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0TKa3 oT OTBETCTBEHHOCTH. PekomeHgaumm EAK oTpaaioT TO4Ky 3pe-
Hus EAK 1 6bIn1 NOArOTOBIEHb! MOCNE TLLATEILHOr0 U3YYeHNS1 HAyYHbIX
1 MEOULMHCKNX OAHHbIX, MMEHOLMXCH HA MOMEHT ux nyénukauun. EAK
He HEeCcyT OTBETCTBEHHOCTU B CNy4ae Kakoro-nubo npoTUBOPeYusi, Heco-
OTBETCTBWA W / UNK HEOOHO3HAYHOCTM Mexay PekomeHgaumamm EAK n
N6bIMKM  APYTUMU 0DUUMANBHBIMUA  PEKOMEHAAUMAMM UM PYKOBOJ-
CTBaMW, BbIMYyLLEHHbIMI COOTBETCTBYIOLLMMUW OpraHamit 06LLECTBEHHOMO
3[]DaBOOXPAHEHNS, B YACTHOCTU, B OTHOLLUEHWW NPaBMIIbHOTO UCMOMb30-
BaHMA MEOULMHCKUX WU TepaneBTUHECKMX cTpaterwii. MeamunmHCcKum
paboTHUKAM PEKOMEHAYeTCS B MOMHON Mepe Y4uTbiBaTb PeKOMeHAaLmum
EAK npu oLeHKe CBOEro KNUHUYECKOr0 CY)XXAEHUS, a TaKxXe Npu onpeae-
NEHUN 1 peanu3aumm NPocUNakTUYeCKnX, ANarHoCTUYECKUX Unn Tepa-
MEBTUHECKNX MEANLMHCKUX CTpaTervit. Tem He MeHee, PekomeHaauuu
EAK Hukomm 06pa3om He OTMEHAOT UHAMBMAYaNbHYIO OTBETCTBEHHOCTb
MEIULMHCKNX PaBOTHMKOB 32 NPUHSATME HAANEXALLMX 11 TOYHbIX PELUEHUNA
C Y4eTOM COCTOSIHUS 3[0POBbS KXAOr0 NaLMeHTa U B KOHCYNbTaLMK €
3TUM NALMEHTOM K, NPU HEOOXOAUMOCTU 1 / UNIN HEOBXOAUMOCTH, One-
KyHa naumenTa. Pekomengauun EAK He 0cB060XAAI0T MEAMLIMHCKIX pa-

OOTHWUKOB OT MOJIHOMO W TLUATESIbHOr0 PACCMOTPEHUS COOTBETCTBYHOLLNX
odnLmanbHbIX 06HOBNEHHbIX PEKOMEHALMIA UMK PYKOBOACTB, BbIMYLLEH-
HbIX KOMMETEHTHbIMU OpraHamu 06LLIECTBEHHOIO 3APaBOOXPAHEHMS, Ans
PAcCMOTPEHNS KXXA0r0 MeAWULMHCKOro Cryyast B CBETE COBPEMEHHbIX
Hay4HO 060CHOBAHHbIX PEKOMEHAALMIA B COOTBETCTBUM C UX 3TUHECKUMM
1 NpodheccuoHanbHbIMi 0653aTeNbCTBaMK. Kpome TOro, MeanuUHCKUi
paboTHUK 06513aH NPOBEPATL LENCTBYIOLLME NPaBUNIa W NONOXEHUS, Ka-
CatoLLMECs NeKapcTB U MeLULMHCKNX U3LENNiA, HA MOMEHT Ha3Ha4eHus
Mo pewenty.

YneHbl Pa6oyeir rpynnbl NOATBEPAMIM OTCYTCTBME (DUHAHCOBOW MOA-
NEPXKKI/ KOHNUKTA MHTEpPecoB. B cnyvae COOOLLEHNS O HANM4YMN KOH-
(bnukTa UHTEpecoB uneH(bl) Paboyen rpynnbl 6b11(1) UCKNIOYEH(bI) U3
006CYXJEeHNA pa3fenos, CBA3AHHbIX C 0611aCTbi0 KOH(IIMKTA UHTEPECOB.

KntoueBble cNoBa: Xenyno4KkoBas Taxukapamns, uepuanaLmus xenynoy-
KOB, >KENyJ04KOBas IKCTPACUCTONNS, BHE3ArHas CMEpPTb, HapyLUEHUs
puTMa cepaua, KaHanonatuu, KapanoMnonaTi, KINMHUYECKNe PeKOMeH-
Jauun.
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(Sergej P. Golitsyn, Dr. of Sci. (Med.), prof., Head of the Department
of Clinical Electrophysiology, E.I. Chazov National Medical Research
Center of Cardiology), ORCID: 0000-0001-9913-9974

KocTiokesuy Mapuia BaneHTUHOBHA, K.M.H., HAy4HbIN COTPYIHUK,
0TAEN KIWHWUYECKOA 3NEKTPOPUINONOrN U PEHTIEHOXMPYPruye-
CKUX METOLOB NeYeHus HapyllieHuin putma ceppua, ®rey «HMIL
kapguonorun umenun E.N. Yasosa» Munsgpasa Poccun (Marina V.
Kostyukevich, Cand. of Sci. (Med.), Researcher of the Department
of Clinical Electrophysiology, E.I. Chazov National Medical Research
Center of Cardiology), ORCID: 0000-0001-9022-1058

Naiosuy JNlapa HOpbeBHA, K.M.H., HAYYHbIA COTPYAHUK, OTAEN
KIMHWUYECKOI 3NeKTPOPUSNONOTUN 1 PEHTIEHOXMPYPrMYECKNX
METOZ0B fe4eHuns HapyLeHuin putma cepgua, ®IreY «HMIULL kap-
nuonorum umenn E.N. Yazosa» MwuHsgpasa Poccum (Lada Yu.
Lajovic, Cand. of Sci. (Med.), Researcher of the Department of
Clinical Electrophysiology, E.I. Chazov National Medical Research
Center of Cardiology), ORCID: 0000-0002-3102-1686

MuponoB Hukonait KOpbeBuY, K.M.H., CTapLUMIA HAy4HbIA COTPYA-
HWK, OTAEN KNUHUYECKON 3NeKTPOGIM3NONOrN N PEHTTEHOXMPYPIU-
4eCKWX METOZ0B fIeYeHNs HapyLLeHWiA putma cepaua, PreY «HMIL,
kapguornorum umenn E.N. Yasosa» Munagpasa Poccun (Nikolaj Yu.
Mironov, Cand. of Sci. (Med.), Senior Researcher of the Department
of Clinical Electrophysiology, E.I. Chazov National Medical Research
Center of Cardiology), ORCID: 0000-0002-6086-6784

MuponoBa Hatanus AnekcaHfpOBHa, K.M.H., JOLEHT, CTapLLui
Hay4YHbIA COTPYAHUK, OTHEN KNUHWYECKOW 3NeKTpodhm3nonoruu
W PEHTTEHOXMPYPrUYeCKNX METOLOB JIeYEHUS HApYLUEHWA pUT-
ma cepaua, ®rbY «HMWL kapguonorun mmenn E.W. Yazosa»
Munsgpasa Poccun (Nataliya A. Mironova, Cand. of Sci. (Med.),
Associate prof., Senior Researcher of the Department of Clinical
Electrophysiology, E.l. Chazov National Medical Research Center of
Cardiology), ORCID: 0000-0002-2374-3718

Yuymyesa MapguHa [}xaBaToBHa, K.M.H., Bpay-kapguonor, oT-
LeN KIMHWYECKOR 3MeKTPOU3N0NOTN U PEHTTEHOXUPYPruye-
CKMX METOJI0B JIe4eHNs HapyLeHuin putMa cepaua, ®rey «HMUL
kapguonorun umenn E.WN. Yaszosa» Munsgpasa Poccun (Madina
D. Utsumueva, Cand. of Sci. (Med.), cardiologist, Department of
Clinical Electrophysiology, E.I. Chazov National Medical Research
Center of Cardiology), ORCID: 0000-0003-0746-8012

Xycaunosa [luaHa PamncoBHa, Bpay-Kapanonor, oTaen KnuHu-
4eCKOil 3NeKTPOU3NONOTUN N PEHTTEHOXMPYPTrUYECKUX METO0B
neveHus HapyLleHuin putma cepgua, ®rey «HMUL, kapguonorum
nmenu E.N. Yasosa» Munsgpasa Poccum (Diana R. Khusyainova,
cardiologist, Department of  Clinical  Electrophysiology,
E.l. Chazov National Medical Research Center of Cardiology),
ORCID: 0000-0002-8928-7911

lineskos Hukonai bopucoBuY, K.M.H., BELyLNA HAY4YHbIA CO-
TPYAHWK, NabopaTopus WHTEPBEHLMOHHBIX METOAOB AUArHOCTUKMA U
NeYeHNs HapyLUeHWA puTMa, NPOBOAUMOCTM CepAaLa U CUHKONamb-
HbIX COCTOSAHWIA, OTAEN KIUHUYECKOW 3MeKTPOU3N0NI0ruM U pPeHT-
FeHOXMPYPru4ecKUX MeTOLO0B NEYeHUs HapyLUeHuin putMa cepaua,
®IBY «HMWL kapauonorum nmenn E.W. Yasosa» MuH3gpasa Poc-
cum (Nikolaj B. Shlevkov, Cand. of Sci. (Med.), Leading Researcher,
laboratory of interventional methods for diagnosing and treating
arrhythmias, cardiac conduction and syncopal conditions, Department
of Clinical Electrophysiology, E.I. Chazov National Medical Research
Center of Cardiology), ORCID: 0000-0003-3956-1860
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Cardiology Centers — International Cardiology Center, Ashgabat,
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3aBefyloLMIA OTAENEHNEM HapyLLeHUs puTMa cepaua, HauuoHanb-
Hblit LieHTp Kapauonorum n Tepanum UMeHn akagemmka Mupcanaa
Muppaxumosa npu MuHuctepcTe 3apaBooxpaHeHus Kbiprbis-
ckoit Pecnybnuku (Ernest D. Dzhishambaev, Dr. of Sci. (Med.),
Professor, Head of the Department of Heart Rhythm Disorders,
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3akupos Hopup Y3yeBu4, O.M.H., PYKOBOAUTENb OTAENEHUS
apuTMuin cepaua, PecnybnukaHckunia cneumann3npoBaHHOro Hayu-
HO-NPaKTUYECKOro MeauUMHCKOro LieHTpa Kapanonorum, Y36eku-
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1. NPEAQWCIIOBUE

B HacToflleM JOKYMeHTe npencTaBneHbl akTyanbHble Ha Ce-
FOOHALLUHWIA [eHb PeKOMEHZauuu no [LUarHoCTUKE W NeYeHuto
XKeNyJ04KOBbIX HapyleHuin putMa cepgua (KHPC) n KoHTponto
HaJl PUCKOM BHe3anHoi cepaeyHoi cmeptu (BCC). Pekomerpaumm
paspabartbiBanucb 1S NOMOLLM Bpadvy B BbIGOpE ONTUMANbHOM
CTpaTermn neveHms ¢ y4eToM ero BO3MOXHOIO BAIUAHNA HA UCXO-
[Obl, 3 TAKXE C Y46TOM COOTHOLLIEHUS NMOMb3bl U PUCKA NPU UCMOSb-
30BaHWN METOL0B ANArHOCTUKMN U JIeHeHus.

Pasnuyus cuctem 34paBooXpaHeHns U 0KasaHWs MeAULMHCKON
NOMOLLW B Pa3HbIX PEruoHax, a TaKxXe NonynsLMOHHO-LEeMOorpa-
(pnyeckne 0COGEHHOCTN 3ATPYAHAIOT Pa3paboTKy pekoMeHauun,
KOTOPbIE MO/ Obl MOSTHOCTBLIO BbIMOSHATLCA BO BCEX CTPaHaX.
9TW OTNNYMSA BKNKOYAIOT B Ce6S B TOM 4MUCNe JOCTYMHOCTb Nekap-
CTBEHHbIX NPenaparoB U CPEACTB HEMEAMKAMEHTO3HOMO NeYeHus,
4TO ABNAETCA 0COOEHHO aKkTyasnbHbIM Ans Poccuiickoi ®eaepaunu
1 ctpad CHI. B 4acTHOCTW, B HaLLeM pacropsXeHun umMeetcs psag
OPUTMHANBHBIX OTEYECTBEHHLIX AHTUAPUTMUYECKMX MpPenapartos:
NannakoHUTMHA ruapo6pommg (TOProBoe Has3paHue «Annanu-
HUH»),  OM3TUIAMUHONPONUOHUNITOKCUKAPOOHUIAMUHOMEHO-
TWa3WH (TOProBoe HasBaHwe «3TaumsuH»), 4-Hutpo-N-[(1RS)-1-
(4-cbTopheHnn)-2-(1-aTunnunepuanH-4-nn)atun| 6eH3amnga
rMApoXnopug (ToproBoe HasBaHue «PedparnioH»), KOTOpble He
NCNONb3YIOTCA B LPYrux CTpaHax. B 10 e Bpems Ha Tepputopun
P® u ctpaH CHI B HacTofLLEe BPeMS He 3aperucTpupoBaHbl Ta-
KWe aHTUapUTMWUYECKUe npenaparbl Kak, XUHUAWH, Au3onupamug,
(bnekamHn, MeKCUITUTUH U JPOHESAPOH.

