NPOOEMOHCMPUPOBANl bollee  BblCOKYIO  dhpexmusHocms  no
cpasuenuio ¢ comanonom™** (¥* y espocnvix nayuenmos) [12, 17, 491, 500]. Sghpexmusnocmo
AAII, knacc I, 3apecucmpuposannvix 6 Poccutickou ©@edepayuu, y nayuenmos ¢ AKIDK ne
usyyena.

3.3.5. l'unepmpoguueckan kapouomuonamus

CMepTh OT apuTMHUH U 4acToTa 00ocHOBaHHBIX cpabateiBanmii K] B cBs3u ¢ XKTA B
obmeit nmomyssiiuu nanueHToB ¢ I'KMII cocrasnsier 1-2% u 0,8% B roa, coorBeTcTBeHHO [498].
BCC npeobnagaer kak mpuyuHa CMEPTH y MAIMEHTOB B BO3pacTe Mojioke 60 jeT, Toraa Kak B
cTapuield BO3pacTHOM IpyMnie OCHOBHOE 3HaueHrue umeroT nHeynbThl 1 XCH [501, 502, 503, 504,
505, 506]. Kanskynsatop pucka BCC B Teuenue 5 net (HCM risk-SCD) npezcTaBieH Mo CChIIKe:
http://doc2do.com/hcm/webHCM.html (IIpuaos:kenne I'3) [507].

Cmpamugukayun pucka u éedenue nayuenmoe ¢ 'KMII

. [Tarmentam ¢ 'KMII pekomennosano nposenenue MPT cepana ¢ ragonvHueM
(ATX VO8CA [IlapamarHuTHble KOHTpPAcTHbIE CpEACTBA) C IEJbI0 JIONOJHUTEIbHOMN
crpatudukaruu pucka BCC [508, 509, 510].

EOKIB (YYPC,YI14)

Kommenrtapuii. Hakonnenue napamacHumno20 KoHmpacmuozo cpedcmea >15% om
maccwl muokapoa JDK siensemces npeoukmopom BCC y 83pocavix.

. [Tarmmentam ¢ 'KMII pekomeH10BaHO MPOBEIEHNE TEHETUYECKOTO 00CIIeI0BaHMS
1 npueM (0CMOTp, KOHCY/IbTanus) Bpada-renetuka nepsuunbii [503, 511, 512, 513, 514, 515, 516,
517].

EOKIB (YYPC, YIA5)

Kommenrtapuii. Oona unu MHOXMCECmBeHHble CapKOMepHble MYymayuu A61ai0mcs
odononnumenvhvim gaxmopom pucka BCC.

. [Tanmentam ¢ I'KMII BBuay Beicokoro pucka BCC He pekoMeHayeTcsl yuacTue B
COpEBHOBATENbHBIX BUAax cropta [503, 518, 519]

EOKIC (YYPC, YIA5)

86


http://doc2do.com/hcm/webHCM.html

Kommenrapmii. [lo0 copesnosamenvHbimMu — 6uoamu  cnopma — noopazymesaiom
JI0OUMENbCKYI0 UMY NPODECCUOHANLHYIO CNOPMUBHYIO 0esMeNbHOCIb HA Pe2VIApPHOU OCHO8E C
yuacmuem 8 OpeaHu308aHHbIX COPEEHOBAHUSIX.

. VY POICTBEHHMKOB NEPBOM IMHUU pojcTBa nanueHToB ¢ ['KMII pexoMeHnoBaHbI
peructpanus IKI' u 9XOKI" [29,740,741].

EOKIC (YYPC, Y1 4)

. [laTuneTHuii pUCK BHE3allHOM CMEPTH PEKOMEHAYETCS OLEHUBATh IpHU
IIEPBOHAYAJIbHOM O0OCJIEI0BAaHUU MALMEHTa, a TaKXe Kaxible 1-3 roja win Nnpu M3MEHEHUU
KJIIMHUYECKOro craryca [8].

EOKIC (YYPC, Y1 5)

Ilepsuunan npogpunakmuxa BCCy 6onvnvix ¢c 'KMIT

Pacuet pucka BCC B Teuenue 5 ner, npeanaraemsiiit EOK (HCM risk-SCD), npencrasien

B [lpunoxenun I'3 (cceuika: http://doc2do.com/hcm/webHCM.html)(ne BanuaupoBan Ha
POCCHUICKOM TTOMYJISALINHN); pe3yIbTaT olleHuBaeTcsi B % Bepositnoctu BCC [507].

. Nmnnanranus UKI*** pekomennoBana marnuentam ¢ ['KMII mpu pacueTHOM
narwietHeM pucke BCC >6% [507, 520, 521, 522, 523].

EOK IIaB (YYP C, Y1 4)

. Nmvmnantanus UKI[*** pexomennoBana nammentam ¢ ' KMII B Bo3pacte >16 net
npu pacuetHoM nAtuieTHeM pucke BCC ot >4 no <6% u npu HaIMuuy KaKk MUHUMYM OJHOTO U3
cleyromux (GakTopoB pUCKa:

a) 3HAYUTEJIbHOE HAKOIUICHHE NMapaMarHuTHOTO KOHTPACTHOI'O CPEICTBA B MUOKApe Npu
MPT cepama (>15% ot maccsr JIXK);

0) ®B JIXK menee 50%;

B) aHOMaJTbHAsI peakius A/ pu BBIMOTHEHUH TTPOOBI ¢ (PU3UIECKON HArpy3KOi (IpUpoCT
A/l Ha nuke Harpy3ku MeHee 20 MM pT. CT. WK CHUXeHHe 6oiee 20 MM pT. CT.);

) BepxyuieuHnas anespusma JDK;

1) HaJTM4re maTOreHHON capkoMepHou mytanuu [512, 513, 515, 524, 525, 526, 527].

EOK IIaB (YYPC, Y1 4)

. Pexomenayercst paccMOTpeTh BO3MOXKHOCTh uMIiantauuu MKJ[*** nanuentam c
I'KMII B BO3pacte >16 net npu pacuetHoM narwiietHeM pucke BCC ot >4 no <6% [507, 511,
528].

EOKIIbB (YYP C, YA 4)
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° Pexomenayercs paccMOTpEeTh BO3MOXKHOCTH uMIIianTanuu MK[*** manmentam ¢
I'KMII B Bo3pacte >16 net npu pacuetHoM nsitunetHeMm pucke BCC ot <4% npu Hanuuum Kak
MHUHHMYM OJIHOTO U3 CIEAYIONMX (PaKTOPOB PUCKA:

a) 3HAUUTEIbHOE HAKOIUIEHHE NMapaMarHuTHOrO KOHTPACTHOI'O CPEICTBA B MUOKApE Npu
MPT cepana (=15% ot maccsr JIK);

6) ®B JIK menee 50%;

B) BepxyueuyHas anespuszma JUK [512, 513, 515, 524, 525, 526, 527].

EOK IIbB (YYP C, YA 4)

Bmopuunas npogpunakmuxa BCC y 6onvnvix ¢ 'KMII

. Nmnnanranus UKI*** pexomennoBana mamueHtam ¢ ['KMII co cnoHTanHOi
ycroiuusoii JKT, npoTekaromieil ¢ HapyleHMEM FeMOAMHAMUKY, WK ycroitunor ®X [111, 528,
529, 530, 531].

EOKIB (YYPC, Y1 4)

. Umnnanranus UKI*** pexomennoBana nanuentam ¢ I'KMII co cnoHTanHO#M
ycrovuuBoii JKT, mporekaromeid 6e3 HapyIIeHW reMOAMHAMUKH [ 8].

EOK IIaC (YYP C, YA 5)

. [Tarmentam ¢ 'KMII u penuauBupyromeit cumnroMuoi KTA win moBTOpHBIMU
mokamu UKJ] *** peencreue XKT/DXK pekomennoano HazHaueHne AAT [8].

EOK ITaC (YYP C, YA 5)

KomMmenTapuii. B HepanHOOMusuposamHulx uUCCIe008AHUAX —NPOOEMOHCMPUPOBAHA
aghghexmuenocmo amuooaporna™* 6 nooasnenuu JKTA y e3pocavix nayuenmos ¢ ' KMII [529, 530].
bema-aopenobnokamoper maxoice mo2ym Oblmb UCNONBLIOBANBI ¢ AHMUAPUIMMUYECKOL YEblo Y
OaHHOU 2PYNNbl NAYUEHMO8, YUUmbleas ux 0J1A20NPUAMHOE GIUAHUE HA CUMNMOMbL U CHUICEHUE
oocmpykyuu 8 BTIDK [6, 505]. Bmecme ¢ mem omcymcmeayiom dokazamenvcmea enusnusi AAT
Ha cHudicerue pucka BCC.

. PexoMeHayercs paccMOTpPETh BOZMOXKHOCTD BbINIOJIHEHUS KA B ONBITHOM LIEHTpe
naiueHtaMm crtapue 18 sner ¢ I'KMII u peummusupyromeit cumnromHod YMIKT npu
Hea(p(HEeKTUBHOCTH, HEMIEPEHOCUMOCTH WJIM MTPOTUBONOKa3aHusaX Kk npuemy AAII [531, 532].

EOK IIbC (YYP C, Y1 4)

° V nereit B Bo3pacte 10 16 ner ¢ 'KMII u npennonaraeMpiM S-JIETHUM PUCKOM
BCC >6% (na ocnose onieakn HCM Risk-Kids) cnenyer paccMoTpeTs Bompoc 00 MMITJTaHTAIIH
NKJ*** [520] (Ilpunoxenue ['4).

EOK IIaB (YYPC, Y1 4)

KommenTtapuii: /[o uedasneco epemenu y Oemeti ¢ I KMII 6vi10 mano Oauuwvix o

nepeuunou npogunakmuxe BCC. K nacmoswemy epemenu pazpabomana wKkaia u KaibKyiamop
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pucka BCC, exnmouarowue oyeHKy maxux ¢Haxkmopos, Kak HeoObACHUMbBIL 0OMOPOK,
MaxcumanvHas momyuna cmenku JDK, snauumoe yeenuuenue nesoco npeocepousi, 2paouenm
oaenenusi ¢ BT/DK u HY)KT. B omauyue om @3pocivlx, éo3pacm u cemetnwiii anamues BCC ne
VAYUUanU noKazamenu npocHOCmu4eckou yeHHocmu mooenu y oemetl. Kanokynamop pucka BCC
y oemeu 1-16 nem ¢ I'KMII npeocmaenen no ccvlike (6anuoupo8an Ha 6HEUIHUX OAHHBIX, HO He

NPOXOOUN 8AIUOAYUIO HA pOCCUUCKOU nonyaayuu). https://hcmriskkids.org.

3.3.6. Pecmpukmuenasa Kapouomuonamus

D Nmnnanranus UKJ*** pexkomennoBana nanuentaM ¢ TpaHctupeTHHOBBIM (TTR)
aMWJIOUJ030M MJIM aMUJIOUA030M Jierkux nenei (AL) mpu Hanuuuum napokcusmaibHbiX JKTA,
IPOTEKAIIUX C HapyUleHHWEeM TeMOJMHAaMUKH, 1nociae obcyxaenus puckoB BCC,
HEAPUTMHUYECKOU CepJIeUHO-COCYAUCTON U HEeKapAuaabHOU cMepTH [8, 533].

EOK IIaC (YYP C, YA 5)

3.3.7. Heitpombluieunsle 3a001€6anu

ApPUTMHM YacTO BCTPEYAIOTCS NpPU HEHPOMBIIEYHBIX 3a00JIEBAHUAX M MOTYT OBIThH
NEPBBIM TMPOsIBJICHHEM 3a0oyieBaHus. MuoToHndeckas auctpodus u puctpodus JlromeHHa
Haun0oJiee pacrpoCTpaHEeHbl, IPU TOM OOJIBIIMHCTBO NAlIMEHTOB YMUPAIOT B Bo3pacte 10 20 neT.
[Tpu GonbIIMHCTBE HEWPOMBILICUHBIX 3a00JICBaHHUI BCTPEUAIOTCS HAPYIICHHUS MPOBOJIUMOCTH U
pUTMa cepala.

NMmnnantanys »ieKTpoKapAUOCTUMYISITOpa***  MoxkeT OBbIThb MPeArnoYTUTEIHHON Y
nanueHToB ¢ cuHapoMamu Kepuca-Ceiipa, Dwmepu-/peitbdyca nim MmoscHO-KOHEYHOCTHOU
MbIlIeyHOU nucTpoduel ¢ mo0oil creneHblo AB 0Oiokanbl, MOCKOJIBKY Yy HHUX HMeeTcs
3HAYUTENBHBIN PUCK OBICTPOrO MpOrpeccupoBanus A0 nojaHo AB Onokanbl [534].

Wmnnanranuas HKI***, a He osnekTpokapauoctTuMmymistopa***, — moxer ObITh
MPEANOYTUTENbHEH y marueHToB ¢ Oone3Hpto [romenna/bekkepa, xkorma Ha MPT ummeercs
3HAUUTENbHOE T031Hee KoHTpactupoBanue ranonuHueM (ATX VO8CA IlapamarHuTtHble
KOHTpacTHbIe cpezacTBa). [lonp3a or mmrmantamuu UK*** nomkna ObITh cOamaHcupoBaHa ¢
OOLIMM MPOTHO30M JJIsl HEKOTOPBIX MOJITUIIOB 3a00I€BaHM, TaKUX Kak JUCTpodus JromeHHa.

. [MarenTaM ¢  MBIIEYHBIMH ~ JTUCTPOPHUAMU  PEKOMEHIYETCsS  €XKEToJHOe
TuHaMHuueckoe HaOmoneHnue ¢ peructpamnueii OKIT He mMeHee yeM B 12 OoTBeneHUAX, JaXe B
CKpBITOH (paze 3a0oneBanus [535, 536, 537, 538, 740].

EOKIC (YYPC, YA 4)

o B3pocnbiM  manueHTaM ¢ HEHpOMBINIEYHBIMU paccTpoiictBamu U KA win
micynknueir JOK pexoMmenmyercs liedeHHWEe apuUTMHA TakK ke, KaK W y TalueHToB 0e3
HEeHpOMBIIIEYHBIX 3a00meBanuit [539, 540].

EOKIC (YYPC, Y/ 4)
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. BCO®U pexkomenayercs mamueHTaMm crapuie 18 JeT ¢ MHOTOHHUYECKOM
mucTpodueil 1 MpUCTyNnaMu cepaleOreHust Uiu 0OMOpPOKaMH, CBUAETEILCTBYIOMUMU 0 JKA, a
takxke nanueHtaM rnocie BOC [541].

EOKIC (YYPC, Y1 4)

. Wmnnantanms  UKI***  pekomenmyercs mnauumeHTam crapuie 18 et ¢
MuoToHndeckor auctpodueir u YMKT wim xynupoanHoit BOC, ne BeizBanHoi XXT B BUIE
PHEHTPU C y4acTHEM HOeK Ityuka ['uca [542, 543].

EOKIC (YYPC, YA 4)

. BCO®U pekomenayercs mnamueHTaMm crtapuie 18 JeT ¢ MHOTOHUYECKOM
nuctpodueil U BHe3aHbIM yAJMHeHHeM nHTepBana PR nmm pacimmpenunem kommiekca QRS [483,
543, 544].

EOK IIaB (YYP C, Y14 4)

. BCO®U pexomenayercs mamueHTam crapmie 18 JeT ¢ MHOTOHMYECKOU
nuctpodueit m uarepaiom PR >240 mc wim npomospkutensHocThio QRS >120 mc, a Taxke
nanueHTaMm crapiue 40 JeT ¢ HaJKeIyJOUKOBOM apuTMuen niu crapiue 40 JeT co 3HaUUTeIbHbIM
[IO3HUM KOHTPACTUPOBAHHUEM rajloNuHueM o JaHHsIM MPT [543, 544].

EOK IIaB (YYP C, Y14 4)

o [TarmenTtam crapme 18 jetr ¢ MuoTOHMYECKO# nuctpodueii 6e3 3amemienus AB
MPOBEJCHUSI M OOMOpPOKOB, MPENINOJIOKHUTEIHbHO accoluuupoBaHHbIX ¢ KA, pekomeHmyercs
umrianTanus UKJ*** [543, 544, 545].

EOK IIaC (YYP C, YA 5)

o [TarueHTaM ¢ MUOTOHUYECKOM AUCTpOdHEii U MpUCTyNaMu cepaLieOueH s, KpaitHe
nojo3putensHoro Ha JXKA, n unaykuueit KT 6e3 yyactus Hoxkek myuka ['mca pekomeHyercs
umiianTanus UKJ*** [543, 544, 545].

EOK ITaC (YYP C, YA 5)

. [TarenTaM ¢ TOACHO-KOHEYHOCTHOW MBIIIEYHON nuctpoduer Ttuma 1B wmm
Omepu-/peiidyca n mokazaHueM K KapAUOCTHUMYJISAIIUA PEKOMEHAyeTcs uMInIanTarust MK ***
[542, 545].

EOK ITaC (YYP C, YA 5)

J Pexomenryercst paccMOTpeTh BO3MOXKHOCTh uMIIIanTauuu MK*** y nanuenton
¢ MbIeyHoi muctpodueit romenna/bekkepa 1 3HAYUTEIBHBIM MMO3HUM KOHTPACTUPOBAHHEM
ragonuaueM (ATX VO8CA IlapamarauTtHsie KOHTpacTHBIE cpeacTa) mpu MPT cepama [537, 538,
543].

EOK IIbC (YYP C, Y/ 5)
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. Pexomenmyercs paccMoOTpeTh BO3MOXXHOCTH uMIniaHTaruu WMKI*** BmecTo
nocrossuHoro DKC y mMmanMeHTOB ¢ MHOTOHHUYECKOW IUCTpodueil ¢ JOMONTHUTEIHHBIMU
daxTopamu pucka XA u BCC [538, 539, 540, 541, 543].

EOK IIbC (YYP C, Y1 4)

. [ToBTopHas ouenka AB npoBogumocTu u unaykuuu KA ¢ nomouisio BCOOU we
PEKOMEHIyeTCsl Y MAlMeHTOB cTapiie 18 j1er ¢ MuoToHn4eckoi quctpodueit 6e3 mo1o3peHus Ha
apUTMHUIO UJIU IPOTrPECCUPOBAHKE HApYLIEHUH TpoBoguMoOcTH [541].

EOK IIIC (YYP C, YA/ 4)

. [Tarmmentam crapuie 18 ser ¢ cumnromuoi KT ¢ ydyacTueM Hokek mydka ['mca
pexkoMenyetcs mposenenue KA [540, 543].

EOKIC (YYPC, Y1 4)

. [TarmenTam ¢ MHOTOHMYECKOH JgucTtpodueil crapme 18 15eT, KOTOpBIM
BbinosiHsercss abnamus KT ¢ ywactuem Hoxek myuka ['mca, pekoMeHAyeTcsi MMIUIaHTalus
KapauocTumysaropa™®** [540, 543].

EOKIC (YYPC, YA 4)

3.3.8. Muokapoum

. [TanueHTOB ¢ MOATBEPKACHHBIM OCTPHIM MHOKAPAMTOM WU IPU MOJO3PEHUU HA
OCTpPBI MMOKapAMT € JKHU3HeonacHbIMH JKA pekoMeHAyeTCs HalpaBlATh B MEAMIHMHCKOE
YUpEXJIEHHUE C COOTBETCTBYIOIIMMHU KOMIIETEHLIUSMHU U OTBITOM JIEYEHHS MMOJ00HBIX MAIUEHTOB
[8, 546].

EOKIC (YYPC, YA 5)

) I[TammenTamMm ¢ remoamHamudecku 3Hauumod YMOKT, Bo3HuKaromed B
XpOHHMYECKOH (ha3ze MUOKapaUTa, pekoMeHayercs uMmrutantaus MK*** [8, 111, 547].

EOKIC (YYPC, YA 5)

. Y mnammentoB ¢ KT wmum  @X, compoBOXIAIOMUMHUCS —HECTaOMIBHOU
reMoJuHaMU4eckoi, Ha QoHe ocTpoil (a3pl MHUOKapAWTa PEKOMEHAYETCS PacCMOTPETh
BO3MOXKHOCTH UMILIaHTaruu UKJ[*** no Beimucku u3 crammonapa [8, 111, 547].

EOK ITaC (YYP C, YA 5)

. [Tarmmentam crapiie 18 €T ¢ CAMITOMHOM HEYCTOMYMBOM Ui yctoiunBoi KA B
octpoit (aze mmokapauTa pekomenayercs AAT (IpeAnodTUTENHHO aMHONapoH** u Oera-
anpeHoOokaTopsl) [8].

EOK IIaC (YYP C, YA 5)

. [TanmenTam crapme 18 net ¢ peunauBupyroueii cumnromuoi XXT, nepenecunm

MHOKapauT, pekomenayercs AAT [8].
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EOK IIaC (YYP C, YA 5)

° VYV nanueHToB nocie MUOKapAuTa ¢ cuMnToMHou peruauBupyromeit YMKT namn
mokamu MKJ*** nna kynupoBanus YMIKT, korma HeapPeKTHBHBI, HENEPEHOCHUMBI WU
HexxenatesnbHbl AATL pexomennyercs KA B onbITHBIX HeHTpax [8, S1].

EOK IIaC (YYP C, YA 5)

. VY nanmueHToB ¢ XPOHUYECKHM MHUOKAPAWUTOM M TeMOJAMHAMHUYECKH 3HAYUMOMN
YMXT pexomenayercst umruiantamus MK*** [8, 111, 548].

EOK IIaC (YYP C, YA 5)

° VYV mnamumentoB crapme 18 ser ¢ remoguHamuuecku Maio3zHaunmort YMIKT,
BO3HHKAIOIIEH B XpOHUYECKOH (pase mMuokapaura, mpu coxpanHoil ¢gynkuun JOK n Hanmmuun
OTPAaHUYEHHOTO pyOIla, PEKOMEHIYETCS] PAacCMOTPETh BO3MOKHOCTh KA Kak albTepHATHUBBHI
umiutantauuu UKJ[*** npu ycrnoBum oOcykneHuss JaHHOW TaKTUKM C MAIMEeHTOM, a TakKKe
JocTkenuss  HeuHayuupyemoctd KT W SIMMUHAUMM  JIOKQJIbHBIX — DJIEKTPOrPaAMM,
XapaKTePU3YIOIINX 3aMeJICHUE TTPOBEICHHS, B KOHIIE TIPOIeAyphl abisiiuu [8, 548].

EOK IIbC (YYP C, Y/ 4)

3.3.9. Capkouoos

[IposiBneHuss mnopaxkeHus cepAla BCTPEUAOTCS MpuUMepHO Yy 5% maiueHToB C
capkouiozoM. OOBIYHO capkouI03 cepama Manudectupyer B Tpex dhopmax: muchysnkmus JIK,
Hapymenus AB npoenenus u JKHP. Tepanus riitokoKopTHKOUIaMHU SIBJISIETCSI OCHOBOM JICUEHUS
capkoujo3a cepaia, Ho ee a3 ekt Ha JKHP onucan Toapko B HAOIIOAATETBHBIX UCCIEAOBAHUSAX.

. [Tanmentam crapie 18 1eT ¢ capkoua030M Cepilla PEKOMEHIYETCSl UMIUTAHTALIHS
HUK*** npu ®B JIXK <35% [8, 549].

EOKIB (YAAS, YYP4)

KommenTapmuid. V oemeii yenecoobpaszno npuoepicusamovca makozo sHe nooxood,
HeCMOmpsi He Omcymcmesue 00CmamoyHou 00Ka3amenbHOu 6a3bl.

. [Tanmentam crapme 18 7eT ¢ capkougo30M cepalla M IOKa3aHUsIMU K
KapIuOCTUMYJIAIMKA BeaeAcTBUe AB Onokanel 2-3 CTENEHM PEKOMEHAYETCS HWMILIaHTaIus
UKJI*** nezaBucumo ot @B JIXK [8, 550].

EOK IIaC (YYP C, Y 4)

KommenTapuid. ¥V oemeii yenecoobpaszno npuodepicusamovcs makozo e nooxood,
HeCMOmpsi He Omcymcmaue 00CmamoyHou 00Ka3amenbHou 6a3ol.

. [Tarmmentam crapire 18 net ¢ capkonmozom cepama, @B JIK >35%, Ho 3HaYMMBIM
HaKOIJIEHHEM KOHTPAcTHOTO cpeAcTBa o AaHHeIM MPT, pexomenayercs nmrmanTarms MKJ[***

nocJie pa3perieHust akTuBHOM (a3l BocnaieHus [8, 551].
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EOK IIaB (YYPC, Y1 4)

KommenTapuid. V oemeii yenecoobpaszno npuoepcusamovcs makozo e nooxood,
HeCMOmpsi He omcymcmesue 00CmamoyHou 00Ka3amenbHou 6a3ol.

. [Tanimentam crapmie 18 ner ¢ capkommozom cepama, @B JIK 35-50% wu
HE3HAYMMbIM HAKOILJICHMEM KOHTpPAacTHOro cpenactBa mo aanHeiM MPT, mocne paspermieHust
aKTUBHOM (ha3pl BocmaneHus, pekomeHaoBano BCOOU ¢ uenpio mombiTku uHIyKIuu KT u
cTparudukanmu pucka [8, 551].

EOK ITaC (YYP C, Y1 4)

. [NTanpentam crapuie 18 ner ¢ capkoumozom cepaua, @B JIDK 35-50% wu
UHAYLUUpoBaHHON MoHOMOpdHOM KT pekomenayercs ummiantanus MKI*** [8, 552].

EOK IIaC (YYP C, Y/ 4)

3.3.10. bonesnw Jlaiima u 60n1e3uv Yazaca

Bonesns Jlaiima (Goppenno3) — nHMEKIHOHHOE 3a00JIeBaHIE, BHI3BIBAEMOE CITHPOXETOM
Borrelia burgdorferi. Ilepenocunkamu sBIISIOTCS MKCOJOBBIE Kiemu. Hapsigy ¢ KOXHBIMU
MPOSIBICHUSIMU, BOCHAJIUTENbHBIM IMOPaKEHWEM HEPBHOM CHUCTEMBbl W CYCTaBOB, B
MAaTOJIOTMYECKUI MPOLECC MOTYT BOBJIEKAThCS MUOKAp/ U MepUKap. XapakTEpPHbIMU SIBIISAIOTCS
HapyIIEHHs TPOBOIUMOCTH BILIOTh /10 OJTHON AB Gmokanel, onucansl xu3Heonacusie KA [553,
554, 555, 556]. Jleuenue xxuzHeonacHbIx JKA mpu MUOKapAWTE OMHMCAaHO B pasaene 3.3.8, 9ro
aKTyaJbHO | Mpu Oosie3Hu Jlaiima.

Bonesnr Yaraca (Illaraca) - uH(]eKIMOHHOE Mapa3uTapHOe 3a00JEBaHUE, BBHI3HIBAEMOE
Trypanosoma cruzi. IlepeHocumkamu SIBISIOTCS TPUATOMOBBIE KIIOMBL. PacmpocTpaHeHa B
FOxnoit u LlentpanbHoit Amepuke. [lopaxkatoTcsi B OCHOBHOM KeTyI0YHO-KUIIEUHbIH TPakT U
cepaue. B octpyro ¢a3y 3aboneBaHus mnopakeHHe cepjla MpeACTaBlIseT coO0OW OCTphId
MHUOKApJIUT, B XpOHWYECKyr0 ¢opmupyercs kapauomuomnatus ¢ XCH. Jlns 3aboneBanus
XapakTepHbl KaK HapYIIEHUS MPOBOJUMOCTH, BIUIOTH 10 ToJHOW AB Ojokaapl, Tak u
xusHeonacHole JKA. Wmmnantamus WKI*** moxer ObITh omnpaBmaHa A BTOPUYHON
npodunaktuku BCC y manuenToB ¢ 6one3Hpto Yaraca, 0JJHAKO CyIIECTBYIOT IPOTHBOPEUHBBIC
WCCJICIOBAHMsI O TIpeUMYyIIecTBax u puckax npumeHeruss UK[*** y aTux manueHTos.

o VY nanuentoB crtapuie 18 ser ¢ 6one3nplo Yaraca pekoMeHAyeTcsi Ha3HAYeHHE
aMuoIapoHa™* 1isi CHIDKEHUS STIM300B ApUTMUU TP HATMYHH CUMITOMHBIX JKO wmu XKT [557].

EOK IIaC (YYP B, Y1 3)

. Y nanuwentoB crapme 18 ner ¢ OomesHpto Yaraca u  pelUANBUPYIOIICH
cumrnromMHoit YMXKT wmm mokamu WKI*** nmpu monomopdHoit KT, y kotopeix AAT
Hea(peKTUBHA, MPOTUBOIIOKA3aHA UITU HE MIEPEHOCUTCS, peKoMeH1yeTcst KA B ONBITHBIX LIEHTpax

[558].
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EOK IIaC (YYP C, Y 4)

° VY mnanuentoB ctapuie 18 met ¢ 6one3npto Yaraca u cumnromuoi KT, xorma
HeapdekTuBHa wiu  HemepeHocuma AAT (ammomapoH** u  GeTa-aJpeHOOIIOKATOPHI),
PEKOMEHAYETCSl paCCMOTPETh BO3MOXKHOCTh UMILIaHTauuu UK/ *** [559].

EOK IIbC (YYP B, YA 2)

3.3.11. Ilamonozusa knananoe cepoya

Knanannele mnopoku cepaua mnpeapacnosaraior k BCC kak B npeaonepanoHHOM
nepuojie, Tak M Mocje onepanuil Ha kiamnaHax. IlanueHTsl ¢ mopakeHUeM KIIalaHoB ceplua u
octatouHoi quchyunkmnueit JOK mocie onepanuu Ha KianaHne, KOTOpbIM ObLT ycTaHoBieH MK J[***
1uist mepBuyHON npodunaktuku BCC, ¢ yueToM HHAUBUIYaTbHBIX OCOOCHHOCTEH, UMEIOT TAKYIO
)K€ YaCTOTy CMEPTH M 4acToTy cpabareiBanus MKJ*** xak u narmenTs! nocine UM u ¢ JIKMII.

. BCO®U u KA pexomenayercs y nauueHToOB crapiie 18 ser ¢ martonorueit
aopranpHoro kianana u YMXT c nensto BoisiBnienus u adssiiuu KT, BoBiiekaromeid HOXKHU
nmydka ['uca, ocobenno npu BosuukHoBeHHH JKT mocie koppeKiuu aopTaabHOro opoka [560].

EOKIC (Y114, YYPC)

. [TanmenTam crapiue 18 neT ¢ nopaxkeHueM KianaHoB cepaua u aucpynkmueit JOK,
B TOM YHCJIE [TOCTIE XUPYPTUYECKON KOppeKLUH, pekoMeHryercss uMmiutantanus UKI*** ¢ nensio
nepsuuHoOil npoduiiaktuk BCC ananornuno nokazanusm npu AKMII [111, 561].

EOKIC (Y114, YYPC)

3.3.12. Houonamuueckas uopunriayus yHceayoouKos

Juarno3 unuonaruyeckoit XK BroicTaBisiercs y nepenecinx BCC, mpeamnouTuTeNnbHo ¢
noaTBepxkieHHON DK, mociie UCKITIOUEeHUs CTPYKTYPHOM, METa00IMYECKON, TOKCUKOJIOTHYECKON
ATHOJIOTUH U KaHayonatuil. JlonoaHUTeNbHYI0 HHOPMAIHIO JJaeT KIMHUYECKOe 00CeI0BaHHe
(amamue3, peructpamus OKI' m DOKI' B BBICOKMX NpPEeKOpAUATBHBIX OTBEACHHSIX, TECT C
¢busnaeckoit Harpyskoi, DXOKI') poacTBEeHHHUKOB MEpPBOH CTENEHU POJICTBA MAIMEHTOB C
uanonatudeckon @XK. [lanmentam onpaBaaHO MPOBEAECHUE IEHETUUECKOIO TECTUPOBAHUS IS
BBISIBJICHUSI MyTalllil FT€HOB, aCCOLIMMPOBAHHBIX C KAHAJIONATUAMU U KapIMOMHOIIATUSIMHU.

. Umnnanranus MKI*** pekomenaoBana npu unuonaruyeckoit @X y manueHToB
crapuie 18 ner [8, 111].

EOKIB (Y45, YYPC)

KommenTapmuii. V oemeii yenecoobpaszno npuoepicusamovcsa makozo sHe nooxood,
HeCMOmps He omcymcmaue 00CmamoyHou 00Ka3amenbHOU 6a3bl.

. [TanmenTam crapuie 18 net npu peruanBupyromux snu3onax OX, HHIyHpyeMbIX
MOBTOPSIONIUMUCS CXOJHBIMA MEX1y cobor mo Mopdonoruun XKD, pedpakTepHpIMU K

MEIUKaMEHTO3HOM Tepanuu, pekoMeHaoBaHa KA onbITHBIMU clielIMAIUCTaMH [ §].
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EOK IIaC (YYP C, YA 5)

3.3.13. Cunopom yonunennozo unmepeana QT (6 m.u. npuoopemennwlit)

Cpennuii Bo3pacT MaHHdecTallud KIMHWYECKUX mposineHuid — 14 ner. [Nomosoit
noka3atenb BCC y mauuentoB ¢ HeneueHHBIM CYUQT cocraBnser ot 0,3 no 0,9%, Torna kax
CUHKOIIE BO3HUKAIOT Y 5% B rof [363]. bbuin BbIsiBIEHBI MyTaluu B 17 reHax, acCOMMPOBAaHHbIE
¢ CYUQT, OonbIIMHCTBO U3 KOTOPBIX KOJUPYIOT CYyOBEIUHUIIBI AIEKTPUUECKH aKTUBUPYEMBIX
MOHHBIX KaHAaJIOB: KaJIMEBbIX, HATPUEBBIX WUJIM KaJbLUEBbIX. | eHETHUECKUl CKPUHUHT BBISBIISET
narosnorndyeckue myrtauu B 75% cinyuaeB CYMUQT B Tpex ocHoBHBIX reHax (KCNQ1, KCNH2 u
SCNSA — tunel CYUQT 1, 2 u 3 cooTBETCTBEHHO), 4TO cocTaBisieT 90% MOI0KUTEIBHO
T€HOTUIIUPOBAHHBIX CIIy4aeB.

Brigensitor cnenyromue noarunsl CYUQT:

1. AyrocomHo-gomuHanTHeli CYUQT (pacnpocrpanenHocts 1 cioywait Ha 2500) 6e3
BHECEPJICYHBIX MPOSIBICHUN.

2. Ayrocomuo-gomunanTHeie CYUQT ¢ BHecepeUHBIMU MPOSIBICHUSMH, BKITIOYAIOIIHE:

a) cuHIpoM AHJepceHa—TaBuia, KOTOpBIM Bce dYalle paccMaTpUBaeTcs Kak
camocTosTenbHoe 3abonesanue [573, 574, 575].