[ina nony4eHus 6onee NoApPO6GHON UHGYOPMALMU YHACTHUKM pa-
604ei rpynnbl PEKOMEHAYIOT YNTATENAM TaKXKe 03HaKOMMUTLCA C
AKTYaIIbHbIMU KNUHWYECKUMW PEKOMEHLALMAMU N0 SUArHOCTUKE
W IEYEHUI0 XKeNYA04KOBbIX apUTMUIA U KOHTPOSHO Hag puckom BCC
Munuctepcta 3apasooxpaHenus Poccuiickoin ®epepauun [1],
Bcepoccuiickoro Hay4HOro o6LlecTsa aputmonoros [2], EBponen-
ckoro o6uectsa kapauonoros (ESC) [3], AMepuKaHCKOI accouu-

Tabnuua 1. Knaccel pekomeHaauui
Table 1. Classess of recommendations

auum cepua/AMepuKaHCKon Konnerun Kapanmonoros [4], a Takxe
COrNacuTeNbHbIMU JOKYMEHTaMK, ONPeaenstowmumMn nokasaHus K
KaTeTepHbIM abnaunam [5] n reHeTM4eckum uccnefoBaHuam [6] y
NauyneHTOoB C XEemyLo4KoBbIMU aPUTMUSMU.

2. KNNACCbI 1 YPOBHU OKA3ATEJIbHOCTHN,

NCNONb3YEMbIE B HACTOALUWX PEKOMEHOALINAX

Mpu pa3paboTke AaHHbIX PEKOMEHAALMIA BCE Y4aCTHUKK pabo-
Yeil rpynnbl PyKOBOACTBOBANUCH NMPUHLMNAMM JOKA3aTESIbHO Me-
ANUKMHBL. NS OLEHKU NPAKTUYECKON 3HAYMMOCTI U 060CHOBAHHO-
CTU NPEAoXeHHbIX NOAX040B UCNONb30BaHbI CIEAYHOLLIME KNacChl
pekoMeHZauniA 1 YpOBHM L0KA3aTeNbHOCTM AaHHbIX (Tabn. 1 u 2).

3. TEPMUHON10r U4, NPUMEHAEMASA B OTHOLLEHUU

NPEAMETA KNUHUYECKUX PEKOMEHALMI

B tabnuue 3 npusogAaTca onpeneneHus TEPMUHOB BHe3arnHas
CepAeyHasn cMepTb, NpefoTBpaLLeHHas 0CTaHOBKa cepaua, Uamo-
natuyeckas ubpunnauns xenyno4kos (OXK) u Apyrux noHATURA,
CBSAI3aHHbIX C NPOUNAKTUKONA BHE3ANHON CEpAeYHOI CMEPTH.

4. ANMAEMUONOrnA BHE3AMHOIN CEPJIEYHOI CMEPTU

3a nocnepgHue 20 neT B pa3BUTbIX CTPAHaX CMEPTHOCTb OT Cep-
JIe4HO-COCYANCTbIX 3a60NEeBaHUA CHM3UNACh, BCIEACTBUE BHE-
Aapenus mep npodunaktukn MBGC u XpoHnYecKoi cepaeyHoi He-
goctatoyHocTi (XCH) [7]. Ho HeCMOTpS Ha 3TV OMTUMWUCTUYHbIE
[laHHbIE, €XErogHo 0T CepheyHO-COCYAMCTbIX 3ab60neBaHuin BO
BCEM Mupe nornbarT 17 MUNINOHOB YeNloBeK, U3 HUX 25% cra-
HossTCs xepTBamm BCC [8]. Puck BCC Bhile y My»4uH 1 yBenu-
41BAETCA C BO3PACTOM B CBA3M C 60SbLUENA PACNIPOCTPAHEHHOCTHIO
MNBC cpean noxunsix nogeir. Yucno cnyvyaes BCC Bapbupyet ot
1,40 Ha 100 000 4enoBeko-neT, y XeHLWuH (95% [0BEPUTENbHbI
uHTepsan [AW] 0,95, 1,98), n po 6,68 Ha 100 000 yenoseko-neT,
y MyX4uH (95% [OW 6,24, 7,14) [9]. Yucno cnyvaes BCC cpeam
monogblXx nuuy, coctasnset 0,46-3,7 Ha 100 000 4yenoBeko-neT
[10], [11], yTo cocTaenseT 1100-9000 cny4aes cmepTu B EBpPONE 1
800-6200 cny4aes cmeptu B CLLUIA kaxabiii rog [12].

Knacc Onpepenexue

JlaHHbIA METOZ, NeYeHNs/anarHoCTUYeCKNi Noaxoa JOMKeH 6biTb MCMOMb30BaH,
nosb3a OT ero NPUMEHEHUA CYLLECTBEHHO NPEBbILLIAET COMYTCTBYIOLLNE PUCKM

Knacc Ila

[MpuMeHeHne AaHHOTO METoAa JSIeYeHUs/ANarHoOCTUYECKOro NoaxoAa LesiecoobpasHo,
noNb3a 0T ero NPUMEHEHNs NPEBbILLAET CONYTCTBYOLLNE PUCKK

Knacc IIb

[laHHbI MeTO[ NeYeHNs/anarHocTUHeCKUn NOAX04 MOXET ObITb MCMONb30BAH B ONPeAenEHHbIX
CUTYyauusx, Nonb3a 0T ero NPUMEHEHNS NPEBbILIAET CONYTCTBYIOLLME PUCKK MU CONOCTaBUMA C HUMM

JlaHHbIA METOA NeYeHN/ANarHoCTUYECKUIA NOAX0. He I0MKEH ObITb UCMNONb30BaH,
T.K. OH HE OKa3bIBAET NOJb3bl UMK MOXET NPUYUHUTL BPEA,

Tabnuua 2. YpoBHM ,0Ka3aTENbHOCTH JAHHbIX
Table 2. Levels of evidence

YpoBeHb Iloka3atenbHas 6a3a

JlokazatefibCTBa Moy4eHbl B HECKOSIbKMX PaHAOMMU3NPOBAHHbIX KOHTPOSIMPYEMbIX
MCCNeLOBaHUSAX UM MeTa-aHan3ax aTux UccnesoBaHum

[lokazaTenbCcTea nony4YeHbl B 04HOM PaHLOMU3UPOBAHHOM KOHTPOSIMPYEMOM KITMHUYECKOM
nccnenoBaHu N KpynHbiX He paHAOMU3NPOBAHHbLIX UCCEA0BaAHNAX

B ocHOBe KNMHUYECKON PEKOMEHAALMY NEXUT MHEHWE (COrnalleHne) 3KCnepToB 1/unm
pesynbTaTtbl HEGOMbLUNX NCCNEA0BAHWIA, JAHHbLIE PErUCTPOB

YpoBeHb G
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Mo paHHbIM 0ULMaNbHBIX JOKYMEHTOB AMEPUKaHCKOI accoLmna-
ummn cepaua B 2014r. BHerocnuranbHas BHe3anHas 0CTaHOBKA Cepa-
La npownsotwunay 356 500 yenosek (347 000 B3pOChbIX), U3 KOTOPbIX
BbIXMIO TONBKO 12%. Cpeu rocnuTann3mpoBaHHbIX 60STbHbIX BHE-
3arnHas 0CTaHOBKA cepAua exerogHo npovexogut y 209 000 naum-
EHTOB; 13 HUX OXXMBAIOT [0 BbINUCKM U3 cTaumoHapa 25% [13].

[aHHble 0 pacnpocTpaHéHHocTi BCC B Poccun BecbMa CKy[HbI
1 He4OCTOBEPHbI. [10 JaHHBIM PETPOCMNEKTMBHOMO aHanm3a 4acTo-
Tbl M NpUYMH BHerocnutanbHon BCC 3a nepuopa ¢ 2005 no 2009 r.
Ha OCHOBAHWW 3aKJIHOYEHWIA BTOPOr0 TaHATOMOMMYECKOro oTaene-
Hus bropo cyne6Ho-meanLMHCKO aKenepTuss . MockBbl (K oTae-
NEHNo NpuKpensieHbl 29 0TAeN0B BHYTPEHHMX Aen r. MockBbl, Ha
TEPPUTOPUAX KOTOPbIX MPOXMBAET OKONO 2,5 MITH XWUTENed) aons
BCC Bo BCex BO3pacTHbIX rpynnax coctasuna 49,1% (15 420 u3
31 428 sckpbiTuin unn 123,3 Ha 100 000 HaceneHus B rog). Pac-
npocTtpaHéHHocTb BCC B Bo3pacTe ot 1 10 45 net coctaBuna 27,5%
(2 790 n3 10 132 BCcKpbITUiA). 13 nccnefosaHns 6binn UCKNIOYEHbI
CnyyYan HaCWUbCTBEHHOM CMEPTY 1 Cnyyau, Koraa 04eBUAHON npu-
YUHOM CMePTY BbIn TAXKEMNbIE CONYTCTBYIOLLME 3a60neBaHus [14].

5. 3TMONOrNA BHE3AMHOI CEPAEYHON CMEPTU

B PA3JINYHbIX BOSPACTHbIX IPYMMAX

MpuyuHbl BCC B M0M0oAOM W NOXMIOM BO3PAcTe CYLLECTBEH-
HO pasnuyaiotcs. Hambonee yactoi npuunHon BCC B monopom
BO3pacTe ABMAKTCA HapyLIeHWs puTMa U NPOBOLMMOCTU CepALa,

Tabnuua 3. OnpegeneHns 4acTo HCNONb3YEMbIX TEPMUHOB
Table 3. Terms and definitions

Tepmun Onpepenenue

KOTOpble MOrYT BO3HMKATb Kak 6e3 OpraHu4eckoii naronorum (Ha-
npumep, cungpom WPW, BpoXxaéHHbIE ANCYHKLMN UOHHBIX KaHa-
NOB [T.H. «KaHanonatuu»]), Tak N Npu BPOXAEHHBIX CTPYKTYPHbIX
3200/1eBaHMsAX cepaua (KapAuMommonatiu, NoOPoKM KnanaHoB 1 ap.)
[15]-[27]. Opyrummn npudmHamn BCC y monogbix 60MbHbIX MOryT
ObITb MUOKapPANUTLI W YNOTPe6sieHne ankorons U HapkoTukos [28].
Takxe He06X0AMMO Y4NUTbIBATL BONBLUKIA YPOBEHb (PU3NYECKON aK-
TUBHOCTW HaceneHus U 60NbLUIee KONMYECTBO NPOdeCCUOHANBbHBIX
CMoOpTCMEHOB cpeay 6omee MOSI0A0ro HaceneHus. B noxunom Bos-
pacte npeo6najatoT XpOHWYECKUe 3a60S1eBaHUA [ereHepaTuBHOro
xapaktepa (MBC, npnobpeTéHHbIe NOPOKK KnanaHos 1 CH), a Takxe
CYLLIECTBEHHO YBEMYMBAETCA PACNPOCTPAHEHHOCTb COMYTCTBYHLLUX
CepLeyHO-CoCYaMCTbIX M Apyrux 3abonesBaHwi, npegpacrnonarato-
LLIMX B TOM YMCNE U K PA3BUTUMIO HApYLLUeHWit putma cepaua [29]-[35].

B 06eux BO3pacTHbIX rpynnax ycraHosneuue npuynHel BCC
npeacTaBnseT TPYLHOCTW. Tak, B MOXWIOM BO3pacTe BO3MOX-
HO COYETaHMe HECKONbKUX XPOHUYECKUX CepAeYHO-COCYAMUCTBIX
3a60MeBaHNiA, 1 He BCErja MOXHO OMpefeNuTb, Kakoe U3 HUX B
6onbluen cteneHn cnoco6ereoBano BCC. B monogom Bo3pacte
npu4nHa BCC MOXeT 0cTaBaTbCs HEACHON JaXke NOCNe BCKPbITUS,
NOCKOMNbKY HEKOTOpble 3a60M1eBaHMs, Hanpumep, «KaHanonatuu»
UM apuTMun, 06YCNOBEHHbIE JEACTBMEM NEKAPCTBEHHBIX Npe-
napaTtoB MW HapKOTUKOB, MOTYT He CONPOBOXAATHCA HUKAKMMW
CTPYKTYPHbIMU U3MEHEHNAMU CepaLa.

HenpensuaeHHoe CMepPTeNbHOE COBbITHE, He CBS3aHHOE C TPABMOW 11 BO3HUKAIOLLEE B

BHesanHas cmepTb

TeyeHue 1 4aca c MOMEHTA NOSBIIEHUS CUMNTOMOB Y NMPaKTUYECKM 340POBOr0 YenoBekKa.
Ecnu cmepTb npomsoluna 6e3 cBMAeTenei, 0 BHE3anHOM CMepT rOBOPSAT B TOM

CNy4ae, ecnv NOruebLLUA HAXOAWIICA B XOPOLLEM COCTOSHMM 33 24 4 0 CMepTH.

CuHApPOM BHE3aMHON
Heo6bsAcHUMON cmepTy (CBHC) n
BHe3anHas Heo6bACHUMAs CMepTb
HoBopoXzaeHHoro (BHCH)

BHesanHas cmepTb 6€3 BUAMMOI NPUYKHBI, NOCITE KOTOPOIA He BbIMOMHANOCH BCKPbITUE,
NpUMeHNUTENbHO Ko B3pocnomy (CBHG) nnu k HoBopoxxaeHHoMy B Bo3pacTe Ao 1 roga (BHCH).