0) curnpoM TumoTH, XapakTepu3yromuics ymHenueM nateppana QT, cuHaakTuIne,
MOPOKaMU Pa3BUTHsI CEPALIA, PACCTPOWCTBOM ayTUCTHUECKOIO CIEKTpa U JucMopduzMom [565].

3. Ayrocomuo-perieccuBHbii  CYUQT (cunmpom [Ixepsemna-Jlanre—Humnbscena),
COYETAIOIINI SKCTpeMalibHOE yainHeHue nutepaina QT ¢ BpoxaeHHON TTyX0To# [566].

I'pynmna skcneproB EOK, pa3pabartbiBaromas KIMHUYECKHE PEKOMEHIALUH 110 JICYSHUIO
KA 2022r., noaTrBepawia AMATHOCTUYECKUE KPUTEPUM Ul YCTAHOBJIEHHS KIMHUYECKOIO
nuarHo3a CYUQT [8]: QTc >480 mc wim Hamuywe >3 0a/uioB MO IIKaJe ONEHKUA PHCKA JJIS
CYUQT (ITpuaoxkenue I'l) [567]. Ilpu Hammuuu apuTMOTEHHOTO OOMOpPOKA I CEPACUYHOTO
apecta QTc >460 mc noctatoyHo A1 ocTaHoBKU quaroza CYNQT.

Crpartudukanysi WHIWBUAYAIBHOTO PUCKAa OCYHIECTBISIETCS C YYETOM KIMHHYECKHX,
OKTI'- u renernueckux napamerpos [567, 568]. K npodunakruyeckomy npumenenuto MKJ[***
CJIelyeT MOAXOIUTh MHAUBHUIyalIbHO Y BCEX MAIMEHTOB IPYIIIbI BBICOKOTO PUCKA, B YACTHOCTH Y
skeHH ¢ reHotunom CYUQT 2 tuma u QTc >500 mc, y manuentoB ¢ QTc >500 mc u
NPU3HAKAMU JIEKTPUIECKON HeCTaOMIIBHOCTH, a TAK)XKE y MAIIMEHTOB C TEHETHYECKUM PO uIeM
BBICOKOIO pHcka (cuHiapoma Tumotu, cunapoma J[xepsenna-Jlanre-Hunbcena, HOCUTEILCTBO
IByXx u Oonee myTaruii). Hamo Takxke yuyuThIBaTh, YTO TSHKECTh (DEHOTHIA MOXKET OMPEAeNaThCs
HE TOJIKO Kay3aTUBHOW MyTallel, HO ¥ BCEM I'eHeTUYECKUM JaH A TOM.

Ha cerogndmmnuii 1eHb HET MJaHHBIX, CBUICTEIBCTBYIOIIUX O MPOTHOCTUYECKOMN

sHauuMoctu BCO®U ¢ [ICK y marmentos ¢ CYUQT [53].
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o Crnenyrolue MepoIpHUsATH MO0 KOPPEKUUU 00pasa >KU3HH PEKOMEHJOBaHbI BCEM
MaUeHTaM ¢ JUarHOCTUPOBAHHBIM CHHJIPOMOM YJUTMHEHHOTO HHTepBaia QT:

a. M3berath mpuemMa MeIMKaMEHTOB, CIOCOOCTBYIOIIMX YJUIMHEHHIO uHTepBaia QT
(mepeuens Ha caiite www.crediblemeds.org).

b. KoppektupoBaTh  HapylIeHHsS  3JCKTPOJIMUTHOTO  OanmaHca  (TUIOKAJIMEMHUIO,
TUIIOMarHUeMHUIO, THITOKAJIBLIMEMHIO ), KOTOPbIE MOTYT pa3BUBAThCs Ha (hOHE JUApPEH, PBOTHI WIH
MeTab0IMUECKUX HAPYILIEHUH.

c. M36erath cnenu@puueckux TpUrrepoB apuTMUH (aKTUBHOE IJIaBaHUE, 0COOEHHO NpH 1-
M tunie CYUQT, u Bo3aeicTBHE TPOMKHX 3BYKOB IIPH 2-M THIIE 3a0o0yieBanus) [569, 570].

YYPC, Y14

. BoisiBnenue u ycrpaneHue npuduH yanuHeHust uHtepsana QT (mpexne Bcero
OTMEHA JIIOOBIX JIEKAPCTBEHHBIX CPEJCTB, CIIOCOOHBIX Yy/UIMHATH MHTepBan QT, ecin TakoBbie
NPUMEHSIOTCS, KOPPEKIUS  AJNEKTPOJUTHBIX  HApyUICHHH, YyCTpaHeHHe Opaaukapauu)
pekoMeH10BaHo nanueHTam ¢ nonumopguoi XT tuna «mupyat» [53, 568, 571, 572, 573].

EOK ITIaC (YYP C, Y 4)

. [Marmentam ¢ CYUQT mna npodunaktuku BCC pexkomennoBan npuem Oera-
aapeHnobmokatopos [8, 569, 570, 573].

EOKIB (YYPC, VI 4)

KommenTapuid. /lpeonoumernue omoaemcs HecelekmusHbM bema-aodpeHooi0Kamopam
(nponpanonon**) [8, 574].

o Haznauenue Geta-anpeno6nokaropoB ais npopuinaktuku BCC pekoMeH10BaHO y
HocuTene renernyeckor mytrauun CYUQT c¢ HopmansubiM QT-untepBasiom [573, 575, 576,
STT].

EOK IIaB (YYP B, Y/ 2)

. B3pocneim manuentam ¢ Bpoxka€HHBIM CYUQT 3-ro Tuma U BBIpaXKEHHBIM
yanuHeHneMm uHTepBana QT pekoMeHayeTcss paccMOTpeTh HazHadeHue #paHonazuHa (ATX
CO1EB /Ipyrue mnpemaparbl Ui JiedeHUs 3a00JieBaHMM cepila) B JONOJHEHHE K OeTa-
aapeHoOIoKaTopaM s TpeaynpexaeHus pernuanBoB KT u BHE3aHON CMEpTH TIPH YCIIOBUH,
YTO BO BpeMsl OCTPOTO JIEKaPCTBEHHOI'O TeCTa C 3TUM MpemnaparoM uHTepBai QTc ykopaunBaercs
oomnee yem Ha 40 mc 8, 101, 578, 579, 580, 581, 582, 583].

PKO IIaC (YYP C, YA 3)

. B3pocneiv nanuentam ¢ BpoxaEHHBIM CYHMQT 3-ro Thma M BBIPaKE€HHBIM
ynnuHenueM uHTepBasnia QT pekomeHayeTcss pacCMOTpETh HazHaueHHe OJIOKaTopa HATPHEBBIX

kaHaioB (ATX CO1BC Antnapurmudeckue npemnapatsl, kinace [C) #¢nexkannuna B JOMOTHEHHE
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Kk Oera-aapeHoOnoKkaropaMm sl mpeaynpexacHus penunuBoB KT u BHE3amHOW cMepTH mpu
YCIIOBUH, YTO BO BPEMsI OCTPOTrO JIEKAPCTBEHHOrO TecTa ¢ 3TUM mpenapatoM uHTepBan QTc
ykopaumBaeTcst 6osee yem Ha 40 mc [8, 101, 579, 580, 581, 582, 583, 584, 585].

PKO IIaC (YYP C, Y1 4)

KommenTapuii: 003wt 02151 83pocavix ykazanwl 8 Ipunosicenuu A3, mabauyvt A3.2 u A3.4.

o Bpemennas snektpokapauoctumynsanus ¢ 4dactoroi 100 u Oonee B MUHYTY
pEKOMEHIyeTCsl TaleHTaMm crapiie 18 et nis ykopouenus unrepsaia QT u npenynpexaenus
petmauBoB nosumopdHoi KT Tuma «mmpy3T» Mpu OTCYTCTBHH P PEeKTa OT BBEICHHUS MarHHS
cynbdaTta** [586, 587].

EOKIC (YYPC, YA 4)

. C nenwsto kynupoBanus noaumopduoit KT tuna «mupysT» npumenenue AAIIL
kiacce [A u AAIL xnacc 11, He pekomenaosano [52, 102].

EOK IIIC (YYP C, YA/ 4 — B3pocabie, YYP C, Y/ 5 - nern)

KommenTapuii. V oemeii yenecoobpazno npudepircusamvbcsi makoz2o xice nooxood,
HecMompsl He OMCYmMcmaue 00CMamoyHol 00KA3amenbHol 6a3bl.

. B/B BBenenue #maruus cyinbdara** pekoMEHIOBAHO M MPeRyHpexACHUS
peunauBoB noaumopduoii KT tuna «mupyst [52, 102].

EOK IC (YYP C, YA 4 nas B3pocasix; YYP C, Y 5 nas nereid)

KommenTapuii. Beedenue #macnus cynvpama™* nepedxo oxasvieaemcsi 3¢ppekmusHvim,
68 MoM uucie u y nayueHmos ¢ UCXOOHO HOPMANIbHbIM YPOBHeM MacHusi 6 Kposu. J[o3vl 0
83pocavix u demetl ykazawwvl 6 Ilpunoscenuu A3, mabauyvlt A3.2 u A3.4.

. Nmvmnantanus UKI*** B coueranum ¢ mnpueMom OeTa-aapeHOOIOKaTOPOB
pexoMenioBana nanuentam ¢ CYUQT, nepexxuBuinuM octaHOBKY cepaua [8, 111, 588].

EOKIB (YYPC, Y1 4)

. Umnnantanms WK*** B coderanuum ¢ mnpuemMoM OeTa-aapeHOOI0KaTOPOB
pexomenaoBana namuentam ¢ CYUQT u cunkonansaeiMu coctosiHusiMu w/umn KT Ha done
nmpuemMa aJeKBaTHOM 703kl OeTa-aapeHoonokaTopos [8, 111, 588].

EOK IIaC (YYP C, Y/ 4)

° BeinosnHeHne TpynHOW JIEBOCTOPOHHEH CHUMMIATUYECKOW JEHEpBAIlMU CepJla
PEKOMEHI0BaHO y CUMNTOMHBIX marueHToB ¢ CYUQT B crnenyromux ciyqasx:

a. [Ipuem Oera-anpeHo0I0KkaTOpOB HEAPPEKTHUBEH, TUIOXO MEPEHOCUTCS, THOO0 UMEIOTCS
IPOTUBOMNOKA3aHUS.

b. UKJ[***-Tepanusi npoTUBONOKA3aHa WJIM UMEETCS OTKA3 MaI[MeHTa.
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c. [TauuenTs! ¢ umrutantTupoBanubiM MKJ[*** Ha done nmpuema Geta-aapeHOOI0KATOPOB
MIPOJIOJDKAIOT UCTIBITHIBATh MHOXKECTBEHHBIE moku MK[*** [163, 361, 589, 590, 591].

EOK IIaC (YYP C, Y1 4)

. Pexomenayercst paccMOTpeTh BO3MOXHOCTh uMiniantauuu UKJ[*** B nononnenue
K Tepanuu OeTa-aapeHO0JIOKaTOpaMU y aCUMIITOMHBIX HOCHUTENIEH MAaTOJIOTHYECKOH MyTaluu B
renax KCNH2 unu SCNSA npu ysenmaernn QTc >500 mc [569, 570].

EOK IIbC (YYP C, Y1 4)

3.3.14. Cunopom kopomrkozo unmepeana QT (CKHQT)

CHUHIpOM XapaKTepU3yEeTCsl YMEHBILIEHUEM IPOJOJIKUTEIBHOCTH MOTEHIMAIa 1EUCTBUS
KapAMOMUOLIUTOB Kak HpeJIcepIui, TaK U JKEIyJO0YKOB, YMEHbIIEHHEM 3(P(EKTUBHOIO
pedpakTepHOro nepuojia Mpeacepauil u Keiya04KoB, BCICACTBHE YEro CO3MAET YCIOBUAX—JIS
pa3BUTHUS >KU3HEYTPOXKAOIIMX APUTMUN MO MEXaHU3MYy pUEHTpU. MIeHTu(UUIupoBaHbI MAThH
redHoB, cBs3aHHbiXx ¢ CKUQT: KCNH2, KCNQI, KCNJ2, CACNAIC u CACNB2b. Ho
MOJIO’KUTENbHBINA pe3ysbTaT T€HETUYECKOT0 CKPUHHUHIa ocTaeTcsi HeBbICOKUM (Bcero 20%).
3a0osieBaHue SBISETCS JIETaJbHBIM BO BCEX BO3PACTHBIX TPYIIax, BKJIKOYasl JeTed B IEpBbIC
MeCSLBl )KM3HU, U BEPOSITHOCTh NIEPBOM OCTaHOBKHU cepAua k Bospacty 40 ser cocrasiset 40%.
Becbma BepositHo, uto CKUQT sBisiercs HETOAMarHOCTUPOBAHHBIM COCTOSHUEM B 0OIIei
nomyJsiuy. JInarHo3 y B3pOCiIbIX YCTaHABIMBAECTCS 110 KPUTEPUM, npeasioskeHHbIM Gollob M. ¢
coast. [592] (Ilpuno:xkenue 1'2).

VYV nereit u nogpoctkoB 10 20 jer yrouHeHHbiMU Kputepusimu CKUQT sBisitoTcs
3nayeHus QTc <316 mc, koppuruposannoro J-Tpeak <181 Mc u Hanu4ue paHHEN penoIIPU3ALIH
KeTy10uKkoB [593].

[Tokazanus k mpumenenuto MKJ[*** B kaxaoM ciydae paccMaTpuBarOT UHANBUIYATBHO,
YUUTHIBas CEMENHBINM aHaMHe3 U Hanngre ykopoueHHoro QTc, ogHako 115 001X pekoMeHaaui
Ha JJaHHBIM MOMEHT JaHHBIX HeJ0CTaTO4HO [594, 595].

Ha cerogusmuuii neHp HeT naHHBIX 0 ToM, uyTo IICXK mno3BosisieT mporHo3upoBarthb
aputMuyeckue cooritus y nanuentos ¢ CKUQT.

o Wmnmantamms UK *** s npodunaktuku BCC pekomeHIoBaHa ManueHTaM ¢
CKUQT, xotopsle:

a. [lepexunu oCTaHOBKY cepala 1/ UiH

b. IMeroT TOKyMEeHTUPOBaHHYIO CIIOHTaHHYIO yctoiunByto XXT [594, 595, 596, 597, 597].

EOKIC (YYPC, Y1 4)

. PekoMmeHayeTcss paccMOTpeTh BO3MOXKHOCTH Ha3HAueHHUs corajona** s

npodmraktukn BCC y manuentoB crapmie 18 ner ¢ auarnoctupoBanHbiM CKUQT, nMerommx
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nokazanusa k UK/[***-tepanum, B ciyuae, korma MKI*** mpoTuBomokasaH WJINM MNalUeHT
OTKazaJics OT ycTpoiicTBa [594, 595].

EOK IIbC (YYPC, Y1 4)

. Pexomennyercs paccMOTpeTh BO3MOXKHOCTh Ha3HAu€HUs coTtajoia™* s
npodmraktukrn BCC y acuMnToMHBIX TTaliieHToB ctapiie 18 et ¢ auarnoctupoBanabiv CKUQT
u cemeitnbiM anamHe3om BCC [101, 594, 595].

EOKIIbC (YYPC, Y1 4)

KommenTapuid. /[o3vr npenapama 0ns 83pocivix u oemeti ykazawvl 6 Ilpunoscenuu A3,
mabauyax A3.1 u A3.3

3.3.15. Cunopom bpyzaoa

Cunapom bpyraga — kaHanmomatus C JOMUHAHTHBIM HAcJI€AOBAaHHWEM M Pa3IMYHON
NEHETPAHTHOCTHIO, 3aBUCUMON OT BO3pacTa M Moja: KIMHUYECKHUE IMpPOsBIEHUS 3a0ojieBaHus,
BCTPEUAIOTCS Yalle y B3pOCIbIX U B § pa3 yalle y MyX4uH, yeM y xkeHimuH. X Bcrpeuaercs B
cpeaHeM Bo3pacTe (MK MaHH(ecTauu npuxoautcs Ha 40 jeT), HO MOXET BO3HHUKATh B JIFOOOM
BO3pacTe, 00BIYHO BO BPEMsI OT/IbIXa UJIH CHA.

[Tcuxotpomubie cpenctBa (ATX HOS5), nexotopeie AAII, aHecTeTWKH, KOKauWH,
Yype3MepHOe YMOTpeOIeHHEe alKOroisl U JMXOpPajKa SIBISIFOTCS MOTEHUUATbHBIMU TPHUITEPaMU
nosBieHus Opyraga-nogooHoro marrepHa OKI' 1 tuma u 3amycka ®X. Cungpom bpyrana
JTUATHOCTHPYETCS Y MAIMeHTOB ¢ moabeMoM cermerTa ST ¢ mopdonorueii 1-ro Tuma >2 MM B
OJIHOM WJIM HECKOJBKUX IMPaBbIX NMPEKOPAUANbHBIX OTBeleHUAX V1 n/unu V2, pacnosioKeHHBIX
BO BTOPOM, TPEThEM HIIU YETBEPTOM MexpeOepbe, BOSHUKAIOUINX JIMOO CIIOHTaHHO, MO0 Mmociie
IPOBOKAIIMOHHOTO JIEKAPCTBEHHOTO TECTa C B/B BBEIEHHEM AaHTHAPUTMUYECKOIO Ipernapara,
kiace A (Takoro kak mpokanHaMua™**), i npu peructparmu IKI' B BEpXHUX MPEeKOPAHATHHBIX
OTBeJIeHUAX (MeXpeOepHbIX MPOMEKYTKax Ha 1-2 peOpa BhIlIe MOTOKEHHUH A51eKTpoioB B V1 u
V2.

. Crnenyrolue MepoIpHUsATHS 0 KOPPEKLUUU 00pasa >KU3HU PEKOMEHIOBaHbI BCEM
ManyeHTaM ¢ JUarHoCTUPOBAHHBIM CHHAPOMOM bpyrana:

a. M36eraTth mpremMa MeAMKaMEHTOB, KOTOPbIE MOT'YT IIPOBOLIMPOBATH JIEBALIMIO CETMEHTA
ST B mpaBeIX TPYIHBIX 0TBeNeHUsX (Www.brugadadrugs.org).

b. Hzberarb ymnoTpeOiieHHs KOKaWHa, KaHHAOKWCa, M 3HAYUTEIBHOTO YNOTPEOIeHUS
AJTKOTOJIA.

c. HemenneHHO NpUHATH MEPBI A CHUKEHMSI TEMIIEpATyphl Tela NPU BOZHUKHOBEHUU
nuxopaaku Jodoro reresa [600, 601, 602, 603].

EOKIC (YYPC, Y11 4)
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o Nmnnanranms UK*** pexomeHmoBaHa NaIlMeHTaM C JIHArHOCTUPOBAHHBIM
cuHIpomMoMm  bpyranma, KoTOopele:  TEpeXHWINM  OCTAHOBKY  CepAla W/WIM  HMEIOT
JTIOKyYMEHTHPOBaHHYIO CIOHTaHHYIO ycroiuuByto KT [600, 601, 602, 603, 604].

EOKIC (YYPC, YA 4)

) Nmvmnantanus UKJ[*** pekomennoBaHa y manueHToB co crioHTaHHbIMH OKI -
nposiBeHusIMU 1-ro Tuma cuHapoma bpyraga ¥ CHHKOMANbHBIMH COCTOSIHUSIMH (BEpOSITHO,
apuTMHUYecKoro resesa) B anamuese [601, 602, 603, 604, 605].

EOK ITaC (YYP C, Y 4)

. PexoMeHyeTcst paccMOTpeTh BO3MOKHOCTh UMILTaHTaruu UK/[*** y manueHToB
C IMarHOCTHUPOBaHHBIM cUHApoMoM bpyrana, y kotopsix unayuupyercs ©X B npouecce BCOOU
¢ [ICXK no 2-x skctpactumyioB [601, 602, 603, 604, 605].

EOKIIbC (YYPC, Y1 4)

. KA ouara XD, seustomuxcs tpurrepom DOX/KT, w/mim snukapanaibHOTO
cybcrpara BTIDK pexomenayeTcss y MalMeHTOB C CHHIPOMOM bpyraga ¢ MOBTOPSIOIIUMUCS
mokamu UKJI***, pedpakTepHbiMi K MeiMKaMeHTO3HOH Tepanuu [605, 606].

EOK IIaC (YYP C, Y 4)

3.3.16. Kamexonamunepeuueckan noaumop@uasn yHeeiy0oukosan maxukapous

Penxoe  HaciencTBeHHOEe — apUTMOreHHOE — 3a0o0JIeBaHME,  XapaKTEpU3YIOLIeecs
aJpeHePruIeCKU-UHAYIMpyeMoil AByHanpaBieHHod u monumopduoit KT (mpeamonaraemas
pactpoctpaneHHocth 1 Ha 10 000). UnentudunupoBano asa reHetudeckux tuma KIDKT:
JIOMUHAHTHBII BAapUaHT M3-3a MYTallMil B T'€HE, KOAUPYIOIIEM T'€H pelenTopa KapAuaJlbHOTO
puanonuHa (RyR2), m penkuil perieccuBHBI BapHaHT, BBI3BAHHBIA MyTalMel B TeHe
kapauanbHOro kanbcekBecTpuHa (CASQ?2). s nanuentoB ¢ KIDKT xapakTepeH BbIpakeHHBIN
nonuMopdu3M HapylleHHH puTMa - OT Opagukapauu, ykopoueHuss uHTepBaia PR, AB
JUCCOLIMAIINY, HAJDKEITYA0YKOBBIX TaXUKAPAHMH 10 TOJUTOMHBIX U TOTUMOP(GHBIX TaXUAPUTMHUIM,
YTO HEPEJKO sIBIsieTCss nMpuunHOoi HecBoeBpeMeHHOM nuarHocTuku KIDKT npu HenpaBuibHOM
MHTEpIIpeTaluy NpuuuH cuakorne [607, 608, 609].

HezaBrcuMbIMU POTHOCTHYECKUMHU (DaKTOpaMH JUIsl apUTMHUECKUX COOBITUN B Cilydae
KIDKT sBnsitorcss BbIsiBIEHHE 3a00J€BaHMs B JETCKOM BO3pacTe, OTCYTCTBHE Tepamuu [3-
aapeHoOIoKaTOpaMu M MEPCUCTUPYIONIUE CI0XKHBbIe apuTMun. llepBast muausa tepanuu KIDKT
BKJIIOUAET HECEJEKTHUBHbIE OeTa-aJpeHo0I0KaTopbl (0€3 BHYTpEHHEH CUMIATOMUMETHYECKON
aKTUBHOCTH) U MOAU(UKAINIO 00pa3a )KU3HU C OTPaHUYCHHEM (PU3HUECKUX HArpy30K.

JleBOCTOpOHHSSI CUMITaTUYECKasi IEHEepBAIlHsl Cep/illa OKa3bIBaeT ONMpeAeeHHBINH dPheKT
npu KIDKT y nmanmeHToB, KOTOpbIe He MEPeHOCT OeTa-aipeHo0I0KaTOPhI, OJHAKO HEOOXOAUMBI

JIONOJIHUTENbHBIE JaHHbIE U 00JIee JUINTEIbHOE HAOIIOIEHUE 1)1 KOJMYECTBEHHOM OLIEHKH 3TOT0
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apdekra. IlanmeHtam, NEpPeKUBIIMM OCTAHOBKY Cep/lla, PEKOMEHIOBaHbI TNpueM OeTa-
aapeHoOnokaropoB u UK/[***-repanusi; ecnu Takoe JeyeHUE 1Mo pe3yabTaTaM CTpecc-TecTa He
HO3BOJISIET JAOCTHYb IIOJIHOTO KOHTPOJS apUTMHUH, CIELYET pacCMOTPeTb KOMOMHUPOBAHHYIO
AAT.

Nvmnaaranus UK*** Bozmoxkna y maruentoB ¢ KIDKT, koTopeie HEe OTBedaroT Ha
nedyeHue Oera-anpeHoOnokaropamu. [lpu  mporpammupoBanuu MWK/ ***  yBenuuusaror
npoaosKUTENbHOCTD JeTekunu JKT, ToCKo/IbKy HaHEeCEeHHE IIOKOB MOXKET ObITh OOJI€3HEHHBIM U
CHOCOOCTBOBATH MOBBILIICHUIO CUMIIATUYECKOTO TOHYCa U IMPOBOLUPOBATH MOBTOPHBIE AMHM30/IbI
apuUTMHUM, 4YTO B KOHEYHOM MTOI€ BEAET K BO3HUKHOBEHMIO IIOPOYHOTO Kpyra ¢
peunanBupyromumu XKA, BIUIOTh 40 CMEPTEIBHOTO UCXO/A.

o Bcem mnamumentam ¢ amarnoctupoBaHHoi KIDKT pexomenayercst u3derathb
COpPEBHOBATEIJIbHBIX BUJIOB CIIOPTA, CUJIOBBIX TPEHUPOBOK U CTPECCOBBIX cutyauuii [610, 611].

EOKIC (YYPC, Y 4)

. [Tpuem OGeTa-aapeHOOIIOKATOPOB PEKOMEHIOBAaH JUIsl JIEYCHHS apUTMHH U
npodpunaktukn BCC Bcem mnamumentam ¢ aumarHoctupoBanHod KIDKT, yuurteiBas nanuume
JIOKYMEHTHPOBAHHOM CIIOHTaHHOMN WM CcTpecc-uHaAynupoBanHoi KA [611].

EOKIC (YYPC, Y1 4)

. Umnnanranus UK*** nonomuutensHo Kk mpueMmy Oera-aapeHOOJIOKaTOpPOB B
COYETAaHUU WK 0€3 aHTMApUTMUYECKUX Ipenaparos, kiaccel I u 11l pekomenoBana Juist TeyeHus
aputmMun 1 npodunaktukd BCC mnamumentam c¢ auarHoctupoBanHoi KIDKT, nepexusmm
OCTaHOBKY CE€p/illa, UMEIOIMM B aHaMHE3€ TIOBTOPHBIE CHHKONAIBbHBIE COCTOSHUS WU SIU30bI
nonumopdHoit/aByHamnpasnennoil KT, necmorps na OMT [610, 611, 612].

EOKIC (YYPC, Y1 4)

. Tepanus Oeta-anpeHOOIOKaTOPAaMU PEKOMEHIOBaHA POJICTBCHHHKAM ITAallMCHTA
i npodunaktukn BCC mnpu BBISBIEHUMM T'€HETHUECKUX MYyTalMi, Jake MpH OTCYTCTBHH
cumnToMoB wiu Manudectaruu KT [610, 611].

EOK ITIaC (YYP C, Y 4)

J Tepanus #d¢nekanHUAOM PEKOMEHJIOBaHA NPU  PEUUAMBAX OOMOPOKOB,
nonumopdHoit/aByHampasnenHoil XXT wnn coxpanstonmxcs Harpy304Hbix KO y manueHToB ¢
KIDKT na ¢one mpuema 6eTa-aapeH00I0KaTOPOB B MaKCHUMaIbHOM iepeHocumoi no3e [111, 580,
606, 612].

EOK ITIaC (YYP C, Y 4)

Kommenmapuii. /[o3zvl 0111 demeti: #Dnexaunuo (om 2 0o 3 me/ke).
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o Pekomenayercss ~ paccMOTpeTh BO3MOXXHOCTh BBITIOJTHEHUS TpyAHON
JIEBOCTOPOHHEHN CUMNIATHUECKOMN IEHEPBAIllUU Ceplla y MalueHToB ¢ auarHoctupoannoit KIDKT
U TIOBTOPHBIMU CHUHKOMAJbHBIMH COCTOSHUSIMH, HoiauMop¢Hoii/ nByHanpasnennoii  XT,
HECKOJIbKUMH MOTHUBHUPOBAHHbIMU cpabaTbeiBanusMu UKJ[*** ¢ nanecennem mokoB Ha QoHe
M30JIMPOBAHHOTO TpueMa OeTa-aJpeHOOJOKAaTOPOB WM B COYETAaHWU C AHTUAPUTMUYECKUMU
npenapartami, knacesl I u 111, a Takxke npu HaTMYMKM HETIEPEHOCUMOCTH WM ITPOTUBONIOKA3aHUI
K ux npuemy [591, 611].

EOK IIbC (YYP C, Y1 4)

3.3.17. Bpooicoennvie nopoku cepoua

Cmpamugukayun pucka u nepeuunasn npogpunaxmuxka BCC

Bue sasucumocmu om muna BIIC

o [Tpumenenne UK[*** pexomenmoBano y mnauueHtoB ¢ BIIC u obmopokamu
HEM3BECTHOTO MPOHMCXOXICHUS B COYCTAHHM C TDKEION AUCHYHKIMEH MKeIylTOYKOB W/WIN
uHayuupyemoit ycrouusoit KT/PX npu nposegennn BCODU [51, 614, 615, 616].

EOK IIaB (YYP C, Y1 4)

. Nmvmnantanus UK*** pexomenmoBana B3pocibiM mnamueHntam ¢ BIIC ¢
OMBEHTPUKYJISIpHOW (u3uonorued u auchyHkuuer cucreMHoro sxeiayaouka (PB <35%),
cumntoMHoit XCH na pone OMT c II unu I ®K mo NYHA [51,617, 618, 619].

EOKIC (YYPC, Y/ 4)

) Nmmnanranuun UKJ[*** pekomengoBana nammentam ¢ BIIC u npeanonaraeMbiMu
APUTMOTEHHBIMU CHHKOME, uMewmuMmu aubo auchynkmuio JDK, mmubo wHaynmmpyemyro
yeroruuByro KT mpu [ICK [51, 614, 618, 619, 620].

EOK IIaB (YYP C, YA 4)

o Pexomenayercst paccMOTpeTh BO3MOXKHOCTh uMianTtanuu MK[*** y nanuentos
C TSDKEION TuCYHKIMEH eIMHCTBEHHOT 0 XKelry1ouka uiu cucteMuoro IDK npu Hanmuum apyrux
¢dakropos pucka, Bximodas HYXT, XCH II wiu IIT ®K no NYHA, BelpakeHHYIO perypruTaiuio
Ha cucteMHoM AB xmamane, mupokuit QRS >140 mc [51, 621, 622, 623, 624].

EOK IIbB (YYP C, YA/ 4)

Y nayuenmog nocne xupypeuueckoti koppexyuu mempaosi Panio

. VY nanueHToB nocie koppekiuu tetpaabl @amio ¢ cumnromamu aputMund 1 HY KT
pexkoMen1oBaHo nposenenne BCODU, srirouas [ICXK [616, 621, 623, 624].

EOK ITaC (YYP C, Y1 4)
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. VYV manueHToB mociie KOppeKUMH TeTpaabl Damio ¢ CUMITOMAMU ApUTMHUHM U
nojiokuTenbHbIM - pesynbratoM IICXK, wmnm ¢ coueranwem apyrux (akTopoB pHCKa U
nosoxutenbHoU [TCXK, pexomennoBana ummtantanus UK/[*** [614, 618, 619, 622].

EOK IIaC (YYP C, Y1 4)

. PexoMennyercs paccMOTpeTh BO3MOXKHOCTh IpoBeneHuss BCODU, B Tom uucie
[1CXK, y nauueHTOB 1nociie Koppekuuu terpaipl @amio 6e3 CMMITOMOB apUTMHHU, HO B COUETaHUU
¢ npyrumu dakropamu pucka [620].

EOKIIbC (YYP C, Y1 4)

. Y nmanueHToB € ONEpPUPOBAHHOM TeTpanod Pajuio, UAYIUX Ha I[OBTOPHYIO
OlEepalyi0 Ha OTKPBITOM CepIle WM YPECKOXKHYI0 3aMEeHy KialaHa JIErOYHOW apTepuu,
PEKOMEHyeTCsl paccMOTpEThH BO3MOKHOCTh IIPOBEICHUS JIOOTIEPALlMOHHOTO
ANIEKTPO(PU3NOIOTHUECKOT0  KapTUPOBAaHUs M abJalMu/XUPyprudeckoro  IepecedeHus
AHATOMUYECKUX IepelIeikoB, accouuupoBannbix ¢ JKT, 10 nnu Bo BpeMst BMemaTenbersa [625].

EOKIIbC (YYP C, Y1 4)

KommenTapuid. Mcnonvzosanue mpancaunyispHol 3aniamol Y NAYUEeHmMo8 ¢ mempaooul
Danno cea3ano ¢ 6onee HuzKum puckom KA [625].

Bmopuunas npogpunakmuxa BCC u neuenue KA npu BIIC

Bue 3asucumocmu om muna BIIC

. V¥ nanuenTtoB ¢ BIIC ¢ ycroitunBbimu JKA pekomMeH0BaHa OLIEHKA PE3UIYAITbHBIX
U/WIIM HOBBIX aHATOMUYECKHUX aHOMaJUi Kak cyocTpara Juist pa3Butus KA [626, 627].

YYPC, YI14

Y nayuenmoe nocae xupypeuueckoii koppexyuu mempaowvt Panno

. VY nanueHToB ¢ onepupoBaHHO# TeTpanon damno, y kotopbix umeercs Y MKT wnm
noBTopHbIe cpabateiBanmst K] o moBoxy YMXKT, pekomennoBano nposeaeHne KA B ONBITHBIX
neHTpax [628, 629, 630].

EOKIC (YYPC, Y 4)

. [Tanmentam ¢ onepupoBaHHON TeTpanor danno, KOTOPHIM MPEACTOUT TOBTOPHOE
KapJIMOXUPYPrUUYE€CKOE BMENIATEIbCTBO, U Yy KOTOPBIX MOATBepxkAeHO Hamuuue YMIKT,
PEKOMEHJIOBAaHO  NPOBEACHHE  NPENONEPALMOHHOIO0  KaT€TEpHOr0  KApTUPOBaHUS U
a0TALMS/ XUPYPriUUecKoe NepeceueHne aHaTOMUYECKUX MepeniekoB, accoruupoBanHbix ¢ XT,
JI0 WJIK BO BpeMs BMeIIaTenbeTBa [625, 627, 631].

EOK IIaC (YYP C, Y/ 4)

. Y nmanueHToB € OomepUpOBaHHOM  TeTrpagod Pamno ¢ COXpPaHEHHOM

OMBEHTPUKYJISIpHOU (yHKIMEH, y KOTOpbIXx mmeercs cumnTomHas YMXT, pekomenmyercs
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paccMOTpeTh BO3MOXKHOCTD NpoBeieHns KA mimu xupyprudeckoid absIuy B ONBITHBIX LIEHTPaX
Kak anpTepHatuBy Tepanun UKJ[*** [623, 628, 630].

EOK IIbC (YYP C, Y11 4)

Kamemepnasa aonayus KT y nayuenmoe c BIIC

° YV naumentoB ¢ BIIC u peuuausupyronumu snuzogamu  YMXKT  wim
cpabarbiBanuaMu UKJ[***, xortopble He MOryT OBITh KOPPEKTHPOBAHBI MPOTrPaMMHUPOBAHHEM
HUK1*** umu AAT, pekomennoBaHo npoBeaeHne KA B onbiTHBIX 1eHTpax [102, 632, 633, 634].