TepMuH NCNosb3yeTcs B CEAYHOLLMUX CryYasnx:
[TorneLumnm Npu XKU3HU UMeN BPOXKAEHHOE UK NPMoBpeTeHHOe, NOTEHLMaNbHO 0NacHoe As

XXN3HK 3a60neBaHue cepaua,

nnn
BHesanHas cepaeyHas

cmeptsb (BCC) BHE3anHoil cMepTy,

nnn

[Tpn BCKPbITMN 06HAPYXKEHO 3a60neBaHne cepaLa un cocyLoB, KOTOPOe MO0 6bITb NPUYMHON

Mpu BCKPBITUI HE BbISIBNIEHO APYriX (HECEPAEYHbIX) MPUYUH CMEPTH I
npejanonaraeTcs, Y70 CMePTb MOrNa ObiTh BbI3BaHa apUTMUENA.

BHesanHas apurmMuyeckas cmepTb
(BAC) 1 cMHAPOM BHE3anHom
CMepTU HOBOPOXAeHHOro (CBCH)

MpepoTBpalleHHas
0CTaHOBKa cepALa

ononatnyeckas
hmbpunnaLmns XenyLovykos

lMepsuyHas npodpunaktuka BCC

BtopuyHasa npodunaktuka BCC
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M1aTon0roaHaTOMM4eCKOe 1 TOKCUKONIOTMYECKOE UCCe0BaHNE He NO3BONAKT
YCTaHOBUTb NPUYMHY CMEPTH, CEPALE HEe MMEET CTPYKTYPHOI NaTonorum npu
MaKpPOCKOMWU4YECKOM 1 FMCTONOrMY4ECKOM UCCNEA0BAHUM, BHECEPLEYHbIE MPUYMHBI
NCKIH04€HbI, NPUMEHUTENbHO KO B3poCbiM (BAC) unu HosopoxaeHHbIM (CBCH).

HenpeasuaeHHas 0CTaHOBKA KpOBOOGpaLLIEHUS, BO3HMKatOLLAs B Te4eHune 1 yaca ¢
MOMEHTa MOABMIEHNS OCTPbIX CUMMTOMOB, KOTOPAA 6biNa YCTPAHEHA C MOMOLLbHO YCMELLHbIX
peaHNMaLMOHHbIX MepOnpPUATUIA (Hanpumep, NOCPEACTBOM AehUOPUNNSALINN).

KnuHnyeckoe 06cnefoBaHne nawlmeHTa, NepeXxxusLLero anu3on uépunnauumn
)KENyl04KOB, He MO3BOMNIIO YCTAHOBUTb NPUHUHY apUTMUNA.

MeponpusaTus, HanpasneHHbIe Ha CHKeHNe pucka BCC y nuLl, MMeroLLnX NoBbILIEHHbIA PUCK
BCC, HO 63 aHamMHe3a yrpoXaroLLMX XNU3HN apUTMUiA I NpeoTBPALLEHHON 0CTAHOBKM CepAaLa.

MeponpuaTiA, Hanpas/eHHbIe Ha CHINKeHUe pucka BCC y nuL, MMeloLUX aHaMHes
YrPOXXAIOLLNX XKNU3HN apUTMUIA UV NPeA0TBPALLIEHHON OCTAHOBKM CepaLa.
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WBC sBnseTcs 4acTon NPUYUHON BHE3AMHON CMePTH, 0CO6EHHO
y nuy crapwe 40 net. BaxHoe 3Ha4eHUe MOXET UMETb FeHeTu-
yeckas npejpacnonoXeHHoCTb K 6bICTPOMY MPOrPecCMpOBaHUI0
aTepoCKIIepOTUYECKUX W3MEHEHWA N OCTPbIM CepAeYHO-cocyau-
CTbIM 0CNOXHeHuam [36]-[42]. Tpu aTom He cnepyet 3abbiBath
Lpyrue BO3MOXHbIE MPU4UHbI, B TOM YUCNE TEHETUYECKN JeTep-
MUHUPOBAHHbIX BPOXAEHHbIE CTPYKTYPHbIE 3a60neBaHus cephua
W «KaHanonatuu». Bepudukaums [uarHo3a HacnefcTBEHHOrO
3a6051eBaHNA OCOOEHHO BaXKHA, MOCKOJNbKY CYLUECTBYET PUCK ero
HacnefoBaHNUA (M, COOTBETCTBEHHO, BHE3aMHON CMePTH) ApyrumMu
4neHaMu ceMbm ymepLUero. K coxaneHuto, faxe ¢ y4eToM pesyrb-
TaTOB MaTONOroaHaTOMMYecKoro muccnefoBaHnst, ot 2% Ao 54%
BHE3arHbIX CMepTel 0CTaTCH Heo6bACHUMbIMY [43].

6. INATHOCTUKA

6.1 MaTonoroaHatomMuyeckoe UccneaoBaHue U MONEKYNAPHbINA

aHanu3 y XepTs BHE3anHoii cepaeYyHon cMepTu

BbifiBNeHMe NPUYNHBI BHE3AMHOA CMEPTW NO3BONAET GIM3KMM
noruéLuero xXoTs 6bl YaCTUYHO OCO3HATb M MPUHATL CIy4uBLIEE-
CA HecyacTbe, a TaKXe Y3HaTb, CYLLECTBYET NI PUCK BHE3AMHOM
CMepTU Ans LPYrux 4reHoB cembn (1abn. 4). Mo 3Toil npuynHe
BCEM XXepTBaM HEOObACHUMON BHE3AMHON CMEpPTU CNeayeT fenath
BCKPbITWE U MOCMEPTHO ONpeensTh AnarHo3. Bepudukauns ana-
FHO3a HacnefCTBEHHOr0 3a60/1eBaHNA 0CO6EHHO BaXKHa, MOCKOb-
KY CYLLECTBYET PUCK ero HacnefoBaHus (M, COOTBETCTBEHHO, BHe-
3aMHOM CMepTH) APYTUMU YiIeHaMU CeMbI YMEpPLLEro.

K coxaneHuto, faxe ¢ y4eTOM pe3ynbTaToB NaTosioroaHaToMmye-
CKOro 1ccnefoBanus, 0T 2% 10 54% BHe3anHbIX CMepTeil 0CTaoTCs
HE06bACHUMbIMU; TAKOW LUMPOKUIA pa3bpoc 3HA4YEHNI MOXET BbITb
CBA3AH C PasnuynsMm B NPOTOKONAX BCKPBITUA B Pa3HbIX NEYEOHbIX
yypexaeHusx. [na paspaboTkn eanHbIX CTaHAAPTOB NaTosoroaHa-
TOMUYECKOro MCCefoBaHMs Gbliu CO34aHbI PEKOMEHAALIMK, Onpe-
LenqtoLLme npoTOKON WUCCNefoBaHus CepALa W rcTonorm4eckoro
WCCNELOBAHNA, & TaKXKE TOKCUKONOTMYECKOro U MOMEKYNSpHOro
aHanmsa [43], [44]. MpaBunbHO BbINOIHEHHOE NATONOroaHaToMUYe-
CKOE UCCNeaoBaHne J0MKHO OTBETUTb Ha CriedyloLLue BONPOChI: )
ABNAETCSA N NPUYNHOI CMepTK 3abonesanne cepaLa; 6) xapakrep
3a6onesaHuns cepaua (ecnu Umeetcs); B) Gbiia N CMePTb Bbi3BaHa
apuTMKeN; T) ecTb N NPU3HAKW HACNEACTBEHHOrO XapakTepa 3a-
6oneBaHns cepaua v TpebyeTcs M 06cNeaoBaHNe POLCTBEHHUKOB
normoLuero; A) eCTb NI NPU3HAKA TOKCUYECKOTO MOPaXEeHWUs uiu
ynoTpe6neHns HapKoTUKOB, NNOO LPYrue NpUYUHbLI NPOTUBOECTE-
CTBEHHOWN CMepTMW.

CTaHpapTHOe rUCTONOrMYecKoe WCCneaoBaHne TKaHel Ccepa-
L{a [0/HKHO BbINOMHATLCA HA MeYeHbIX 6J10Kax MUOKapaa, B3ATbIX
U3 TUMWUYHBLIX NOKANM3aLMA HA NOMepPeYHbIX Cpesax 060MX Xeny-
[04K0B. 10 BO3MOXHOCTW TUCTONOrMYeckme 06pasubl chneayert
HanpaBenATb B CMeLWann3MpoBaHHble LIEHTPbI, 06nagaiolme ao-
CTaTO4HbIM OMbITOM WCCNeAOoBaHWiA. laTonoroaHaTom [OMKeH
BbINOMIHATL MAKPOCKOMMYECKOe MCCNeaoBaHue cepaua, BKIOYas
NnonepeyHblil paspes 0T BEPXYLLKU, U B3ATb 06pasLibl Ans r1cTono-
rM4ecKoro MccneoBaHuns, NPpobsl KPOBU U APYrUxX 6UONOrUYECKNX
XKNOKOCTER N1 TOKCUKOSIOrMYECKOro W MOMEKYNAPHOro aHanmsa
[0 NOrPY>XeHns npenaparos B popManuH. Takxxe peKOMEHA0BaHO
B3ATUE GMONOrNYecKMX 06pa3LoB ANsd NOCHeAytOLLel 3KCTpaKLum
[HK C uenbto nocMepTHON MOSEKYNIAPHOI AnarHocTuku. Mocmept-
Has MONeKyNspHas AnarHoCcTMKa ABAETCA BAXKHbIM JOMNOMHEHUEM
K 06bIY4HOMY NaTONOroaHaTOMUY4ECKOMY WCCNEA0BaHMIO, TaK Kak
NO3BOMSAET YCTAHOBMTL ANArHO3 «KaHanonatuu», KOTopas siBnser-
€A NpUYNHONA 15-25% cny4aes BHE3aNHOM apUTMUYECKON CMEpTH
(BAC) [43]. bnarogaps nocmepTHOMY OMpEAENeHN0 AuarHosa y
xept8 BCC unu BAC, cTaHOBMTCA BO3MOXHbIM CBOEBPEMEHHOE
06cnefoBaHne N reHeTUYeCKNiA CKPUHUHT MX POACTBEHHUKOB. Go-
rNacHO NOCefHUM COrnacuTeNbHbIM AOKYMEHTaM N0 ANArHOCTUKE
1 NEYEHUI0 HACNeACTBEHHbIX apuUTMUIA, NOCMEPTHBLIA MONeKynsap-
HO-FeHeTUYECKNIA aHanu3 creayeT BbINONHATL BCeM XepTBam BCC
npyu NOLO3PEHUN HA TFeHETUYECKU-AeTEPMUHUPOBAHHbIE HapyLue-
HUS puTMa cepaua [28], [46].

6.2. KnuHn4yeckue nposBREHNSA Xenyao0uKoBbIX

HapyLweHwii puTMa cepaua

YyalleHHoe cephuebueHune, npefobMoOpPOYHOE COCTOSHUE U 06-
MOPOKU — TPW Hanboee BaXKHbLIX CUMMTOMA, KOTOPbIE TPeoyIoT
TLLATENIbHOrO c6Opa aHaMHesa W, BO3MOXHO, AOMOMHUTENLHOMO
06CNeaoBaHNa Ang MCKNOYEHUS XeNyao4KoBbIX apuTMui (MKA).
YyalleHHoe cepauebueHne npu xenyaoukoBoi Taxmkapauu (KT)
06bI4HO BHE3AMHO HAYMHAETCA M TaK XXe BHE3anHo npekpallaeTcs
1 MOXET COMPOBOXAATbCA NPefoOMOPOYHLIM COCTOSIHUEM U(Kni)
o6mopokom. Gryyan BHE3anHoro koninanca ¢ notepeil Co3HaHus 6e3
Kakux-nn6o npejBeCTHUKOB MOTYT 6bITb NPU3HAKOM GpaguapuTMun
unu XKA. O6MOpPOKM BO BPEMSI UHTEHCUBHBIX (DU3UYECKMX Harpy-
30K, B MOSIOXKEHWM CUASA MW NieXa HA CUHE AOMKHbI HATONKHYTH
Ha MbIC/b O CEPAEYHOI NpUYMHE MOTEPU CO3HAHMA, TOrAa Kak B
APYriX CUTyaumsx MOXHO AymaTb 0 Ba3oBaranbHOM 06MOPOKe Mnu
OPTOCTATUYECKOW rnnoTeH3umn [47]. MNpu 3TOM MOTyT NPUCYTCTBO-
BaTb CUMMTOMbI, CBSA3aHHbIE C OCHOBHOW CTPYKTYPHOW maTtosoruei
cepaua, Takue Kak HenpusiTHble OLLYLLIEHUS 3a FPYLUHON, ObILLIKA

Ta6nuua 4. MatonoroaHaToMu4ecKoe UCCNEf0BaHUE U MONEKYNAPHBIA aHANU3 Y XXepTB BHE3aNHO| cepAeyHon CMepTH
Table 4. Post-mortem work-up and genetic tests in sudden cardiac death victims

Pekomenpauus Knacc YpoBeHb  Ccbinku
laTonoroaHaTOMN4eCKOE NCCNea0BaHe PEKOMEHAYETCA BbINONHATL BO BCEX ClydasX BHE3aNHOM C [43]
CMepTM ANs onpefeneHns NpuymHbI CMepTU, a TaKXKe Ans YCTaHOBAEHMs, BbidBaHa im BCC

apuTMuen unu ABNSETCH CNeACTBUEM APYriX MPUYUH (Hanpumep, paspbiB aHEBPU3MbI a0PTh).

Bcskunin pas npu NnpoBefeHnn NaTosioroaHaToOMU4ecKoro MccneoBaHmne JOKHO BbiTh C [43]
BbIMNOSIHEHO CTAHJAPTHOE rMCTONOrNYeCcKoe UCCNef0BaHne MapKkMpoBaHHbIX 6110KO0B,

npefCcTaBnALLMX CO60M TONOrPAdOMYECKM pasfinyHble CPe3bl 060X XKEeNyL04K0B

oCMEpTHbI TOKCMKOMOrMYECKMIA U MONEKYNAPHbIA aHANN3 KPOBM U LpYrux 610M0rNYeCcKuxX C [43]
XXUIKOCTEN PEKOMEHLYETCS BbINOSHATL BO BCEX CNYyYasX BHE3AMHON HEOObACHUMON CMEpPTH.

CneayeT paccMOTPETh BONPOC O NPOBEAEHMN MOCMEPTHOMO FeHETUYECKOr0 UCCNEe0BaAHNA lla C [43]-
Nnpu NOA03PEHUN BPOXAEHHOTO CTPYKTYPHOrO 3a60/1eBaHMs CepAaLa Uin BPOXAEHHbIX [45]
HapYLLEHN A pUTMa/NpoBOANMOCTM CepaLa Kak BO3MOXHOW npuynHbl BCC. MepeyeHb reHos,

UCCneayeMblxX Ha HaM4me MyTaLunia, onpeaenseTca noLo3pesaeMbimM 3a601eBaHNEM
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unu 6bICTpas YTOMAAEMOCTb, TPEOYHOLLIME I0MONHUTENIbHOMO UCCTEe-
nosanus. Mpu nogospeHun Ha XA y nauneHTa Heo6xoAMMOo cobpatb
noapo6HbIA aHaMHe3 0 cnyyasx BCC B cemMbe 1 UCnonb30BaHum ne-
KapCTBEHHbIX Mpenaparos, BKMYas X A03bl. CeMeiiHblit aHaMHe3
BCC sBnsieTcs CUMbHbIM HE3aBMCUMbIM (DaKTOPOM pUCKa Npea-
pacnonoxeHHocTn K XA n BCC [48], [49]. O6wwunit ocMOTp B TakKnx
Cnyyasx peako NO3BONSET CPa3y NOCTABMTb AMArHO3, HO MOXKET B
HEKOTOPbIX CIy4asx 4aTh LEHHYIO MHCHOPMALIMIO.

6.3. HeunBasusHoe o6cnefoBaHue NaLUEHTOB C

npeanonaraemMbIMi MU AOKYMEHTUPOBAHHbIMKU

KenyAo4KOBbIMU aPUTMUAMU

CtaHpaptHasa 3Kl B 12-Tv 0TBEAEHUSX MOXET BbISIBUTb MPU3HA-
K1 HacneacTBeHHbIX 3a60neBaHui, cBsdaHHbIX ¢ KA 1 BCC, Takux
KaK KaHanonatuu (CUHAPOM YANMHEHHOro uHTepeana QT u cuHapom
yKopo4eHHoro uHtepsana QT, cuHapom bpyraga, KIMKT) u kapaun-
omumonatimn (AKIMK u TKM). Ha cTpykTypHyto natonoruio cepaua

Ta6nuua 5. HeuHsa3usHOe 06CNEA0BAHNE NALMEHTOB C NPEANONAraeMbIMU U LOKYMEHTUPOBAHHBIMM XENYA04KOBLIMA apUTMHUAMHU

Table 5. Non-ivasive work-up in patients with documented or suspected ventricular arrhythmias
Pekomenpauus
JIKT B 12-Tn OTBEEHMAX B MOKOE

Knacc YpoBehb  Ccbinka

9KT B 12-T1t 0TBEAEHMSAX B NOKOE PEKOMEHI0BAHA BCEM MaLMEHTaM,
KOTOpPbIe NPOX0AAT 06cnefoBaHme Ha XA.

MonuTopupoBaHue IKI'

Am6ynatopHoe MoHUTOpUpoBaHne IKI pekOMeHIYeTCs NN BbISBNEHUS U ANArHOCTUKM
HapyLUeHWiA putma cepaua. AmoynaTopHoe MoHuTopuposaHue 3Kl B 12-Tu 0TBEEHMSAX
peKoMeHyeTcs Ans OLeHKN n3meHeHnin nHtepsana QT n nameHeHui cermeHTa ST.

[51]

Mpu cnopagnyeckux CMMNTOMax PEKOMEH0BaHO MCMONb30BaHMe PErncTpaTopa cobbITuin Ans
BbISIBNEHIS BO3MOXHbIX TPAH3UTOPHbIX apUTMUIA, CNOCOGHBIX BbI3bIBATL TAKWNE CUMMTOMDI.

[52]

PekomeHayeTcs 1cnonb3oBaTb MMMAHTUPYEMbI NETNEBON PErucTPaTop, eciim CUMMTOMbI,
Hanpumep, 06MOPOKK, ABNAIOTCA CMOPAANYECKUMU 11 MOTYT ObITb CBA3AHbLI C apUTMUEN, 1
eCIn He YAaeTCs OnpefennTb Takyo CBA3b C MOMOLLBH 06bI4HbIX METOA0B ANArHOCTUKM.

[53]

BbinonHeHne CY-3KI pekomeHa0BaHO ans ynyyiueHus amardoctuku AKMX y naumeHTos
¢ KA 1y nauueHToB ¢ BbICOKUM PUCKOM PA3BUTMS YTPOXKAIOLLNX XN3HM XKA.

Mpo6a ¢ fo3upoBaHHON (PU3UYECKON HArpy3Kon

B3pocnbiM nauneHTam, y KOTOPbIX MO BO3PacTy WK MO XapakTepy CUMNTOMOB BEpOSITHA
WBC, pekomeHgoBaHa npo6ba ¢ 403MPOBAHHON (ON3NYECKON HArpy3KOW, C Lenbio
QUarHOCTMYECKO NMPoBOKALMY ULeMUYecKux nameHeHnin KT n/unm XA.

Mpoba ¢ 103MPOBAHHOII (HM3NYECKOI HArpy3Koil peKOMeH/0BaHa nauueHTaMm,
eCN U3BECTHO MNK npeanonaraetcs, 4To XA, Bkntodas KIMXKT, nposouupytoTtcs
(Dn3MYeCKoil Harpy3KoiA, Ansg YyCTAHOBKM AMArHo3a 1 ONpejeNieHns NporHoaa.

CneayeT paccMOTPETb BONPOC O BbIMOMHEHWN NPO6bI C 403MPOBAHHON OM3UYECKOIA
Harpy3Kom 415 OLEeHKK pe3ynbTaToB MeANKaMeHTO3HOW Tepanuu unn abnauum,
eCrn U3BECTHO, 4T0 2KA npoBounpyoTCcs U3NHECKON HArpy3Koil.

MeToab! BU3yanusayuu

Jxokapauorpadus pekoMeH0BaHa BCeM NaLMeHTaM ¢ NpeanonaraeMbiMn UK N3BECTHBIMN
KA, Ans oUeHKN chyHKUMM JTK 1 BbISIBNEHNS CTPYKTYPHON NaTonorun cepaua.

Ixokapauorpadus ¢ Lenbto oLeHKU yHKUMK JK 1 TXK 1 BbISIBNEHWS CTPYKTYPHOI NaTonorum
cepaua peKoMeH0BaHa NaLWeHTam ¢ BbICOKUM pUCKOM cepbedHbix KA unn BCC, B ToM yucne
nauyueHTam ¢ gunatauyuoHHON, rMnepTpotM4YECcKON MK NPaBOXeNya04KOBON Kapanomuonatueit,
nnuam, NepeXxKMBLINM OCTPbIA MHGAPKT MUOKAPLA, @ TAKXKe POLCTBEHHUKAM MaLUeHTOB

C HacneacTBeHHbIMM 3260MEBaHUAMM, CONPSHKEHHbIMM C BbICOKUM puckom BCC.

Mpo6a ¢ 031POBAHHOI (DU3MYECKON HArPY3KOI B COYETAHUM C BU3yanu3aumen cepaua
(cTpecc-axokapamorpacoms unu nepdysnoHHas OOIKT ¢ Harpy3Koin) pekoMeH0BaHa

[N BbISBNIEHWS 6ECCUMNTOMHON ULLIEMUN MUUOKapa Y TeX 60/bHbIX XA, KOTOpbIe, C
Y4€eTOM BO3pacTa 1 CUMNTOMATUKK, UMetoT BeposTHOCTb BC, n y koTopbix KT He aaet
HaZ1eXHO NHopMaLmMK (NpUMeHeHWe QUrokcuHa, runeptpodus JIK, aenpeccus cermeHTa
ST >1 mm B nokoe, WPW-cuHapom unu 6510Kafa 1eBoil HOXKIM ny4ka uca).

JleKapCTBEeHHbIN CTPECC-TECT B COMETAHWN C BU3yanu3auueit cepaLa PeKoMeHa0BaH Ans
BbISIBNIBHUS 6ECCMMNTOMHON ULLIEMIN MUOKApAA Y Tex G0SbHbIM KA, KOTOPbIE, C Y48TOM BO3pacTa
1 CUMNTOMATMKM, UMEIOT BEpOATHOCTL UIBC, 1 KOTOPbIE (U3UYECKI HE B COCTOAHMM BbIMOMHUTL
npo6y ¢ [O3VUPOBAHHON (DM3UYECKOI HArPY3KOIl, OrPaHUYEHHOI NOSBNEHNEM CUMMNTOMOB.

CnegyeT paccmoTpeTb BONPOC 0 BbinoniHeHun MPT unn KT y 60nbHbIX XKA, Kora axokapauorpadus
He [aeT TO4HON MHApopmaLmn 0 pyHKLMK JDK n XK n(nnm) o CTPYKTYPHBLIX N3MEHEHUSX CepALa.

[54],
[55]
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yKasbIBalOT Takme IKI-npusHaky, kak 6nokafa HOXKM nydka luca,
atpuoseHTpukynsapHas (AB) 6nokaga, runeptpodms Muokapaa
XeNyo4KoB, a Takxe 3y6el Q, XapakTepHbIA ANs ULLEMUYECKON
60N1e3HN CepAaLa unuM UHMUILTPATUBHOW KapaMoMuUonaTun. JInek-
TPONUTHbIE HApYLIeHUs U 3EKTbl Pa3NINYHbIX J1IEKAPCTBEHHbIX
npenaparos MOryT NPUBECTW K HAPYLLEHWIO penonapusaumm n(unm)
YBESIMYEHUO NPOAOMKMTENLHOCTM KoMnnekca QRS.

[ina BbIfBNEHMA GECCUMNTOMHON ULLEMUN Y B3POCSbIX NaLWeH-
TOB ¢ KA yaiue Bcero npumensieTcs IKI ¢ PU3N4ECKOI Harpy3Kom.
MpumepHOo Yy 4% B3POCIbIX NUL, CpeLHero Bo3pacta 6e3 Kakon-nno6o
CUMNTOMATUKN NP BbINONHEHWN (OU3NYECKON HArpy3Kn perucTpu-
PYIOTCA HeYCTON4MBbIE 3NnU30AbI XKT, YTO HE CBA32HO C NOBbILLEHNEM
obuero pucka cmeptn [63]. Mpo6bl ¢ LO3MPOBAHHON PU3NHECKON
HarpysKom MMeroT 0C060€e NPaKTU4ECKOe 3HAYEHUE NPK HapyLLEHK-
AX pUTMa cepaua, NpoBOLMPYEMbIX afiPEHePrnieckor CTUMYNALM-
eil, B TOM 4ucne moHomopdHon XT u nonumopdoHomn XKT, Hanpu-
mep, KIMKT, no3Bonsas y 3Tux 60/bHbIX pewarb AUarHoCTUYecKue
3ajla4un, a TaKXe OLEHMBATb PesyrbTaTbl NPOBOAUMOrO JeYeHus.
TecTbl C hM3NHECKOM HArpy3Koil y MauMeHTOB C YrpoXXatoLMMmu
XM3HU XKA MOryT CONPOBOXAATbCA BOSHWUKHOBEHWEM apUTMUINA,
TPe6yHLLMX KapAMOBepCUM, BHYTPUBEHHOrO BBELEHWS Npenaparos
WU PeaHNMALMK, HO BCE XKe ABNSIOTCA ONpaBAaHHbIMU, MOCKOMbKY
BbISIBMIEHME HAPYLUEHW PUTMA WU OLEHKA pUCKa B JaHHOM Cly4vae
NPONCXOAUT B KOHTPONUPYEMbIX YCNOBUsX. Takoe 06cCnefoBaHue
L0/KHO NPOBOAUTCS NMPU HANM4MK 060PYL0BAHNSA N1 peaHuMaLMK
1 B NPUCYTCTBUU KBAIMCHMLIMPOBAHHOIO NepcoHana.

lMocTosHHOE MM Nepuoauyeckoe ambynaTopHOe MOHUTOPUPO-
BaHue IKI No3BoNseT 06HAPYXUTb CBA3b MEXMY CUMMTOMaMu U
HapyLweHuaMu putMa cepaua. MoryT 6biTb BbISIBIIEHbI TaKXe 1 6ec-
CUMNTOMHbIE 3MWU304b! ULLEMUU MUOKAPAA. XONTEPOBCKOE MOHUTO-
pupoBaHue IKI B TeyeHne 24 4 unu 48 4 NO3BONSET peLlaTb ATH
3ajla4n B TexX CNy4asx, Korga anusofsl apuTMuM NPOUCXOLAT (Mnm
NpeanonaraeTcs, YT0 NPOMCXOAAT) N0 KpailHen Mepe OAMH pa3 B
neHb. [Ana peructpaumm 3KI npu 6onee pegkux cumntomax 60mb-
Le noaxodnaT 06bl4HbIE PErucTpatopbl COObITUIA, KOTOPbIE MOMYT
1CNonb30BaThCA AN 3anucu B TeYeHWUe CYLLECTBEHHO 6onee Anu-
TeJIbHOr0 BpeMeHW. I1pu 04eHb PeaKux CUMNTOMAX MOTYT ObITb UC-
NONb30BaHbI UMMJIAHTUPYEMblE NMOAKOXHbIE YCTPOICTBA, KOTOPbIE
NOCTOAHHO MOHUTOPUPYIOT CEPLEYHbIA PUTM W PErUcCTPUPYIOT CO-
ObITUS HA NPOTSHXKEHUM Mepuosa BpeMeHU, U3MepPsemMoro rofamu,
MOTYT OCYLLECTBNIATL 3aNMCh NOCE aKTMBaLuK Npubéopa camum na-
LMEHTOM WM aBTOMATUYECKW B COOTBETCTBUU C 3apaHee YCTaHOB-
NeHHbIMKU KpuTepuamu. OHW Jar0T LeHHY WHAOPMaUMo ana aua-
FHOCTUKMW CEPbE3HbIX TaXMAPUTMUIA 1 BPaaUapUTMUiA Y NaLNEHTOB C
YrPOXAKLLUMM CUMITOMAMU, TAKUMK Kak 06MOPOKM. CyLLeCTBYIOT
TakXe HOBbIE MEeT/IeBbIE PErnCcTPaTopbl, KOTOPbIE HE TPEOYHOT CTaH-
[aPTHOTO XUPYPru4eckoro BMELUATeNbCTBa W WMMMAHTUPYIOTCA
NOZKOXHO C NOMOLLbK0 NYHKLWU.