EOK ITaC (YYP C, Y1 4)

J Boinonnenue KA pekoMeHI0BaHO B KaueCcTBE aJbTEPHATUBbI MEIUKaAMEHTO3HOMN
tepanuu npu cuMntoMHor YMKT y nauuentos ¢ BIIC u UK[*** [102, 632, 633, 634].

EOK IIaB (YYP C, Y 4)

. KA u npodunakTuyeckoe NnpuMeHEeHHE Tepanuu JUIsl JISUeHUsl HapyIIeHu puTma
cepllla He PEKOMEHJIOBaHBI B ciiydae OeccuMnTOMHBIX, peakux KD y mammentoB ¢ BIIC u
cTabunpHOM (pyHKLIMEH XemynoukoB [51].

EOK HIC (YYP C, YA 5)

. VY nmnauuenToB ¢ omnpeneneHHbiMu Bapuantamu BIIC (Bkitouas miiacTHKY
IpEeCEepAHOM MepPeropoaKy MpH TPAHCIIO3UIIMKA MaruCTPaIbHbIX apTepuil, onepaiuio GoHTeHa U
anoMmanuto DomreiiHa) c BOC pekoMeH10BaHO BRIABIATH U PoBOAUTH JeueHue HXKT ¢ Op1cTpriM
MPOBEICHUEM Ha Jkemyaouku [619, 635].

EOK IIaC (YYP C, Y/ 4)

3.4. AcnekThl Be/IeHHSI B 0COOCHHBIX I'PYNIAX MAIIMEHTOB

3.4.1. bepemennvie u nepunapmanbvHas KapOUOMUORAMU

Jleuenue KT 60 epems bepemennocmu

. Jleuenue Oeta-aipeHOOIOKaTOpaMU PEKOMEHAYETCSI BO BpeMsi OEpEMEHHOCTH U B
nociepoaoBoMm nepuojae nanuentkam ¢ CYUQT wmu KIDKT [636, 637, 638, 639].

EOKIC (YYPC, YA 4)

. Jleuenne Oera-azpeHOOIOKATOPAMH PEKOMEHIYETCSI BO BpeMs OEpeMEHHOCTH
nanrenTkam ¢ AKIDK [640, 641, 642].

EOK IIaC (YYP C, Y/ 4)

. Haznauenue metonposiona**, #rnponpanonona™** wim #Bepanamuna™** Bo Bpems
OepeMEHHOCTH BHYTPb PEKOMEHAYETCS IS JUTUTEIBHON Tepanuu UIUONaTHYECKON yCTOMUNBOM
KT [643].

EOK IIaC (YYP C, YA 5)

KommenTapuii: 0o3zsi npenapamos 6o epems bepemennocmu ykazawwl 6 Ipunoscenuu A3,

mabauye A3.1 u ne omauuaromes om oowel NonyIAYuU
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o B cnyyae HeapheKTHBHOCTH JpyruX AaHTUAPUTMHUYECKUX IPEnaparoB, IS
npodunakTuku penuauBoB ycroiunBoil KT Bo Bpems OepeMEHHOCTH PEKOMEHAYIOTCS
nponadeHoH**, (aexkauHua**, coranon** (doswt mpenapamos ykazauvl 6 Ilpunosicenuu A3,
maobauye A3.1.) [185, 643, 645].

EOK IIaC (YYP C, YA 5)

. OKCTpeHHasi  JJIEKTpUYecKkass  KapAuoBepcHss BO  BpeMs  OEpeMEHHOCTH
pPEKOMEHIyeTCsl ISl KyHmupoBaHUS apuTMuu mpu yctoruuBoil KT, ocoOEHHO ¢ HapylleHHeM
reMoJIMHaMUKH [644].

EOKIC (YYPC, Y1 4)

o B/B BBenenue Oera-aapeHOOIOKATOPOB, NpOKAaMHAMUIA™** MM HpPUMEHEHHE
omnepekaromiei (oBepapaiiB) ctumyssiuu s nonxasiienus KT Bo Bpemsi OepeMEeHHOCTH
PEKOMEHIOBAHO JJIsl SKCTpeHHO# KoHBepcun Y MIKT 6e3 HapymieHui reMoiuHaMuKu [643].

EOK IIaC (YYP C, YA 5)

. Y Oepemennbix manueHTOok 0e3 CIIC pexkoMeHmyeTcss Ha3HaueHuUe Oerta-
aapeHo0I0KaTOPOB, aHTHAPUTMUYECKUX MpenaparoB, kinacc IC, uiaM ceneKTUBHBIX OJIOKATOPOB
KaJIbLIUEBBIX KAHAJIOB C IPSMBIM JEHCTBHEM Ha CEpALe WIN coTajoa**, koraa koaudectso XKD
npesbiaer 10% oT o01iero KoMyecTBa cepAeUHbIX cokpanieHuit mo nanasiM XMOKI, unu/u
npu cuMnToMHOM JKD ¢ MI0X0i NEPEHOCUMOCTBIO, WIIH/HU C TEMOAMHAMUYECKUMHU HapyIICHUSIMU
[643, 645].

PKO IC (YYPC, YIAS)

o PexomeHnnyercs HazHaueHHe OeTa-aipeHOOJIOKATOPOB, WM  CEJICKTHBHBIX
0JIOKaTOPOB KaJIBIIMEBBIX KAHAJIOB C MPSMBIM JIeiCTBUEM Ha ceparte (#BepanamMmr™** - o 240 mr
B CYTKH TIpu OepemeHHOCcTH [646]) wmiuu coTanoia** mpu OTCYTCTBUU aOCONIOTHBIX
MIPOTHUBOIIOKA3aHUN (0036l npenapamos ykazauwl 6 Ilpunoscenuu A3, mabauye A3.1.) BO Bpems
O6epemeHHOCTH Tpu cuMnToMHONW JKD ¢ IUIOXOM MNEPEeHOCHMOCTHIO, TeMOJUHAMUYECKHMU
HapYIICHUSIMH /WU cucTosimdeckoi muchynkimeit JIK [643, 645, 646].

PKO IC (YYPC, YA 4)

KommenTtapuii. B Oonvwuncmee cayuaes KO ne sasusiemcs npomueonoxkazamuem K
ecmecmeeHHbIM poOam U He mpebyem MeOuKameHmo3Ho2o nevenus [645].

. [Tpy HATMYUHM COOTBETCTBYIOIIMX IMOKA3aHUIA BRIMTOTHCHUE UMILTaHTarm MK [ ***
PEKOMEHIyeTCsl BO BpeMsi OepeMEHHOCTH C ONTHMAaJbHOW 3allUTOM OT HOHU3HUPYIOIIETO
u3nydenus [647, 648].

EOKIC (YYPC, YA/ 4)

105



. PexoMenmyercsi paccMOTpeTh BO3MOKHOCTH BbINOJHEHHS KA Bo Bpems
OepeMeHHOCTH C ONTHUMAIBHOW 3aIUTOM OT OOJy4deHHs IS JedyeHUs pedpakTepHBIX K
MEAMKAaMEHTO3HOMU TepaIuy M I10X0 nepeHocuMsbIx JKA [649].

EOK IIaC (YYP B, Y11 3)

KommenTapuid. Bnepsvie sosnuxwasn KT mosicem nposisnsimocst 60 8pems bepemenHocmu
U pUcK peyuousa apummuu evluie y nayueHmox c yorce umeroweticsa KT u BIIC [650)].

Hapyoichas snekmpuueckas kapouosepcus (Oegpubpuniayus) seisnemcs 0€30nacHol Ha
gcex amanax bOepemMeHHOCMU, Hem O00KA3amenbCme HApYUWeHUs Kpo8ooopaueHus y niood uiu
uHUYyuayuu  npescoespemernvlx  pooos  [644].  UCC npooa  OondcHa  pe2yisapHO
KOHMPOIUPOBAMbCA ~ HA  8CeX  OMANAX  HAPYICHOU  DNeKMPUYecKou  Kapouogepcuu
(Oepubpunnsiyuu) [651].

Ilpu nanuuuu nokazanut, umnianmayus UK/[*** oonsxcna 6vimv evinonnena nocie 8
Hedellb bepeMeHHOCMU ¢ MUHUMU3AYUel UCNONIb308AHUS (htoopocpaduu 1ecKux ¢ npuMeHeHuem
PEeHmMeH-3auumsl U ONbIMHbLIM onepamopom [652]. Ilpumenenue yiompazgyKo8020 KOHMpPOs
uw/unu cucmem 3D-Hagueayuu no3eoasem CHU3UMb OIUMENTbHOCIb Qatoopocpaguu neekux [647,
653].

YV 6epemennvix ¢ UK/[*** neped pooamu pexomernoyemcs pymuHHblL ONPOC YCMpOoUucmaed.

Dapmaronocuueckoe nevenue apummuii u CH y Oepemennvix dHceHujun modxcem Obvimo
AHANOCUYHBIM, KAK U Y HebepeMeHHbIX, HO cledyem u3bezamv NpUMEHeHUs Npenapamos,
NPOMUBONOKA3AHHBIX npu bepemennocmu, maxux kax uAllD, APA/APHU u uneubumopwi penuna
[643, 654, 655, 656]. Ilepsviii mpumecmp cs13aH ¢ HAUOOILULUM MEPAMOSEHHbIM DPUCKOM.
Dapmaronocudeckyro mepanuio  PeKOMeHOYemcs HAYUHamb 6 CAMbll NO30HUL  CPOK
bepemennocmu u ¢ Haumenvuell d¢hghekmusnoil 0o3vl. Bozoeticmeue npenapama 60 mopom u
mpemvem mpumecmpe MoAHcem OKa3vbl8ams Heb1a2onpusamuoe 6030eLcmeaue Ha pocm u pazsumue
n100a, a makdce Nosbluams puck npoapummuu. Pexomendyemcs nposepamv npenapamsi u
OaHuble 0 6e30NACHOCMU neped HAY4aIoM npuema HO8020 Npenapama 60 8pems bepemMeHHOCmu
[611]. K xopowo nepenocumvim omuocsamcs comanon**, #eepanamun** (doza npenapama
yrazana 6 Ilpunooicenuu A3, mabauye A3.1.). Ilpumenenue onpagdano 6 mom ciyuae, eciu
NOMEHYUANbHAsL NOb3A Npesvliiden NOMEHYUAIbHbIUL PUCK: Memonponon™*, ouconponon™**,
#rapeeounon™*, #udoxaun**, #nponpanonon™*, #eepanamun** enympueenno [643].
Heoocmamouno oanmnvix: #ueabpaoun™*, nponaghenon™* (003wl npenapamos ykasamvl 8
Ipunooswcenuu A3, mabauye A3.1.) Ilpomusonoxasanvl. #Hamuooapon™*, #Hamenonon™*,
#ounmuaszem [643].

Ipu CYHUQT (6 vacmnocmu, npu 2 mune CYHUQT) puck cepoeurno-cocyoucmuix coobimuil

CYWecmeeHHO 803pacmaem 8 Nociepo0o8oM nepuooe (6n10mv 00 00HO20 200d NOCTe POO08)
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[583]. Ilosmomy eadcHo npodondxcams mepanuilo Oema-aopeHoOI0Kamopamu 60 8pems
bepemennocmu u nocie pooos [636, 637, 638]. Ilpooonsicenue nevenus oOema-
aopernoonoxamopamu pexomernoyemcs npu CYUQT u KIDKT u dondicho paccmampusamscs npu
AKIDK [639]. [ononnumensHolii puck npu OepemMeHHOCmu y dceHwun ¢ cunopomom bpyeaoa
Heuseecmer [577, 657].

Cumnmomuyro maxuapummuio credyem naeuums KA 0o Hacmynnenus nnanupyemoti
bepemennocmu. Eciu KA nokazana b6epemennoti nayuenmie, ciedyem uzbezamov npoyeodypuvl 6
nepeom mpumecmpe, U ciedyem omoaeamsv npeonoumenue npoyeoypam noo KOHMpoaem
9IeKMPOAHAMOMUYECK020 Kapmuposanus [649, 658].

Apummuu, ceazanHvle ¢ nepunapmanbHoll Kapouomuonamueti

[TepunapranpHas xapauomwuonatus (IIKMII) xapakrepusyercs pa3BUTHEM BIIEpPBBIC
cuctonnueckoi nuchynkuuu JOK u CH, Mmoxert conpoBokaatbest pazsutueM JKT; pazBuBaercs B
TEYEHUE MOCIIeTHUX MeCALeB OEPEeMEHHOCTH WM TIEPBBIX 5 MECSIIEB MOCIE POIOB U MPOSBISACTCS
CH BcrnenctBue pa3BuTHs uauonarudeckoil cuctoiudeckod nuchynkuunn JOK (OB o0brano
<45%) [643, 654]. I'eneruueckas mnpenpacnonoxeHHocTh K [IKMII moxer Owvith y 20%
namueHTok [650].

VY namuentok ¢ [IKMII k panneit umrutantammu MKJ*** ¢ nenpto npodunaktiuku BCC
CIIEZIyeT OTHOCHTBCS KpailHe B3BEUICHHO, IMOCKOIBKY 3a4acTyl IPOUCXOJUT CIIOHTaHHOE
BBI3JIOPOBJICHUE TTOCIIE POIOB [652].

VY nmanuentok ¢ [TIKMII ucnonp3oBanre OpOMOKpUNITHHA™** B KauecTBe crieluPpUIecKoit
Tepanuu B JOTMOJIHEHHE K cTaHaapTHOM Tepanuu CH moka3ano MHOTooOemaomue pe3yasTaTsl B
JIBYX KIMHUYECKUX HCClieoBaHusAX [659, 660, 661, 662].

3.4.2. Tpancnananmayusn cepoya

. [Tanmnentam crapme 18 iner, oxumatouuM TtpancmanTtanuioo cepama (TC),
pexkoMeHoBana umrianTanus UK*** nins nepeuanoi npodunaktuku BCC [663, 664].

EOK IIaC (YYP C, Y 4)

Kommenrtapuii. [layuenmoi, 6knouennvle 8 1UCm OHCUOAHUA MPAHCAAAHMAYUU cepoya
(JIOTC), noosepoicenvi pucky BCC u umerom svicoxyro uacmomy paszsumus KA. Ocobenno smo
sadicho npu onumenvrom Haxoxcoenuu 6 JIOTC, cpedusiss npooondcumenrbHOCmy OHCUOAHUS
mpancnaaumayuu 6 mupe cocmaeniem 8-16 mecayes.

VY neteii nenecooOpa3HO MPHUIEPKUBATHCS TAKOTO K€ MOAX0/1a, HECMOTPS Ha OTCYTCTBHE
JIOCTaTOYHOM TOKa3aTelbHOM 0a3bl.

° [Taunentam crapme 18 ner, oxumaromum TC, peKOMEHIOBaHO PacCCMOTPETh
BO3MOXXHOCTh MCIIOJIb30BaHUs Ne(UOPUIIATOpa HOCUMON CHCTEMBI JUTUTEIBHOW PEerucTpaluu

cepleyHoro purMa ¢ GyHkiuei nehudpumisunu (HocuMelil nedudpusiarop) [665].
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EOK IIbC (YYP C, Y/ 4)

o Penunuentam cepaua ¢ JKHP crapiie 18 et B kauecTBe mepBOi JTMHUU JICYCHUS
PEKOMEHI0BaHa MEAMKaMEHTO3Has Tepamnus ¢ ucnoias3oBanuem AAIL [198, 202, 203, 204, 664,
679]: AHTHapUTMHUYECKHE Ipemnaparsl, KJ1acc IC (mpomaheHOH™*,
U TUIIAMUHOIIPOITUOHMIIPTOKCUKapOOHMIIaMUHO(GEHOTHA3HH, JIAMMAKOHUTHHA THUAPOOpOMUa™*,
dnexannun), 6era-anpenodnokaropsel (YYP C, YA 4) ,

AnTtnapurmudeckue npemnaparsl, kiace I (amuogapon**, coramon**) (YYP C, YA 5)

u briokarops! kanbnueBsix kKaHaioB (Bepanamun®*) (YYP C, Y 4)

PKO IIaC

Kommenrapuii. Hcnonvsosanue AAT y nayuenmos ¢ mpancniaHmuposauHuvimM cepoyem
mpebyem  CneyuaibHo20  pacCMOMpeHus U  NepCoOHUPUYUPOBAHHO20 — NOOX00d  U3-3d
JIeKAPCMBEHHO20 83AUMOOCUCMBUSL C UMMYHOOEeNpeccanmamu u mpeodyem OONOIHUMENbHO20
KOHMPOA KOHYEHMpayuu UMMYHOOenpeccanmos 6 Kpo8U U KOppeKyuu ux 003vl 8 clyuae
OMKIIOHEHUsT UX KOHYeHmpayuu om yenego2o ypoeusa. Haubonee uacmo ucnonvzyemvie
UMMYHOOenpeccanmol, maxue Kaxk YUKIocnopun™®*, maxponumyc™* u cuporumyc, axmueHo
memaboruzupyromes  cucmemou  yumoxpoma P450 (CYP3A4) u nepenocuuxom  P-
enukonpomeuna. HMueubumopsvt unu UHOYKMOpPbL SMUX (HepMeHmos Mo2ym 6iusms Ha
KOHYyeHmpayuio nexapcmea. Amuooapon™*, ounmuasem, sepanamun™*, orokamopvl Hampuegvlx
kananos (ATX COIBA, ATX COIBB, ATX C0IBC), maxue kak audokaun™* (npu 6\6 e6edenuu),
nponagenon™* u opyaue npenapamol, Mo2ym uHeUOUPOBAMb MU epMeHmbl U NPUBOOUMb K
NOBBILEHUIO KOHYEHMpayuu UMMyHooenpeccanmos. HmmyHooenpeccanmol Mo2ym Giusimes Ha
yonunenue unmepegana QT, nosmomy pexomeHnoyemcs cobao0ams OCMOPOICHOCMb NPU UX
ucnonvzosanuu ¢ comanorom**. Luxnocnopun™*, seeporumyc** u azamuonpun** 6bonee
sHauumenvro yseauyusanu QTc no cpasnenuro ¢ makporumycom™*. Bema-aopenobiokamopul ne
0baaoarom 1eKapCmEeHHbIM 83AUMOOeUCMBUEM C UMMYHOCYNPECCUBHOL mepanuetl, a 3a cuyem
koumpons YCC 6 ycrosusax cumnamuyeckou peurHHep8ayuu no OAHHbIM PempoCHeKmueHO20
uccnedosanus 001a0arom OONOJTHUMETLHBIM IPEHEKMOM 8 CHUNCCHUU CMEPMHOCMU U CePOeUHO-
cocyoucmotl 3abonesaemocmu [663].

. Penunuentam cepauna ¢ ycronunBoit KT pekomengoBaHo BwinojgHeHne KAI' u
SHIOMHUOKAPIUATBHON OHWOICUU I UCKIIOYEHHs] KpH3a OCTPOro OTTOPKEHUS U OOJe3HU
KOPOHapHBIX apTepuil epecaXxeHHOro cepaua [666].

PKO IIaC (YYP C, YA 5)

. [Tarmentam mocne TC ¢ pa3ButHeM OOJIE3HM KOPOHApHBIX — apTepuit

NEPECaAKEHHOT0  CepAla WM KY[NUPOBAaHHBIM  KpPU30M  OTTOPKEHHS  TpaHCIUIAHTATa,
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OCJIO)KHEHHBIM OCTAaHOBKOM CEpAEYHOIO TPAHCIUIAHTATA, COXPAHSIOLICHCS CHUCTOJINYECKOMN
muchynkueit JOK, pekoMeHIyeTcst paccMOTPETh BO3MOXKHOCTh UMIUTaHTanuu MKJ*** [8, 667].

EOK IIbC (YYP B, YA 2)

Kommenrapun: V nayuenmoe nocne TC puck passumus BCC 6 3 pasza eviuie no
CPABHEHUIO C HEMPAHCNIAHMUPOBAHHBIMU NAYUESHMAMU, YMO MOdcem OblMb ACCOYUUPOBAHO C
akmueayueu CUMNAMU4ecKol HEepeHOU cucmemvl U OUCOANAHCOM MedHcOy CUMRAMUYECKOU U
napacumnamuyeckoti unnepsayueil [664]. Pazsumue BCC ssnsemcs npuuurnoii cmepmu nocaie TC
6 10% cayuaes [667, 668], u moocem Ovimb accoyuupo8aHo ¢ KpU3OM OMMOPICEHUS
mpaxcniaumama u 0OO0ie3HbI0 KOPOHAPHLIX apmeputl nepecadcenHoz2o cepoya [8, 65, 667],
nosmomy umnaanmayus MKJ] moocem b6vimv ymecmua y omoenvHblX NAyueHmos u3 epynnol
6b1COK020 pucka [8].

3.4.3. Buezannas cepoeunas cmepmo y CHOpPmMCMEHOE

Yacrora BCC y cnopTCMEHOB yBEIMYUBAETCS C Bo3pacToM [669, 670].

VY npakTUYECKH 3I0POBBIX CIIOPTCMEHOB CPEIHET0 U CTapIuiero Bo3pacta (>35 ner) oHa
kojnebnercs or 2 mo 6,3 Ha 100 000 dyemoBeko-yeT. Y IOHBIX M MOJOJBIX CIOPTCMEHOB,
MPUHUMAIOIINX Y4acTHE B COPEBHOBaHUAX (<35 JIeT), 4acTOTa JETANbHBIX UCXOJ0B 3HAUUTEIHHO
HUW)KE, UEM B cTaplliell Bo3pacTHOU rpymne, u cocrasisieT 0,4—3 na 100 000 yuactHUKOB B rof [34,
670, 671]. IlpenBaputenbHOE 00CIEAOBAHUE CEPACTHO-COCYIUCTON CHCTEMBI Ja€T BO3MOKHOCTh
panHeil nuarHoctuku CC3 y CHOPTCMEHOB 10 TMOSBIEHUS MEPBBIX CUMOTOMOB [652]. V¥V
CIIOPTCMEHOB CpPEJIHEro/CTapiiero Bo3pacrta Haubosnee 4acToi nmpuunHoit cmeptu asisercs UbC
[672, 673].

OTinyHbIE TIOKA3aTENN BBDKMBAEMOCTH € OJIArONMPHUSTHBIM HEBPOJIOIMUYECKUM HCXOJ0M
UMEIOTCS TPH  HMCHOJIb30BAaHUM  YCTPOMCTB HAPYXKHOM  ANEKTPUYECKOM  KapIHOBEpCUU
(mepubpumisiiuu). BaxkHO, YTO OHU JOHKHBI OBITH HMCIOJIL30BaHBI B TepBbie 10 MUHYT OT
MoMeHTa pa3Butus (arampHO KA [673, 674]. HeoOxoanmo pa3Meniath yCTPONCTBA HAPYKHOK
AIIEKTPUUYECKON KapAHOBEpCUH (1epUOPHIUISIINN) B CIOPTUBHBIX 3ajlaX, Ha CIIOPTUBHBIX apeHax
B JIOCTYIHBIX MECTaxX.

CnoptcmeHaMm ¢ yctaHoBieHHBIM nuarHo3om CC3, accoruupoBanHoro ¢ puckom BCC,
Heo0Xo/MMa OIIEHKa BO3MOXKHOCTH MPOJOJDKEHHMS 3aHATUH B COOTBETCTBHM C TEKYLIMMHU
MIOJIO’KEHUSIMU O JIOITYCKE.

CriopTcMeHaM ¢ aHaMHE30M CepeUHO-COCYIUCTON MAaTOJIOTUH, OTKJIOHEHUSIMU OT HOPMBI
IpY METUIIMHCKOM ocMoTpe uiu npu u3meHeHusx Ha DKI' pekomengyercst mpoBeaeHue Oolnee
riyookoro obcnenoBanusi, Bkimouas DXOKID w/unmu MPT cepana, nns moarBepkaeHus (Wid
WCKIIIOUEHHMS) OCHOBHOTO 3a0oneBanus [34, 675, 676,741].

YVYP C, VI 5
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C uenpio mpoBeneHHs O00CIETOBAHUS CEPACYHO-COCYTUCTON CHUCTEMBI y MOJIOJBIX
CIIOPTCMEHOB (10 35 51eT) peKOMEHI0BAaHO BBIMIOIHATH COOp aHaMHE3a, MEUIIMHCKUN OCMOTp U
peructpanus IKI' B 12 otBenenusix [34, 675,740].

YYPC, Y114

VY 5uil cpeiHero M cTapiiero CIOpTUBHOTO Bo3pacrta (crapuie 35 JeT) peKOMEHI0BaHa
OLICHKa CepJeYHO-COCYJIUCTOTO pHUCKAa JO YYacTUi B BBICOKOMHTEHCUBHBIX (PU3HMUECKHUX
Harpyskax [34].

YYPC, Y14

Ilon copeBHOBAaTENbHBIMH BHJAMH CIOpTa IOJAPAa3yMEBAIOT JIOOUTEIbCKYIO WU
npo(hecCHOHANIbHYIO CIIOPTUBHYIO JESTEIbHOCTh Ha PETYyJSpHOW OCHOBE C YYacTHUEM B
OpraHU30BaHHBIX COpeBHOBaHUsAX. [IpH BbIsIBICHUH KIMHUYECKU 3HAUMMBbIX KA 11€51ecoo0pasHo,
KaK MUHUMYM BPEMEHHO, OTCTpaHeHue OT pu3nuecknx Harpy3ok. OnpaBiaH nepuo/i IeTPeHHHTa
B TeueHue 30-90 gHell C MOBTOPHBIM OOCIIEIOBAHUEM CEPACUYHO-COCYJIUCTON CHUCTEMBI.
Hapymienust, He sBIOIINECcsS TeHETUYECKN JETEPMUHUPOBAHHBIMH, CBSI3aHHBIE UCKIIFOUNUTEIBHO
C BBICOKMMH Harpy3kamu, B OOJIBIIUHCTBE CIy4aeB HUBEIUPYIOTCS.

Llenecoobpa3zHo 00ydeHHE NEepcoHana CIOPTHUBHBIX COOPYXEHUH CepledHO-JIErOYHON
peaHMMalMid W MCIOJb30BAHUIO YCTPOMCTBA HAPYKHOM DIIEKTPUYECKON KapAUOBEPCHUU
(mepubpumsiium ) *** [674].

. [lepen yuacTeM B COPEBHOBaHUSAX CIOPTCMEHAM PEKOMEH]IOBAHO 00CIIeJOBaHHE
CEpAEYHO-COCYIUCTOU CUCTEMBI [34].

EOK ITaC (YYP C, Y 4)

3.4.4. Cunopom Bonvepa-Ilapxuncona-Yaiima

VYV mamnuentoB ¢ cunapomoMm Bombda-Ilapkuncona-Yaiita (WPW) nambonee uacroit
aputmueit sensiercss AB puentpu taxukapaus (ABPT, 80%), 3a koTopoii cienyeT GuOpmsius
npencepauii (OIT) (20-30%). ®II ¢ mpoBeaeHHEM MO AONMOTHUTENbHOMY AB myTu Mmoxker
npusectd k uHAykunn XK u BCC, uro sBnsiercsd Hanbosee OnacHbIM MPOSIBICHUEM CHHIIPOMa
WPW. Puck ®XK/BCC y Heneuenbix naiueHToB ¢ cuaapomoM WPW cocrasisiet 0,9-2,4 va 1000
yenoBeko-yeT. [Tonxon k crparuduxarnuu pucka npu HXT u pexomennamuu mo npopuiakTuke
BCC uznoxxeHsl B HAlMOHAJIBHBIX PEKOMEHIAIUAX M0 HAKENy10YKOBbIM Taxukapausm 2020 r.
u ¢ nepecMoTpoM B 2023 T.

KA nononnurensHoro mytu AB nposenenus npu cunapome WPW sBrnsiercss Haubonee
3¢ deKTUBHBIM JieueHueM 3a0oneBanus U npodunaktuku BCC.

. Y nereit ¢ OGECCUMNTOMHBIMHM JOIOJHUTEIbHBIMU MPOBOIALIUMHU IyTSIMHU
cTpaTtuduUKalus pucka He peKkoMeHayeTcs 10 8 et [678].

YYP C, VI 5
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3.4.5. Ilpogpunaxkmuxa éne3anHoil cmepmu y ROHCUIbIX

buonorudeckmii BO3pacT MOXKET YaCTHYHO BapbUPOBATHCS B 3aBUCHMOCTH  OT
COMyTCTBYIOIIUX 3a0oneBaHuil. ComyTcTByIOUIMe 3a00J€BaHUS 3HAYUTENIBHO BIHUSIOT Ha
BBDKMBAEMOCTh MalMEeHTOB ¢ mokazaHusmu k MK/[***  a Bbicokuil MHAEKC KOMOPOUIHOCTH
CBs3aH ¢ MeHbIUM dddexkrom umrmuiantarmu WK *** nns nmepBudHONH WM BTOPUYHOMN
npodmraktukun BCC. Tlokazanus k npumenenuro UKJ*** y moXuuibIX ManMeHTOB TOJDKHBI

OCHOBBIBATHCA Ha HHHHBHﬂyaﬂBHOﬁ OLICHKC O6IH€FO COCTOAHUA U COITYTCTBYIOIIHX 3a00J1eBaHUM.

° VY NOXWIBIX MAalMEHTOB C HAJIMYUEM IOKa3aHUH K MEpBUYHON NpoQHIaKTHKE
BCC, HO Manoil 0XuJIaeMoll OCTaTOYHOM NPOAOKUTEIBHOCTBIO JKU3HU, PEKOMEHIYETCs
paccMOTpeTh BO3MOKHOCTh OTKa3a oT uMmruiantanuu UK*** [680].

EOKIIbB (YYP C, Y/ 4)

3.5. KeJyao4KkoBbLIe APUTMHH ¥ PUCK BHE3AIMHONW CMEPTH V JAeTel

3.5.1. Jleuenue rnceiy0oukosvix apummuii y oemeit 6e3 CmpyKmypHozo 3a001e6anus
cepoua

. Hetam ¢ penxoit, 6eccumntoMuoi KT, y KOTOpBIX mpeanoyaraercst KpaiiHe
Hu3kuii puck BCC u no0pokayecTBEHHbIN XapakTep TedeHHs 3a00JieBaHUs, B OOJBIIMHCTBE
clydaeB He pekomeHJ0BaHo HazHaueHue AAT [51, 613].

EOKIB (YYPC, Y11 4)

Kommenrapuii. Taxue oemu myscoaiomes 8 amOVIamMoOpHOM HAOIOOEHUU C Yevio
DAHHE20 BbIAGNeHUS PA3ZBUMUS CUMNIOMO8 U NPODUIAKIMUKU BO3ZMONCHBIX OCTONCHeHUl. Jleuenue
KT mooicem 6vimob meouxamenmosuovim (AAT) u xupypeuueckum (unmepseHyuoHHwviM). B ceoro
ouepedb, MeOUKaMeHMO3HOoe leyeHue coCmoum u3 08yxX Hanpasienull. mepanuy, HanpasieHHou
Ha sxcmpennoe Kynuposanue npucmyna KT, u npomexmopHou mepanuu 0Jisi npedynpescoeHus:
803HUKHOBeHusi npucmynos. Cxema Mmeduxamenmosnozo aedenus KT 3asucum om
BbIPANHCEHHOCTU KIUHUYECKUX NPOAGTIeHUll (Yacmoma, OIUMeNbHOCb U MAXCECb NAPOKCUZMO8
KT), nanuyus umu omcymcmeuss CIIC, ¢paxkmopos pucka BCC, eo3pacma, noxaiuzayuu
cyocmpama apummuu, 3QhGPexmusHocmu UCnoab3yemvlx paree npenapamos. Ha cecoonsawnuii
0eHb Hem OaHHbIX, NOOMBEPAHCOAIOUUX NOIb3Y JIeUeHUS. APUMMUU Y DECCUMNIMOMHBIX NAYUEHIMO8
¢ coxpanenHoU ynryuetl sHcenyooukos. Kpome mozo, ¢ meuenuem epemenu, ocobenno y oemeil,
konuuecmso KO uacmo cnonmanno ymenvuiaemcs. Y omoenvHulx epynn nayuenmos, Hanpumep,
mex, KOmopbule He XOMsAm APOO0INCAMb HADI0OEeHUEe, MONCHO PACCMOMPemb 803MoXCHOCMb KA.
Y nayuenmoe ¢ nnomnocmuio sicenyoouxosot sxkmonuyeckou akmusnocmu menee 10% (donsa K9
6 CMpyKmype 6cex cokpaujenuil cepoya 3a cymku, no oanuvim XMIKI') nosmopnoe obcredosarue
Modicem  ObimMb  YenecooOpAsHvIM 8 Clyyde pa3eumus HOBbIX CUMNMOMOS UIU USMEHEeHUs

COCMOSIHUA NAYyUeHma.
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° MenukamenTo3Has Tepanus win KA pekoMeHI0BaHbI AETAM ¢ 4acThiMU KD wimn
KT, xoTopble MOTYT BbI3BaTh AUCQYHKIIMIO KeTyq0ukoB [51, 373, 613, 633, 634, 681, 682].

EOKIC (YYPC, YA 4)

KommenTapuil. B yenom neuenue demeti O0OAHCHO OblMb MAKUM Hce, KAK U 83POCIIbIX JTUY.
Tem ne menee, KA credyem omnodcums y demel panHe2o U Miaouie2o 803pacma u3-3a pucKkd
PA38UMUSL OCLONCHEHUL U OMHOCUMENbHO 00bUe20 pazmepa AOIAYUOHHO20 NOPANCEHUST NO
cpasHenuio ¢ demvmu Oonee cmapue2o eospacma [655, 656].

. Hersam ¢ HenpepsiBHO-peruauBupyromeit XT B oTCyTcTBHE HapylleHMM
LHEHTPaJbHOW TEeMOJAMHAMUKH, HO C HaJWYHMEM HAYaJbHBIX MPOSABICHUH apUTMOICHHON
TUCYHKIIMM ~ MHUOKapJa, pPEKOMEHIOBAaHO TMPOBEIECHHUE TEpanuh AHTUAPUTMHUUYECKUMU
npenapatamu, kmaccel I um III, OGera-ampenoOnokaropaMu M CEJIEKTUBHBIMU OJIOKATOpaMu
KaJIBIIMEBBIX KAHAJIOB C TIPSIMBIM JIEHCTBUEM Ha cepate [65, 66, 102, 343, 373, 633, 634, 679, 681,
682, 685, 686].

PKO IIaC (YYP C, Y1 4)

J PekoMenz0BaHO TNpUMEHEHHE aHTHApUTMHUYECKHX TpemnaparoB, kimacc IC B
KauecTBE allbTepPHATUBBI OeTa-aapeHoOJoKatopam unu #Bepanammiy** y nereir ¢ XT wu3
BBIXOJIHOTO TpakTa [51, 373].

EOK IIaC (YYP C, YA 5)

. Jleuenune KT/ KD #Bepanamunom™** He peKOMEHJIOBAHO JIETSAM B Bo3pacTe 10 1
rojia, B 0COOCHHOCTH €Clii y HUX ecTh npu3Haku CH, mubo manueHTsl yKe MPUHUMAIOT ApyTHe
JIEKapCTBEHHBIE CPEICTBA /IS JICUCHHS HapylieHul purma cepaua [S1, 687, 688].

EOK IIIC (YYP C, Y1 5)

KommenTapuii. Onucanvl cnyuau passumusi 2unomoHuu, C6A3aHHble C NPUEMOM
#eepanamuna™*. Credyem ommemumb, 4mo 80 6cex dIMUX CAYUAAX Y NAYUEHMO8 UMENUCL TUOO
npusnaxu CH, nubo nepedosuposka #Heepanamuna™*, nubo npuém Opyeux neKapcmeeHHbiX
cpeocma 05l iedeHusl HapyuleHull pumma cepoya 6 komounayuu ¢ #eepanamuiom™* [687, 688].

. Bremonaenune KA y aereit ¢ cumnromuoi uanonarnyeckoi KT/ XKD u3 obmactu
BTIDK wnu  7eBOXKemyJOYKOBOW  (acUMKYJISAPHOM TaxuKapAued, YyBCTBUTEIBHOW K
#BepamaMuny**, peKOMEHJOBAaHO B CiIy4ae, €ClId MEIUKAMECHTO3HAas Tepamusi OKa3ajiach
HeahPexTHBHON MM HeXxenatensHoi [51, 373, 634, 681, 687].

EOK IIaB (YYP C, Y1 4)

° Brimonnenne KA B ONBITHOM LEHTpPE y JET€M ¢ CUMOTOMHON MAMONATHYECKOMN
KT-BTJDK, obnactu aopranpHOro kiamaHa win snukapauaibHoi JXKT/KD pexomeHmoBaHo B
cIydae, eClIM MEIWKAMEHTO3Has Tepamus oOKa3anach Hed((EeKTUBHOW, WIM B KadyecTBe

aJbTEPHATHBHI MMOKU3HECHHOW MeIMKaMeHTO3HOM Teparuu [S1, 373, 613].
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EOK IIaB (YYP C, Y 4)

. Karerepnas abnamus XKT/2KD He pekoMeHI0BaHa AETSIM MIIAJIIIIC S JIET, T BECOM
Menee 10 Kr, 3a UCKIIIOUEHHEM ciydaeB Hed(DPEeKTUBHOCTU MeaukaMeHTo3HoU Tepanuu u XT ¢
TSKEJIBIMU HApYLIEHUSIMU TeMOAMHaMUKH [S1, 683 ].

EOK IIIC (YYP C, YA/ 5)

3.5.2. Ilpumenenue UK/[*** y oemeit

. Nmrmnantanus UKJ*** pexomenayercs ¢ nienbio Bropuanoi npodunaktuku BCC
y nerei, BikuBIIMX Hocie BOC B ToM ciydae, ecii TIIATENbHO BBIIOJIHEHHOE 00ClIeIOBaHHUE
UCKITIOYAeT BO3MOXKHOCTh YCTpAaHEHHMs ee NMpHUYUH Kak cpenu namuentoB 6e3 CIIC, Tak u npu
Hamnunu BIIC, KMII unm BpoxxaenHoi kananomnatuu (51, 614, 615, 616, 621].

EOKIB (YYPC, YIAS)

Kommenrapuii. llayuenmam 0014CHO Oblmb BbINOJIHEHO UHBA3UBHOE UCCIEO08AHUE
eemoounamuku u BCODPU. Heobxooumo paccmompemv  803MONCHOCMb — NPUMEHEHUs
AbMEPHAMUBHBIX MEeMO008 nedenus, maxkux kax KA unu xupypeuueckoe emewamenbcmeo, 0us
yempanenusi JKT. B cnyuasx neeozmooicnocmu yempanenus KT Oanuvimu memooamu noKa3aua
umniaumayus UK/[***[51, 614, 615, 616, 621].

Crparuduxanus pucka BCC y nereit ¢ 'KMII B Bo3pacte ot 1 10 16 €T BKIIOYUTEIBHO
MIPOBOJUTCS C WCIIOJIb30BAaHMEM HENAaBHO MPEUIOKEHHOTO M BAJTUAWPOBAHHOTO KaJbKYJISATOPA
pucka. [Tokazanus k umrutanaranun UK[*** y nereit ¢ TKMII npencrasnenst B pazaene 3.3.5.

3.5.3. Kamemepnas aonayun /KT y oemeit

. [TpoBenenne KA cyOctpara XT (kak mnepBas JUHUS JIEYEHUS WIH MpH
HeaphekTuBHOCTH AAT) peKOMEeHIOBaHO y JeTe ¢ remoanHamMudecku 3HauuMoil KT wumu
HAJIMYUEM apUTMOTEeHHOU mucyHKImu Muokapaa [51, 343, 373, 609, 633, 634, 681, 682, 689].

PKO IIaC (YYP C, Y11 4)

. PexomennoBano mpoBenenne KA (kak mepBas JHHHUS JICUCHHUS WU TpU
HeopdexktuBHOocTH  AAT) y gered mnpu Haauuuu  (GacUMKYJSIpHOM, #Bepamammi™*-
yysctButenbHol XT [51, 343, 373, 633, 634, 682, 690].

EOK I1aB (YYP C, Y 5)

. [IpoBenenue KA pexomenoBaHo y nereit ¢ cumnromuoi KT u3z BTIDK [51, 343,
373,634, 681, 682, 690].

EOK IIaB (YYP C, YA 5)

Kommenrapuii. KA moocem nposodumwvcsi y Oemeti ¢ noaumop@uoi KA 6 cuyuyae
OOMUHUPOBAHUL OOHOU U3 MOpponocull, Ui, Koeoa uzeecmen mpueeep, Ha KOmopwviil Oydem
nanpasiena aonayusn. KA KT ne pexomenoyemcs y oemeu ¢ beccumnmomuou KT, koeoa ne

odicudaemcs pazgumue apummozenHou ouc@yuxkyuu muoxapoa. KA KT ne pexomenoyemcs 6 mex
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cayuasx, koeoa KT obycrosnena npexooawumy RPULUHAMU, MAKUMU KAK OCMPbIIL MUOKAPOUM,

moKcuyeckoe ausanue meouxamenmos u m. o. [343].

4. MeauuuHCKasi peadMJIMTALUA M CAHATOPHO-KYPOPTHOE JIeYeHHe,
MeJMUMHCKHE IOKA3aHUSA M INPOTHBOINOKA3AHUSA K IPHMEHEHUI0 METOH0B
MEIHIMHCKON peadMIMTAlMH, B TOM 4YHMCJe OCHOBAHHBIX HA MCIIO0Jb30BAHUH

NPUPOAHBIX JIe4eOHBIX PAKTOPOB

Kapauonoruueckas peabunuTanys npeamnonaraeT co0oi KOMIUIEKCHBIE 10JITOBPEMEHHBIE
IIPOrpaMMbl, BKJIIOYAIOIINE MEAUIIMHCKOE HAOJI0/IEHUE, 103UPOBAHHbIE (PU3UYECKHUE HATPYy3KH,
Monaudukanuo GakTopoB puUcKa, 00yueHHe U KOHCYIbTHpoBaHue. [IporpaMMbl HampaBiieHbl Ha
OTPaHMYCHUE HETaTUBHBIX (U3MOJOTHUECKUX U TCHXOJIOTUYECKUX MPOSBICHUHN CEpASCYHOTO
3a0oneBanus, cHWkaOT puck BCC M KOpOHApHBIX KartacTpod, MO3BOJSIOT KOHTPOJIUPOBATH
CUMITOMBI 3a00J1€BaHus, YIy4llaTh GU3nueckuil u npodeccruoHalbHbli cTatyc nanuenra [691].
[TaruenTamMu, UCXOABl y KOTOPBIX YJIYUYIIAIOTCS MPU BKIIOUYEHUU B MPOTrpamMMbl peaOuIUTaLINY,
apisitoTest: nauueHtsl ¢ OKC, nepeneciine aoprokopoHapHoe urynrupoBanue, YKB, koppekuuto
KJIAIIAaHHOTO TOpaXeHHs, MEepecajkKy cepAla, a TakXkKe MNalMeHThl cO CcTeHoKapauei [692].
[Tporpammbl peaOunurauuu Juisi nanueHToB ¢ JKHP kak TakoBoi B Hacrosimiee Bpemsi He
cymiecTByeT. PeaOuinuTanioHHble MEpPONPHUATHS JTOJKHBI OCYIIECTBISTHCS B COOTBETCTBUH C
OCHOBHBIM 3200JI€BaHHEM, SBISIONIUMCS IPUINHON apUTMUH, €CITU TaKOBOe uMmeeTcs [693].

Orpannyenne (pU3MYECKHMX HArpy30K PEKOMEHJOBAHO TAlMEHTaM B COOTBETCTBUH C
UMEIOIIMMCS 3a00JIEBaHUEM CEPACYHO-COCYTUCTOM cucTeMbl [693], B TOM uunciie, B COOTBETCTBUU
CO CTaJIMe, TSKECThIO U CTENEHBIO0 KOMIIEHCAIIH OCHOBHOTO 3a00JIeBaHUSI.

. [Tanmentam crapuie 18 ner mocne ycnemHot KA pekoMeHI0BaHO paccMOTPEThH
BO3MOYXHOCTh OTPaHHYEHUS (U3MUECKON aKTUBHOCTH B TIpeJiesiax OBITOBBIX HATPY30K B TCUCHUE
1 Hemenu - 1 mecsIa; ATUTENBHOCTh OIPAaHUYEHMS JTOJKHA ObITh OOOCHOBAaHA KIMHUYECKUM
COCTOSIHMEM TallMeHTa U BEPOSTHOCTHIO PElUINBA HapylIeHus putMa [694, 695, 696, 697].

PKO IIbC (YYP C, Y/ 4)

Kommenrtapmii. Ocpanuuenue ¢usuueckou axmuenocmu He O0O0JNCHO NPOMUBOPEYUNb
02PaHUYeHUsIM NO HOB00Y OCHOBHOU cepoeyHo-cocyoucmou namonoauu. Ilpu omcymcemeuu
ocnoocnenuil KA nposedenus cneyuanbHvlx peadurumayuoHHblX Meponpusimuil He mpeoyemcs,
npocpammuvl  peabunumayuu  OA3UPYIOMCs HA PEKOMEHOAyusx no JAe4eHUurd) OCHOBHO20
3a001e6aHUSL.

. [Taruentam ¢ cepbe3HbIM ocioxkHeHMeM KA pexkomeHnoBaHa cKopeiias

rocrnuTanui3anus B crauuoHap [246, 698, 699, 700].
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PKO IIaC (YYP C, Y/ 4)

Kommenrtapuii. B ciyuasx 6osnuknosenus noowix ocnodxcrhenuil nocie KA, ¢ mom uucne
OMCPOYEHHDIX, noKasama cKopetiuias eocnumanuzayus 8
KapOUuoI02UeCKUll/KapoOuoXupypeuieckutl CmayuoHap (CpouHas KOHCyibmayus 6 cmayuonHape)

0151 nposedetst He0OX0OUMbBIX 1e4eOHO-0UACHOCTNUYEeCKUX MEPONPUSIMULL.

5. IlpodwmiakTuka W JUCHAHCEPHOEe HAOJI0AeHHEe, MeIUMIUHCKHE

IMOKa3aHUA U IIPOTUBONNOKA3AHUA K IPUMEHCHUI0O METOAO0B l'[pO(l)I/IJIaKTI/IKI/I

[Ipopunaktuka BCC — 3TO KOMIUIEKC MEpPOINPHUATHH, TPOBOJUMBIX C IICJIBIO
NpeAyNpeXACHUS WIM YMEHbIIeHUs BepoATHOCTU pa3Butus BCC, KOTOpbIN OCYIECTBIsAETCA Y
mut, nepexuBmmx BOC (BropuuHas mpouIakTHKA) WIK Yy ManueHToB 0e3 snu3onoB BOC B
aHaMHe3e, HO wuMeronwmx ¢akropsl pucka pasutusa BCC (mepBuyHash mNpOQHIIAKTHKA).
[Ipodunaktuka pucka BCC nomxna BKIHO4aTh B cebs Moaudukanuioo (akTopoB pHCKa
3a00yieBaHM, a Tak)Ke MPOBEJIEHUE AJCKBATHOTO MEIMKAMEHTO3HOTO JICUEHHUS OCHOBHOH U
conytcTByome  matonorun  [519].  Bo3moxHble  jedeOHbIE  MEIMKaMEHTO3HbIE U
HEMEJIMKAMEHTO3HbIE MEPOINPHUATUS M3JOKEHBI B pas3feine 3 [OaHHBIX pPEKOMEHIAIUH u
paccMaTtpuBaroTcs kKak npodunakruka BCC.

Cmpamugukayus pucka

baurensHocte mo otHomenuto k OKI- u OXOKI-npuszHakaMm HacieICTBEHHBIX
APUTMOJIOTHUECKUX 3a00JICBaHUH SBIISIETCS BAXKHOW YaCThIO KIIMHUYECKOM MPAKTUKH U ITO3BOJISIET
CBOEBPEMEHHO BBISIBUTH JIHI] C BEICOKUM prckoM BCC. OnHako A0 CHX MOp HET €IMHOTO MHEHUS
0 TOM, JOJDKEH JIM TaKOW THIATENIbHBIA MOAXOJ PacCHpOCTPAHATHCS HA MACCOBBIM CKPUHHUHT
HaceseHus Ha Hanumuue pucka BCC. B Uranuu n SAnonnn Beenens! cuctemsl DKI'-ckpuHuHra B
LEeJISX BBISIBJICHUS JIMI] C HACJIEJACTBEHHBIMH apUTMOJOTUYECKHUMH 3a00JICBaHUSIMU, HE
MMEIOIUMH KaKoi-mmoo cumnroMatuku [554, 693, 701].

B EBpone u CIIIA o00s3aTenbHBIM SBISETCS CKPUHUHT CIIOPTCMEHOB  TIEpen
COpPEBHOBAHUSIMH, COTJIACHO TpeOoBaHUSAM MeEXIyHApOAHOTO OJMMITMMCKOTO KOMHTETA, XOTS
nocJie/iHee ucciienoBanue B M3paunse mokasano OTCyTCTBHE U3MEHEHUH B yactoTe ciaydaeB BCC
y pogecCHOHANIbHBIX CIIOPTCMEHOB MOC€e BBeieHus1 ckpuHuHra [702, 703, 704, 705].

Peructpanus u ananu3 OKI' BEINOIHAIOTCS BceM aunaM ¢ BICOKUM pruckom BCC, a Takxe
IpU TUIAHOBBIX JIMCIIAHCEpPHU3AIMAX B3pOCIOro HaceleHus. B COOTBETCTBUM ¢ MpUKa3oM
MunuctepcrBa 3xapaBooxpaHeHusi Poccuiickoit ®enepauuu, peructpauus OKIT B 12-tm
OTBEACHUAX MPETyCMOTPEHA MTPH TUIAHOBBIX TUCIIAHCEPU3ALUAX B3POCIOrO HACEIEHUS:

- I MY’>KYUH cTapiue 36 JIeT U KEHIIUH cTapiie 45 JeT Npu KaKIoM MPOXOXKIACHUN

nucnancepusanuu (To ecth 1 pas B 3 roga);
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- U1 MYXXYHMH B BO3pacTe A0 36 JIeT U KEHIIMH B BO3pacTte 70 45 JIeT Mpu NePBUYHOM
MPOXOXKJICHUH ucrancepusanuu [706].

o B HacTosiee Bpemst He peKOMEHI0BaHO MpoBeeHue obienomysiuonHoro KT -
CKpUHHUHTA B CBSI3M C HEIOCTATKOM HWH(POPMAIIMU O €r0 3KOHOMHYECKOW 3PPEKTUBHOCTH W
HEU3BECTHOM KOJIMYECTBE JIOKHOIOIOKHUTEIbHBIX U JIO)KHOOTPUIATENBHBIX PE3yNbTaToB [42,
707].

PKO HIC (YYP C, Y/ 4)

. brmwkailmuM  poJCTBEHHUKAM JKEPTB BHE3aIHOW CMEPTH PEKOMCHIIYCTCS
COOOIIUTh O CYIIECTBYIOIIEM [UIsi HUX PUCKE W HEOOXOJUMOCTH OOCIeIOBaHUS Yy Bpaua-
KapAHoJora B TOM cliydae, ecii MaToJIOr0aHaTOMUYECKOe MCCIeOBAaHNE U aHAIIU3 HE BBISBUIU
OYEBUJIHBIX aHOMaNMK. KOHTaKT ¢ pOJCTBEHHHKAaMHM >KEPTB BHE3AIHOW CMEPTH JOJDKEH
MPOUCXOIUTh C YYETOM UX ICHXOCOIHMAIBHBIX TIOTPEOHOCTEH W C HCIIOJIb30BAHUEM
MEXIUCIUIUIMHAapHOro noaxoxda [582, 708, 709, 710, 711].

PKO IIaC (YYP C, Y11 3)

Kommenrapmii. /lpumepno 6 nonosune ciayuaes y poocmeennukog scepme BCC
VCMAHABIUBAIOM OUACHO3 HACIE0CMBEHHbIX APUMMON0SUYECKUX 3a001e8anUll, npedxcoe 8ce2o,
kananonamuti (hanpumep, CYUQT, cunopoma bpyeaoa unu KIDKT), pesce — nauanbHwix
nposignenuti  kapouomuonamutl [npexcoe ececo I'KMII u AKIDK], a maxoice cemetinot
eunepxonecmepunemuu). Eciu npu cunopome eunezanuou neobwschumou cmepmu (CBHC), a
maxoice NpuU  6HE3ANHOU APUMMUYECKOU CcMepmu Ul CUHOpOMe B6He3anHoOu cmepmu
Hosopooicoennozo (CBCH) namonocoanamomuueckoe ucciedoganue no2uduieco Hego3MONCHO,
U K020a Namon020aHAMOMUYLECKoe UCCIe008aHUe He BblAGIAem CMPYKMYPHbIX AHOMANUl, a
pe3yibmamsl MOKCUKOIOSUYECKO20 AHANU3A 68 HOpMe, ONUNCAUUUM POOCEEHHUKAM Clledyem
coobwums o0 cywecmayowem Oisl HUX PUCKe BHEe3aNHOU cMmepmu U HeobXooumMocmu
obcneoosanus y epaua-kapouonoca. Cemetinviii anamues nosmopHulx ciyuaes CBHC 6 monooom
eozpacme (0o 40 nem) unu npu HAIUNUU HACTEOCMBEHHLIX 3A001€8aHUL cepoya ABNAEMCs
HEeOnpOoBEPHCUMBIM 00B00OM 8 NOJIb3Y 00CIE008AHUS BCEX UTIEHOE CEMblU.

o CKpUHUHT POJICTBEHHUKOB >KEPTB BHE3AITHOW CMEPTH PEKOMEHAYETCS BECTH IO
MPEJICTAaBJICHHOMY  MPOTOKONYy  (CM. KOMMEHTAapWii), YYHTBIBas DJKOHOMHYECKYI) U
MH(GOPMaLIMOHHYIO 11e1ecoo0pa3HoCTh Kaxkaoro Merona [87, 88, 710].

PKO IIaC (YYP C, Y1 4)

Kommenrtapmii. /Ipeonosceno  Heckonbko — pazuvblx  NPOMOKONO8  Oisl  CKPUHUHSA
DPOOCMBEHHUKO8 JICepme GHe3anHou cmepmu. B ocnoge ecex smux npomokonos nedxcum
nOwazo8wvlli N00X00, K020d 8 Nepayio ouepedsb UCHONb3YIOM HAuMeHee 00P020Cmosauue Memoobvl

060]16@0661H1/l}l, 0aiow;ue MAKCUMATIbHBIL 00beM 1/;€HH012 qubopmauuu, nocne 4eco Ha OCHoearuu
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NOJNYYEHHLIX Pe3YIbmamos U C YYemomM OAHHLIX CeMEUH020 aHAMHe3d Nepexoosm K
00NOIHUMENbHOMY 00c1ed08anuio. Eciu 6 xo0e 0bcredosanus 6blAGIAIOMC CIMPYKMYPHble UTU
NeKmpudecKue UsMeHeHuUs, CeUoemenlbCmayuue 8 No1b3y KOHKPemHo20 0Ua2Ho3da, HeobXxo0umo
C1ed08ams CMAaHOapmMHOM)Y HPOMOKOLY 00CIe008aHUsL NO COOMBEMCMEYIOUieMY OUACHO3Y.
Ilepgvim  wiacom 6 NOCMAHOBKE NOCMEPMHO20 OuAcHO3d, 00 Hauala 00C1Ie008aAHUs.
POOCMBEHHUKO8 no2udwe2o, a6isaemcs muamenvuviii coop anamuesa. B ciywae BCC monoowix
auy 0o 40 nem, y Oaudcatiuuux poOOCMBEHHUKOB8 8 Nep8ylo oyepedb, Caedyem UCKIIOUUMb
Kapouomuonamuu u Kauaronamuu. Pexomenoyemcs oyenxa npeouiecmeosaguiux cepoeyHblx
CUMNMOMO8 (8 MOM Yucie 0OMOPOKO8 Ul CYOOPONHCHBIX NPUNAOKOS8) U MujamenbHoe uzyienue
obcmosamenbcme cmepmu, a makxce cOOp U AHANU3 NPUNCUSHEHHBIX KAPOUOLO2UYECKUX
saxnouenui. Y auy cmapwe 40 nem, 6 nepgyio ouepeds, uckmouaiom gaxkmopwl pucka MbC
(Hanpumep, axmueHoe UL NACCUBHOe KYpeHue, ouciunonpomeuremuro, Al uiu caxapHolii
ouabem). Heobxooumo cocmasums poOOCI08HYIO NO2UOULe20 8 Mpex NOKOJEeHUsX, 8 KOMOopou
001)1CHbl ObIMb OMPAHCEHbL 8CE CNYUAU BHE3ANHOU CMepmu U POOCMBEHHUKU C CepOedHbIMU
3abonesanusmu. Cnedyem, no 603MONCHOCMU, NOJYUUMb APXUBHbIE MEOUYUHCKUE Kapmbl U/ulu
pe3yibmamsl NAmMo020AHAMOMUYECK020 UCCIedo8anus. B nepsyio ouepedv o06criedosanuo
noonexcam poOCMEEeHHUKU C NPUSHAKAMU 3a001e8aHull cepoyd, makumu Kak o0OMOpOKU,
yuawjeHHoe cepoyeduenue uiu ooau 3a epyounou. Eciu 6 cemve omcymcmseyem OuacHos
cepOeunvlx 3a001e6aHull, ciedyem npogecmu CKpUHUHS MATIeHbKUX 0emetli Xoms 0bl ¢ NOMOWbIO
OKT u OXOKT.

Bremonunenue 3XOKI' menecooOpa3Ho B KauecTBE METOJa CKPHUHHMHTA TAIMEHTOB MpPH
HaJIMYUU [TOATBEPKIECHHOT0 quarno3a uiu nogo3penus Ha KA. 9XOKI cienyer paccmaTtpuBath
y Bcex nanueHToB ¢ KA, y kotopeix npeanosaraercs uinn umeerca CIIC, a Takxke B rpynmnax
MalMEeHTOB ¢ BHICOKUM puckoM pazButus KA unu BCC — nanpumep, y nanuentoB ¢ JJKMII,
I'KMIT u AKIDK, a taxke y manMeHTOB, NepexuBmMX ocTpeld UM, M y pOACTBEHHUKOB
MAIUEHTOB C HACJIEJICTBEHHBIMU 3a00JIeBaHUSIMU C BBICOKUM pruckoM BCC [65].

Jlucnancepnoe nabnooenue

Hucnancepuzamusa mnamnueHToB ¢ KA u nosimeHHBIM puckoM BCC mpoBoguTcs B
COOTBETCTBUH C MOPSAIKOM JTUCIIAHCEPHOTO HAOIIOIEHHS 3a B3pocabIiMU (rpruka3 M3 PO Nel68u
o1 15.03.2022 r.) He pexe ABYX pa3 B r0JI C OLICHKOM CJIeIyIONUX oKa3zarenei: M3amepenne maccol
tena (MUMT), Onpenenenue okpy>KHOCTU Talluu, cTaTyc KypeHus; V3mepeHue aprepuanibHOroO
JIaBJICHUs Ha TMepu(epudecKux apTepusx, M3mepeHue dYacToThl CEepAleOHEHHS; CKOPOCTb
kiyOoukoBod QuibTpanmu (He pexke | pasa B ron); MccnemoBaHue YpOBHSI XOJECTepHHA

JIUTONPOTENHOB HU3KOW TNIOTHOCTH B KPOBH (HE peke 2 pa3 B IO, MO MOKA3aHUIM); PETUCTpaLlUs
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OKI (ne pexe 1 pa3za B ron); 9XOKI (ue pexe 1 paza B ron); XoaTepoBCKOE MOHUTOPUPOBAHUE
cepliedHoro purMa (He pexe 1 pasa B roji, o noKa3zaHUsIM).

BonbHbIE C BBICOKUM PHCKOM CEpPACYHO-COCYIUCTBIX OCJIOXHEHHM WU Tpu
BO30OHOBJICHUM W/WIM Y4YalllEHUW OJMH30/I0B HAPYIICHWH pUTMA Ceplala, MOSBICHUU
NPECUHKONAIBHBIX W/WIM CHHKONAJIBHBIX COCTOSHUN HaOJIIOMal0TCs BPavuoM-KapAHOJIOTOM
NOJIMKJIMHUKY, KapAUOAMCIIAHCEpa, YUPEXKACHHUS C HMEIOIIUMUCA KOMIETEHIHUSIMH IO
JIMarHOCTUKE W JICYCHUIO HAPYLICHWM pUTMa M MPOBOAMMOCTH cepaua 4 pasza B roxn [712].
Habmonenne mnamumentoB ¢ HWKJ[ ocymectBiasercs B yUpeXACHUSIX C HMEIOLIUMUCS
BO3MOXXHOCTSIMU WJIM OTACJEHUSX M0 [JUAarHOCTHKE U JICUEHUIO HapylIEHUWM puTtMa u
IPOBOAMMOCTH Cep/lla B TEUEHUE MEPBbIX 6 MECSILEB MOCie UMIUIAaHTAlUY, Jajiee - He pexe 1
pasa B roj, a Takxke nocie cpadareiBanuss MKJ[***,

Lenecoobpa3zHo paccMOTPETh BO3MOKHOCTh JTUCIIAHCEPHOTO HAOIIOIEHUS HE peke IBYX

pa3 B roj nauueHToB ¢ KA u noseimeHHsiM puckom BCC.

6. Opranusanus oKa3aHusi MeIUIIUHCKOH MOMOIIH

Bun momomnm u mopsaok ee okazaHus 3aBUCHUT OT 3tuosioruud KT u comyTCTBYIOIIEH
naronoruu. CTpykTypHas WM (yHKIHMOHAJIbHAs TMATOJOTHsS Cepala, OcoOeHHO Tpu ee
MIPOTPECCUPOBAHNH, MOXKET SBJIATHCS OCHOBHBIM ITOKAa3aHUEM JIJISl TOCTTHTATU3AIIH.

Boszmooicnocmu  ambynamopuoi.  nomowu nayuenmam ¢ KTA oepanuuusaromces
CeOYIOWUMU CYUAAMU.

1) TIlaumMeHTBl C XpPOHMYECKMMH CTAOWIBHBIMU apUTMUAMHU 0Oe3 HapylleHUH
remoanHamuku: JKO, HYXT, penkue npuctynsl MenneHHbix XKT;

2) O6cnenoanue y nanueHToB 0e3 CIIC s BBISBIGHUS CKPBITOM IMATOJOTHHU CEplla,
kputepues pucka BCC;

3) [loaroroBka K TOCMUTAIN3AMH NTPU CTAOMIBHOM COCTOSTHUY TAI[MEHTA;

4) HaOmrogeHwe T1OCiHe XUPYPTUYSCKUX W HHTCPBEHIIMOHHBIX  BMEIIATEIIBCTB,
UMITIAHTAIMA  AJIEKTPOHHBIX  ycTpoiicTB  (DKC***  UKI[***,  snexrpokapanocTuMysistop
UMIUTAHTHDPY EMBbIii TPEXKaMEePHBIN (GuBeHTpUKyISIpHBIIT) ** */KapIHOBEpTEP-1eHUOPUILTATOD
UMIUTAaHTHPYEMBIN TPEeXKaMepHBIN (OMBEHTPHUKYISIPHBIN)***).

Ilokazanusa 0na na1ano6oll 20CRUMANU3AUUU:

1) BmepBeie Bo3HuKIIAs cuMnToMHas JKD, CONpOBOXAAMOMIAACA pPA3BUTHUEM HIIU
3HAYUTENBHBIM ycyryonenuem CH;

2) BnepBble BO3HHKIINE WU peUuAUBUpYIoLIMe 3nu304bl ycroiunBoi KT 6e3 BOC,

TpeOytomiel CrenuIM3npOBaHHOTO JICYEHUS B IUIAHOBOM MOPSIIKE;
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3) IIporpeccupoBanre OCHOBHOTO 3a00JIeBaHUS B CIIydasiX, KOTJa apUTMUS HE SBISIETCS
reMOJIMHAMHYECKH 3HAUUMOl;

4) Ilpu Herh(HEeKTUBHOCTH AOTOCHUTAIBHOTO JIEUEHUS CHUMITOMHBIX XPOHHUYECKUX
crabunbHBIX JKD, HYXKT, memnennnix JKT.

Ilokazanusa 0na IKCMPEHHOU 20CRUMANUZAUUL

O06s13aTeNbHOM rOCIUTAIM3AIMHI MTOJIekKAT HAllMEeHThI, Y KOTOpbIX Ha (poHe KTA umerorcs
NPU3HAKK  ApTEPUAIbHOM T'MIOTOHUH, OCTPOM  JIEBOXKEIYJOUKOBOW  HEJOCTATOYHOCTH,
AQHTMHO3HOTO CHHJPOMA, YXYJIIEHHUs MO3roBoro kpoooOpamienus. Ilpu nmogospennn nHa UM
HE00X0JMMO SKCTPEHHO JOCTaBUTh MALIMEHTA B MEAUIIMHCKOE YUPEKICHHE.

. Benenue namueHTa mociae peaHUMMAalMOHHBIX MEPONPUSTUNH pPEKOMEHAYETCS B
MEIULIUHCKUX YUYPEKACHUAX C MYJIbTHUAUCIMIUIMHAPHBIM MOJX00M K MHTEHCUBHOM Teparuu 1
BO3MO’KHOCTBIO BBITIOJIHEHUS EPBUYHBIX KOPOHAPHBIX BMewaTenbcTB, BCO®U, ummnnantanuu
BCIIOMOTATENIbHBIX KEIYJOYKOBBIX CUCTEM JUIsI MEXaHUYECKOW MOJICPKKH KPOBOOOpaIleHus, B
TOM YHCJE JKCTpakopropaibHO MeMOpaHHOH okcureHauun (OKMO), xupyprudeckux
BMENIATEILCTB HAa CEPJLIE U COCyAaxX U TepaneBTudeckon runotepmuu [115, 713, 714].

EOKIB (YYP C, Y/ 5)

Kommenmapuii: Kax npaBuio, TaKUMH BO3MOKHOCTSIMHU 00JIaJIaf0T CTAI[IOHAPHI 3 YPOBHS

o KATI' ¢ BO3MOXHOHM NOCIEAYIOLIEN aHTHOIUIACTUKON B TEYEHME NEPBBIX 2 4acoB
FOCIHUTAIM3AIMN PEKOMEHJOBaHa MalueHTaM BbICOKoro pucka ¢ MMnST, B Tom uucne c
xuzHeyrpoxaroummu KA [398].

EOKIC (YYPC, YA 5)

IIpu ocraHOBKE KpOBOOOpAIEHUsI TrocCIUTanu3alus Tpedyercss cpa3y ke Iocie
KyIUPOBaHUS MPUCTYNIa M BOCCTAHOBJIEHHUS HOPMAaJbHOW CepAEYHON JesTenbHOCTH. Ecmu
peaHWMAallMOHHBIE  MEPOIPHUSATHS HE TMpUHECTM HeoOxomumoro dddekra, mManueHTa
TPAHCTIOPTUPYIOT B cTanuoHap 0e3 co3HaHus. [Ipu 3TOM Mo 1opore HEMPEpHIBHO BHIMOIHSIOT
VCKYCCTBEHHYIO BEHTUISLMIO JIETKAX U HENPSIMOW Maccak cepaLa.

[TanmentoB ¢ npuctynamu napokcusManbHol JKT ciegyer rocnuTanu3upoBaTh B Cilydae
oTcyTCTBUS 3¢ (deKTa OT HEOTJOXKHOM Tepamuu, a TakkKe IpU HaJU4YUHU MPU3HAKOB OCTPOM
JIEBOKETYJOUYKOBOI HEJJOCTATOYHOCTH, YXY/IIIEHUS MO3TOBOTO KPOBOOOpaIlleH!s, apTepUaIbHOMI
TUIIOTOHUH, aHTMHO3HOTO CUHIPOMA.

lNocniuranuzanuu noanexar nuua, nepeHecure npuctyn KT, ycnemHo KynupoBaHHBIN
Ha JjorocnutagbHoM AdTane mpu Haauuuu CIIC wnu mpu  OTCYTCTBUM  pe3ysbTaToB
KapAHOJIOTMYECKOro 00ClIeJOBaHMsI, MPU HAJUYUU COIMYTCTBYIOIIUX 3a00JieBaHUM, BHICOKOM

PUCKE pa3BUTHUA OCJIOKHEHUM.
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[Ipu pedpakTepHOil OCTAaHOBKE CIIOHTAHHOTO KpoBooOpamieHuss u HedIPPEKTUBHOCTH
MEpPOIPUITUIA  paclIMpeHHOM cepaeuHo-ierouyHod peanumanuu (CJIP) 1menecoobpas3Ho
paccMOTPETh BO3MOXKHOCTh TPUMEHEHUSI TEXHOJIOTUU BeHO-apTepualibHoii DKMO B KoMILIEKCe
pacupentnoit CJIP (3CJIP).

PedpaxTepHOii OCTaHOBKOIM KPOBOOOPAIICHUSI B HACTOALIEE BPEMS CUUTAIOT OTCYTCTBUE
BOCCTAHOBJICHHSI CHOHTAaHHOTO KpoBOOOpalleHus B TeueHrne 30 MUHYT pacllupeHHON CcepieyHo-
JeroyHol peanumanuu. C TOYKM 3pEHUS] KIMHUYECKOW CBOEBPEMEHHOCTH npumeHeHus DCJIP
pedpakTepHOil OCTAaHOBKOH KpOBOOOpAIleHUsI cielyeT NpHU3HaTh B cCiaydae Oe3yCHeUIHOCTH
pEeaHNMAIMOHHBIX YCHIINHN B TeueHre 20 MUHYT W/WJIH TIOCIIe 3aBepiieHns 3 moHbIX nukios CJIP
¢ npumeneHnuem amuonapona**. I[Ipumenenne OCJIP BO3MOXKHO TOJBKO B MEIUIIMHCKOM
OpraHu3aIy, UMEIOIIEH B CBOEM COCTaBe MopasiejieHHe ¢ onmbIToM padoTsl ¢ DKMO.