C nomoubto curHan-ycpenHeHHon IKI (CY-3KI) ypaetca ynyu-
LUNTb COOTHOLLIEHUE CUrHan-Lym noBepxHocTHoi IKI Takum obpa-
30M, YTO CTAHOBUTCS BO3MOXHbIM BbISIBMIEHUE HU3KOAMMIUTYAHbIX
(MMKpOBONbTHBIX) CUrHaNoB B KoHue komnnekca QRS, kotopble
eLLe Ha3bIBAIOT «MO3LHUMM NOTeHLManamm». [osgHue noTeHuuansb!
YKa3bIBAKOT HA HaNu4ne 0611aCTM M3MEHEHHOr0 MMoKapsa ¢ 3ameq-
NEHHbIM NPOBeJEeHNEM — BO3MOXHbI Cy6CTPAT As BOSHUKHOBE-
HWS XKEeNY0YKOBbIX TAXMAPUTMUIA N0 MexaHn3my pe-eHTpu. CY-3KI
MOXET ObITb NMONE3Ha 4115 BbIABNEHUS CTPYKTYPHOrO 3a60/eBaHus
cepaua, Hanpumep, AKX, y nauneHToB ¢ XA.

Ixokapauorpaguma — Haubonee 4acTo MCNONb3yembln MeTo[
BU3yanuaauum ceppua, KOTOpbIA N0 CPaBHEHWUIO C MarHUTHO-pe-
30HaHcHoi Tomorpadomert (MPT) n komnbloTepPHOI TOMOrpadnen
(KT) cepaua sBnseTcs MeHee JOPOrocTOALLMM, BCeraa AoCTynHbIM

1 NO3BOJIAET C BbICOKOW TOYHOCTHHO AMArHOCTMPOBAThL 3a60MeBa-
HUS MUOKapAa, KNanaHoB CepALa Uin BPOXAEHHbIE MOPOKM cepl-
L1, cBA3aHHbIe C BO3HMKHOBeHMeM XA n BCC [64]. Kpome Toro, y
60MbLUMHCTBA NALWNEHTOB OHA NMO3BONAET OLEHUTb CUCTONUYECKYHO
(hyHkUuo JIK 1 noKanbHy0 COKpaTUMOCTb CTEHOK cepaua. Cyle-
CTBEHHbIM HEJ0CTAaTKOM WUCCIIeJ0BAHUS ABNIAETCS 3aBUCUMOCTb OT
KOHCTUTYLIMOHANbHbLIX 0CO6EHHOCTEI NauueHTa 1 Keanugukaumuu
oneparopa. Mo 3Toi npuynHe 3xokapamorpadms nokasaHa BCEM
nauueHtam ¢ KA, y KOTOPbIX NPeanonaraeTcs UM UMeeTcs CTPyK-
TypHas NaTtonorus cepaua, a Takxe B rpynnax nawuneHToB C BbICO-
Kum puckom passutus XKA unm BCC, Hanpumep, y 6051bHbIX JKMIT,
KM n AKIDK, a Takxe y nauueHTos, nepexuswux OUM, un y
POACTBEHHWNKOB NaLMEHTOB C HACMEACTBEHHbIMU 326051eBaHUAMU
C BbicOKMM puckom BCC. HekoTopbiM nauueHTam nokasaHa 3xo-
Kapauorpadus ¢ NeKapCTBEHHOM Uin (PU3NYeCKOi Harpy3Koin, B
TOM 4YUCNe naLmeHTam, y KoTopblx XA MOryT 6bITb CNPOBOLIMPOBA-
Hbl ULLEMMER, a TaKXe TeM, Yy Koro Ha IKI nokos pernctpupyroTcs
U3MEHEHNSA, OrPaHNYNBAKOLLME OLIEHKY WLLEMWUYECKOR AUHAMUKU
IKT. JlekapcTBEHHAA Harpy3ka NPUMEHSETCS B TeX Cny4vasx, korga
(husnyeckas Harpy3ka He MOXXET ObITb BbIMNONIHEHA NALUEHTOM.

lNposefeHue Npo6bl C 403UPOBAHHON PU3UHECKOI HArpy3KOil noj,
KOHTPONEM 3xoKapauorpaduu  (CTpecc-axokapauorpadgmyeckoe
1ccrefjoBaHne) YBeMYMBAET AMArHOCTUYECKYH0 TOYHOCTb MeTofja
B NNaHe BbIABNEHUSA ULLIEMUU MUOKApLA, OCOBEHHO MpU HANMU4UU
NCXoOHbIX M3MeHeHnit Ha KM B nokoe (6nokaga NeBO HOXKM
nyyka luca, HapyweHus penonspusauuu). poseneHne cTpecc-
9X0Kapamorpauyeckoro MccnefoBaHns ¢ (papMakosiornyeckon
Harpyskon wnm ctumynsumenn cepgua (nocpeactsom YM3C wnu
UMMNAAHTUPOBAHHOIO 3M1EKTPOKAPANOCTUMYNATOPA) LieN1Ieco06pasHo
NpyU HEBO3MOXHOCTU BbIMOSTHEHNA (PUSNHECKUX HArPY30K WK He-
BO3MOXHOCTW JOCTMXEHNs cybmakcumarnbHoi HYCC Ha dhoHe dhu-
314ECKOI Harpy3Ku.

B Tex cnyyasx, korga no Tem WAM UHbIM NPUYUHAM CTPECC-
axoKapamorpagus HeBbINOMHUMA, MOXET ObITb NPUMEHEHa nep-
(py3noHHas OJHO(OTOHHAS 3MUCCUOHHAS KOMMbIOTEPHAA TOMO-
rpacous (O®IKT) muokapza ¢ NieKkapCTBeHHON Uiu PU3U4eCKoi
Harpyskon mnu ctumynsumen cepgua (nocpegctsom HM3ac unu
VMMNAHTUPOBAHHOIO 3M1eKTpoKapanoctumynatopa). MNposeaeqHue
3TOr0 MccnefoBaHue LienecoobpasHo y Tex NauueHToB, Y KOTo-
pbix KA MOryT 6bITb CNPOBOLMPOBAHbI ULLEMUEN, 1y KOro Ha KT
NOKOS PEerucTpupyroTcs W3MEHeHUs, OrpaHUyUBAIOLLME OLEHKY
uwemuyeckon auHamuku IKI. JlekapCTBeHHas Harpyska npu-
MEHSETCA B TeX CNy4asx, Korga pusnyeckas Harpyska He MoXeT
ObITb BbINOMHEHA NaumeHTOM. ToyHoe onpeaeneHue ®BJIK Bo3-
MOXHO TaKXXe C NOMOLLbIO PANOHYKINAHON aHrnorpadum ¢ Kap-
JNOCUHXPOHU3ALMEN (PaNOU30TONHAA BEHTPUKYNOrpadms), 4To
0CO6EHHO LIeHHO Ans NaUWeHTOB, Y KOTOPbIX 3TOT NOKa3aTenb He
YIaeTcs onpejenuTb BO BPEMS 3xXoKapauorpagum.

Yenexu passutus MPT caenanu BO3MOXHbIM OLEHKY CTPYKTYpbI
1 (DYHKUMK Bbtollerocs cepaua. Bbicokoe kayecTBO M306paXKeHuI,
NOY4aeMbIX C MOMOLLBIO COBPEMEHHbIX METO/0B, NMO3BOJSAET TOYHO
onpegennTb 06beMbl kamep cepAua, Maccy JTK v oLeHNTb ero yHK-
UM0. 3T0 0COGEHHO LIEHHO B cnyyae nogo3peHns Ha AKIDK, korpa
MPT no3BonseT TOYHO OLEHUTb pasMep NpaBoro XKenyno4ka, ero
(PyHKLMIO, TONLLMHY 1 JTIOKANIbHOE [BUXEHWE CTEHKW CEpLa, a TaKkxKe
BbIIBUTb Y4ACTKN 3aMeLLUeHNs MUOKap/a »UPOBOI TKaHbio. MpoBe-
Jenne MPT Takxe Lenecoo6pasHo npu 06cnefoBaHUM NALNEHTOB C
KMIT, nockonbKy no3BonseT 60ee TOYHO OLEHUTb BbIPAXEHHOCTb
runepTpodomm Muokapaa, 0CO6eHHO B anuKanbHbIX CermeHTax. lpo-
Be[leH1e 1CCnejoBaHNs C KOHTPACTUPOBAHWUEM rafoNIUHUEM CMOCO6-
CTBYET BbISIBNEHUIO 04aroB h1ubpo3a, KOTOPbIE MOrYT He NPOSBNATh-
CS HapyLLeHUeM J0KaTbHON COKPATMMOCTU NpU 3X0Kapamorpadguu.
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Cpefy HeoCTaTKOB MeTOAA CriefyeT YNOMAHYTb LNTENbHOCTb Bbl-
NOMHEHNS UCCNEeN0BaHUS, 3aBUCMMOCTb Ka4yecTBa U300PaXEHMIA OT
4acTOTbl U PUTMUYHOCTM CEPAEYHBIX COKPALLEHWIA, TPYAHOCTb UHTEP-
npeTaLum pesynbTaToB UCCNEA0BaHUA (HE06X0AUMOCTb NOArOTOBKM
KBanM@UUMPOBAHHbIX ONEpaTopoB), OTHOCUTENbHYIO [OPOrOBU3HY 1
orpaHuyeHne Ha nposefeqne MPT naumeHTam ¢ MMNAAHTUPOBAHHbI-
MU 3N1EKTPOKAPANOCTUMYNATOPAMM 11 KapanoBepTepamu-aeduopun-
NATOpamMu, MeTaniM4ecKMMm NpoTe3aMu, CTeHTamu 1 fp.
MynbTucnupansHas KT no3BonseT TO4HO paccyuTatb 06bem JDK,
(bpakuuio BbIGPOCA M Maccy Muokapaa JIK, npu aToM pesynbTatbl
ncenenosanus conocrasumsl ¢ MPT. HEBO3MOXHOCTbL afieKBaTHOM
OLIEHKM MpaBoro enyaoyka nocpeactsom KT CyLLeCTBEHHO orpa-
HW4YWUBAET NPUMEHEHWe 3TOr0 MeTofa npu 06CNeA0BAHNN NaLNeH-
T0B ¢ XKA. KT cepALa pekoMeH0BaHa NuLlb NaumueHTam, y KoTopbIx
axokapauorpaus He NO3BONAET afeKBATHO OLEHUTb CTPYKTYPY
cepaua, a BbinonHeHne MPT HEBO3MOXHO MO TEM WK MHBIM NPK-
YuHam. BmecTe ¢ TeM, BOSMOXXHOCTb MOCErMEeHTapHOI BU3yanu3a-
L1 NO3BONSET ONPEAENUTb aHOMANbHOE OTXOXAEHWNE KOPOHAPHbIX
apTepuin, AaTb KOMYECTBEHHYIO OLEHKY BbIPAXKEHHOCTU UX KalbLi-
HO3a, @ NPY UCCNELO0BaHUN C KOHTPACTUPOBAHMEM ELLE 1 LOCTaTOY-
HO JOCTOBEPHO BbISBUTb HaNU4Ke M OLEHUTb reMOAMHAMUYECKYIO
3HAYMMOCTb CTEHO30B. TakXe MCCNefoBaHWe NPeaocTasnfeT Ao-
NONHUTENbHYIO WHPOPMALMIO O COCTOSIHWW Mepukapra, opraHoB
CPEAOCTEHMS W CONYTCTBYHOLLMX GPOHXONErOYHbIX 3a60/16BaAHUSX.

6.4. UYHBA3BHOE ObCJIEJOBAHVE NALIUEHTOB C

NPEANOJIATAEMbIMW N AOKYMEHTUPOBAHHbIMU

JXKENYA04KO0BbIMW APUTMUAMU

KopoHapHas aHrmorpacms UMeeT BaXXHOE 3Ha4eHue B AuarHo-
ctuke VIBC, no3Bonss noLTBEPAUTL UK MCKKOYUTE HANMYmne 3Ha-
YUMBbIX CTEHO30B KOPOHAPHBIX apTepuil y NaLMeHTOB C YrpoXxarto-
MMM Xu3Hn XKA u'y nuu, nepexxuslunx BGC.

AnekTpodnamnonornyeckoe uccnegosaHne (3OU) ¢ BbINoMHe-
HWEM NPOrpammbl CTUMYNALWN XKENy[04KOB MCMOMb3yeTes Ans
OLIEHKM BO3MOXHOCTU UHAYKLMM XKT, onpeaeneHus 30H, Noanexa-
LLUMX HAHECEHWIO BO3LEIACTBUA NPU BbIMNOSHEHUN abnALMM, OLEHKK
PUCKOB Pa3BMTMS MOBTOPHbIX 3anu3of08 XT unu BCC, a Takxe ans

onpefeneHns NpUYUH NoTepu CO3HAHMS, BO3MOXHO CBSI3AHHbIX C
HapYLUEHUAMU PUTMA, W 4015 ONPESEeNeHNs NOKa3aHWii K NpuMeHe-
HUIO UMMNAHTUPYEMOro KapamosepTepa-aedpubpunnatopa (MKL).
06beM LEHHON ANarHOCTUHECKO MHAG opMaLMK, NONYYEHHOR ¢ no-
moLbto 3O, CylwecTBeHHO BapbMpyeT B 3aBUCMMOCTM OT TWNa W
TSXKECTU OCHOBHOO 3a60NeBaHMs cepaLa, Hanuyus uian 0TCYTCTBUSA
CMOHTaHHbIX 3n130408 XKT, NPUHMMAEMbIX NIEKapPCTBEHHbIX Mnpena-
partoB, NPOTOKOMA CTUMYNIALMUA M TOYEK CTUMYNALMW. HanbonbLuas
4acToTa 1 BOCMPOM3BOAUMOCTb UHAYKLMM KA 0TMEYeHa y naumeH-
TOB, NEPEHECLUNX UH(APKT MUOKapLa.

Mpun o6cnenoBaHmn nNauueHToB ¢ KA B 60MbLUMHCTBE NEYEOHBIX
Y4PEXAEHWIA MCNONb3YIOT NPOTOKON C HAHECEHEM CTUMYNOB C ABY-
KpaTHbIM MPEBbILLEHEM AMACTONMYECKOr0 Nopora no amnuuTyae
cTumyna npu anutensbHocti 0,5-2 mc. HaHocAT BoceMb 6a30BbIX
CTUMYNOB C ANUTENbHOCTBLIO Lnkna ot 600 o 400 mc (B 3aBucu-
MOoCTW OT ucxofHoit HCC), BCned 3a KOTOPbIMU HAHOCAT 3KCTpa-
CTUMYN, WHTEPBAN CLENNEHUs KOTOPOro YMEHbLIAKOT (TEM CaMbIM,
YBENIMYMBASA ero NPeXneBpeMEeHHOCTb), NoKa He BydeT LOCTUrHYT
3(DCEKTUBHBIA pedpakTepHbIA Mepuof MUOKapaa esyao4kos
(T.€., HaHeCeHMe cTUMYyNa He ByaeT CONPOBOXAATLCA Aenonsapnu3a-
L1ei XXenya04KoB) UK He NPOU30NAET NHAYKUUA napokcusma XKT.
MMpu otcyTcTBAM MHAYKUMKM XKT OAMHOYHBIM 3KCTPACTUMY/IOM, No-
BTOPAOT NPOrpamMmy CTUMYNALMN, NCNONb3ys ABa, a 3aTeM W Tpi
3KCTpacTUMyna (nMpv 3TOM YKOPOYEeHWe MHTepBana CLenieHns Ha-
YMHAKOT C NOCNEAHEero aKcTpacTumyna). CneayeTt 0TMETUTb, YTO YBe-
NNYeHNe KONUYECTBa 3KCTPACTUMYMOB W COKpALLeHWe UX UHTepBa-
NOB CLENNeHNs YBeIMYMBALT BEPOATHOCTb MHAYKLUMKM DK, a He XKT.
[MockonbKy MHAYKUMA ®XK B OTBET Ha «arPecCUBHYL0» CTUMYNALMIO
MOXXET NPOUCXOANTb Y NALMEHTOB, HE UMEIOLLNX aPUTMUIA U CTPYK-
TYPHOrO 3a60/eBaHus Cepfua, PeKOMEeHIYeTCs He MCNob30BaTh
uHTEpBansI cLienneHus meHee 180 Mc, 4TO 0CO6EHHO aKTyallbHO Npu
06cnefoBaHny 60JTbHBIX, Y KOTOPbIX B Xofe DU 0XXnaaetca nHayk-
ums MOHOMOpPGHOI XXT. Tporpammy CTUMYNALMK BbINONHAOT Kak
MUHUMYM M3 [IBYX TOYEK — BEPXYLUKM U BbIBOLHOIO TpakTa npaso-
ro Xenyaoyka. B oThenbHbIX Cnyyvasx BO3HUKAET He06X0AMMOCTb B
CTUMYNALMN NEBOr0 XeNyao4Ka.

Tabnuua 6. HBa3uBHOE 06CNE0BAHUE NALMEHTOB C NPEANONAraeMbIMU UM IOKYMEHTUPOBAHHBIMU XENY/A04KOBLIMU aPUTMUSMU
Table 6. Invasive diagnostic tests in patients with documented or suspected ventricular arrhythmias

Pexomenpaums Knacc YpoBeHb Ccbinka
Koponaphas adrunorpacpus
CnegyeT paccmoTpeTb BOMPOC O BbIMOSHEHWM KOPOHAPHOI aHrnorpadum A NOATBEPXKAEHNS NN lla C [65]

UCKMIOYEHNS 3HAYMMOr0 CTEHO3MPOBAHNA KOPOHAPHbIX apTePUid Y NALMEHTOB C YTPOXAKLLMMU XKUSHN
KA ny nepexuswmx BCC, KoTopble, ¢ y46TOM BO3pacTa u CUMNTOMATUKN, UMEIOT BePOSTHOCTb VIBC.

JInekTpothu3nonoruyeckoe uccneaoBaHme

JMeKTPOhU3N0NOrMYECKOR UCCNEL0BaHNE PEKOMEHAYETCS OIS AMarHOCTUYECKOro
06cnefoBanns naumeHTos ¢ BC, nepeHeciunx nHapKT MMoKapaa u UMeIoLLmx
CUMMTOMbI, BKNIOYas Y4alLieHHOe cepaLebuenie, npefobMopoyHble COCTOAHMNS 1
06MOPOKY, MO3BONSAIOLLMNE MPEANONOXKUTL HANMYNE XENYA04YKOBbIX TAXMAPUTMUIA.

INeKTPOU3N0NI0rMyecKoe NcCnesoBaHe PeKOMeHAYeTes npu »xanobax Ha 06MOpPOKN
M npu nogo3peHnn Ha 6pap,mapV|TM|mo Unn TaxmapuTtmMuto, ¢ y4€ToM CUMNTOMATUKKN
(Hanpumep, yyalleHHoe cepaLebueHne) unn pesynbTaToB HEMHBA3UBHOIO
06cneaoBaHns, 0CO6EHHO Ans NALMEHTOB CO CTPYKTYPHOI NaTonorueii cepaua.

bpyraga, aunataumoHHon kapanomuonatuein n AKIMK.

BHyTpucepe4Hoe anekTpodm3nonornieckoe UCCnea0BaHne MoXeT 6bITb
Lienecoo6pasHo anga crpatndukauum pucka BCC y 60bHbIX CUHAPOMOM

BHyTpucepre4Hoe anekTporu3nonornieckoe UccnefoBaHne He peKoMeHAyeTcs Ans cTpatndukanum
pucka BCC y 601bHbIX runepTpodU4ecKon Kapamomuonatuen, CUHAPOMAX YANUHEHHOIO Y
YKOpOYeHHOro uHTepeana QT, KaTexonammHeprinieckor nonuMopdHON XenyLo4KoBOi Taxmkapanen.
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Momumo nuaykumm XA, B X0Ae UCCnesoBaHus MOryT BbITb WH-
[YLUMPOBaHbI PA3SINYHbIE CYNPaBEHTPUKYNAPHBIE HAPYLLEHWUA PUT-
Ma cepfLa, KOTopble B psfe Cnyvaes Takxe MOryT 6biTb NPUHUHON
CUHKONANbHbIX COCTOAHMA. OLeHKa (hyHKLMUM CUHOATPUANTBHOIO U
aTPUOBEHTPUKYNAPHOIO Y3108, BPEMEHN CUHO-aTpUaibHOro npo-
BEleHUs Y NaLMeHTOB C NMOA03PeHNEM Ha BpagnapuTMun u npe-
XOfALLNe HAPYLLEHWUS NPOBOAUMOCTU JOSIKHA ObITb UCMNOJIb30BAHA
B KOMI/IEKCE C JaHHbIMU JPYruX UCCIef0BaHWA N1 OnpejeneHus
noKasaHWil K UMNNaHTauMu anNeKTpokapauocTumynsTopa. Peru-
CTpauuma 3NeKTporpammbl Ny4ka Mmea Takxe 0653aTenbHO A0MKHA
ObITb BbIMNOSIHEHA B X0/€ UCCNe0BaHNA. 3amMefneHune NpoBeaeHus
B cucteme Mmca—lypkuHbe (onuTenbHOCTbL MHTEpBana HY >70 mc)
Y NaLUEeHTOB C ABYXMY4KOBOMN 6J10KAL0M U CUHKONANbHBIMU COCTO-
AHUAMIW HEACHOW 3TUONIOTMM YKa3biBaeT Ha AUCTAbHOE Nopaxe-
HUe NPoBOJALLEN CUCTEMbI CepALa, CKIOHHOe K NporpeccupoBa-
HUIO, U ONpeaenseT Heo6xoaAuMOCTb umnnanTaumm IKC.

IuarHoctuyeckan 3Hauyumocte I®U pasnnyaetcs y pasHbiX
rpynn nauueHToB. iccnenosaHue Hanbonee MHHOPMATUBHO 60Mb-
HbIx IBC, umeroLmx cHkeHue dpakuuu Boibpoca JIK. Y naumen-
TOB C 6/10KafjaMn HOXeK ny4ka 'mca, 06MOpoKaMn U CHUXKEHHO
(bpakuuen soibpoca JIXK (<45%) IOU no3sonseT MHLyLUPOBATL
KT B 42% cny4aes. OfHaKo y 60NbHbIX, UMEKOLLUX 6510KaLbl HO-
Xek nyyka l'meca n o6mopoku 3P ¢ coxpaHHoI pakLuelt BbI6po-
ca JK 3®W yacTo faeT noXHOOTpUUATESNbHbIE pe3ynbTathl. Mpu
OTCYTCTBUM CTPYKTYPHOrO 3a60ieBaHMsA Cepaua U U3MeHeHWn Ha
IKI" MHDOPMATUBHOCTb MCCNE0BAHMS HEBENTMKA B CBSA3W C MEHb-
LLIe YYBCTBUTESIbHOCTbIO M BEPOSATHOCTLIO UHAYKLMM Hecneundou-
YECKMX XXEeNy[04KOBbIX TaxuaputMu [76], [77].

Cnenyet ynomsaHyTb 0 ponu 3OWN ang onpefeneHns nporHosa un
TaKTUKW JIeYeHUs Y NauneHToB C KapauoMUonaTusaMu u reHeTuye-
CKM 1eTEPMUHMPOBAHHBIMY XKENYA04KOBbLIMM apuTMusamMu. B iesiom,
JOU uenecoobpasHo npu AKIXK [68], [69] n OKMI [70], HO He
no3BONSET onpeaenuTs cteneHs pucka npu FKMI (knace Il1) [72].
Y naumeHToB C «KaHanonatusmu» nposefeHne IOU He pekomeH-
[I0BAHO MpU CUHAPOME yanuHeHHoro uHTepsana QT [73], KIDKT
[76] v npu cuHapome ykopodeHHoro uxTepsana QT [74], [75]; Bbl-
nonHexne 3OU npu cuHapome bpyraga LenecoobpasHo, 0fHAKO
[NArHoCTNYecKas 3Ha4YMMOCTb MeTOAa B HACTOfLLEe BPems He
ycTaHosneHa [71].