Pemenne 06 DCJIP nomkHO OBITH MPUHATO B MECTE€ OKa3aHUS MEAMLMHCKOW MOMOIIH,
BKJIIOYAsl 3Tall MEAMLIMHCKOW 3BaKyalluu, €CJIM IMPEANOIaraéMblii CpOK ¢ MOMEHTA MPUHATHUS
pelieHus 10 ycTaHOBKU cucTeMbl He mpesbimaer 20-30 munyt. Takum oOpa3zom, ¢ MOMEHTa
OCTaHOBKH KPOBOOOpAIICHHS 10 MOMEHTA KCTpaKOpHopaabHOil nepdysun ¢ nomoiiso IKMO
NOJDKHO Tpoiith He Oonmee 60 MuuyT. [IpeBbllieHMe 3TOro BpEMEHHM MNPUBOIUT K
HEYJIOBJICTBOPUTEIIBHBIM pe3yJbTaTaM TNPUMEHEHHUS TEXHOJOTMH B BHJE HEOJArompusATHBIX
UCXOJI0B U HEOOPAaTUMBIX MOCTTUINOKCHYECKUX M3MEHEHUN CO CTOPOHBI IIEHTPAJIbHON HEPBHOMN
CHUCTEMBI. CTPOroe COOJIIOJIEHHE KpUTEpUeB NpUMEHEHUs BeHo-aprepuainbHoii OKMO mnpu
nposeaeHun CJIP (mpuJjioxkenue A3).

Oka3zanue nomouiu nAYUEeHmam ¢ 6HE3ANHOU 0CMAHOBKOU KP08OOOpaueHu 6
CMAUUOHAPHOM OMOENEeHUU CKOPOIl MEOUYUHCKOU NHOMOULU

[Topsanox npeacTaBiieH B NPUJI0KeHUH A3.

Iloxkazanusa K éplnucke nayuenma u3z CmMayuonapa

HenecooOpa3zHocTh AanbHEWIIero MpeObIBaHUS B CTalMOHApe W  BO3MOXKHOCTH
aMOyJIaTOPHOTO JICUEHUS ONPEACTSIOTCS TI0 UTOTaM 00CIIeI0OBaHUS.

. Pannsis (mepen BeImuckoi u3 cranuonapa) ornenka @B JIDK pekomenmoBana BceM
nanueHTaMm nocie UM [251, 399, 715].

EOKIC (YYPC, Y1 5)

Tlayuenmul mocym Ovimb 6blnuUcamsbl U3 CMAYUOHAPA 8 Ce0YIOUWUX CIYUAAX:

1) BrimonHeHuWe  pajMKaAlbHOTO WM  NAJTMATUBHOTO  XHUPYPIMYECKOTO U
WHTEPBEHLIUOHHOTO JICUCHHUS,

2) UmmutanTanus kapauoBeprepa-aehuopuiuistopa™**, eciau He TpeOyeTcs MPOI0IIKCHIE
Tepanuu B yCIOBUSAX CTAl[MOHAPA M0 OCHOBHOMY 3a00JIEBaHUIO;

3) D¢ ¢extusnbiit nogdbop AAT u Tepanuu 0OCHOBHOTO 3a00JI€BaHMS;
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4) YcraHoBieHHe nauarHo3a M mnporHoctuuyeckoro 3Hadenus JKTA, He Tpebyromiee
cpouHoii koppekuuu AAT, Xupyprudeckoro WM HHTEPBEHIIMOHHOTO BMELIATENIbCTBA,
nmMrutanTaran K[ **,

Huvle opeanuzayuonnsle nooxoowl

VY HecoBepuieHHONETHUX IienecooOpasna peructparus OKI mpu npoduimakTudeckux
MEAUIMHCKUX ocMOTpax B 1 rox, 6, 15, 17 net, a Takke Npu IpeaBapUTEIbHBIX MEAULIIMHCKUX
OCMOTpax Mepe] MPUEeMOM B CPEJHUE U BBICIINE 00pa30BaTENIbHBIC YUPEKICHHUS, BHIITOJHEHUE
OXOKI' B 6 ner [42, 706, 707, 716]. Mmeercs yTBEpX ACHHBI NOPAIOK MPOXOXKIECHUS
MEAULMHCKMX OCMOTPOB HECOBEPUIEHHOJIETHUMHU. OCOOEHHO Ba)KE€H IE€HEAJIOrMUeCKUid METOJ
aHaJM3a y JIUI] MOJIOZOrO BO3pacTa, CTPAAAIOIIMX PEUUAMBUPYIOIIMMH MPHUCTyHaMH IMOTEpU
CO3HaHUA Wi umeromux anomanuu Ha DKI' [716, 717].

Aemomamuueckue HapydicHvle 0ehUOPUNITIAMOPYLL 8 MECMAX CKONJIeHUsl TH00ell

. ABTOMaTHUYECKHE Hapy>KHbIE NeUOPUILIATOPH] PEKOMEH/IyeTCsl yCTaHABIUBATh B
00I11eCTBEHHBIX MECTaX, I/I€ CYIIECTBYET 3HAUYUTEIbHAS KOHLIEHTPALHS JII0/IeH, UTO CYLIECTBEHHO
MOBBIIIAET BEPOSTHOCTh BO3HUKHOBEHUS cutTyanuu ¢ BOC (Hampumep, B LIKOJAX, a3poropTax,
Ha BOK3&Jlax W CTaJUOHAax), WIM B MeCTaX, IJ€ HET HWHOM BO3MOXKHOCTH AePUOPMILIALUU
(Hampumep, B 0€3/1aX, Ha KPYU3HBIX JIallHEpax, B camojeTax u T. A.) [718, 719].

EOKIB (YYPC, Y1 4)

Kommenrtapuii. B Oonvuiuncmee ciyuaeé ocmanoska cepoya npoucxooum 6He CMmeH
neuebnoco yupesxcoenus. Ilpu sxcmpenHot Oeubpuniayuu waHcyl HA B0CCMAHOBIEHUE
HOPMANbHO20 pUMMa U CmabulbHO20 CepoeyHo20 BblOPOCa HAMHO20 Gblule, YeM Npu
omcpoyennol dedpudpunnayuu [718, 719, 720].

o PexoMenayercss paccMOTpPeTb BO3MOXKHOCTh OOYU€HHSI OCHOBHBIM MPHUHIIMIIAM
peaHrManyy poJCTBEHHUKOB MAallMEHTOB ¢ BbICOKUM puckoM BCC [719].

EOK IIbC (YYPC, Y1 4)

Mozeym 6vimb ucnonv3osamsi:

- TenemenMIIMHCKOE KOHCYIbTUPOBAHHE MAIMEHTOB.

- Y 1aneHHbIil MOHUTOPUHT aMOyJIaTOPHBIX MAIIMEHTOB C UMIIAHTUPYEMBIMHU
YCTPOMCTBAMMU.

B oxazanmu momomm marmentam ¢ JXT m BCC memecooOpa3HO BhIZIETICHUE YPOBHEH
OKa3aHUs TIOMOILIM C pa3IUYHBIMH BO3MOXKHOCTSIMM OKa3aHUS TIOMOIIM. YYHTHIBas
xu3HeonacHblil xapakrep JXXT, npu 3KCTpeHHOM rocnUTaIn3aluy 1eaecoo0pa3Ho HarpaBlieHUE

MAIMEHTOB B LIEHTPHI 00JIe€ BHICOKOTO YPOBHS (MpUJI0KeHHe AJ3).

Oman nepeuyHoU MeOUKO-CAHUMAPHOU NOMOUU.

121



- peaHUMAIMOHHAS TTIOMOIIIb

- KapIuoBepcust/ IepuOpUILISIIHS

Oman cneyuanuzuposanHo NOMOWU.:

- aHTUAPUTMUYECKas Teparnus

- KopoHaporpadus/peBacKyIspr3aIus

- BCOOH

- karerepHas admammst KT

- IMIUTIaHTalMs KapauoBepTepa-nepudpuuisiropa™**

- WUMIUTAHTAIUs  DJIEKTPOKAPIUOCTUMYIISITOpPA HUMIUIAHTHPYEMOTO  TPEXKaMEPHOTO
(OuBeHTpUKYJISIpHOTO)***/KapnuoBeprepa-1epudpUIIIITOPa UMIUIAHTUPYEMOTO TPEXKAMEPHOTO
(OMBEHTPHUKYJISIPHOTO)***

Oxcnepmmvle yeHmpoi:

- KopoHaporpadus/peBacKyIspr3aIusl

- SHJIOMUOKapAraIbHask OMOTICUS

- TEHETHUYECKOEe TECTUPOBAHUE

- BCOOH

- karerepHas admauus KT

- IMIUTaHTAIMs KapauoBepTepa-aehuopmsaTopa™**

- WMIUTAHTAIUS  DIIEKTPOKAPIUOCTUMYIISITOpA HMMIUIAHTHPYEMOTO  TPEXKaMEpPHOTO
(OuBEHTPUKYJIAPHOTO)***/ KaparOBepTEpa-1ePUOPUILIATOPA UMILTAHTHPYEMOTO TPEXKAMEPHOTO
(OMBEHTPHUKYISIPHOTO )™ **

- BCIIOMOTaTeJIbHOE KPOBOOOPAIIIEHNE

- TPaHCIUTAHTAIHS CepIIa

B otnensnbIx cyObekTax PO moryTt ObITh chopMHUpOBaHBI OTIEIBHBIE JOPOKHBIE KapTHI
okazaHus nomomu mnauueHTaMm ¢ JKTA © co34aHbl pETHOHANbHBIE LEHTPBI/PETUCTPHI
JKU3HEOITACHBIX TAXUAPUTMUN U BHE3AITHOM CMEPTH.

J PexkomeH10BaHO paccMOTpPETh BO3MOXKHOCTh CO3/aHUSI PErMOHAIBHBIX CETel MO
OKCTPEHHOW MOMOIIX MPHU OCTAHOBKE CEpAIa, YTOOBI YIYUIIUTh IMOKA3aTEd BEDKUBAEMOCTH H
pe3yJIbTaThl JICUEHUS CPEIM CIACeHHBIX Jull [5, 51, 401].

EOK IIaB (YYP C, YA 5)

[Ipu ompeneneHn NOKa3aHUN K MHTEPBEHLIMOHHOMY MJIM XUPYPTUUYECKOMY JICUEHHUIO
HApyIIEHUsI PUTMa WA MPOBOJAWMOCTH CEpJIa, a TAKKE B CIOXKHBIX CIIy4asx, HEOOXOIUMO
o0CyXJIeHUEe TaKTUKH BEACHHSI CO CIELMAIUCTOM, HMEIOIIUM JOCTATOYHBIM OMBIT JeUeHUs
HapylieHuii putMa. TakuM CHenuanucToM MOXKET OBITh Bpay-KapAHUOJIOT, Bpay-cepAeUHO-

COCYAMCTBIN XUpypr [744].
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7. lonosHuTebHAss HHpopManusa (B TOM 4ucje (PaKTOpPbI, BIAUSIOLIHE

Ha MCX0/1 3200J1eBaHNS MJIM COCTOSTHUA)

CoBMecTHOE NPUHSATHE PelIeHUH

BaxHO y4uuTHIBaTh NPEANIOYTEHMSI TALUEHTA U1 IUarHOCTUKY JKA ¥ IPUHATHS pelIeHUs
o BeneHuu. IIpennourenus NanueHTOB B OTHOLIEHUM MHBA3UBHOM TEpallMu U NPUHATHE PUCKa
BCC BappupytoTcst 1 MOTYT U3MEHATHCS Ha POTSHKEHUU Beelt 6ose3Hu. I1oaxon k cCOBMeCTHOMY
INPUHATHIO PEILICHUIN MOXKET ObITh YaCThIO 00ILIel CcTpaTeruu BeieHus NaueHToB ¢ JKA u puckom
BCC. OO6menpuHsaToe OIpeAciCcHHe COBMECTHOTO MMPHUHATHUS PEIICHWA BKIIOYaeT B ceds 4
komnoHeHTa [720]: 1) MuHMMYM 2 ydyacTHMKA: Bpad M MNAIMEHT; 2) 00e CTOPOHBI IEeIATCA
uHpopmanueit; 3) o6e CTOPOHBI MPEINTPUHUMAIOT Iary A (GOpMUPOBAHHS OOIIEro Moaxoa K
IPEIIOYTUTEILHOMY JIEUEHHIO; 4) corlalieHue o peanusanuu jJedenusd. [logenuTses pemenuem
— HE 3HAYUT IPEJOCTABUTH MALMEHTY CIUCOK PUCKOB U IIPEUMYIIECTB JICUYCHUS U IPEUIOKUTD
IPUHATH peElIeHHEe (TakoW IOAXOJ HEKOTOpbIE aBTOpPbI HAa3BalIM «OCTaBIeHUEM» [696].
PexoMeHnanus, ocHOBaHHAas KaK Ha Hay4yHBIX JOKa3aTEJIbCTBAaX, TaK M Ha MOHMMAHMUU ILIENIU
JICUYEHUs1, IPEINOUYTEHUI U LIEHHOCTE! MalueHTa, BakKHa JUIsl HCTUHHHOTO COBMECTHOT'O IPUHSATHUS
pemenuii. Takke, BO3MOXKHOCTh jAcakTuBanuu umeromerocs MKI[*** cnemyer obOcyauts ¢
HalyveHTaMH B TepPMUHAIIBHON CTa K 3a00J€BaHUS.

WUKI*** npojuieBaloT *U3Hb, KaK MOAYEPKHUBAETCS BO MHOTMX pa3zeiaX HaCTOSLIMX
pexomennauuid. Tem He MeHee, mauueHT ¢ XCH unm TskenbIM HeKapIualbHBIM 3a00J1€BaHHEM
MOKET OTKazaTbcsi OT 3aMeHbl MKJI*** mpu cTONKHOBEHMHM C MEPCIEKTHUBOW IMOCTOSHHOTO
YXYyJILIEHUs 310pOBbs U (PyHKIIMOHAIBHOTO cTatyca. K coxaneHuro, pe3ysbTaTbl CCIIEI0BAaHUII
MOKa3bIBAIOT, YTO MAIMEHTHl IUIOXO HMH(OPMHUPOBAHBI, KOTJA CTAJIKUBAIOTCS C MOHHMaHHEM
pHUCKa, TOJIB3BI M TMOCIeayromero opemenn umiuiantupoBanHoro WKJ/[***. 'V manueHtoB c
HUK]J[*** orMeuaeTcst TeHIEHIIUS K NEPEOIeHKE €ro IMOoJib3bl U HEIO0OLIEHKAa aCCOIMUPOBAHHBIX
puckoB [50, 721, 722]. AHamOTUYHBIM 00pa30M, MAIIMEHTHI, KOTOPBIE OTKa3bIBatoTCs OT MK JI***,
TaKkKe YacTto HeaooueHuBarOT JuuHbll puck BCC [75, 76]. HccnenoBaHusi NpUHATHA
KJIIMHUYECKUX PEIICHUH MOKa3bIBAIOT, UYTO BpauM 4acTO NEPEOIICHUBAIOT IPEUMYLIIECTBA U B TO K€
BpeMs MMPEyMEHBIIAIOT MTOTEHITHATBHBINA Bpen [722]. B MOMeHT, Koraa onpeaessitoTes ToOKa3aHus
K 3aMeHe MK/[***, mauueHT 1 Bpau 10JIKHBI BMECTE OOCYANTH, MO-NPEKHEMY JIH COOTBETCTBYET
3amena UKJ[*** nenu neyenus. Yto umeno cMeica B 70 j1eT, MOXKET HE UMETh cMbIciaa B 80 JieT.
[TarueHTHI MOTYT UMETH IIpOrpeccupyoliee 3a00J1eBaHNe WIN HU3KOE KaueCTBO >kU3HU. Bee atu
(haKTOpBI MOTYT U3MEHHUTH COOTHOIIIEHUE PUCK/TIONB3a 0T UKJ*** n moBnusaTh Ha IpeAnouTeHre
NAIUEHTOB.

P€KOM6H()Cll4uu no npuHAmMurO 061(/[620 peutenus
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° YV nanuentoB ¢ KA wim noBbimieHHbIM puckoM BCC  xiuHMIIUCTaM
PEKOMEHIyeTCsI MPUHSATH MOIX0 K COBMECTHOMY MPHUHITHIO PEUICHHUS, TP KOTOPOM PEILIEHUE O
JICYEHUU OCHOBAHO HE TOJIbKO HA HAWIYYIIMX JOCTYIHBIX HAyUYHBIX JAHHBIX, HO W Ha IeJH
MalKeHTa B OTHOIICHUH COOCTBEHHOTO 37I0pOBbS, MPEANOUTEHUAX U €ro neHHoctTsax [720, 723,
724].

EOKIB (YYPC, YA 5)

. B ciywae paccmorpenus wmrmutantanuu  HoBoro MKJI***  wmmm  3ameHbl
umeromerocss UKJ[*** B cBs3u ¢ paspsgom Oataped y TAIMEeHTa, PEKOMEHIYeTCs
uHpopMHpoBaTh ero/ee 00 nHIUBUAYaIsHOM prucke BCC u pucke HeBHe3anHo# cmeptu or XCH
WJIM HEeCEepACUHBIX 3a00eBaHui, a Takke 00 d3hPexkTuBHOCTH, O€30MACHOCTH M MOTEHITUATBHBIX
ocnoxknenusix HKJ[*** B cBere menu camMoro mamMeHTa B OTHOIICHUU €ro 30pPOBbBS,
NpeAnoyYTeHul u eHnocreit [720, 723, 725].

EOKIB (YYPC, YA 5)

Kpurepun OIICHKH KadyeCTBa NePBUYHOM MeIHKO-CAHUTAPHOI IMOMOIIIH 140)1

JKEJIVIOYKOBLIX HAPVIIEHUSAX PUTMA WJIM BHe3anmHoii octaHoBke cepana (koanl no MKD -

10: 146, 146.0, 146.1, 146.9, 147.0, 147.2, 147.9, 149, 149.0, 149.3, 149.4, 149.8, 149.9)

Onenka
Ne | Kpurepuit kauectBa
BBITIOJTHEHUS
n/m | (TeKCT)
(Ta/Her)
1. | BommonHeHa peructpanus 3JeKTpOKapAUOrpaMMBbl B IOKOE B 12-TH Ha/Her
OTBEJICHUSX /WM XOJITEPOBCKOE MOHUTOPUPOBAHHE CEPICUHOTO
putMma (XM-3OKT') manmenTam npu npoxoxaeHuu o0cieI0BaHus Ha
MIPEAMET BBISIBJICHUS JKEITYJOUYKOBBIX apuTMuid (JKA)
2. | Bommonnena sxokapauorpadus 1 ouenku ¢pynkuun JOK u Ha/Her
BBISIBJICHUSI CTPYKTYPHOM IAaTOJIOTMM cepAla y nanueHTa ¢ KA
3. | Ha3znaueno neyenue 6era-aipeHOOTOKATOPAMH MAIIEHTA CO Ha/Her
CTPYKTYpPHOI aTojoruen cepaua/qucyHKIue 1eBoro
JKEIyA04YKa, UIMEIOIIETO NMOBBIILIEHHBIA PUCK BHE3AITHOM CEpAEUHON
CMEPTH U HYKJAOLIErocs B €€ NepBUYHON UM BTOPUYHON
npoduaakTuke (Mpyu OTCYTCTBUH MPOTHBONOKA3aHU)
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KpuTepun oieHKH Ka4ecTBA CHEMHAJTN3NPOBAHHOI MeIMIIMHCKONH MOMOIIN B3POCJILIM IPH

JKeJYT0YKOBBIX HAPYHICHUAX PUTMA WJIHM BHe3anmHOW ocTaHoBKe cepana (koabl mo MKB -

10: 146, 146.0, 146.1, 146.9, 147.0, 147.2, 147.9, 149, 149.0, 149.3, 149.4, 149.8, 149.9)

CHENUATH3UPYIONMIEMYCS Ha JUATHOCTHKE U JICYCHUU HApYLICHUN
pUTMa cepana (Bpauy-KapIuoJory, Bpauy-cepedHO-COCYIUCTOMY
XUPYPry) WIH B CIICHUATU3UPOBAHHBINA KapAHOIOTHUYECKHM LIEHTP
JUIs peleHus Borpoca o Heooxoaumocti uMiutantarmu UK mpu
coxpaHsouecs 1ucPyHkiuu jaeBoro xenygouka (PBJIK — 35% u
MeHee) u cepaedroit HepoctatouHocTy (11 wnum 11 ®K mo NYHA),

no ucteueHnu 40 THEH mocie nHpapKTa MUOKapaa

OrneHka
Ne
Kpurepuii kauectBa BBITIOJIHEHUSI
/1
(Ja/Her)
1. | BoimogHeHO HampaBjeHUE HA KOHCYJIbTAIIMIO K Bpady, Ha/Her
CIIELUATIM3UPYIOLEMYCSl HA JUArHOCTUKE U JICYEHUU HapyLICHUN
puTMa cepaua (Bpauy-KapIuoJory, Bpauy-cepAe4HO-COCY IUCTOMY
XUPYPry) AJis pelieHus: BOnpoca 0 He0OX0AUMOCTH BBIITOJIHEHUS
KarerepHol abmanuu nanuertam ¢ UbC u penuauBupyromiei
CUMITOMHOM YCTOWYUBON MOHOMOP(HOM eIy T09KOBON
taxukapauei uian mokamu UKJ[*** npu ycroitunsoit
MOHOMOP(]HOI KeITyT0UKOBOW TaXUKapIMU, HECMOTPS Ha JICUeHUE
OeTa-apeHo0I0KaTOpaMH HIIA COTAIOTIOM **
2. | BpinmonaHeHO HampaBlIeHHE HAa KOHCYJIbTALUIO K Bpauy, Ha/Her
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IIpunoxenue Al. CoctaB pabo4eii rpynnsl 1o pa3padoTke U NepecMoTpy

KJIMHUYECKUX PeKOMeH AUl
Ipe3unanym padoyeii rpynnsi:
Muxaiino Eprennii Hukomaesuu (Cankt-IlerepOypr)
I'm3arynuna Tatbsaa [IpokonbeBHa (TroMeHb)
Jle6eneB Amutpuii CepreeBuu (Cankt-IleTepOypr)
Yiienbl paboueii rpynmnbi:
lNonmyxoBa Enena 3enukoBHa (MockBa)
Xapaan Mapust CepreeBna (Mocksa)
Jle6eneBa Bukropus Kumosna (Cankt-IletepOypr)
barnenko Cepreit ®enoposuu (Cankrt-IletepOypr)
Aptioxuna Enena AnekcanapoBna (Mocksa)
babokun Bagum Eroposuu (Mocksa)
baranoB Poman E¢pumosuy (Tomck)
bepesnunkas Bepa BacunseBna (Mocksa)
bonnapes Cepreit AnatosnbeBud (MockBa)
Bacuukuna Enena Cepreesna (Cankr-IletepOypr)
I'appkuna Ceetnana ButanseBna (Cankr-IlerepOypr)
lNomuupin Cepreit [1aBnosuy (Mocksa)
Hastsan Kapanet BoBaeBuu (MockBa)
NymsxoB JImutpuii Bukropouu (Camapa)
3axnsizpmuHcKas Enena BanepbeBna (MockBa)
3enun Cepreit AnaronseBud (HoBocubOupck)
Wanuukwuii Dnyapn Anexkceesud (KpacHosipck)
Hnenaposa Pykmxat A6nyn-I'adgypoHa (MockBa)
Hptiora Onsra bopucosna (Cankt-IletepOypr)
Komonsitoa Bepa Hukonaesna (Mocksa)
Kocrapea Anna Anekcannposna (Cankt-IletepOypr)
Kyuunckas Enena AnnpeeBna (Mocksa)
JlatioBuu Jlaga FOpseBHa (MockBa)
Jlrobumuesa Tamapa AnekceeBHa (Cankr-IletepOypr)
MakapoB Jleonnn Muxaiinosud (MockBa)
Mawmuyp Cepreii ErenseBuu (Kemepono)

MengeneB Muxann Mapkosud (Cankr-IlerepOypr)
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Munnymnsa Unbaap [ynarosuu (Cankt-IletepOypr)

Muponos Huxonait FOpseBuu (MockBa)

Murpodanona JIro60Bs bopucosna (Cankt-IlerepOypr)

Hemunymuit Hukonait Muxaiinosuu (MockBa)

[TonoB Cepreit Banentunosuy (Tomck)

[Ipacon Jenuc Muxaitnosuy (Cankt-IlerepOypr)

PeBumBunm Amupan [llotaesuy (Mocksa)

P3aeB ®apxan 'yceiitnoBuy (Mocksa)

Pomanos Anexcanap bopucosud (HoBocuOupck)

CurnukoBa Mapus IOpbseBna (Cankr-IletepOypr)

Tarapckuii Poman bopucosuu (Cankrt-IlerepOypr)

Tepmocecos Cepreit AptypoBuu (MockBa)

Tonocuituyk Buktop Bukroposuu (TromeHb)

YuymyeBa Maauna J>xaBatoBHa (MockBa)

®enoros [lerp Anekceeuu (Cankt-IleTepOypr)

Xomenko Erop Anexcanaposuu (KemepoBo)

Haperopoaues Amutpuii AnexkcanapoBud (Mocksa)

[xonpaukoBa Mapus AnexcanapoBaa (MockBa)

[[IneBkoB Hukomnait bopucosua (Mocksa)

[nsaxTo Eprennii Bnagumuposuu (Cankt-IleTepOypr)

HIy6uk FOpuii Bukroposuu (Cankt-IletepOypr)

Ammn Cepreit Muxaiinosuu (Cankr-IletepOypr)

Unensl Paboyeil rpymnibl NoATBEPAUIN OTCYTCTBHE (PMHAHCOBOW MOANEPKKU/KOHPIUKTA
uHTepecoB. B ciydae coobuieHuss 0 HaMUYUKU KOHGIUKTa HHTEPECOB, WieH(bl) pabodeil rpymimbl

ObLI(1) UCKITIOUEH(BI) U3 00CYKIIEHUS Pa3/IeNOB, CBI3aHHBIX C 00JACThIO0 KOH(IMKTa HHTEPECOB.
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IIpunoxenue A2. Merogosorusas  pa3paloTKum  KIMHUYECKHUX
pPeKOMeH AU i

[IpencraBnennsle Pexomenpmanuu pa3paboTaHbl Ha OCHOBE IMPEbIAYIIEH BepcUH
nokyMmeHTta «KenynoukoBble HapylieHUs putMa. JKeayqouKoBble TaXWUKapAHUM M BHE3aIlHas
cepaeunas cmepth» 2020 roma, omoOpeHHOro Ha 3acedaHuu HayuyHO-IPaKTHYECKOro COBeTa
MunuctepcrBa 3apaBooxpaHeHust Poccuiickoit ®enepaunn (3acemanue ot 16.10.2020r.
npotokon Ne38/2-3-4), Pexomenmanuii EBpomeiickoro oOImiecTBa KapAHOJIOTOB IO JICYCHHIO
OOJIHBIX C JKETyJIOYKOBBIMU HAPYIICHUSMU PUTMA U MPpOUIAKTUKE BHE3armHoH cmeptu 2022
rojia, a TAKXKe C y4eTOM KIIMHUUYECKUX PEKOMEH AU 110 IPOBEICHUIO AJIEKTPO(PU3NOIOTHUECKUX
UCCIICIOBAaHMI, KaTeTepHOH alianuu ¥ NPUMEHEHUI0 HMIUIAHTHPYEMBIX aHTHAPUTMHUYECKHX
ycTporicTB  Bcepoccuiickoro  HaydyHOTO  OOIIECTBA  CIEIUAIMCTOB IO  KIMHHUYECKOU
3JEKTPOPU3HOIOTHH, apuTMoioruu U Kapauoctumyssinuu (BHOA) 2017 roga, pekomeHaamnuit
o0I1ecTBa CreNUaINCTOB IO HEOTIOKHOW KapIUOJIoTHH «KenyJ04KOBbIe apUTMHH Y B3POCIBIX)
2015 rona, Becepoccniickux KIIMHUYECKUX PEKOMEHAALMN 110 KOHTPOJIIO HaJl pUCKOM BHE3AITHOM
OCTaHOBKH Cep/lla U BHE3AIMHOMN cepieYHON CMEPTH, MPOPUIAKTUKE U OKa3aHUIO IEPBOM MTOMOIIU
2018 roma, co3gaHHBIX, B CBOIO 04epe/lb, HA OCHOBE aHAJIM3a UMEIoIIerocs oojiee uem 20-JeTHETO
OTIBITA PA3IMYHBIX IO LIEJISM, TPOTOKOJIaM U 00heMaM KPYIHBIX UCCIIEIOBAHUIA, POBEICHHBIX 110
pa3IMYHBIM aCleKTaM JUArHOCTHKH U JICUCHUS KeITyT0YKOBBIX TaXHAPUTMUH.

B Pexomenmanusix U3J105KeHbI OCHOBHBIE TTPHHIIUITBI TUATHOCTHKH, CTPATH(UKAIIMH PUCKA
BHE3AIHON CMEpPTH U JIeUEHHUs MAllMeHTOB, B TOM YHUCJIE U B pAle KIMHUYECKUX CHUTyalluM,
KOTOpble OBUTM TOJNy4eHbl B PAHIOMHU3UPOBAHHBIX KOHTPOJHPYEMBIX HCCIIEJOBAHUSIX.
Hcnonb3yeTcss KOMIUIEKCHBIM TMOAXOJ C€ yYE€TOM JTHONATOre€HEe3a, WHJIAWBUAYaJbHBIX
OCOOCHHOCTEH  MEXaHW3MOB  pPa3BUTUS W TEUEHUs  3a00JIeBaHUs,  WCIOJIb30BaHUS
METUKAMEHTO3HBIX, MHTEPBEHIIMOHHBIX U XUPYPTUUECKUX METOOB JICUCHUSI.

LleneBasi ayAuTOPHUA JAHHBIX KIUHUYECKUX PEKOMEHIAIUIi:

1. Bpau-kapauosor

2. Bpau-cepaeuHO0-cOCYIUCTBIN XUPYPT

3. Bpau 1o peHTreHsHI0BaCKYJISPHBIM JUATHOCTUKE U JICUEHUIO

4. Bpau QpyHKIIMOHATBHON AUATHOCTUKH

5. Bpau-TepanesT

6. Bpau o0uieit npakTUkK (ceMeiHbIN Bpay)

EOK — B TekcTe HACTOSIIMX KIMHUYECKUX PEKOMEHIAIMN JOMOJHUTEIBHO YKa3aHbI

IMMOKa3aHUus K TE€3UCaM B COOTBCTCTBHUH C PCKOMCHAALUSIMU EBpOHeﬁCKOFO KapAuOJIOTrn4eCKOTo

obmectBa (EOK).
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Bcenenctsue Toro, uto Poccuiickoe kapauonoruyeckoe oomectso (PKO) BxoauT B cocras
EBpomneiickoro ob6mectsa kapaunonoros (EOK), u unenst PKO Takxe sBistorcst wienamu EOK,
BCE €BPOICHCKUE PEKOMEHIAIMNA (POPMUPYIOTCS ¢ YJACTHEM POCCHICKUX IKCIIEPTOB, KOTOPHIC
ABIIIOTCS COABTOpaMU peKoMeHaanmii. Takum oOpaszom, cymiecTByronme pexkomennamuu EOK
OTpaKaloT 001Iee MHEHUE BEIYIINX POCCUIHCKUX U €BPOIEUCKUX Bpauei-Kap OO0 OB.

B cBs3u ¢ aTuM, hopmupoBaHre HAITMOHAIBHBIX PEKOMEHIAIMIN MTPOBOIUIIOCH HA OCHOBE
pekomenganuii EOK ¢ ydyerom HanuoHanpHOW crenuduku, ocoOCHHOCTEH 00Cien0BaHusl,
JIEYEHHUsI, NOCTYIMHOCTM TOW WM MHOM MeIUUMHCKOM mnomomu. [Io 3Toil mpuumHe B Xxoxae
pa3pabOTKu pOCCUHCKMX KIMHUYecKuX pekoMeHaanuii PKO ucnonb3oBaHbl MEXIyHapOIHbIE
KJIACCHI MOKa3aHUN PEKOMEHIAINH, TO3BOJISIONINE OIICHUTH HEOOXOIMMOCTD BBITIOTHEHUS TE3UCA
PEKOMEHJIalluid U YPOBHH JIOCTOBEPHOCTH JIOKA3aTENbCTB JAaHHBIX KiiaccoB (TaOmumpl A2.1 u
A2.2).

B Tex cnyuasix, korja B €BpONEUCKUX PEKOMEHIAIUAX OTCYTCTBOBAIM KJIACCHl U YPOBHHU
JI0Ka3aTeNbHOCTH, HO MO MHeHuto skcneproB PKO naHHble TE3UCHl SBISJINCH KpaiiHe
HEOOXOAMMBIMHM JIJII  BBIIIOJIHCHUS WM, HA00OpOT, aOCOTIOTHO HE PEKOMEHIOBAHBI K
npuMmenenuto, skcrepTsl PKO, ocHOBBIBasch Ha mpaBmiiax (GOPMUPOBAHUS KIIACCOB MOKa3aHUUN
COTJIaCHO peKOMEeHaIusaM EBporneiickoro ob1iecTBa KapAHOIOroB, CaMy MPOCTABIISUIN KIIACCHI U
ypoBHH. B npawno#l curyamuum o6o3nauenne EOK 3ameneno Ha PKO-kimaccel m ypoBHH,
npocrasieHHble dkcniepramMu PKO.

Kpome Toro, noGabinena HoBas cuctema mkan YJJI w YVP g neueOHBIX,
peabUIUTAIIMOHHBIX, MPO(MUIAKTUIECKIX BMEIIATEIbCTB U JUATHOCTHUYECKUX BMEIIATEIIHCTB
(Tabmuuper A2.3, A2.4 u A2.5), Beenennas B 2018 r. ®I'BY IIDKKMII Munznpasa P®. Takum
o0pa3oM, B TEKCT€ KJIMHUYECKUX pEKOMEHAalul, pa3pabaTeiBaeMbix skcrepramu PKO,
OJITHOBPEMEHHO HCIOJIb30BaHkbI JiBe mKaibl (Tabmumer A2.1, A2.2, A2.3, A2.4, A2.5).