IOU npumeHSIOT Ans NOATBEPXAEHUS apUTMUYECKOr0 reHesa
CUHKOMAmbHbIX COCTOAHWIA, N OHO [OJKHO ObITb BKMKYEHO B aIro-
puTM 06CNe0BaHNA TakUX NALMEHTOB (KaK Mpasuio, B Ka4yecTBe
3aBEepLUAIOLLIero arana AWarHoCTUYEeCKoro nomcka). O6MOpokM fB-
NSAKTCA 0NACHLIM CUMMTOMOM Y MALUEHTOB CO CTPYKTYPHbLIM 3a60-
neBaHueM ceppiua, 0CO6EHHO Npu BbIPDKEHHOU AMCHYHKLMM JTDK.
HeycToiuneble npobexku XKT, perucTpupyembie npu XonTepoBCKOM
MoHUTOpUpoBaHUM IKI 60bHOTO ¢ 06MOPOKAMU W CTPYKTYPHBIM
3abonesaHnem ceppua, ¢ 60MbLIOA BEPOATHOCTBID YKa3blBAIOT HA
Hanu4ue uHayuupyemoii 2KT. CUHKONanbHbIE COCTOAHNA Y 60NbHbIX
CO CTPYKTYPHbIM 3a60/1eBaHNeM CepALa, WUMEIOLLMX CHUDKEHHYIO
(bpakuno BbiGpoca JIK, 4acTo peuuanBUPYIOT U COMPOBOXAAIOT-
Csl BLICOKUM PUCKOM CMEpPTU JaXe Npu HEBO3MOXHOCTU UHAYKLUM
napokKcu3manbHbIxX KA, 4T0 onpeaensieT Heo6XoaUMOCTb MMNNAHTA-
Lnn KapamosepTepa-aedonbpunnaTopa 3Tum 60bHbIM, HE3aBUCUMO
ot pesynstaros IOU [78].

6.5. NnpuBuayanbHas oLeHKa pucka

BHE3anHoil cepAevHoi CMepTH

MNocnegHue fecATUNETUS NOUCK HAZEXHbIX MPOrHOCTUYECKNX Map-
kepoB BCC ABNseTCA 0QHMM M3 CaMbIX aKTMBHO pa3pabaTbiBagMbix
HanpasreHNin KIIMHUYECKNX UCCNE0BAHMIA B 06N1ACTU apUTMOIIOrum
[79]. B HacTosLLee BpEMS M3BECTHO, YTO BHE3aMHAA CMEPTh ABNSETCS
Pe3ynbTaToOM CTeYEHUs KpaiiHe HebnaronpuaTHbIX 06CTOATENbCTB —

B3aMMOJENCTBMSA YA3BMMOro Cy6CTpaTa (reHeTu4ecku AeTepMUHI-
POBaHHbIE UMW NPUOBPETEHHbIE U3MEHEHUS 3NIEKTPUYECKUX UIN Me-
XaHWYECKNX CBOMCTB MUOKAPAA) C MHOXXECTBEHHbIMU NPEXOAALLMMN
(hakTopamu, KOTOpbIe BMECTE MHULMUPYIOT (paTansHoe cobbiTue. B
3TOM pasfene Mbl NPUBOAUM CXeMbl cTpatudukauum pucka BCC y
3[0POBbIX MWL, NALMEHTOB C ULLEMUYECKON 6ONE3HBIO CepaLa 1 na-
LIMEHTOB C «KaHanonatuaMu» u Kapauommonatusamu.

6.5.1 CkpnHnHrosoe o6cnefoBaHne B 06Lyei nonynaymm

ANA OLUEHKN PUCKA BHE3anHOoH CepAeYHon cMepTH

BAMTENbHOCTE MO OTHOLUEHUIO K 3NIEKTPOKApPANOrpapuyeckmum
(3KT) n axokapamorpauyeckum npuU3Hakam HacnefCTBEHHbIX
apUTMOTreHHbIX 3a60MEBaHNIA ABAETCA BXHON YaCTblO KNUHUYE-
CKOWM MPaKTUKU 1 NO3BONSAET CBOEBPEMEHHO BbISIBUTbL NIUL C Bbl-
cokum puckom BCC. OAHaKo o cux Nop HeT eAMHOr0 MHEHUS 0
TOM, JO/DKEH JI TaKOW TLLATENbHbIA NOAX0S PaCNPOCTPAHATLCA HA
MacCOBbI CKPUHWUHT HaceneHus Ha Hannyue pucka BCC. B Ntanun
1 AnoHum BBeAeHb! cucTeMbl IKM-CKPUHUHTA C LENbIo BbISBNEHUS
NN, C HacneACTBEHHbIMU APUTMOTEHHbIMU 3260/1EBAHNAMU, He
VMELMX B JAHHbIA MOMEHT Kakoi-nmbéo cumnromatukn [80]-
[82]. B EBpone n CLLIA 06s3aTeNibHbIM SBIAETCA CKPUHUHTOBOE 06-
CNefoBaHue CNOPTCMEHOB Nepes COPEBHOBAHWAMU, COTNIACHO Tpe-
60BaHnAM MexayHapoLHOro onumMnuiickoro komutera [83]-[86],
X0TA nocnegHee uccnefosadue B M3panne nokasano oTcyTcTBue
n3MeHeHuiA B yactote BCC y npodeccmoHanbHbIX CNOPTCMEHOB
nocJie BBEAEHNS CKPUHUHIOBOro 06c¢nefoBanms [87].

B HacTosLee Bpems aKCnepTHbI KoMUTET EBponenckoro obuue-
CTBA KapANoNoroB BO3AEPXNBALTCA OT POPMUPOBAHNA PEKOMEH-
Jaunii N0 NpoBeAeHM0 06LLenonynAUMoHHoro IKI-CKpUHMHra B
CBSA3M C HELOCTAaTKOM MHAOopMaLmMn 06 ero 3KOHOMUYecKon 3d-
(PEKTUBHOCTM 1 HEM3BECTHOM KOJIMYECTBE NOXHOMONOXMUTENbHBIX
1 NIOXXHOOTPULATENbHbIX pesynbTatos [88], [89].

YuuTbIBas BbICOKUA PUCK OMACHBIX 471 XWU3HW HAPYLIEHUA pUT-
Ma ¥ NPOBOAUMOCTW M NPOrPEeCCUMPOBAHUS BPOXAEHHLIX CTPYK-
TYpHbIX 3260M16BaHNIA CepALa Ha (POHE MHTEHCUBHBIX (OM3UYECKUX
Harpy3ok, B pamMkax 06cnefoBaH1s COPTCMEHOB Nepes LonyCcKoM
K TDEHMPOBOYHO-CAMOCTOATENBHOMY NPOLECCY HE06X0AUMbI T~
TeNbHbIA c60p aHamHesa u peructpaums IKI B 12 oTBeaeHUsX C
Nocneaytowmnm pas3sEpHYTbIM KNUHUYECKUM 06CNeJ0BaHNEM B
Clyyae BbISIBNEHNS Kakux-nn6o namerenun [90], [91].

B cooTBetcTBUM C Npukasom MuHMCTEPCTBA 34PaBOOXPAHEHUS
Poccuitickoin ®epepauun permctpauna KM B 12-Tn oTBEAEHNAX
npejycMOTPeHa Npu NaHOBbLIX AUCNAHCepU3aLnaX B3pOCNOro Ha-
CceneHns:

e ONs MYX4MH B BO3pacTe cTaplle 35 NeT U Ans XeHLWWH B
BO3pacTe cTaplue 45 net npu Kax4oM NpoxXoXneHWn auc-
nancepusauuu (t.e., 1 p. 8B 3roga);

* NS MY)XXYWH B BO3pacTe [0 35 NET 1 A5 XXEHLLUMH B BO3pacTe 0
45 neT Npw NepBMYHOM NPOXOXAEHUM aucnancepuaaumn [92].

MpUHATLIA B HACTOSALLEE BPEMS NOPALOK NPOXOXAEHUS MeLu-
LMHCKMX OCMOTPOB HECOBEPLLEHHONETHIMM NpeaycMaTpuBaeT pe-
ructpauuio 3KT npu NpoMNakTUYECKUX MeSULUHCKUX OCMOTPAX
B 1rop, 7,10, 14,15, 16 n 17 net, a Takxxe npu npeLBapuUTeSibHbIX
MeLULIMHCKMX OCMOTpax nepes NpuémMom B CpeLiHue 1 BbicLmne 06-
pasoBartelibHble yupexaeHns [93].

Mpwu 3TOM CBOEBPEMEHHAs NOCTAHOBKA LUArHO30B HACMELCTBEH-
HbIX 3260N1eBaHUIA, CONpoBOXAAtoLLMXca puckom BCC, no-npexxHemy
NPOUCXOAMT PEJKO, Y4TO KaK MUHUMYM OTYacTW ONpefensieTcs Hu3-
KAM ypOBHEM MPOECCUOHANBHON MOArOTOBKW BbINOHSIOLLEr0
JMCNAHCEPHbIe OCMOTPbI MEMULMHCKOro nepcoHana (B nogasns-
foLLleM 60MbLUMHCTBE Cy4aeB OHU BbINOJHSIOTCS Bpayamm 06LLei
NPakTUKU 1 enbiliepaMu), HeoCTaT04HON OCBELOMMEHHOCTBLIO
MEJULMNHCKOro nepcoHana 0 daHHbIX COCTOAHUAX. OnTMMmM3aums

EURASIAN HEART JOURNAL, 4, 2022 | 1 7 |



KIMMHWYECKWVE PEKOMEHOALIVV
PEKOMEHOALIVIVI EAK 2022

CWUCTEMbI MOCNEANUNIIOMHOr0 MeAMUMHCKOro 06pa3oBaHus, npu-
BNeYeHNe KBanNMULMPOBaHHbIX Bpayen K NPOBEAEHM0 Npodnnak-
TUYECKUX OCMOTPOB, @ TaKXXe pa3paboTka W COBEPLLEHCTBOBaHWE
METOZ0B TefleMeULIMHbI, TAKUX Kak BHEAPEHMe ANEKTPOHHbIX 6a3
AaHHbIX N ANCTaHLUMOHHOrO aHanm3a 3K, MOXeT cnoco6CTBOBATL
60ree paHHeMy BbISIBNEHWIO PeaKuX 3a60neBaHuin.

6.5.2 CKpHHHHI POJCTBEHHNKOB XEPTB BHE3ANHOH CMEPTH

[MpuMepHO B NONOBMHE Cly4aeB y POACTBEHHUKOB XepTB BAC ycTa-
HaBJIMBAIOT AMATrHO3 HACNEACTBEHHbIX APUTMOrEHHbIX 3a6051eBaHUI
[94], npexze BCero, KaHanonaTum (Hanpumep, CUHAPOM YIANNHEH-
Horo uHTepsana QT, cungpom bpyraga wnu KatexonammHepruye-
ckas nonumopdHas xxenyno4vkosas taxukapous [KIMKT]), pexe —
HayaibHble NPOABNEHNs Kapawomuonatuid (npexae scero FKMI n
apUTMOreHHOI Kapaunomuonatuu npasoro Xenynovka[AKIXK]), a
TaKxxe CeMenHOM runepxonectepuHemMunt. Noatomy ecnm npu CuH-
ApOMe BHe3anHoi HeobbscHUMOl cmepTu [CBHC] mnu BHe3anHom
Heo6bACHUMON cmepTi HoBopoxaeHHoro [BHCH], a Takxe npu BAC
WNU CUHAPOME BHE3anHoi cMepTn HoBOPOXAeHHoro [CBCH] nato-
NOroaHaToMKU4YecKoe UCcneaoBaHue NOrnoLIero HeBO3MOXHO, Ui
KOria natosioroaHaToMM4eckoe 1CCejoBaHne He BbISBNIAET CTPYK-
TYPHbIX aHOMAJIMIA, @ Pe3ynbTaTbl TOKCUKONOrMYECKOrO aHanu3a B
HOpMe, GNIKANLLIUM POLCTBEHHUKAM CreflyeT COO6LLUTL O CyLle-
CTBYHOLLUEM /15 HUX PUCKE BHE3arHoW CMepTu W Heo6XoZuMoCTy
o6cnenoBaHus y Kapamonora. CemeliHblil aHaMHe3 NOBTOPHbIX CAy-
yaes CBHC B Monofom Bo3pacTe unu nNpu HaIN4Mm HacneLCcTBEH-
HbIX 3260/1€BaHUI CepaLa ABNAETCS HEONPOBEPXUMbIM OBOAOM B
nonb3y 06CnefoBaHNs BCEX YTIEHOB CEMbM.

CKpuHMHroBOE 06CNefoBaHne  GAMKAALLNX  POLCTBEHHUKOB
)KEPTB BHE3ANHOW CMepTU NO3BONAET BbISBUTL JINL, B 30HE PUCKA,
Ha3HAYNTb COOTBETCTBYIOLUME JIe4eHMe U TeM CambIM NPeaoTBpa-
TUTb ApYrue Cnyyam BHe3anHoOW CMepTu B 3TOM cembe [46], [95].
B HacTosiLiee BpemMs CKPUHWHT MPOXOAAT MeHee MOM0BUHbI Poj-
CTBEHHWKOB [96], 0T4acTV BBUAY OTCYTCTBUS AOCTATO4HOM MHGpa-
CTPYKTYpbI AN NPOBELEeHUs Takoro 06Ce0BaHuUs, HO TaKXKe 3-3a
TPEBOMU W rops, CBA3AHHBIX C JINYHBIM OMbITOM NEPEXMBAHUA Ha-
PYLLUEHWUIA PUTMA C Yrpo30i NS XW3HW UK C HeAaBHen noTepen
61M3KOr0 YenoBeKa, CTpajaBLLero HacneACTBEHHbIM 3a60/1eBaH1EM
cepaua [97], [98]. CornacHo nocneaHUM PeKOMeHAALMAM, KOHTaKT
C TaKUMW NaLMeHTamm U UX POLCTBEHHUKAMU JOIIKEH NPOMCXOAUT
C Y4ETOM UX NCUX0COLMANbHBIX NOTPEBHOCTEN U C UCMOb30BAHNEM
MexaucumnianHapHoro nogxoda [46], [95], [99]. A dekTUBHOCTL
Takoro nofxopa 6bina nokasaxa B psge nyénukauuii [100], [101].