Ta6auna A2.1. Kiaccel mokazanuii corsiacHo pekomeHnpanusm EBponeiickoro O0miectsa

Kapnuonoros (EOK)

Kiaacce Hpennaraemas
peKoMeHaanu Omnpenenenne ¢opmyanpoBka ajs
i (EOK) HCIO0JIb30BAHUSA

JlokazaHo WM OOIIENPU3HAHHO, YTO IUAarHOCTUYECKas
PexomenoBano/
1 MpOLEaypa, BMEIIATEIbCTBO/ JICUCHHUE SBIISTFOTCS
MoKa3aHo

3¢ PEeKTUBHBIMU U TIOJIE3HBIMHU
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BobIMHCTBO TaHHBIX/MHEHHUH B TIOJIB3Y [emnecoobpazHo

Ila 3¢ PEKTUBHOCTH/TIONB3BI AUATHOCTUYECKON TTPOLICTYPHI, [IpumeHaTh
BMeEIIATENbCTBA, JICUCHHS MosxHo
IIb D¢ heKkTuBHOCTH/MOB3a TUATHOCTUYECKOH MPOLIEAYPHI, IIPUMEHSITD
BMEIIATEIbCTBA, JICUCHHUS YCTAHOBIICHBI MEHEE
yOeAUTEIIbHO
JlaHHBIE WM €IMHOE MHEHUE, YTO AUArHOCTHYECKAs He pexomennyercs
111 MpoIeaypa, BMEIIATEIbCTBO, JICUCHUE OECIIOIe3HbI/HE MPUMEHSATH

3¢ (deKTUBHBL, a B psiie CIy4yaeB MOTYT IPUHOCUTH BPE.l

Tabdaunma A2.2. YpoBHU JOCTOBEPHOCTH JOKA3aTENbCTB COIJIACHO PEKOMEHAIMSIM

EBponeiickoro O6mectBa Kapauonoros (EOK)

YpoBHHU 10cTOBepHOCTH J0Ka3aTebeTB (EOK)

A JlaHHBIE MHOTOUYMCIIEHHBIX PAHIOMU3UPOBAHHBIX KIIMHUYECKUX UCCIICIOBAHUN
WM METaaHaIU30B

B JlaHHBIE MOTYYEHBI IO pe3yJbTaTaM OJHOI0 PaHAOMHU3UPOBAHHOTO
KJIIMHUYECKOI0 UCCIIEIOBAHMSI MU KPYITHBIX HEPAHJOMHU3UPOBAaHHBIX
UCCIIeA0BaHUN

C CoriacoBaHHOE MHEHHUE SKCIIEPTOB /WM PE3yIbTaThl HEOOIBIINX UCCIIEIOBAHUH,

[PETPOCIICEKTUBHBIX I/ICCJ'IC)IOB&HI/Iﬁ, PETUCTPOB

Tabmamna A2.3. Illkana oueHKM ypoBHEH IOCTOBEpHOCTH aAokaszartenbcTB (Y /) ans

METOJ0B JUAarHOCTUKH (I[I/IaI‘HOCTI/I‘-IeCKI/IX BMGHI&TCJIBCTB)

YA Pacuiugposka

1 Cuctemarudeckre 0030pbl HCCIIEJOBAHUI ¢ KOHTPOJIEM peepeHCHBIM METO0OM HIIH
CHUCTEMaTHYEeCKH 0030p paHAOMHU3UPOBAHHBIX KIMHUYECKUX WCCIIEIOBAaHUHA ¢
IIPUMEHEHUEM MeTaaHalIn3a

2 OtnenbHble UCCIEN0BaHMUS C KOHTPOJIEM peEepeHCHBIM METOJOM HIIM OTHEIbHbIE
PaHIOMU3UPOBAaHHbIE KIMHUYECKHE HCCIIEOBAHUS M CHCTEMaThdeckue 0030pbI
UCCIEeIOBaHUM  J1000ro  Au3aiiHa, 3a MCKIIOYEHHEM  paHJAO0MU3HPOBAHHBIX
KIIMHUYECKUX UCCIIEIOBaHMM, C IPUMEHEHHUEM MeTaaHaIn3a

3 HccnenoBanust 6e3 MociaeoBaTeIbHOIO KOHTPOJS pePEepeHCHBIM METOAOM WM

UCCiIcaoBaHusa C pe(bepeHCHI:IM METOJOM, HE ABIAIOINUMCA HC3aBUCHMBIM OT
HucciaeayemMoro Meroga i HEPaHAOMU3UPOBAHHBIC CPABHUTCIIBHBIC UCCIICIOBAHUAA,

B TOM YHCJIC KOI'OPTHBIC UCCIICAOBAaHUA
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4 HeCpaBHI/ITeJIBHI:Ie HCCJIICAO0BAaHNA, OIMCAHNEC KIIMHUYCCKOI'O ClIy4das

5 Nmeercst nmumms 000CHOBaHWE MEXaHU3Ma JICUCTBHS WM MHEHHE SKCIIEPTOB

Ta6auna A2.4. Illkana oueHkH ypoBHEH IOCTOBepHOCTH aokazatenscTB (Y/IM) ans
METOAOB MPOMMIAKTUKH, JIeUeHUs U peadwiuTanud (IpopUIAKTUYECKUX, JICUEOHBIX,

peadbuINTAIIMIOHHBIX BMEIIATEIbCTB)

Y Pacuiugposka
1 Cucrematuueckuii 0630p PKU ¢ npuMeHeHneM MeTaaHanusa
2 Otnenpabie PKU u cucremarnueckue 0030pbl MCCIIEIOBAHMMA JTIO00OTO nu3aiiHa, 3a

uckimouenneM PKU, ¢ npuMeHennem metaananmsa

3 HepaHI[OMI/I3I/IpOBaHHLIe CPaBHUTCIIBHBIC HCCJICHOBAaHUA, B T. Y. KOI'OPTHBIC
HCCICIOBAaHUA
4 HecpaBHI/ITCJIBHLIC HCCIICOOBAaHKA, OIMMCAHUC KIIMHHUYCCKOro Cily4dasd WU CCpUH

CJIy4acB, UCCIIE€AOBaHUA <<CJ'Iy‘l&I>i-KOHTpOJ'IB»

5 Nmeercs nmuims 000CHOBaHUE MEXaHU3Ma JICHCTBUS BMEIIATEIBCTBA (JOKIMHUYICCKUE

I/ICCJ'ICJIOBaHI/ISI) HJIM MHCHUC DKCIICPTOB

Tabauuma A2.5. Illkana oneHKH ypoBHeW yOeautenbHOCTH pekoMeHmanui (YVYP) mis
METOJIOB TPO(MUIAKTUKY, ITUATHOCTHKH, JIeYeHHs U peadunuranud (mpodUIaKTUIECKUX,

JUarHoCTHYCCKHX, JIG‘-ICGHI)IX, pea6I/IHI/ITaIII/IOHHI)IX BMGHIaTeJH)CTB)

YYP Pacuu¢poska

A CunpHas pexoMmeHnanusi (Bce paccMaTpuBaeMble KpuTepuud dS(hPexTUBHOCTH
(Mcxompl) SBISAIOTCS BAXKHBIMH, BCE HCCICIOBAHUS HUMEIOT BBICOKOE HIIU
YAOBIIETBOPUTEIHHOE METOJIOJIOTMYECKOE KaYeCTBO, UX BBIBOJIBI IO MHTEPECYIOIIUM

nucxoaam SABIAKOTCA COFJ'IaCOBaHHI)IMI/I)

B VYcioBHast pekoMeHaanusi (He BCE paccMaTpuBaeMble KpUTEPUU IPPEKTUBHOCTH
(Mcxonpl) SBISIFOTCS BaXXHbIMHU, HE BCE MCCIEA0BAaHUS HMEIOT BBICOKOE WIIN
yIOBJIETBOPUTEIILHOE METOJOJIOTUYECKOE KAauyeCTBO W/WIM MX BBIBOJBI IO

HHTCPCCYIOIIUM HCXOAaM HE SABJIAOTCS COI‘J'IaCOBaHHBIMI/I)

C Cnabast pexoMeHaanusi (OTCYTCTBHE JI0KA3aTeNIbCTB HaJJIeKallero KauecTBa (Bce
paccMaTtpuBaeMble KpUTEpUU dPPEKTUBHOCTH (MCXOIBI) SBISIOTCS HEBaKHBIMU, BCE

HCCICAOBaHUs HMCIOT HHU3KOC MCETOJOJOTHYCCKOC Kadu€CTBO M HX BBIBOAbLI IIO

HHTCPECYIOINUM NUCXOAaM HE ABJIAAKOTCSA COI‘J'IaCOBaHHBIMI/I)

[opsok 00HOBIEeHNS KIMHUYECKUX PEeKOMEH AUl
Mexanu3sm  OOHOBJIEHHS ~ KJIMHUYECKUX  PEKOMEHJALMNH  IpeaycMaTpuBaeT  UX

CHUCTEMaTHUYECKYIO aKTyaIH3aI1I0 — HE peXe YeM OJIMH pa3 B TPU I'0Jia WIH MPH MOSBICHUH HOBOU
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uHGOPMAIIMU O TAKTHKE BEJICHUS MAIICHTOB C JaHHBIM 3a00JeBaHueM. Perenrne 06 00HOBIICHUH
npuHumMaer M3 PO Ha oOCHOBE MpEUIOKEHUH, MPEACTABIEHHBIX MEIULIUHCKUMU
HEKOMMEPUYECKHUMH TpodecCHOHaTbHBIMU opranu3anusiMu. ChHopMUpOBaHHBIC MPEITIOKCHUS
JIOJKHBl ~ YYUTHIBATH  PE3yJbTaThl KOMILJIEKCHOM OIICHKH JIEKapCTBEHHBIX IPEmapaTos,

MEIUIIMHCKUX U3JIEIIHIA, a TAKKE Pe3yIbTaThl KITMHUYECKON anpoOaIiny.
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IIpunoxenue A3. CrnpaBodHble MaTepHaJbl, BKIKYAS COOTBETCTBHE
NMOKAa3aHUl K MPUMEHEHHI0 U MPOTHUBONMOKA3AHUI, CIOCOOOB NMPUMEHEHUS H
103 JIEKAPCTBEHHBLIX MpPenapaTroB, MWHCTPYKUMH MO0 NPUMEHEHUIO

JIEKAPCTBEHHOI'0 Mpenapara

Cesi3aHHbBIE JOKYMEHTHI

1. Ilpuka3z MunuctepcTBa 31paBooxpanenus Poccuiickoit @enepaunu ot 15 Hoa6ps 2012
r. Ne 918n «O06 yrBepxaenun Ilopsaka okazaHUss MEJUIIMHCKON MOMOIINA OOJIBHBIM C CEPJICUHO-
COCYAMCTBIMU 3a00JI€BaHUSIMI.

2. IIpuka3 MunucrepcTBa 3apaBooxpanHeHust Poccuiickoit @eneparuu ot 9 Hoss6ps 2012
r. Noe 7101 "OO yTBepxkJIeHUHM CTaHAApTa CIEUUATU3UPOBAHHON MEAMLIMHCKONW MOMOIIU IpH
JKEJTyI0YKOBOM Taxukapauu"

3. Ilpuka3z MunucrepctBa 31paBooxpanenus Poccuiickoit ®enepanuu ot 15 utons 2016 r.
No520H «O0 yTBEepKACHUN KPUTEPHUEB OLICHKH KaueCTBa MEIUIIMHCKON TTIOMOIITNY.

4. Ilpuxa3 MunucrepctBa 3apaBooxpaneHus Poccuiickoir @enepanuu ot 28.02.2019 Ne
1035 «OO0 yTBEepXKICHUH TOPSAKA U CPOKOB Pa3pabOTKU KIMHUYECKHX PEKOMEHAANNN, WX
NepPecMOTpa, TUIOBOM (POpPMBI KIMHMUECKUX pPEKOMEHAALMHA U TpeOOBaHMH K UX CTPYKTYypE,
COCTaBY U Hay4YHOI 000CHOBaHHOCTH BKJIFOYa€MOH B KIIMHUYECKHE PEKOMEHIAINH HHPOPMAITIID)
(3apeructpupoan 08.05.2019 No 54588).

JlekapcTBeHHBIE CpeaACTBA I NPOPUIAKTHKH KeJIYyT0YKOBbLIX apUTMHH

B Hacrosimee Bpemsi nmpuHATa KiacCU(UKALK MPOTUBOAPUTMUYECKUX IPENaparoB IO
E.M.Vaughan Williams B mogudukauuu B.N. Singh u D.C. Harrison.

DOrta kjaccu(UKanus TO3BOJSET pa3elUuTh BCE HW3BECTHBIE B HACTOSIIEE BpeMs
IPOTUBOAPUTMHUECKHUE Npenapartsl Ha 4 Kjacca, B 3aBUCUMOCTH OT MX CIIOCOOHOCTH:

1. yraerats aenomsipuzanuio (pasy 0 moreHmana NeHCTBUS) B TKAHSIX C «OBICTPHIMY
OTBETOM;

2. 6JIOKMPOBATh CUMIIATUYECKHE BIUSHUS Ha CEPIIE;

3. yBenuuuBaTh IPOJOJDKUTEIBHOCTh IIOTEHLMaNa JACUCTBUSA, 3aMeisAsd IPOLECCHI
penosspu3anuy;

4. 3aMeNNATh IETOJIIPU3aLUIO B TKAHAX C «MEJIEHHBIM)» OTBETOM.

Kaxnpiii m3 M3BECTHBIX MNPOTUBOAPUTMHYECKHX TpenaparoB o0NanaeT OAHHM U3
NPECTaBICHHBIX BbIIIE 3(PPEKTOB B KayecTBE JOMHHUPYIOLIETO, YTO TO3BOJISIET OTHECTH €ro K

TOMY WJIM UHOMY KJIAcCy.
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1. Aatnapurmudeckue npenapatsl, kiaccsl [ u 111 (mpenapatsl, 610Kkupytomye
HaTpuesble kaHanbl) (ATX: CO1BA — AAII, knacc [A, CO1BB — AAII, kiacc IB, CO1BC —
AAII, xnacc 1C)

2. bera-aapeno6nokaropsl: anTHapuTMudeckue npenapatsl [I kinacca (ATX CO7A - bera-
aapeHo0I0KaTOPHI)

3. Awntnaputmudeckue npemnapatbl, kinacc III: mpemapatel, OnOKHpyrOIIUE KaaueBbIE
ka"asbl (ATX CO1BD - AatTnapurmudeckue npenapatsl, kinacc 111)

[Tpumeuanue: Ilo knaccudpukanuu E.M.Vaughan Williams B moguduxanuu B.N. Singh u
D.C. Harrison cortamon** sgBansieTrcs aHTHApUTMHYECKHM TpemnaparoMm, kmacc I ¢
COITYTCTBYIOILIEH HECEJEKTUBHON OeTa-0loKUpyIoleld aKTUBHOCTBbIO. A B COOTBETCTBUH C
kinaccudukanueir ATX oTHeCEH K HECeJIeKTUBHBIM OeTa-anpenobnokaropam (CO7AA). B Tekcre
HACTOSIIMX PEKOMEHJAMN coTanon™* paccMaTpuBaeTCsl Kak aHTHAPUTMUYECKHH Ipemapar,
kiacc III, kak eAMHCTBEHHBII NPEACTaBUTENb OETa-aAPEHOOIOKATOPOB, YUTMHSAIOUINX WHTEPBAI
QT, 4TO TMPUHIUMIIHATIBLHO BaXKHO C MO3UIMHU (PPEKTHBHOCTH, a TJIABHOE, OE30MacCHOCTH €ro
IPUMEHEHMUS.

4. BrokaTopbl «MEUIEHHBIX» KaJbI[MEBBIX KaHAJIOB: aHTHAPUTMHUUYECKUE mpenaparsl 1V
kiacca (ATX CO8D CenexkTuBHbIE 0JIOKATOPBI KAJIBLIUEBBIX KAaHAJIOB C MPSMBIM JIEHCTBUEM Ha

cepare)
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Taoauna A3.1 JlekapcTBeHHbIE ITpeNapaThl AJIs ATUTEIHHON Tepanuu ¢ nenbto nojxasieHus XKD u npodpumnaktuku peruanboB KT y B3pocibix

Ipenapar (kaacce!) I'pynna | /{o3a AJi51 JVIMTEJIbHOTO MEPOPAJIbHOIO IMoka3anusa | YacTble IIporuBonoOKa3zanust
ATX NpUMEeHEeHUus nodouynbie 3P dexTnI
Awmuonapon™* (III) CO1BD 200 mr 3 pa3a B cyTkH — 1 Hezens, 3aTeM XD, KT, KapauanpHeie: QT >480 mc no Hauana

200 mr 2 pa3za B cyTku — 1-2 Henenw,
3aTeM NOJJEPKUBAIOIIAs 1032

200 Mr B CyTKH

DK,

B TOM YHCJIE
y
MalUEeHTOB
¢ XCH,
BBIpaXKEH-
ot I'JIK,
[MUKC

I'nnoTten3us,
Opamukapus,
AB-0nokana,

KT Tuna «mupyat»,
3ameqienue putma KT
HUKE IOpora JeTeKIIuU
HK][***, Bo3pacTanue
nopora AepuOpUILIAIINN

HexkapananbHbIe:

KepaToIaTus, TUITO- U
THIEPTUPEO3, PBOTA,
3arnop,
doroceHcuOUIM3aIuS,
aTakcus,
rOJIOBOKPY>KEHHUE,
nepudepudeckas
HEeWpomnarus, TpemMop,

HCKapCTBCHHLIﬁ T'CIIaTurT,

Tepanuu

Cepneunas
HegocTtaTouHocTs [II-IV OK

NYHA

CunycoBas Opagukapaus,
CA-6nokaga II-11I cr.
AB-6noxkana II-III ct. mpu
OTCYTCTBHUH
UMITJIAaHTHPOBAHHOTO
Hapymenue yHkImm
IMUTOBHIHOM JKEJe3hl, 3a
UCKJIIOYEHUEM CITy4aeB €ro

KOPPEKIIHH.
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Uppo3 neueHu, Guopo3

JICTKUX, IIHECBMOHUT

bera-
anpeno6aokaropsr (I1)
#Atenonon™** (1)
#oucomnposon** (2)
#rapsenunon** (3)
#Metonposon** (4)
#IIponpanonon™* (5)

CO7A

Pa3nbie 10361

25-100 mr 1-2 p/cyT. (1) [198, 574, 742]
2,5-10 mr 1 p/cyT. (2) [726]

3,125-25 mr 2 p/cyt. (3) [727, 738]
50-200 mr B cyT. B 1Ba nipuema (4) [728,
739]

1040 mr 4 p/cyt. (5) [150, 574, 729, 730,
731]

KD, KT, B
TOM YHCIIE Y
MAIUECHTOB
¢ XCH,
BBIPAXKEHHO
u I'JIK,
[MUKC,
Bpoxnen-
HBIN
CYUQT,
KITXKT, c
LEeJbI0
MEePBUYHOMN
u
BTOPUYHOU
PO UITAKT
uku BCCy
MAalUEeHTOB

¢ CIIC

KapnuanbHeie:
bpanukapnus,
runorensus, AB-0Oiokana,
ycyryoseane XCH.

HekapauanbHEIE:

['osoBOKpYy)KEHMUE,
yCTaJIOCTbh,
OpOHX00OCTPYKTHBHBIH
CHUHJPOM, TPEBOXKHbBIE
paccTpoicTBa, AeNpeccus,
uapes, CeKCyallbHbIe
paccTpoicTBa,
TUIOTTIMKEMHUS TIPU

uHcynuH3aBucuMom CJ1

CA-6nokana II-11II cT., AB-
onokana II-111I ct.,
CUHYcoOBas Opaaukapaus (B
orcyTcTBUH DKC*#%),
apTepuanbHas TUIIOTOHHUS,
XCHIV OK,
OpOHXO0OOCTPYKTUBHBIH
CHHJIPOM.

NmeroTcs yka3zaHus Ha
MTOBBIIICHHBIA PUCK
MIPEXKIEBPEMEHHBIX POJIOB,
CBSI3aHHBIN C MPUMEHEHHEM
aTEeHOJI0J1a, I10 CPABHEHUIO C
JIpyrumu Oeta-
aZpeHo0I0KaTopaMu, B
4aCTHOCTH,
MPOIPAHOIOTOM™ *,
oucomnponoaoM** u

METOIPOJIONIOM [742].
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Cotanon** (IIT) CO7AA 80—120 mr 2 p/cyT. KD, KT KapnuanbHeie: CA-6noxkana II-11I ct., AB-
Maxec. mo3a 320 mr/cyT. [185] Opanukapaus, onokana II-11I ct., LQT,
THITIOTEH3HUs, YCYTyOJIeHue | CHHycoBasi Opaaukapaus (B
XCH, KT Ttuna «mupyat» | orcyrctBuu DKC***),
HekapauanpHbie: Kak y apTepuanbHas TUIIOTOHHUS,
OeTa-aipeH00I0KATOPOB OB <40%, XCH M-IV ®K,
B ocTpoM niepuoae UM,
OpOHX000CTPYKTHBHBIH
cunapoM, XBIT III b
cT.(KK<45mn/mun)
[Tponadenon** (IC) CO1BC 150-300 mr 3 p/cyT. XKD, XT | Kapnuanpubsie: CA- CA-6nokana II-11I ct., AB-
JlanmakoHUTHHA CO01BC 25-50 mr 3 p/cyT. (Ge3 6nokana, AB-6mokana, 6mokana II-1II cT.,
ruapoopomun** (IC) CTPYKTYPHO | pacIIUpeHre KOMILIEKca cuHycoBas Opaaukapaus (B
JlanmakoHUTHHA CO1BC | 25 mr 3-4 p/cyr. ro QRS 110 25%, orcyrctBum DKC*#%),
THIPOOPOMHUT Win MOPaKEHUsS | OTpULIATEIbHBIN TSDKEJIbIe HapYIICHUS
TabJIETKH C 50 mr 2 p/cyT. cepaua) MHOTPOMHBIHN 3¢ ek, BHYTPHXKEIY0YKOBOTO
MTPOJIOHTUPOBAHHBIM ycyryonenne XCH, nposeaeHust (QRS >140
BbIcBOOOK1eHrEM (IC) YBEJIMYEHHUE IOPOTOB Mmc), TII (mpu oTCyTCTBUHM
Hustunamunonponuon | CO1BC 50 mr 3 p/cyrt. [201, 203, 204, 235, 239] CTUMYJIALIUU U TEpanuy npenapaTaMy,
WIITOKCUKAPOOHUITAMH nebubpuiuanuu cepana. | oaokupyrommmu AB-
Hopenotuazun (IC) AputmorenHoe nericteue | mposeaenue), UbC, I[TUKC,
®nexannnz (IC) COIBC | 50-200 mr 2 p/cyT. [185] — moHomopdHas KT, ©K. | VDK (>1,4cm), cHkenHas
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HexkapauanpHele:

COJIOBOKPY>KEHHUE,
YTOMIIIEMOCTD, CyXOCTb
BO pTy, TOLHOTA, AUApes,
TPEMOP, HEYETKOCTh
3peHusl, HapyLIEHUS

(GYHKIMH TTIEYCHU

®BJIK, Oone3nun
KJIAITAaHHOTO arapara
cep/ila ¢ HapyleHUEM
reMOJUHAMUKH, CHHIPOM
bpyrana, HacieicTBEHHBIN
CYUQT(xpome 3 Tuma —
TSt pIIeKanHuIA),
cepbe3HbIe 3a00JIeBaHUs

IICYCHU, MMOYCK.

#benuroun®* (IB)

CO1BB

200-400 mr/cyT. [240, 242, 732]

KD, KT
npu
IATATAIUCH
on
MHTOKCHKAII
HH,

B
KOMOMHAIIN
nc
aMHOIapOH
oM** uin

coTaJIoIoM*

* mpu

KapaunanbHsie:

apTeprajibHas rTUIIOTOHUA

HexkapananbHbIE:

rOJIOBOKPY’KEHHE,
nluzaprpust, neraprus,
TMHTUMBUT, MaKpOLUTapHas
aHemus,
BOJIYAaHOYHOIIOA00HBIN
CHUHZIPOM, JICTOYHBIC

UHOUIBTPATHI

CA-6mokana II-III cT., AB-
6mokama II-111 crt.,
CUHYcOBas Opaaukapaus (B
orcytcTBUe DKC***),
TSDKEJIbIe HapyIICHUS
BHYTPHIKEITYI0YKOBOTO
npoBeneHus (QRS >140
Mmc), XCH III-IV ®K
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HeopdexTn

roJIOBHAsI 00JIb, ChIIb,
TUNEpIUIa3us JeCeH,

3amnop, AUCICIICUA

BHOCTH
MOHOTepar
un XKHPC y
MAIEHTOB
cCIICu
K]
#Bepanamun** (IV) CO08D 240-360 mr/cyT. [185, 679] X0, KapananeHeie: CA-6mokana II-11I ct., AB-
(dacuukyns | TUIOTEH3Us, OTeKH, AB- omokana II-11I cr.,
#nuntuazem (IV) CO8D 90-180 mr/cyT. [679, 733] pHas KT u3 | 6iokana, cuHycoBas cuHycoBas Opagukapaus (B
JDK, Opanukapaus, orcytcTBUe DKCH**),
KT u3 ycyryoneane XCH y XCH, cumxenne ®BJIK,
BBIHOCSIIET | MAIMeHToB co cHmxkeHHoW | OIT/TII y marueHToB ¢
O TpaKTa OBJLK cunpomoM WPW
DK HekapnuanbHeie:

Ipumeuanns: 'cornacho knaccupuxamuu E.Vaughan Williams B Mogudukaruu D.Harrison.

CyT. — CyTKH, MI/CyT. — MHJUTUTpaMM B cyTkH, JKD — xemynoukoBas sxctpacuctonus, KT — xemynoukoas Taxukapaus, @K — ¢uOpmsiuus sxenya0ukos,

@I1 — pubpmursanus npencepauii, TI1 — Tpeneranue npeacepauii, CA — cunoarpuansheiid, AB — atpuoBentpukynspusiii, CYUQT — cuHIpoM yaIMHEHHOTO

untepBana QT, KIDKT — karexonamunepruyeckas noauMopgHas xemygoukosas Taxukapaus, [DK — npaserit xenynouek, ['JIXK — runeptpodust 1eBoro xemyaodxa,

I[MHUKC — noctunpapkTHEIN Kapauockiepo3, DBJIK — ¢ppakuus Beiopoca nesoro xenynouka, XCH — xpoHnueckas cepaeynas HemocrarouHocTh, DK —
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¢yHkunonanbHbli kiace, CI — caxapusiii auadet, TdP — XXT tunma «mupyst» (torsades de pointes). ATX - Anatomo-TepaneBTiHuecki-XuMuyeckas cucremMa

KJ'IaCCI/I(bI/IKaLII/II/I JICKAPCTBCHHBIX CPEACTB

Tabamua A3.2 JlekapcTBeHHbIE TpenapaThl Ajs KynupoBaHus napokcu3moB KT y B3pocibix

kynupoBanus KT wim
IOoCTHXKeHHUa q035I 500

MTI', 3aTEM B/B KaleabHO

TUIIOTEH3UH, ocTporo MM,
TEpMUHAIBHON OYEUYHOU

HEAOCTATOYHOCTH, IPU3HAKOB

yraeteHre AB-npoBeneHus
(6moxaner II-111 crt.),
QRS >160 mc,

IIpenapar I'pynna Jo3b1 1 cxeMbl IIpumenenne IMapamerpsi IKT', Yacrbie nodounbie 3 PeKThI
(kaace?) ATX Tpebyronue BHUMAHHUS
AMuomapon™* CO1BD | B/B cTpyiiHO KT y manuenToB co cTpykTypHbIM | CuHycoBas Opaaukapaus < | ApTepuanbHasi THIIOTOHHS,
(I1I) 5 MI/KT B Te4ueHHE MOpaXXKEHNUEM CEpALA, TOCIe 50 ya/mumn. Opanukapaus, HapyuieHus: AB-
15-20 muH., nepeHeceHHoro M, B Tom uucie Vruerenne AB- MMPOBOAUMOCTH,
Janee B/B KalelbHO: npu Beipaxxennoi ['JDK, XCH, XKT | nposenenus (6moxansr I1- BO3pacTaHue Iopora
1 Mr/mMuH. — 6 4., MOCJIE KapAUOJIOTHYECKUX III ct.), nedudpwsiyn, XXT tuna
0,5 mr/mMuH. — 18 4. (no | onepanuii, XKT y nauueHTos ¢ QRS > 160 mc, «TUpY3T» (peaxo)
1200 mr B CyTKH) UK *** QT =500 mc
Jugoxkann**(I(B)) | COIBB | 1 mr/kr B/B B Teuenue 2- | KT y manueHToOB B OCTPOM 3HAaYUMO HE BIIUSET HA Jemmpnii, mcuxos,
4 MuH., IpU nepuone UM, KT Bciencreue naTepBaisl OKI'. Moxer SMUJICITHYECKUE ITPUTIAJIKHY,
HEO0OXOJMMOCTH WHTOKCHKAIINH CePJCIHBIMH cokpamiats QTc TpeMop, Au3apTpust (IpH J03ax
Jajiee B/B KaneabHO 1-4 | riaMko3uaaMu, mociie KareIbHOTO BBeNeHUs 1 T/cyT. u
MI/MHH B TeueHne 12-24 | xapIuoXupyprudaeckux onepanuit 6oee)
4. MakcuMmanbHas 103a
2000 mr/cyT
Hpoxaunamua** | COIBA | B/B memnenHo 100 mr Kynuposanue YMXKT npu CunycoBas Opaaukapans < | ApTepuanbHas THIIOTOHUS,
IAa) Ka)XXJIbl€ 5 MUH 110 OTCYTCTBUU BhIpakeHHOW CH, 50 ya/mMuH. Opanukapaus, HapyueHus: AB-

MIPOBOANMOCTH, HAPYIICHHUS
BHYTPHKETYTOUKOBOM

MMPOBOJAUMOCTH, BO3pACTAHUC
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20 Mr/MuH B TedeHHe 25
MUHYT (MaKc.
Harpy3ouHas no3a 1000
MT).

IIpu HEOOXOTUMOCTH
TTOAIePIKAHS
KOHIICHTpaITiH
JUTUTEIBHOE B/B

KalleJIbHOE BBeIEHHE 2-

cuHapoma bpyrana

QT =500 mc

nopora aedubpussiuu, KT

TUTIA «ITAPYIT

6 Mr/MUH
#Bepanamm** C08D B/B ctpyiino 5-10 mr «Mnuonarndeckue» KT: CunycoBas Opagukapausa < | ApTepuaibHas THIIOTOHUS,
av) (mo 0,145 mr/kr) U3 Beixonnoro tpaxta IDK, JIK. 50 yn/muH. Opaaukapavsi, HapyuieHus AB-

MeJIEHHO OOII0COM Qacuukynspras JOKT VYruerenune AB- nmpoBoanMocTH, octpas CH.

[8, 743] nposeaenus (6mokans 11- [IpoTtuBOMIOKa3aHBI TIPU

I cT.) cunapome WPW u m1ro661x
¢dopmax XCH

#Tpudocanenun CO1EB | B/B ctpyitao 20 mr KT u3 BeixogHoro tpakra IDK, ApecT CHHYCOBOTO y3J1a HITH

B TEUEHME 2 CEK.

Uepes 2 MUH. BO3MOYKHO
ITIOBTOPHOE BBEJICHUE

20 Mr

B TeueHue 2 cek. [136,

745]

JIK.
@acuukymspaas JOKT

AB-6nokana II-11I cr.
(KpaTKOBPEMEHHO).
Bo3MoxHO pa3Butue
napokcuzma OII.

Oppltka, OGpOHXOCTIa3M.
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#Marnus

cyabdar**

BO5XA

2 T B/B CTPYHHO
MeJJIEHHO IO/
koHTposeM AJl. Tlpu
Hed(DPEKTUBHOCTH —
MMOBTOPHOE BBEJICHHE B

TeueHue 5-15 muH [105]

KT tuna TdP npu CYUQT

pa3IMYHOM 3THOJIOTHUU

ApTtepuanbHasi THITIOTOHUS

[pumeuanue: ' cormacHo knaccudukamuu E. Vaughan Williams B Moguduxaruu D. Harrison.

Coxkpamenusi: AB — aTpHOBEHTPUKYJISpHBIN, AJl — apTepuanbHOE NaBicHUE, B/B — BHYTpHUBeHHOe BBeacHHe, ['JIDK — rumeptpodus neBoro
xenmynouka, KT — >xemynoukoBas taxukapausi, UK/l — wummiaantupyemsiii kapanoseptep-aeudpumsitop, UM — undapkr muokapnpa, JOK — neBwiid
xenynouek, IDK — mnpasenii xenynouek, CYUQT — cunnpom ymmmnenHoro uatepBana QT, CH — cepnednas HemoctarouHocTs, Y MIKT — ycroitunBas

moHoMophHas KT, ®IT — dpubpumnsius npeacepauii, XCH — xpoHuueckas cepeuHas HemocratrouHocTh, DK — anekrpokapauorpamma, TdP — torsades de

pointes, WPW — cunapom Bonbda-Ilapkuncona-Yaiita. ATX - Anaromo-TepaneBrnuecku- XUMHUYECKasi CUCTEMa KIacCH(PUKaUK JIEKapCTBEHHBIX CPEACTB

186




Tabamua A3.3 JlekapcTBeHHbIE TpenapaThl s ATUTENBHOM Tepanuu ¢ 1enbio npopmiakTuku peuuansos KT y nereit

Tun nexk. Ccbuiku Ha
(hopMEI 110 Cpennee JTUTEPaTypy
HaumenoBanue Cyrounas
arperaTHoMy KOJIMYECTBO
Kon ATX | nekapctBenHoro npenaparta | IlyTb BBelieHUs J103a KommenTtapuii
COCTOSIHHIO Ha MPUEMOB B
(MHH) (Mr/Kr/CyTKH)
MOMEHT JICHb
oTpeOICHMSI
Jlo3a HachIeHHS — - O d-neitdn mo [65, 102, 108,
5-10 Mr/kr B TeUeHHE MMOKa3aHUsIM; 110 734]
60 mMuH, 3aTeM BO3pacCTy
C01BDO01 #Amuomapor™* ITepopanbHblit Trepnas MOJIJIEP>KUBAtOIIast 2
nHpy3usa 10
Mr/kr/cyTku (5-15
MT/KT/MHH)
- Odd-neitdn mo [102, 205]
C07AB03 | #Arenomnon** ITepopanpHsIit Teepnas 0,3-1,3 Mr/kr/cyTkn 1-2 MOKa3aHUM; 110
BO3pacTy
- Odd-neitdn mo [205]
0,3-0,4 mr/xr/cyTKN
C07AB07 | #bucomnpomon** ITepopanbHbrii TBepnas 1 MMOKa3aHUSIM; TI0
(ae 6osee 10 Mr/cyT)
BO3pPacTy
-Odd-neiidn o [102, 205]
CO8DAO1 | #Bepamammm®* ITepopanbHbIii TBepmas 2-9 Mr/Kr/CyTKH 3 MMOKa3aHUSIM; TIO

BO3pacTy
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Tun nek. Ccputku Ha
(hopMBI 110 Cpennee JTUTEPATYPY
HaumenoBanue CyTtounas
arperaTHOMy KOJINYECTBO
Kog ATX | nekapctBeHHoro nmpenapara | IlyTs BBeneHUs [103a KommenTtapuit
COCTOSTHHIO Ha MpUEMOB B
(MHH) (Mr/kr/CyTKH)
MOMEHT JICHb
moTpeOIeHUs
- Odd-neitdn mo [735, 731,
C07AB02 | #Meronponox** ITepopanbHbIii Teepmas 1-2 Mr/KT/CYyTKH 2 MTOKa3aHMIM; TIO 736]
BO3pacTy
- O¢¢-neitdn no [108]
C01BC03 | #llponadenon** [lepopanbHbiii Teepnas 10-15 mr/kr/cyTku 3 MOKa3aHUM; 110
BO3pPacTy
- O d-neitdn mo [191, 731,
CO07AA05 | #IIpompaHomon™* [TepopanpHbIit Teepnas 1-4 Mr/kr/cyTkn 4 MOKa3aHUsIM; 110 736, 737]
BO3pPacTy
1-3 Mr/kr/cyTku B 2 - Odd-neitdn o [108]
npreMa.
Ilpu «HArpy304HOM» IIOK43aHHAM,; 110
C07AA07 | #Cotamom™** ITepopanbHslii Teepnas CHMITATHKO3aBUCHMOI 3 BO3DACT
9KCTPACUCTONHH pacty
UCIIONB3YIOT COTANOI
(0,5-3,0 mMr/kr/cyT).
- Odd-neitdn mo [102, 205,
C01BC04 | #DnexkanuHun [TepopanpHbit Teepnas 1-3 mr/kr/cyTKu 3 MOKa3aHUsM; 110 737]

BO3pacTy

Tabamna A3.4 JlekapcTBeHHBbIE IIpenapaTsl A1 KynupoBaHus napokcusmoB KT y nereit
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Tum nex. popmsl o Ccpuiky Ha
HaumenoBanue
arperaTHoMy Jlo3a 1 cxema BBeJCHUS JTUTEpaTypy
Koo ATX JIEKapCTBEHHOTO [IyTs BBEmEHUSA KommenTapuit
COCTOSIHHIO Ha MOMEHT | (MI/KI/CYTKH)
npenapara (MHH)
OTpeOICHIS
Harpy3ounas mo3za: 5-10 - Odd-neitdn mo [102, 108,
MT/KT 32 60 MUHYT. MOKa3aHUIM; 10 723, 724]
BuyTpuseHHo, [ToxnepxuBaromas HHOY3HS: | BO3paCTy
C01BDO01 #Amuongapon™* Kunkas
BHYTPHKOCTHO 5-15 MKT/KT/MUH
5-10 Mr/Kr, MAaKCHUMAaJIbHO
300 mr
- Odpd-neitdbnmo | [102, 108]
CO01BA02 | #llpoxanHamu** Buytpusenno Kunkas 0,15-0,2 mur/kr MMOKa3aHUSIM; TI0
BO3pacTy
0,01 Mr/kr, MaKcuMabHAas - O d-neitdn mo [125]
BryTpHBEeHHBIH, paszoBast 103a Ul pebeHKa 6- | moKa3zaHHsIM; 110
C01CA24 | #0nmHedpun™* Kunkas
BHYTPHKOCTHO 12 net — 0,3 mr, 10 6 JIET — BO3pacCTy

0,15 mr
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Tum nex. popmsl o Ccpuiky Ha
HanmeHnoBanune
arperaTHoMy Jlo3a 1 cxema BBeJCHUS JTUTEpaTypy
Koo ATX JIEKapCTBEHHOTO [IyTs BBEmEHUSA KommenTapuit
COCTOSIHHIO Ha MOMEHT | (MI/KI/CYTKH)
npenapara (MHH)
OTpeOICHIS
1 Mr/KT (BHYTPHBEHHO Odd-neitdir mo [102, 107]
60m0CHO, 1OImyCcTUMO 3X [IOKa3aHUsM; 110
KpaTHOE BBEACHUE JaHHON BO3pacCTy
IT03bI ¢ HHTepBaioM 10 MHH);
C01BB01 | #Jlumoxamua™* BryTtpuBenHo Kunkas
¢ mocleayoen
HenpepbIBHOW HHPY3HUei co
ckopocTbio 20-50
MKT/KI/MUH.
25-50 mr/kr Od¢-netion no [106, 108]
(ue Gonee 2 rp.) MOKa3aHUIM; 110
BHyTpuBeHHOE BBEJICHUE B BO3pacTy
TedeHue 1-2 MUHYTHI JUIst
BnyTtpusenHo
BO5XA05 | #Maruus cynsgar** Kunkas Ky[IHPOBaHUs IpUCTyIa
12,5% pactBOp
TaXUKapINH TUTIA «ITHPYIT»,
pu HedPPEKTUBHOCTH
MOBTOPHOE BBEJICHUE TOM K€
no3bl uepe3 5-10 MunyT
Od¢-netion mo [143]
CO08DAO1 | #Bepamamumr** BuyTtpuseHHO Kunxas 0,1 mr/kr B TeueHue 2 MUH. MOKa3aHUAM; 110

BO3pacTy
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IMopsinox oka3zaHusl SIKCTPEHHON MeIUIMHCKOM MOMOIIM HA JOTOCIUTAILHOM
srane: [lIpumenenus IKMO npu CJIP

ANropuTM NpUHATKA pewenna o npumeHeHnmn IKMO-CJ1P

IlepBu4HBIE KpUTEPUH da Aa —> OkoHYaTEIbHBIE KPUTEPUHU

PedparTepHad 0CTaHOBKA KPOBOOOpPALICHHA HeT tmxenoii xponnueckoli opranHoi
HEJOCTATOTHOCTH

CBHIETETB

Hauano CJIP < 5 MuHYT
DBaKyalHa ¢ IPHMEHEHHEM
EapIHoMaccakepa

Bospaet < 70 neT

Het naHHEIX 3a OHKOIIOTHYECKOE
3aboncBaHNe BHE PEMHCCHH
KaHmomauus TeXHHYeckH BO3MOMKHA

Hert gannemx 3a li)al{"l TpaBMBI H KPOBOTCHCHHE

IIpomesxyTo4HBIE KPHTEPUHI

EtCO2 [ 10 mmHg
3H6KTPH‘ICCI{H}I AKTHBHOCTE CEpOLa
(DHK/KT)

«CHIHATIBIY KH3HH
Hauano IKMO-CJIP < 60mun

HET Aa
v v
IIpogomxnte ( HeT HeT
pacumpemyzo — SKMO-CJIP
CJIP

Kpurtepun npumenenusi BeHo3Ho-apTepuanbHoii IKMO npu nposenenun CJIP

1. Hanuume cBuaerenss BHE3aMHOM OCTaHOBKM KpoBooOparneHuss ((pakT OCTaHOBKU
KpOBOOOpAIIIEHHsT MIPOM3OIIC]T B MPHUCYTCTBUHU JIMIA, KOTOPBIA CIOCOOCH 3TO paclo3HaTh H
BBI3BaTh ITOMOIIIB).

2. Hemennennoe Hauano 6azoBoro komiuiekca CJIP (He mozmHee 5 MUHYT OT MOMEHTa
MIpeIoJiaracMoi OCTAHOBKH CEP/IlIa JOKEH OBITh HauaT HEMPSIMON MaccaxK Cep/a);

3. [Ipeanonaraemselii MHTEpBaJl OT OCTAHOBKHM KpoBooOpatienus 1o 3amycka JKMO menee
60 MHUHYT;

4. [Ipeanonaraemsiii Bo3pact mamnueHTa He 6osee 70 ner;

5. Bo3MOKHOCTh TPUMEHEHUS YCTPOUCTB AaBTOMATUUECKON HAPY>KHOU KOMITPECCUU TPYAHOMU

KIETKHA (TIOIXOJSAINEe TENOCIOKEHHE, OTCYTCTBHE BHJIMMBIX IPOTHBOINOKA3aHUMN, HATUYHE
YCTPOMCTBA HAa OCHAIIIEHUH MEIUITUHCKON OpHUrabl WM B MEIUIIMHCKOW OpraHU3aIiN);

6. OTcyTcTBHME paHEe W3BECTHBIX COIMYTCTBYIONMUX 3a00JEBaHUM, OrPaHUYMBAIOIINX
HpOZ[OJDKI/ITeJIBHOCTB KHU3HU (TepMI/IHaJIBHaSI cragus CCpZ[G'—IHOﬁ HEOOCTATOYHOCTHU y HEC
KaHJIUJaTOB Ha TPAHCIUIAHTALUIO CEpJla, XPOHHYECKas OOCTPYKTHBHas OOJE3Hb JErKHX,
TepMI/IHaJ'II)HaH cragus HO‘-Ie‘IHOfI NIn He‘IeHOQHOI)’I HEAOCTAaTOYHOCTH, HOHI/IOpFaHHaﬂ
HEJIOCTAaTOYHOCTh Tpu ormeHke mo mkame SOFA OGonee 14 OGamwroB (mpuioxenue I'S),
TEPMUHAIIbHAS CTAIHUsI OHKOJIOTMYECKOTO 3a00JIeBaHus ),

7. OTCyTCTBUE NOCTOBEPHBIX JAHHBIX O CPEIAHEN U TSDKEIIOW HEAOCTATOYHOCTU a0PTaJIbHOTO
KJIalaHa;
8. OTcyTcTBUE TPAaBM U IPOAOIHKAIOIIET0CsS KPOBOTEUEHMS;
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0. Hannune mro0oi »1meKTpUYecKOM aKTHBHOCTH cepaua (puOpHuisamus >Keilyma0uKoB,

JKCITYJOYKOBAd Taxukapaus, SJICKTPUICCKaA aKTUBHOCTb oe3 ImyJibCa, MOBTOPAIONIUCCA OCTAHOBKU

KPOBOOOpAIICHHS );

10.  JlakraT apTepuaibHON KPOBU MeHee 18 MMOIIb/;
11.  EtCO: 6onee 10 MM pr. CT.;

12. PaO: Gonee 50mMM prT. CT.;

13. Sa0> 6onee 85%;

14.  TexHuueckas BO3MOXHOCTb KaHIOJSIUH;

15.  TlorenumansHO oOpaTuMasi MPUYUHA OCTAHOBKH KPOBOOOpameHHs (KapIUOTeHHBIH HIOK

JIF000T0 TUIIA B MMPOUCXOKACHUA, TUIIOTCPMHUA, OTPABJIICHUC KAPAUOTOKCUIHBIMHU IIPCIIapaTaMu,

OCTPBIC DJICKTPOJUTHBIC HAPYIICHUS, HC CBA3aHHBIC C XPOHUYCCKUM 3a60J'I€BaHI/ICM).

IIpumep yek-aucra nposepku kputepues npumeHenuss IKMO npu nposenennu CJIP:

Kpurepuit OueHka KpuTepust
KauectBenna | KonnuectBennas
s

Bospact o 70 net Ha Her
CBHUCTENIb OCTAHOBKHM KPOBOOOpAIIEHHUS Ja Her
Hauano CJIP<5 mun [a Her
Hauano DCJIP <60mun a Her
DNIeKTpUYECKasi aKTUBHOCTh CepIa a Her
ETCO2/PaCO2 > 10 mm Hg Ha Her
[lpu3naku xu3HM - XOoTss OBl oauH (orcyrctBue | [a Her
JIBYCTOPOHHETO  MHUJpUa3a, Hamuuue QoTopeakiuuit
3paukoB, pPeQIIEKCOB, peaKkiuu Ha O00Jib, CIMOHTAHHBIX
JIBHDKCHHUI )
OTtcyTcTBUE HEM3IEUMMBIX 3a00NieBaHui U ocnoxHeHnt | [a Her

Kpurepun uckinrovenus npumedenus IKMO npu CJIP:
Tspkenas XxpoHUUYecKas cepliedHasi HeJOCTaTOUHOCTh (y HEe KaHIUAAaTOB Ha | Her
Ha TPaHCIUTAHTAIMIO CEP/IIIA)
TepMuHnanbHas moueuHast/medeHoyHast HegoctarouHOCTh(SOFA Oornee Ha | Her
14 6ammoB)
XpoHuyeckasi 00CTpYKTHUBHAsI 00JI€3Hb JETKUX Ha | Her
OHKOJIOTUYECKHI aHAMHE3 BHE PEMUCCUU Ha | Her
TexHnuyeckass HEBO3MOKHOCTh KaHIOJISLIMU Ha | Her
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ITopsimoxk oka3aHusl TMOMOINM TMAIMEHTAM C BHE3allHOM OCTAHOBKOM
KPOBOOOpAIlleHUs] B CTAIMOHAPHOM OTAEJEHHMH CKOPOH MeIUUMHCKON
MOMOIIH.

[Ipu mocTymeHny B CTallMOHAPHOE OTACIICHHE CKOPOH MEAUITMHCKON TTOMOIIU MAllUEeHTA B
COCTOSIHMM KJIMHUYECKON CMEPTH, pa3BUBIICIICS BHE MEIULIMHCKOW OpraHu3anuu
OCYILIECTBIISIFOTCS:

* OcMOTp Bpaya aHECTE3UO0JI0ra-pEaHMMAaTONIOTa CTAMOHAPHOTO OTIAEIEHHUS CKOPOU
MEIHUITMHCKOM TTOMOIIIH;

* Peructpanus OKI'.

JlaGopaTopHoe oOceaoBaHueE:

* UccnenoBanue KUCIO0THO-OCHOBHOTO cOCTOsIHUS U ra3oB kposu (B03.016.011);

» OOmmii (kmuHIYeckuii) ananus kposu (B03.016.002);

* UccnenoBanue yposHs kanus B KpoBH (A09.05.031); MccnenoBanue ypoBHs HaTpHs B KPOBU
(A09.05.030); ccnenoBanue ypoBHs kpeatunuHa B kposu (A09.05.020); UccnenoBanue
ypoBHsl MoueBUHBI B kpoBU (A09.05.017); Onpenenenue

aKTUBHOCTH alaHMHaMHHOTpaHchepasbl B kpoBu (A09.05.042); Onpenenenre akTHBHOCTH
acnaptatamuHoTpaHncdepassl B kpoBu (A09.05.041); MccrnenoBanue ypoBHS

obmero 6unupy6una B kposu (A09.05.021); MccnenoBanue ypoBHS IIFOKO3bI B KPOBU
(A09.05.023);

* AKTHUBUpPOBaHHOE YyacTHUHOE TpoMOormactuHoBoe Bpemst (A12.05.039);

Omnpenenenue MexayHaApOAHOTO HopManu3oBaHHOro otHolenus (MHO) (A12.30.014);

* UccnenoBanue yposus TponoHuHOB I, T B kpoBu (A09.05.193);

» MonekynspHo-Ouonornueckoe uccieaoBanue kposu Ha Bupyc rematuta C (Hepatitis C virus)
(A26.05.019), monekyIsIpHO-OMOJIOTHUECKOE HCCIIeIOBaHNE KPOBU Ha BUPYC renaturta B
(Hepatitis B virus) (A26.05.020), Onpenenenue antuten kinacco M, G (IgM, IgG)

K BUpycy ummyHoaeduiura yenoseka BUU-1 (Human immunodeficiency virus HIV 1) B kpoBu
(A26.06.048) u Onpenenenue anturen kiaaccoB M, G (IgM, 1gG)

K BUpycy ummyHoaeduiura yenoseka BUU-2 (Human immunodeficiency virus HIV 2) B kpoBu
(A26.06.049) unu Mccnenoanne ypoBHs anTuTen kKiaccoB M, G (IgM, IgG)

K BUpycy uMmmyHozaeduiura yenoeka BUU-1/2 u anturena p24 (Human immunodeficiency
virus HIV 1/2 + Agp24) B kposu (A26.06.049.001) ,

Omnpenenenne anturen k 6iennoi Tpenoneme (Treponema pallidum) B kposu (A26.06.082);

* OmpeJeieHne TPYMIIbl KPOBH U pe3yc-(hakTopa: OmnpeneneHue OCHOBHBIX TPYIII IO CUCTEME
ABO (A12.05.005), Onpenenenne anturena D cucremsl Pesyc (pe3yc-dakrop) (A12.05.006).

WNucTpymMeHTambHast TUarHOCTHKA

* YabpTpa3BykoBoit ckpuHHUHT (FAST-mporokoin): Dxokapauorpadus (A04.10.002),
yJIbTPa3ByKOBOE ONpe/eIeHNe KUIKOCTH B OprourHoi nosoctu (A04.30.004),
VYapTpa3BykoBoe ucciaeaoBaHue mieBpaibHoi nosoctu (A04.09.001),

VYapTpa3BykoBoe uccaeaoBaHue 3a0promuHHOro npoctpancTBa (A04.30.003),

VY IbTpa3ByKOBOE UCCIIEJOBAHNE OPIaHOB MAJIOTO Ta3a KOMIUIEKCHOE
(TpaHcBaruHanbpHOE U TpaHcadaomuHanbHOE) (A04.30.010);

» KomnbrotepHast tomorpadgust roaoBaoro mosra (A06.23.004);

» KomnproTepHast Tomorpadusi OpraHoB TPYIHOH ITOJIOCTH C BHYTPUBEHHBIM OOFOCHBIM
koHTpactuposanueM (A06.09.005.002);

» KomnsrorepHas Tomorpadusi OpraHoB OpIONTHOM MOJOCTH ¢ BHYTPUBEHHBIM OOJIFOCHBIM
koHTpactuposanueM (A06.30.005.003);
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* Koponaporpadus (A06.10.006).
KoHcynbTanuu crienuaiicToB: 0 TOKa3aHHsIM.

Jleuenue:

* IPOJIOJKEHUE PACIIMPEHHBIX MEPONIPUATUI CepICUHO-JIETOYHON PEeaHUMallUU B TIOJTHOM
o0beMe; B ClTyyae BBISIBICHUS IPUYMHBL, IPUBEALICH K OCTAaHOBKE KPOBOOOpAILIeHUS,
MIPOBOAMTCS MAaTOTeHETHYECKasl Teparnusi, HalpaBJIeHHasl HA €€ YCTPaHEHHUE;

* pelIeHre 0 IPUMEHEHUH BEHO-apTEPUATILHON IKCTPaKOPIIOpaIbHOW MEMOpPaHHOM
okcureHauu (BA DKMO) B komruiekce cepeuno-ierounoi peanumaruu (OCJIP).

AJITOPUTM NMPUHATHSA pellleHusi OpUramoil CKOpoii MeINIIUHCKOI MOMOIIH I10
IBAKYALMM NMANMEHTA C BHE3AIIHOI OCTAHOBKOH KPOBOOOPpAILlEHUSA

Pacwwpennana CNP 5

H a
/f/ CMIN Ha mecTe 3pdeKTHBHA \

PetbpakTepHas OCTAHOBKA BOCCTAHOBMAEHWE CMOHTAHHOTO
kposooBpaweHnal KposoobpalLeHuA

!

Annapart ana
3NeKTPOMEXaHNUECKOI Het
~ o CNIP Ha mecTe
KOMMPECCHM Py aHONR

HNETHH l

aa l KoHcTaTauma cMepTH B cnydae
BesycnewHocty CNP

¥

Bpema 3sakyaumn Her JBaKyaLMA cornacHo
A0 IKMO-ueHTpa *  MPWMKA30B N0 MapLWPYTH3aLMK
< 30 MUHYT? B cybvexTe PO

Het
R
loToBHOCTb IKMO-ueHTRa
|

Jearyauma e IKMO-ueHTp

! - HeadderTMBHOCTb pacluMpeHHon CNP; 2 OT npegnonaraemoro momedTa BOK ao
- B Teyenre 10 muH Hayana IKMO < 60 MuH

-3 v bonee AedMBpPUANALMK - EcTb OUeBMASL NPOMEOLWEIIErD

- NPUMEHEHKMe aMU0oaap0oHa - Hauano CJ/IP e oueenguem oo CMN

CPJI — cepneuno-nerounas peanumanus; IKMO — skcTpakopriopaibHas MeMOpaHHast
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okcurenanusi; CMII — ckopast MeIUIIMHCKAs TOMOIITb.

JlomoJHUTEIbHbIE MHTEPHET-PECYPCHI

- OOHOBIAEMEIH NEPCUCHb JICKAPCTBCHHBIX CPCACTB, BJIUAIOIINX HA OJIUTCIBHOCTH

nntepBana QT: https://crediblemeds.org/

- AxrtyanbHas uH(OpManus o nmoOouyHbIX 3(p(deKkTax MeIUKaMEHTO3HBIX IPEnaparoB:

https://www.drugs.com/

- [IpenapaTspl, NOBBIIAIOIINE PUCK KEIYAOUYKOBBIX APUTMUN y MAIUEHTOB C CUHAPOMOM

bpyrana: http://www.brugadadrugs.org: Ha PYCCKOM SI3BIKE:
https://www.brugadadrugs.org/upload-
dir/Drugs%20in%20Brugada%20syndrome%20letter%20RUSSIAN.pdf
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IIpunoxenune b. Anropurmsl aeiicTBuid Bpadei

PucyHnok 1. Anroputm KynupoBaHUs MApOKCU3Ma PETYISIPHON TaXUKapIUH C HTUPOKUMU

komruiekcamu QRS.

BarycHble
npobbl, Np1 HeaHEKTUBHOCTH -
#rpudocagenmt (Knacc IIA)

' Mogozpeute Ha HIKT:

“—o

> @

MpokanHammg™ 3
(Knacc 11A)

AmmnozapoH™*
(Knacc 1IB)

: MpokanHammna*™ \
(Knacc I1A)

AmuoaapoH™*
(Knacc 1IB)

Ipumeuanue: HXKT - nHamxenynoukoBas taxukapaus, KT — xxemynoukoBast Taxukapaus,
BTIDK — BeIBOAHOM TpaKT MpaBOro XKenyouka (amantupoBano u3 [8]).

#npoxaunamuo®*  npumensemcs npu  OMCYMCMEUU  BbIPANCEHHOU  CEPOEYHOU
HedoCcmamouHocmu, eunomensul, ocmpoz2o MM, mepmunanvHou noueuHou He0oCmamoyHoCmu,

npusnaxos cunopoma bpyzaoa (003wt 0115 63pocavix u demeti cm. 8 [punoscenuu A, mabauyvt A3.2

uA3.4).
196



Pl/lcyHOK 2A. AJIFOpI/ITM BCACHUA MAIMCHTOB C DJJICKTPUYCCKUM MTOPMOM HIIN

noBTOpHBIMU paspsaamu UK/,

War 1 {
nmmusau OTK/toYeHHe
nporpam- UKA** MarHuTom RHHRaEAR
MMPYEMbIX | ecn cnelmasmcT no ymnp/ CBT
napameTpoB | MporpaMmMMpoBaHMio
MK A * MK HepocTyneH (eee
Knacc 1) (Knacc 1)
Onmmusau OTkntoueHne UKL
nporpam- MarHuToM, ecnu
MUPYEeMbIX cneumanmctno |
napameTpoB | MPOrpamMMMpOBaHUIO
NKA NKAHepocTyneH
L(Knacc 1) (Knacc I)

CM. pucyHok 2B CM. pucyHok 2B

Ilpumeuanue: WK]] — xkapaunoBeptep-n1epuOpMILIIATOp HMILIAHTUPYEeMbIi***, OII —
¢ubpmsiusa npeacepauii, CBT — cynpaBeHTpuKyssipHas Taxukapaus, KA — skexyJodKoBas

aputmus, XXT — xkenynoukoBas Taxukapaus (aaantTupoBaHo us [8]).
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PucyHnok 2b. Anroput™ BeieHUS ALIMEHTOB C AJIEKTPUUECKUM IITOPMOM HIIH

noBTopHbIMU pazpaaamu UK/ (mpogomxenue pucynka 2A).

MonumopdHas KA

!

Stnonorma KA

( [ [ 1

Octpas BHelwHue nosmMmopdHas BTopuuHbIi BpoxaeHHble
niemmsa cakTopbl KA u3 cymnQr KaHasonaTm
0AHOMOKYCHOro
TpUrrepa 1
v v )
CuHApom Manonatuyeckas
BT O CYMQT, KIMKT

’m‘ KatetepHas [ Jleyenme | | KaretepHas || #Bepanamun™ beta-agpeHo-

CMm. pasgen

« PIPHHME, abniaupa l UPJILEL abnauma 6nokatopbl (Knacc 1)
3.3.21 ‘,OKC BbI3BaBLUMX (Knacc ||A) | BbI3BaBLUKX (KI]aC:‘”A) (KﬂaCC "A) - .
1 ocTpbiv UM» WA o oymqT

. (Knaccl) (Knacc I) KaretepHas 3n;l:rxﬁzﬁﬂ;m-
e a6nauus
#Marvua ¥K3-Tpurrepos | | (Knacc 1)
&/ (Knacc 11A) |
C?}?ﬁi} #Maruma cynbcar™*
xs10puz, #Kanua xnopua
B/B (Knacc |) B/B (Knacc )
JneKTpo- AAT
KapAuo- B COOTBETCTBUM
CTUMYNIALMA C OCHOBHbIM
1 (Knaccl) | 3aboneBaHveM
p S ~ 4 (Knacc l1A)
l ABTOHOMHasA
Moy NAumuA
\ —» PeumaumBupytowan KA <« (Knacc l1A)

l

Inybokas cepauma/vHTyGauma
(Knacc llA)

MexaHun4yeckas noaaepxka
KpoBoobpaleHus (Knacc [1B)
Ipumeuanue: XA — xenynouxonas aputmusi, CYNQT — cuHapOM yAJIMHEHHOTO
untepBana QT, ®XK — pubpummsiums xenynoukos, KIDKT — karexonamuHeprudeckas moauMophHas

xenmynoukoBast Taxukapaus, OKC — octpslit kopoHapHslii cunpom, UM — nadapkt muokapaa, K2 —

JKENyJOYKOBast IKCTPACUCTOIINS, B/B — BHYTPUBEHHO, AAT — aHTHapUTMUYECKas Teparus

(amanrrupoBano u3 [8]).
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Pucynoxk 2B. AnropurMm BeneHUS NALUEHTOB C JJIEKTPUYECKUM ILTOPMOM MU

noBTopHbIMU pazpaaamu UK/ (mpogomxenue pucynka 2A).

MoHomopdHas KA
Bpems KA
( I |
Bbicokoe Huskoe
OnTumusaums napametpos MKA*** ) * Onmumm3aums napametpos MKA™*
(Knacc 1) \ (Knacc 1)
beta-610KkaTopbl/cefaums I
(Knacc |)
AMKMOAAPOH MM aMMOJapOoH -—M
AmmozapoH He enaTtesneH? \ 4
(Knacc I) J
AAI B cooTBeTCTBUM
C OCHOBHbIM AWarHo3om
1 YHKLMOHANBbHBIM
COCTOSIHMEM
Ja
Peunausupyioias KA
Peunansupytowias KA
v v

KateTtepHas abnauma KateTepHas abnaums ]

(Knacc I) ; (Knacc 1)

[ny6okas cefaums/mMHTy6aLms
(Knacc l1A)

ABTOHOMHasi MOZyNALMA
(Knacc 11B)

MexaHnyeckas noaaepxka
KpoBoo6paluenns (Knacc I1B)

Yyalljatollas KapAMoCTUMYNSALMS
Mo TuMy «oBepapais»

Ipumeuanue: XA — xemynoukoBas aputmusi, MUKJ] — kapaunoseprep-aedhudpumsTop
UMITTAHTUPYEMBIA ™ ** A ATl — anTHapuTMUYECKHe Tipenapathl (aJanTupoBaHo u3 [8]).

Bpems KA (mns XKD 1 )kenyJOYKOBBIX PUTMOB): JIOJIS )KEITyTOYKOBOM SKTOMMMYECKUI aKTUBHOCTH
OT OOIIero dYWciia CeplIevYHbIX COKpalleHWH B TEYeHHWE Ilepruona HaONMIOACHHUA TpPH IPOBEICHUH
XONTEPOBCKOTO MOHUTOPHPOBAHHS CEpACYHOTO pUTMA WIM 110 JAaHHBIM  HMMIUIAHTHPYEMOTO

AHTHAPUTMHYECKOTO YCTPONCTBA.
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Pucynok 3. Anroput™m aeicTBuii Bpadya Ipy EPBUYHOM SU30/1€ YCTONYMBON

MOHOMOP(HOM KEITyT0YKOBOH TaXUKAPIHH.

KT no 12- kaHanbHo KM | AHamHe3 (cakTopbl pucka
(NPOACIKUTENBHOCTD CC3, %anobbl,
uukna, mopdonorua, COnyTCTBYIOWAsA NaToNorua,

NpOBOKALUMA hU3MYECKOM NeKapCcTBeHHble

Harpy3Kom npenaparbl)

!

( 12 - kaHanbHas KM I IXOKI )
1
v

HacneacTteeHHbIM aHamHes JlabopaTtopHble AaHHble
(BCC, nepeuyHble (3neKTponuThl,
3/IeKTPUYECKHE 6oNe3HM, ypoeeHb NT - proBNP,

Kapavomuonatus) TTr/T4)

14 v

AYTOMMMYHHaA ceponorma

Buoncua nog KoHTponem
KapTMpoBaHWA
(npy1 nokanbHOM
BOBJ/IEYEHUM KENYA0HKa)

Ipumeuanue: KT — xenynoukoBas taxukapus, CC3 — cepliedHO-COCYIUCThIE 3200IeBaHNS,

BCC — Bue3amHas cepaeunas cmeptb, TTI' — tupeorponnsiii ropmon, DXOKI — sxokapauorpadus, KAT
— xopoHnapoanruorpadwus, CIIC — ctpykrypHas natonorus cepana, UbC — niemuueckast 60ie3Hb
cepaua, MPT — marauTHO-pe3oHancHas Tomorpadus cepaua, AKIDK — apurmorennas xkapauomuonatust
mpasoro xenynouka, [I9T KT — no3uTpoHHO-3MHCCHOHHAsE KOMITBIOTepHAas ToMorpadust, JDPU —
anektpodusnonornueckoe ucciaenosanue, IAK IDK — snexrpoanaTomuueckoe KapTHPOBaHUE ITPABOTO
xenynouka (aganTupoBaHo u3 [8]).
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IHpunoxkenue B. Undopmanus njist manueHTa

KenaynouxkoBble HApylIeHUs1 puTMa. BHe3anHas cepaeyHasi CMepPThb.

OcHOBHas TEPMHUHOJIOTHS

XKenmynoukoBble HapyIIEHUS PUTMa MU HKETYJOYKOBBIE TaXHAPUTMHU — OOOOIIEHHOE
Ha3BaHHUE PpACCTPOMCTB CEPAEYHOTO0 PpPUTMA, IMPU KOTOPHIX HCTOYHHUK NATOJIOTHYECKON
3JIEKTPUYECKON aKTUBHOCTHU HaXOJUTCS B TKAHU KEITYJOUYKOB CepILa.

BreszanHas cMepTh — HETIPEABUACHHOE CMEPTENIbHOE COOBITHE, HE CBSI3aHHOE C TPABMOU U
BO3HUKAIOILlEE B T€UEeHUE | yaca ¢ MOMEHTa MOSIBICHUS CUMITOMOB y MPAKTUYECKHU 370POBOIO
yenoBeka. Ecnu cmepTh mpousoniia 6e3 cBuieTeNel, 0 BHE3aIHONW CMEPTH TOBOPSIT B TOM ClTydae,
€CJIM MOTUOIINK HAXOAUIICS B yIOBIETBOPUTEILHOM COCTOSIHUY 3a 24 Yaca 10 CMEPTH.

Bueszannas cepaeunas cmepts (BCC) — TepMuH npUMEHSETCs, €CIM BHE3amHasi CMEPTh
BO3HHMKJA Yy TMalMeHTa C U3BECTHBIM IMPU JKU3HU BPOXKACHHBIM WM TMPUOOPETEHHBIM
MOTEHITHAIBHO (paTaTbHBIM 3a00JIEBAaHUEM CEpAlla, WA MaTOJOTHUS CEePIACYHO-COCYAUCTON
CUCTEMbI ObljIa BBISIBICHA MOCMEPTHO U MOrJa ObITh NPUYUHONW CMEPTH, WU €CJIM OYEBUIHbBIE
BHECEp/ICYHbIC MPUYMHBI CMEPTH HE OBLIU BBHISBICHBI, U HApYIICHHE PUTMa CIYKHT HauOolee
BEPOSITHOU NPUYUHON CMEPTH.

CormanpHas 3HaYNMOCTD

Bueszannas cepieuHas cMepTh Kak HEOOpPaTHMBIM HCXOA U pe3ylbTaT BHE3AMHOM
OCTaHOBKHM cepana pocturaet 50% cpenu aApyrux ucxonoB y jun 35—50 jeT, NpeuMyLECTBEHHO
MY>KCKOTI'O T10J1a, OIHAKO B MOCJEIHEE BpeMsl HaOJI01aeTCsl TEHACHINS K YBEITMUEHHIO JOJIH JINL
YKEHCKOT0 110J1a, a TaKXe MOAPOCTKOBOIO U IOHOIIECKOI0 BO3pacTa.

[Toutn B MONOBHHE CllydyaeB OCTAaHOBKa cepiaua y jaui crapiie 40 jer mpoucxoaut 0e3
U3BECTHBIX 3a00JIeBaHUI cepala, OJHaKO OOJIBIIMHCTBO M3 HUX NPU 3TOM HMEIOT
HEJMAarHOCTUPOBaHHYIO uiemuueckyro Oone3np cepaua (MbC). CHumxenue 3aboneBaeMOCTH
NBC n npyrumu BuAamMu CepJIeYHON MaTOJIOTUU NPHUBEIO K YMEHBIIEHUIO KOJUYECTBA CIIy4acB
BCC noutu Ha 40%. CymecTByeT reHeTudeckas MpeapacnoioKeHHOCTh K BHE3AITHOM CMEPTH.
OnucaHo NPOrHOCTUYECKOE 3HAUEHNE CEMEMHOIO aHaMHE3a BHE3AIHOM CMEPTH — NPU HAJIUYNU
OJIHOTO CJIy4asi BHE3AITHOW CMEPTH B CEMbE OTHOCHUTEIBHBIM €€ PUCK BO3pAcTaeT NMPAKTUYECKU
BJIBOE, a IIPU JBYX CJIy4asiX BHE3AIHON CMEPTH B CEMbE PUCK YBEIUUYHUBAeTCs B 9 pas.

bnutenbHOCTF 1O OTHOWmIEHWIO K  anekTtpokapauorpadpuueckum  (OKI) u
HXOKaparorpaMueckuM IMpHU3HAKaM HACJEICTBEHHBIX apUTMOTEHHBIX 3a00JIeBaHUI SBISETCS
BaXHOW YacThIO KJIIMHUYECKOM MPAKTUKU U MO3BOJSET CBOEBPEMEHHO BBISIBUTH JIUI[ C BHICOKUM

puckoM BCC. CkpuHHHT OJMKaWIIUX POJICTBEHHHKOB JKEPTB BHE3AITHOM CMEPTH IO3BOJISCT
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BBISIBUTH JIMIIA B 30HE PUCKA, HA3HAYUTh COOTBETCTBYIOIIEE JICUEHUE U TEM CAMBIM IIPEIOTBPATUTD
JIpyrue ciay4yau BHE3aITHOW CMEPTHU B ATOU CEMbE.

Knuangeckne IposBIICHHS

Knunnyeckue mposiBIEHUs JKEMYTOYKOBBIX TaXWapUTMHA MOTYT  CYIIECTBEHHO
pa3nn4aTbess — OT a0CONIOTHOM OECCUMNITOMHOCTH A0 cepiauedueHus, AuckompopTa B TpyaH,
3arpyJuHHON O0JIH, YIylIbs, TOJIOBOKPYKEHUS, IPECUHKONAIbHBIX U CUHKONAIBHBIX COCTOSIHUM.
YuaieHnHoe cepAueOruenue, npegoOMOpoyHOe COCTOSHUE U OOMOPOKH — TpU HanboJiee BaXKHBIX
CHUMIITOMA, KOTOpbI€ TPeOYIOT BU3UTA K Bpauy U JOHNOJIHUTEIBHOTO 00CIeI0BAHHUS.

KODDCKHI/ISI CEPACYHO-COCYANCTHIX d)aKTODOB pHuCKa HC6HaI‘OHDI/IHTHBIX Hncxoa0B

[ManieHT MOKEH 3HATH OO0 WMMEIONIMXCS Y HEr0 M WICHOB €ro CEeMbU CepIeYHO-
COCYIUCTBIX (haKTOpax pUCKa — KYpPEeHHMH, M30BITOUHONH Macce Telsa, NMCUXO03MOIMOHAIBHOM
cTpecce, MAJIOMNOABIKHOM 0Opa3e JKU3HHU, IOBBIIICHHOM YPOBHE XOJIeCTepHHA. BiusHue
yKa3aHHBIX (PaKTOPOB PUCKA MOXKET ObITh CHIKEHO. OCOOEHHO Ba)KHA KOPPEKIHS U3MEHSIEMBIX
(bakTOpOB pHICKA MPH HAJHYUH Yy TAIMEHTa W WICHOB €r0 CEMbH HEKOPPUTHUPYEMBIX (PaKTOPOB
pHCKa, K KOTOPBIM OTHOCATCS: HAJMYUE B CEMEHHOM aHaMHE3€ BHE3aITHON CepAeyHON CMEpTH,
PaHHUX MO3IOBBIX MHCYJIBTOB, MH(APKTOB MHOKapJa, caxapHOro AuabeTa; Takke K JaHHBIM
(dakTOpaM OTHOCST MY>KCKOH TOJI, MOXKHIJION BO3pacT, (PM3NOJOTHUECKYIO MM XUPYPTrUUECKYIO
MEHOMAy3y Y JKEeHIIIHH.

Koppexkmuro gakTopoB pucka TpedyeTcs IpOBOJUTH HE TOJIBKO MAMEHTY, HO U YJICHAM
ero cembu. OHa ocCylecTBIAsSeTCS IyTEM peaju3alMd I[porpaMM CeMeHHON mNepBUYHON
IpOQUIAKTUKN M BOCIIUTAHHSI, COCTABJICHHBIX JICUAIIUM BPayOM:

. Munexce maccnl Tena (Ketne) = Macca Tena B KugorpaMmax/(poct B M2);

. Unpexc tamus/6enpa (UTh): UTh = OT/OBb, rane OT (okpyX HOCTb Taluu) —
HalMEHbIIIas OKPY’KHOCTb, U3MepeHHas HaJ nynkoM; Ob (okpyxHOCTh Oenep) — HauOosbIas
OKpY’KHOCTb, U3MEPEHHAsl Ha YPOBHE STOIMIL;

ba3oBbIe COBETHI MNaIMCHTY U €ro CEMBE

1. JlocTaTOYHBIM CUMTAETCSI COH HE MEHEE 7 4aCOB B CYTKH;

2. Macca Tena nomkHA MpuOIMKaThea K uaeansHoit (MMT menee 25 kr/m?). s
ATOT0 CYTOYHAs KAIOPUHHOCTD MHIIY B 3aBUCUMOCTH OT MaCChI Tella U XapakTepa paboThI T0JDKHA
coctaByATh oT 1500 mo 2000 kkain. [Torpebnenne 6enka — 1 T/KT Macchl Tena B CyTKH, YTIEBOIOB
— 1o 50 r/cyt, xupoB — 10 80 r/cyT.

3. KenarenpHO BECTH AHEBHUK MUTAHUS; MAIMEHTY HACTOSATEIHHO PEKOMEHAYETCS
u30eratb XUPHBIX, CIAJKUX OJIFON, OTJaBaTh MPEINOYTEHUE OBOIIaM, (ppyKTam, 37TaKOBBIM U

xj1e0y TpyOOoro nomona;

202



4. OrpanudeHue NoTpedIeHUs COIM 110 5 T/CyTKU;

5. Crnenyer ynotpeOsiiTh B MWUMLY HPOAYKTHI, OOraThie KalueMm (CBEXHE (PPYKTHI,
OBOIIIH, Kypara, e4eHblil KapTodeb);

6. HeoOxoaumo mpekpaTuTh Wik OTPaHUYUTh KyPEHUE;

7. [ToTpebnenue aaKorois ClIeyeT OrpaHuIUTh, C MAKCUMAIbHBIM IMIOTPEOJICHUEM HE
6osee 30 Mi1/CyT B IepecueTe Ha aOCOJFOTHBINA ATAHOJT;

8. CornacoBaHue ¢ JieHaluM BpauoM MHAMBHIYAJIbHO IMPUEMJIEMBIX AJIS MalUeHTa
Harpy3oK: Iellue MporyJikH, €3/1a Ha BeJIOCUIIeie, X01b0a Ha JIbDKaX, paboTa B caly;

0. [Tcnx03MOIMOHATBHBIN CTpPECC Ha TPOM3BOJACTBE M B OBITY KOHTPOJIHMPYETCS
NpaBWIBHBIM 00pa3oM ku3HH. ClleAyeT OrpaHUYUTh MPOJOIDKHTEIBHOCTh pabovero IHS U
JIOMAIITHUX Harpy30kK, 30eratb HOYHBIX CMEH, KOMaHAHPOBOK;

10.  IOHomam, 3aHMMAIOIIMMCS CIIOPTOM, HENb3s 3JOYHOTPEONATh MHIIEBBIMU
no0aBKaMH ISl HapallMBaHHUs MBIIIEYHOH MacChl M HCKJIIOYHATh HpPUEM aHAOOJHMYECKUX
CTEpPOHIOB.

CoBeThl  MAaIMEHTy ¢ HMMIUIAHTHPOBAHHBLIM KapauoBepTepoM-aehuoprmuiaTopoM™***  w/minn

YCTPOMCTBOM CEPACYHON PECUHXPOHU3UPYIOMIECH Tepanun

. 3anpemaercs ~ MOABEPraThCs  BO3JACHCTBHIO  MOIIHBIX ~ MAarHUTHBIX U
AJIEKTPOMATHUTHBIX TIOJICH, a TAKKE HEMTOCPEICTBEHHOMY BO3/ICHCTBHUIO JIFOOBIX MAarHUTOB BOJTU3H
MeCTa UMILJIAaHTAllUK;

. 3anpeniaercs MoABEPraThCsi BO3JAEHCTBUIO JIEKTPUUECKOTO TOKA,

. BrimmonnHeHNe ~ MarHUTHO-pe3oHaHCHOW  Tomorpaduu  (MPT)  3ampermieHo;
uckmodeHne coctaBisaioT cuctembl MKJ[ m CPT-JI (onekTpoasl u yCTPOWCTBO), MMEOIINE
oTMeTKy 0 MPT-coBmMecTumMoOCTH;

. 3anpemiaeTcs HAHOCUTH yaaphbl B Tpyab B oOmacte umiutantaruun MKJI/CPT-/I,
NBITaThCS CMENIaTh anmnapar 1moj| Koxei;

. 3anpemaercs CaauThCS 3a PyJIb TPAHCIOPTHOTO CPEJCTBAa B TEpBBIE 3 Mecsia
nociae mmiutantauuu WMKJI/ CPT-/, a Ttakke B TeueHHe 3 MecsIeB Iocie OOOCHOBAaHHOIO
cpabarbeiBanus UK/

. 3anpemaercs ~ MPUMEHATh ~ MOHOIOJBIPHYIO  DJIEKTPOKOATYJSIUI0  TIpH
XUPYPrUYECKUX BMEIIATeNbcTBAaX (B T.4. DHJIOCKOMUYECKHUX), NPUMEHEHHE OWIOISIPHOM
KOATyJISIIUK JOJKHO OBITH MAaKCUMAIbHO OTPAHUYEHO;

. CrnenyeT OrpaHWYUTh NMPUMEHEHHE MEepPOopaTOPOB M IICKTPOJAPENICH, a TaKKe
ra30HOKOCWJIOK; KOCHTb BpPYUYHYIO M KOJIOTh JpOBa HEOOXOAMMO C OCTOPOXKHOCTBIO, IO

BO3MOJKXHOCTH JIYUHIC OTKA3aTbCA OT JAaHHOTO BUJAa NCATCIIBHOCTH,
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. HexenaTensHbl 00JbIINE HArPY3KU HA TIJICYEBOM IMOSIC;

. MO>KHO TMONIb30BaThCA KOMIBIOTEPOM M MOJOOHBIMU €My YCTPONCTBamMH, B TOM
YHCIie TOPTATUBHBIMU;

. MOXHO BBIMONHATH JIIOObIE PEHTIEHOBCKHE MCCIEIOBAHUS, B TOM YHUCIE
KOMIBIOTEPHYIO TOMOTpaduio;

. MoxHo paboTath MO JAOMY WM Ha 3E€MEIBHOM YYacTKe, HCIOJIb30BaTh
AIIEKTPOMHCTPYMEHT, IIPU YCIOBUH €T0 UCIIPAaBHOCTH;

. MOo3KHO 3aHUMAThCS CIIOPTOM, M30€erasi KOHTAKTHO-TPAaBMATUYECKUX BHUJIOB;

. [Marment ¢ UK***/ CPT-J| nomkeH CBOEBPEMEHHO SIBISTHCS K Bpaudy JUisd
MIPOBEPKHU YCTPOWCTBA C UCIOIB30BAaHUEM COOTBETCTBYIOLIETO MPOTrpaMMaTopa;

. [Maruenr ¢ UKI***/ CPT-JI nmomkeH 3HaTh  Ha3BaHWE, MOJEINb
MMIUTAHTHPOBAHHOTO YCTPOICTBa; KpaiiHe »KellaTeJbHO BCErJaa MMETh Ipu celde Macmopr,
uHdopmarnmonnsie nanubie 00 UKJ[***/ CPT-/I.

CoBeThl IMAIMEHTY MOCJTE IPOBEACHHMS HMHTECPBCHIMOHHOI'O JICYCHMS KEITYIO0YKOBBIX

HapyUIEHUH pUTMa

. OrpaHndeHne CpPeAHETSDKEINbIX, TSKENBIX (PU3NYECKHX HArpy30K B TEUCHHE OT
OJIHOT'O JI0 TPEX MECSLEB MTOCJIE NHTEPBEHLIMOHHOTO JIEUEHUS KEIIYJOUYKOBBIX HAPYIIECHUI PUTMA;

. Ctporoe coOmroeHHe JBHUTaTEILHOTO pPEeXHUMa, PEKOMEHAANUNA IO MPUEMY
MEJIMKaMEHTO3HBIX MTPENaparTos;

. PerynsipHoe mocenieHue geyaniero Bpada ¢ OUEHKON COCTOsIHUS 310poBbsi, JKI -
KOHTpPOJIEM He pexe 1 pa3a B 6 Mecsles;

. [Ipu BO3HUKHOBEHUH npucTyna apuUTMHH, COMPOBOXKAAIOUIETOCS
TOJIOBOKPY>KEHHUEM, CIIa00CThIO0, TIOTEPEH CO3HAHUS, YYAIlEHHBIM CEpIIECONCHHEM, - BBI3OB
CKOpOM MeIUIIMHCKOM nomoty; xenarenbna DKI'-pukcanus HapyieHui puTma;

. [To moxazaHwsIM, PEKOMEHAAIMSAM JI€Yallero Bpada MOKET OBITh HEO0OXOJMMO
MPOBEJCHNE  KOHTPOJBHOTO  JXOKapAUOTPaPHUUEcKOro  HUCCIEJOBAHMS,  XOJITEPOBCKOTO
MOHUTOPUPOBAHUS CEPACUHOIO PUTMA.

HDI/IHIII/IHI)I Ha6JIIOZ[€HI/I$I NarnureHTa y JICHaero Bpada

° IImanoBBIe BH3UTHI K JeyamemMy Bpady JIA KOHTPOJIA COCTOSAHHA 310POBbA

IMIOKa3aHbI B CPCAHEM 1 pas3 B mmoJroaa,

. [TarenTy *enaTeabHO 3HATh HA3BaHUS M JO3UPOBKH MPUHUMAEMBIX MIPENapaToB;
. [{enecooOpa3zno nposenenne KT -KOHTPOIIS IpU BU3UTE K JIeUAILEMY Bpady;
. [Ipn yxyameHnn caMOYyBCTBHS PEKOMEH/IOBAH BHEIUIAHOBBIH OCMOTP JIEHAIETO

Bpaua.
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HeoTnoxHble cOCTOsIHUS, TPEOVIOIIME BBI30BA CKOPOM MEAUIIMHCKON MOMOIIHA

. [Tpu BO3HHUKHOBEHUH AMHU30/a ApPUTMHUH, COIPOBOXKJAIOIIETOCS
TOJIOBOKPY’KEHHEM, CIIA00CTHIO, TPEI0OMOPOYHBIM COCTOSIHAEM, TTOTEPEi CO3HAHMS, YIAIICHHBIM
cepALeOneHNEM NOKa3aH BBI30B CKOPOH MEIUIIMHCKOW IMOMOIIH /ISl KOHTPOJIS ¥ CTa0MIH3aluH
COCTOSIHUS, ONPEIeNICHHS TOKa3aHUi K BO3MOYKHON TOCTIUTAIN3ALMH B CTAI[HOHAP;

. [Tpr BO3HMKHOBEHWU 3MH300B MPEJOOMOPOYHBIX COCTOSIHUM, TIOTEPU CO3HAHUS
PEKOMEHIOBaH BBI30B CKOPOH MEANIIMHCKOM IIOMOIIH JUIsl KOHTPOJISL M CTA0MIM3allu COCTOSHHS,
OIpeieNIeHus] MOKa3aHui K BO3MOXKHOM MOCHUTAIM3alMK B CTallMOHAD;

. [Ipu Bo3HMKHOBeHWHM cpadareiBannit MKJ[***/CPT-J] pekomMeHIOBaH BBHI3OB
CKOpOH MEIHMIMHCKOW IMOMOIIM JUII KOHTPOJS M CTA0MIW3AIMH COCTOSHHSI, OTIPEICICHUS
NOKa3aHUH K BO3MOKHOIM FOCHHUTAIN3AIMY B CTAIlMOHAD;

. [TanmeHTaM C BO3HUKIIMMM OCJIO)KHEHMSIMH IIOCT€ KaTeTepHOH almanuu
PEKOMEH/IOBaHA CKOpEHIas TOCIUTAIM3AUUS B CHCIHUATU3UPOBAHHBIN CTallMOHAP  JUIA
NPOBEICHUS HEOOXOMMBIX JIe4eOHO-IMATHOCTHYECKUX MEPOTIPUSITHHA.

MenuuHcKkas JOKYMEHTAITHS

[TanrenTam peKOMEHIyEeTCsl XpaHUTh BCE BBINHMCHBIE SMUKPU3bI M3 CTALMOHAPOB,
AIIEKTPOKAPANOTPaMMBbl (0COOEHHO 3apecucmpuposanHvle 8 MOMEHM HApYUWeHUll pumma), KOIun
1a00paTOPHBIX AHAJTU30B U MPOTOKOJIOB MHCTPYMEHTAJIBHBIX HCCIEIOBAaHUM, 3aKIIOUEHUS OT
Bpadeii-KOHCYJbTAHTOB HE KapJAHOJOTUYECKOrOo Mpoduis ¢ Ha3HAYEHUSMU JIEKApCTBEHHBIX
npenaparoB. Bo Bpems I1aHOBOrO BU3HMTA B MOJIMKJIMHUKY, IPU TOCOUTAIN3ALNN, IIPU BBI30BE
«Ckopoit moMoIIn» 0053aTeNbHO MOKAXKUTE 3TU TOKyMEHTHI Bpauy. CpaBHeHUe Bammx naHHbIX
C TIPEeNbIAYIIMMH TOKa3aTelIIMH OYEHb BaXXHO M MOXXET HMMETh pelIaroliee 3HAYCHHUE s

IMMPAaBUJIBHOI'O JUAarHo3a 1 JICYHCHU.

205



IIpunoxenue I'1-I'S. IIlkaabl OUeHKH, BONPOCHUKH W JApyrue
OLlCHOYHbIE HMHCTPYMEHTBbI COCTOSIHUS NANUMEHTa, MpHUBeJeHHbIE B

KIMHUYIECCKUX PEKOMEHOAIINAX

Hpuaoxenne I'l. MoandunupoBaHHas mIKajJa JJisi JUATHOCTHKHU _CHHAPOMA

yvaaugenaoro uarepsajga QT (CYHUOT) (ukaaa HHIBapua)

I'pynna »skcneproB EOK, paspabaTeiBaromiasi KIMHUYECKHE PEKOMEHAAIUMU IO
neuenutro KA 2022r., moaTtBepauiia npuMmeHeHue wmkanael [lIBapna s ycTaHOBIEHUS
kinHuyeckoro auarHoza CYUQT [8]. [dua numarHoctuku BpoxkaeHHoro CYUQT
ucnonb3yrwTcs kputepun LlIBapma, paszpaboranneie B 1985 r., u3ameHenusie B 1993 r. u
ooHoBieHHBIC B 2006 m 201 1TT. [567, 568].

Ha3zBanue Ha pycckoM si3bike: MoaupuuupoBaHHAs MIKAJA AJA JHATHOCTUKU
CYUQT (IlIkana HIBapua)

Opurunaabnoe Ha3zBanue: Modified long QT syndrome diagnostic score

HUcTounuk (opuumaiabHbIH caiiT pa3padoTYuKOB, MyOJUKaIUA ¢ Bajguaamnueii): 2022
ESC Guidelines for the management of patients with ventricular arrhythmias and the prevention
of sudden cardiac death / Zeppenfeld K., Tfelt-Hansen J., de Riva M., et al. // European Heart
Journal. — 2022. — Vol. 21. — Is. 43(40). — P. 3997-4126; Diagnostic criteria for the long QT
syndrome. An update / Schwartz P.J, Moss A.J, Vincent G.M, Crampton R.S. // Circulation. -
1993. - V. 88. - P. 782-784.

Tun (MoTYEePKHYTh):

— IIKaja OLEHKU
Ha3nauyeHnune: KJIMHUYECKHI HHCTPYMEHT JJISl OLlEHKH BepossiTHOCTH auardoza CYUQT

Copaep:xkanue (adJa0H):

IIpusHaku banasl
>480 mc 3,5
OKI’ QTc 460479 mc 2
450-459 mc 1

(71 My»CKOTO TT0J1a)

>48(0 mc B TeueHue 4- 1
X MUHYT

BOCCTaAaHOBHUTCIBHOI'O
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nepuoja rnocie
poObI ¢ PU3NUECKOM
Harpy3Kou
KT no tuny «aupysm» 2
AnbrepHanus BOJIHbI T 1
3a3yOpuHbl Ha BoJIHE T B 3-X OTBEACHUAX 1
Cuamxennas YCC aiig Bo3pacta 0,5
Knunnueckuit CuHKOTIaTbHBIC [Ipu Harpy3ske 2
aHamHe3 COCTOSIHUS be3 Harpysku 1
CemMeliHblil aHaMHE3 | WiIEHBI ceMbH ¢ onpeneneHHsiM CYUQT 1
HeobObsicaumas BCC B Bo3pacte <30 ner y 0,5
POACTBEHHUKOB |- CTENEHU POJICTBA
I'enetnueckue [latorennast mytauus 3,5
HaxO0JIKU

Karwou (uatepnperanusn): uarno3s CYNQT nmpaBomoueH npu HaTHuuu >3 6aioB

IlosicHeHusi: B IIKaJle IPEACTABICHBI 4 IPYIIBI KPUTEPUEB Ul YCTAHOBJICHUS TMArHo3a
CYUQT, Bxmrouas OKI', KIIMHUYECKUE TaHHBIE, CEMEWHBIM aHAMHE3 U PE3YJIbTaThl TEHETHYECKUX
uccienoBanuil. Kaxxnqomy u3 KpuTepHeB COOTBETCTBYET OIPEAEICHHOE KOJIMYECTBO Oaiios,

KoTopsle cymmupytotes. [Ipu cymme 6annos 6omnee 3 auarnos CYHUQT npaBomoueH.

IIpuiaoxxenue I'2. Illkajga piss AMATHOCTHKH CHHAPOMA KOPOTKOro murepsaga OT

(CKHQT)

Ha3zBanme Ha pycckom si3bike: Kpurepun nuarnoctuku CKUQT

OpurunansHoe HazBanue: SQTS Diagnostic Criteria

HUcrounnk (opuuuaibHbIA CcAalT pa3padoTYMKOB, NMYyOJMKALMSA C BajJuaanMeii):
Gollob M. The Short QT Syndrome Proposed Diagnostic Criteria / Gollob M, Redpath C, Roberts
J. /M JACC. - 2011. - V. 57(7). - P. 802-12.

Tun (MoAYepKHYTH):

— IIKaja OIEHKU

Ha3nauyeHue: KITMHUYECKUA HHCTPYMEHT ISl OLICHKH BeposiTHOCTU quarHoza CKUQT

Copep:xanne (1adJoH):

Kpurepun nuarnoctaku CKUQT Bamer

Nurepan QTc <370 mc 1
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Wntepsan QTc <350 mc 2
Hutepran QTc <330 mc 3
Wnrepsan J point — T peak <120 mc 1
OcraHoBKa cepama 2
Homumopdnas KT/DXK 2
HeoOmbsicHuMBIE cHHKOTIE 1
OubpuIIIsIIUs Npeacepaui 1
Cewmeitnas ucropus CKHUQT 2
Cewmeiinas ucropus BCC 1
Cewmeitnas ucropus cuaapoma BC 1
MJIJICHLIEB
ITo3uTHBHBIN FeHOTHUIT 2
MyTanuu HeonpeIeIeHHOTro 3HaYeHUs B 1
reHax- KaHauaaTax

Kiarou (mHTepnperanus): npu Hanuuuu 4 6auioB U 0ojiee — BBICOKAs BEPOSITHOCTH
CKUMQT, npu Hanmuunu 3 6aJijioB — CPeIHsSI BEPOATHOCTD, IPH HATMYNH <2 0aJIJIOB - HU3KAs

Hosicnenusi: OKI' nomxHa OBITH 3amucaHa B OTCYTCTBUE (PAKTOPOB, BbI3BIBAIOLINX
ykopouenue uHTepasia QT. Mutepsan J point -T peak momkeH ObITh H3MEPEH B MPEKOPAUATHBHOM
OTBeJIeHUU ¢ HauOombined ammuutynol 3youa T. Knunuueckuil anamHe3: COOBITHS JOJKHBI
IPOUCXOJUTH B OTCYTCTBUE IPUUYUHBI, BKJIIOUas CTPYKTYpHbIE 3a0051eBaHus cepAla. baisl MoryT
OBITh HAYUCJIEHbl TOJBKO 3a | OCTaHOBKY cepila, JJAOKYMEHTAJIbHO MOATBEPKICHHYIO
nosmmMopdHyto KT nin HeoObsICHUMBIA 00MOpOoK. CeMeitHbIi aHaMHe3: 0alTbl B 3TOM pasjielie
MOYKHO MOJYYHUTb TOJIBKO OJMH pa3. * [y ycraHOBIeHUs quarHo3a B paszzaene DKI' Heobxoaumo
HaOpaTh Kak MHUHMMYM | 0ai, ocTaibHble Oauibl SBJSIOTCS gomnojHUTenbHbIMEH K OKI -

KpUTEPUIO.

Ipunaoxenue I'3. HCM risk-SCD. Illkaja onenku pucka BCC v nanuenros ¢ 'KMII

Haspanue Ha pycckoMm sisbike: [1Ikana onenku pucka BCC y nmauunenros ¢ 'KMIL.

OpurunansHoe Hazpanue: HCM risk-SCD

Hcrounnk (opuuuaibHbI CAaWT pa3padoTYMKOB, NMyOJMKALMSA C BajJuaanueii):
O’Mahony C., Jihchi F., Pavlou M. et al. // European Heart Journal. — 2014. — V. 35. — P. 2010-
2020.

Kanpkynsarop Ha caiite: http://doc2do.com/hem/webHCM.html

Tun (MogYepKHyTh): — IIKaJIA OLEHKU
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Ha3nayeHue: KIMHUYECKUM MHCTPYMEHT A nporHosupoBanus pucka BCC y nmanumeHToB C
I'KMIL.
Conep:xkanue (11adJa0H):

IHIkana pucka BCC HCM risk-SCD

llokasvieaem nyywue pesyrbmamol y nayueumos ¢ I'KMII ¢ svicokum puckom BCC

Kanvkynamop 5-nemunezo pucka BCC na ocHoge mooenu, 8 Komopotul yuumsi8amcsi
caeoyoujue napamempbo:

1. Cemetinas ucmopuss BCC

2. Cunkonvl

3. Heycmouuusasn KT

4. Maxcumanvras monwuna cmenku JIK

5. Bozpacm

6. {uamemp JII1

7. I'paouenm oaenenus ¢ BTJDK

Hapamempbl 6HOCAMCA 6 KaibKyasamop Ha caiime:

http://doc2do.com/hcm/webHCM. html

Knwu-unmepnpemayusn:

HK/[*** nokasaH, ecau puck >6%

HK/T*** moxncem obtmob paccmompen, eciu puck >4%, no <6%

HK/[***, kak npasuno, He nokasau, eciu puck <4%

Hpuaoxenue I'4. HCM Risk-Kids. KaabkyasaTop pucka BCC vy nereit 1-16 aer ¢ TKMII

Jlo nenaBHero Bpemenu y nieteii ¢ ['KMII Ob110 Mao JaHHBIX O IEPBUYHON PO UITAKTHKE
BCC. K nacrosimiemy BpeMeHH pa3paboTaHa IiKaida v KaiabKysistop pucka BCC, Bkiouatromiue
OILIEHKY TakHMX ()aKTOpOB, KaKk HEOOBSICHUMBIH OOMOPOK, MakcHUMalibHasi ToimuHa cteHku JIK,
3HAYMMOE YBEJIMUEHUE JIeBOro npeacepaus, rpaauent nasienus B BTJDK u HYXKT. Kanbkynstop
pucka BCC y nereit 1-16 ner ¢ IKMII npencrasien mo cchlike (BaIMAUPOBAH HA BHEITHHX

JTAaHHBIX, HO HE MTPOXO/IWJI BaJIUAALMIO Ha poccuiickol nomynanuun): https://hcmriskkids.org

Moaenps BaanpoBaHa TOJIBKO JUIsl A€TeW B Bo3pacte 1-16 mer

Ha3Banue Ha pycckom si3bike: Illkana onenku pucka BCC y nereit 1-16 netr ¢ 'KMII
OpurnnanbHoe HazBanne: HCM Risk-Kids

HUcrounnk (opuuuaibHbIH CAWT pa3padoTYMKOB, NMYOJMKALMA C BajJujanueii):

Development of a novel risk prediction model for sudden cardiac death in childhood hypertrophic

209


http://doc2do.com/hcm/webHCM.html
https://hcmriskkids.org/

cardiomyopathy (HCM risk-kids) / Norrish G., Ding T., Field E. et al. // JAMA Cardiology. —
2019.-V.4.-P.918-927. V1)1 4 YYP

Kanpkynstop Ha caiite: https://hcmriskkids.org

Tun (Mog4YepKHyTh): — IIKaIa OLEHKU
Ha3navenme: KIMHUYECKUII MHCTPYMEHT U mporHo3upoBanus pucka BCC y nereit 1-
16 ner ¢ TKMIL

Copnep:xkanue (11adJ0H):

HlIxana pucka BCC HCM Risk-Kids

Kanvxynamop 5-nemueco pucka BCC mHa ocHoge moderu, 6 Komopou
VUUMBIBAIOMCSL CledyIoujue Napamempol:

1. Ion

2. Bec (x2)

3. Maxcumanvuas monrwuna cmenku JIK (mm)

4. Huamemp JIII

5. I'paouenm oasnenus ¢ BTJDK

6. Heycmoiiuugasn KT

7. Heobwsicnumvie cunkon?

Ilapamempul enocamcesa ¢ kanvKyaamop Ha caiime: https://hemriskkids.org

Knwu-unmepnpemayusn:

Ecau puck 26%, cnedyem paccmompems gonpoc 06 umnaanmavuu UK/T***

Ipuiaoxenue I'S. IlIkaja oieHKY BBIPAKEHHOCTH MOJHOPTaHHON HEA0CTATOYHOCTH

SOFA

[MIkxama SOFA (Sequential Organ Failure Assessment) npegHaznaueHa s 0ObEKTHBHOMN
OIICHKU CTETCHU TUCHYHKIIMH IIECTH OCHOBHBIX OPTraHOB U CHCTEM (JBIXaTEIBHOU, CepIeUHO-
COCYJIUCTOH, MEUYEHOYHOM, KOaryJISIIMOHHON, TOYEYHOW M IEHTPaIbHOW HEPBHOW CHCTEMBI) Y
MAlMEeHTOB C TOJO3PEHHEM Ha TOJHMOPTaHHYI0 HEAOCTATOYHOCTh, OCOOEHHO B YCJOBHSIX
WHTEHCUBHOU Tepanuu. Kaxknas cuctema orneHuBaeTcs no 6amibHO# mikane ot 0 (Hopma) mo 4
(Tsokénast TUCQYHKIMS), WUTOTOBas CyMMa OajlioB OTPa)KaeT BBIPAKEHHOCTh MOJIHOPTaHHOM
HEJIOCTATOYHOCTH U KOPPEIUPYET C MPOTHO30M JIETATLHOCTH: YEM BBIIIIE CYMMAapHBIN Oail, TeM
BBIIIE pUCK HeOnaronpustHoro ucxona. SOFA nmpumensiercs A TMHAMUYECKOT0 HAOIIOeHUS
3a COCTOSITHUEM TMaIlMeHTa, a TakXKe I CTpaTu(QUKAIMK pPHUCKA TPH CEICHCE W JPYTHUX
KPUTHUECKHUX COCTOSTHUSIX.

HasBanue Ha PYCCKOM SI3BIKE: IIkama OLCHKU OpFaHHOfI HEAOCTATOYHOCTH

OpurunanbHoe Ha3Banue: SOFA (Sequential Organ Failure Assessment)
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HUcrounnk (opuuuAIBbHBIA CAWT pa3pa0oTYMKOB, NMYyOJMKALNMA C BajJuJanueii):
Vincent J.L., Moreno R., Takala J. et al. The SOFA (Sepsis-related Organ Failure Assessment)
score to describe organ dysfunction/failure. Intensive Care Med. 1996;22(7):707-710. Y14 YVP

Kanbkynsrop Ha caiite: https://medsoftpro.ru/kalkulyatory/sofa-scores.html

Tun (MogYepPKHYTh): — IIKaJa OIEHKU

HasnadeHne: KIMHUYSCKUI HUHCTPYMCHT JJIA 00BEKTHBHOM OLCHKHU CTCIICHU

TUC(QYHKIUM IIECTH OCHOBHBIX OPraHOB M CHUCTEM (IbIXaTEIbHOH, CEepAeYHO-COCYIUCTOMH,

NMeYEHOYHOM, KOATYJSIITUOHHON, TTOY€YHON U IEHTPAIBHOW HEPBHOW CHCTEMBI) y MAIlMEHTOB C

IMOJO3PCHUEM Ha IMOJIMOPIraHHYI0 HEJOCTATOUYHOCTD.

Conep:xanne (1adJ10H):

I'paganum oeHOK OPraHHOM He0CTATOYHOCTH o mkaje SOFA:

Ouenka [Tokazarens |0 Gamn | 1 Gamn | 2 Gamna 3 bamna 4 Gamna
Heixanue |PaO2/Fi02, mm | >=400 | <400 <300 <200 <100
pT. CT.
Cepneuno- | Cpemnee Al, | >=70 | <70 |Hodamun <|Hodamun 5 - 15| Hodbamun > 15
Cocynucrasi | MM pT. CT. HIIK 5 unm WIH aJJpeHaINH | WIN aJpeHaTnH
Cucrtema | Ba3ompeccopsl, no0yTaMuH <0,1 > 0,1 unu
MKT/KT/MUH (roGast | HOpaapeHaauH | HOpaApCeHAIWH
7103a) <0.1 > 0,1
Koarynsmusi | TpomGomutsr, | >=150| < 150 <100 <50 <20
10 3/mkn
[Teuens bunupy6us, <20 (20-32| 33-101 102 - 201 > 204
MMOJIB/JI, MI/ 1
<1,2 | 1.2- 2.0-59 6.0-119 >=12.0
1.9
[Toukn Kpeatunun, | <110 | 110- | 171 -299 300 - 440 > 440
MKMOJIB/I, 170
MI/ 1
<1,2 | 1,2- 2,0-34 3,5-49 >49
1,9
HC [lIxana I'mazro, | 15 |13-14| 10-12 6-9 <6
OaILITBI
[Ipumeuanus:

- JlucyHKIMs Kax10T0 OpraHa OICHUBASTCS OT/ACIBHO B TUHAMUKE.
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- PaO2 8 mm Hg u FIO2 B % 0.21 - 1.00.

- AZlpeHepruyecKue mpenaparbl HA3HAYeHbI KAK MUHUMYM Ha | 4ac B 7103 MKT Ha KT B
MUHYTY.

- Cpennee AJl B mm Hg = ((cucronuueckoe AJ] B mm Hg) + (2 * (amactonuyeckoe AJl B
mm Hg))) /3.

- 0 GayioB - HOpMa; 4 Oasia - HanOoJIbIIIee OTKIIOHEHHE OT HOPMAJILHOTO 3HAYCHUS

- O6mwmit 6an SOFA = Cymma 6amioB Bcex 6 mapameTpoB.

Nurepnperarus:

- MUHUMAJIBHBIN o0mwii 6amt: 0

- MaKCUMAJILHBIN 001nii Oasur: 24

- 4yeM BhIIIe 0am, TeM OoJbiine TUChyHKIUS OpraHa.

- yeM OoJiblie 00U 6a, TeEM CHIIbHEE MYJIbTHOPTaHHAs TUC(YHKITHUS.
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