MpennoXXeHo HECKONbKO pasHbIX MPOTOKONOB ANt CKPUHMHIA
POACTBEHHWKOB XXepTB BHe3anHon cmepTu [46], [102]. B ocHoBse
BCEX 3TUX NPOTOKOJIOB NIEXMT NOLLAr0BbINA N0AX0[, KOra B NepBeyto
0yYepeb UCNONb3YIOT HAMMEHee JOPOrocTosLLMe MeToAbl o6cre-
[0BaHud, JaloLne MakcMManbHbIi 06beM LIeHHOW WHdopmaLuu,
MOCJIe Yero Ha OCHOBAHMW NOJTYY4EHHbIX Pe3ynbTaTtoB U C y4eTOM
[aHHbIX CEMEMHOro aHamHe3a NepexoadT K AOMNONHUTENIbHOMY
o6cnegosannio [102]. Ecnm B Xofe 06CNneoBaHMA BbISBNAOTCA
CTPYKTYPHbIE WNN 3NEKTPUYECKME U3MEHEHWS, CBUAETENbCTBYIO-
Lye B nosib3y KOHKPETHOro [AmarHosa, Heo6XxoauMMo CrefoBaTb
CTaHJAPTHOMY NPOTOKOJNY 06CMeA0BaHNs N0 COOTBETCTBYHOLLEMY
AnarHoasy.

MepBbIM LLArOM B NOCTaHOBKE NOCMEPTHOIO AMAarHo3a, 0 Hava-
na 06cnefoBaHns POACTBEHHUKOB NOrnoLLIEro, AsBAseTcs TLiaTeslb-
HbllA c6Op aHaMHe3a. Y MonofblX NuL B NEpPBYH 04epeab creayet
UCKMIOYNTb Kapauomuonatuu W KaHanonatuu. PekomeHayetcs
OLieHKa NpeALIecTBOBABLLMX CepAeYHbIX CUMNTOMOB (B TOM YMC-
ne 06MOPOKN UNU «CYLOPOXHbIE NPUNALKKU») W TILATENbHOE W3-
y4eHue 06CTOATENbCTB CMEPTH, @ TaKXKe CO0p M aHanKU3 Npuxu3-
HEeHHbIX Kapauonornieckux 3akmnoyeHuni. Y nuy crapwe 40 net B
nepByl0 04epeab WCKMoYaoT dakTopel pucka WBGC (Hanpumep,
aKTUBHOE WSIN NaCCWUBHOE KypeHue, AWCNUNONPOTEMHEMUS, ap-
TepuanbHasa runepTeH3ns unu caxapHoin auabet). Heobxogumo
COCTaBUTb POAOCOBHYIO NMOrMOLLEro B TPEX NMOKOMEHUAX, B KOTO-
PO AOMKHbI BbITb OTPaXKEHbI BCE CMy4au BHE3AMHOW CMEPTU U
POLCTBEHHUKN C CcepheyHbiMu 3a6onesaHuami [46]. CnefyeTt no
BO3MOXHOCTW MONYYUTb APXMBHblE MEAMLMHCKNE KapTbl W(1nun)
pe3ynbTaThl NATOI0r0AHATOMUYECKOr0 UccneaoBaHmns. B nepsyro
04epeapb 00CNeA0BaAHNIO NOANEXAT POACTBEHHUKM C NPU3HAKAMK
3a60neBaHui CepaLa, TakMMmu Kak 06MOpPOKHU, y4alLleHHOe CepLe-
61eHne um 6051 3a rpyanHON.

B Tabnuue 7 npeacTtaBneH anroputM 06cnefoBaHMa Grnvkain-
LUNX POACTBEHHWMKOB XXEPTB BHE3amHOI cMepTi. Ecnn B cembe 0T-
CYTCTBYET AWarHo3 cepreyHbIX 3a6onesaHuii, cneiyert npoBecTu
CKPUHWUHIOBOE 06CNeA0BaHNe ManeHbKUX AeTen X0Ta 6bl C NOMO-
wbto KT 1 axokapamorpacum.

MocKonbKy Ang MHOMUX HAaCNeACTBEHHbIX apUTMOTEHHbIX 3a60-
NeBaHMi XapakTepHa 3aBMCMMOCTb MEHETPAHTHOCTU OT BO3pacTta
1 HEMONHAA 3KCNPECCUs reHoB, HEOOX0AMMO NOCTABUTL HA YYET U
perynspHo o6cnefoBatb MONOAbIX nL,. B3pocsnbIx 4neHOB CeMbH,
He UMEIOLLIMX KaKNX-NINBO CUMNTOMOB, MOXHO CHATb C Y4eTa, eCiu
He NOABWUTCA HOBAs CUMNTOMATUKA U HOBbIE JaHHbIE CEMENHOro
aHaMHe3a.

Tabnuua 7. 06cnegoBaHne PoACTBEHHUKOB XEPTB CHHAPOMA BHE3ANHOIH HEOOBLACHUMON CMEPTH UNN BHE3ANHOH apUTMUYECKONH CMEPTH
Table 7. Diagnostic work-up in relatives of sudden unexplained death and sudden arrhythmic death victims

Metop [eiicTBug?

y » C60p aHaMHEe3a XXM3HU
C6op aHamHe3a 1 06LLWiA 0OCMOTP

» C60p CeMeNHOro aHamHe3a no 3a6osieBaHMAM Cepfla 1 Cly4asm BHe3anHon cMepTu

« lcxoaHas 3KI B 12-Tn 0TBEAEHNAX CO CTAHAAPTHLIMU 11 BbICOKUMM FPYAHBIMY OTBEAEHUAMM
« CyTOYHbIA ambynaTopHoe MoHUTOpuUpoBaHue K

9KI

« [Ipo6a ¢ f031poBaHHON (HM3MYECKOI HArpy3KOoN
« CurHan-ycpenHeHHas 9K

« [pOBOKALMOHHBIN ANATHOCTUYECKNIA TECT C anManMHOM/ dhnekauHUaoM/ NpoKauHaMuaom
(npn nofo3peHun Ha cuHapom bpyrapna)

MeToap! Bu3yanusauuu cepaua « [lByxmepHas axokapguorpadpus u(mnn) MPT (¢ KoHTpacToM 1 6e3 Hero)
« HanpaBneHHoe MONeKyNspHOe TECTUPOBAHIE M FEHETUHECKOE KOHCYbTUPOBaHME

'eHeT4ecKoe TeCTMpPOBaHNe

Mnpu NoL03peHnn Ha KOHKPETHOe 3a60J1eBaHNe HA 0CHOBAHMW KIMHNYECKINX AAHHbIX

 KoHcynbTauns B LIEHTPe, Cneunanusnpyrowemcs Ha reHeTU4eCKon AnarHocTuke aputmuii

2 3Tn peKkoMeH[aynn coCTaBneHbl Ha 0CHOBAHUN MHEHUAX 3KCIIEPTOB, HO HE Jl0Ka3aTesibHbIX JaHHbIX.

2These recommendations are based on expert opinion, not evidence.
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lMpu NoJ03peHun Ha HacneACTBEHHOE apUTMOreHHOe 3a60neBa-
HUE JTyHLLIUM UCTOYHUKOM UHApOpMaLmn 6yayT obpasubl AHK, B3s-
Thle Y XKEePTBbl U HaNpaBfeHHble Ha NOCMEPTHBIA MOJIEKYNSAPHBINA
aHanus. B cnyyae nonoXutenbHOro pesynbtata POACTBEHHMKAM
PEKOMEHAYETCA MPOATU KaCKaAHbIA FeHEeTUHECKUA CKPUHWUHF. B
CBSI3M C TPYAHOCTAMU ANArHOCTUKM MHOTUX (DOPM HACNeACTBEH-
HbIX 32060/1eBaHU 1 BO3MOXHOCTbIO Pa3BUTUS  KITMHUYECKNX
nposiBfieHW A 6051e3HN B 6Gonee NO3LHEM BO3pacTe, OTCYTCTBUE
XQPaKTEPHbIX M3MEHEHMIA MO AaHHBIM UHCTPYMEHTANbHbIX NCCe-
LOBaHWiA B AaHHbIA MOMEHT He LO/KHO PacLeHNBaThCs Kak no-
BOZJ A1 0TKa3a OT FeHeTUYecKOoro uccnefoBaHus. TeM He MeHee,
B NpeABapuTeNbHOW 6Gecefie C POACTBEHHUKAMU TaKxe cnenyer
OrOBOPUTb MX «MPABO HA HEOCBELOMIIEHHOCTb» U BO3MOXHOCTb
0TKa3aTbCs OT FEHETUYECKOr0 CKPUHMHTA.

Mpu oTcyTCTBUKU 6BMONOrMYecKUX 06pa3LOB XKEPTBbI MOXHO
PaccMOTPETb BOMPOC O MPOBELEHWUN MOMEKYNAPHOTO CKPUHUH-
ra 6amKanwmux pPOACTBEHHMKOB, €CAN €CTb MOAO3PEHME HA Ha-
nn4ne Hacnegyemoro 3ab6onesaHust B 3T0M ceMbe. HanpoTue, He
PEKOMEHLLYETCS BbINOMHATL FEHETUYECKUIA CKPUHUHT MO 60MbLUION
naHenu reHoB y poncTeeHHWKoB »epTB BHC n BAC, ecnn npu
nepBOHa4YaNbHOM 06CNe0BaHUN He ObIN BbISBNEHbI KNNHNYE-
CKMe MpefnoCbINKN KOHKPETHOro 3abosieBaHus. 3T0 0CO6EHHO
npumeHnMmMo K cnyvasam CBCH, koraa nocmepTHbIit MONEKYNSPHbINA
AHaM3 BbISBNSET MeHbLUee 6PeMs NaTONOMNIN UOHHBIX KAHANIOB MO
cpasHeHuto ¢ BAC, v 6onee 4acToil NpMYMHON BHE3AMHOWM CMEpPTU
OynyT cnopaguyeckue reHeTnyeckne 60ne3Hu.

6.5.3 Oyenka pucka BHE3anHOW CEPAEYHOIH CMEPTH

y nny 6e3 n3BeCTHbIX 3a60eBaHni cepaya

Mo4yTn B NONOBMHE Cfly4yaeB OCTAHOBKA Cepfua NPOUCXOZUT Y
nuy 6e3 M3BECTHbLIX 3a60M1eBaHUA cepaua, 04HaKo 60JbLIMHCTBO
N3 HUX NpW 3TOM UMeeT HeanarHocTmposaHHylo VIBC [103]. Mo-
3TOMY Haubonee apeKTUBHLIM cnoco6om npeaoTapatleHms BCC
B 06LLen nonynaunu ABNSETCS OLEHKA WHLMBUAYAIbHOTO PUCKa
pa3eutns MBGC no CyLiecTBYIOWMM LUKaNaM C NOCAEAYHOLMM KOH-
TpofieM (hakTOpOB PUCKA, TaKUX KaK YPOBEHb OOLLEro xonecre-
PWUHA B CbIBOPOTKE, YPOBEHb [HOKO3bI, apTepuansHoe AasneHue,
KypeHue n nHaekc maccol Tena [104]. CHuxeHue 3a60neBaeMocTu
NBC n ppyrumun 3a6oneBaHnsAIMU CEPAEYHO-COCYAUCTON CUCTEMBI
NpuUBeno K ymeHblLeHWo konudectsa BCC noytn Ha 40% [105].

CornacHo HekoTopbiM uccnegosaduam [48], [49], [99], [100],
[106], cyulecTByeT reHeTmyeckas npeapacnonoXeHHOCTb K BHe-
3anHoi cmeptu. OnNuMcaHo NPOrHOCTUYECKOE 3HAYEeHWe CeMenHo-
ro aHamHe3a BHe3anHoi CMepTn — MpW HanM4yuu OLHOro Crny4as
BHE3anHON CMEPTN B CEMbE OTHOCUTENbHBIN puck (OP) BHe3anHom
cmepTyn coctasnfet 1,89, a npu ABYX Cny4Yasx BHe3anHon cMepTu B
cembe OP Bo3pacraet Ao 9,44 (p=0,01) [44]. B koropTHOM noguc-
CnefoBaHuu B pamkax ®pamMUHreMcKoro NcenegoBaHus nokasaHo,
4YTO NPU HanM4uM cemeinHoro aHamHesa BCC BepoATHOCTL BHe3an-
HOU cmepTn Bo3pacTtaeT Ha 50% (OP 1,46 [95% AW 1,23, 1,72])
[45]. OnucaHo, 4T0 CeMeliHbIi aHaMHe3 BHe3anHoi CMepTH 3Ha4m-
TeNIbHO Yallie BCTPEYAETCA Y JIUL, peaHuMMpoBaHHbIX nocne OX,
4eM B KOHTPOJIbHOI rpynne (oTHOLWeHue waHcos (OLW) 2,72 [95%
[N 1,84, 4,03]) [107]. Cx0ACTBO pe3ynbTaToB 3TUX UCCIEA0BAHNIA
YKa3bIBaeT HAa BO3MOXHOCTb FeHETUHECKOM NPeapacnofioXeHHOCTM
K BHE3anHOW CMepTW, KOTOpas MOXET CYLIeCcTBOBaTb Aa¥e npu
OTCYTCTBWWN HACNEACTBEHHOr0 3a60reBaHns. B cBA3N C TUM He-
00X0AMMbI UCCNE0BAHNSA, HALENEHHbIE HA 06GHAPYXXEHNE MOSEKy-
NAPHO-TEHETUYECKUX MapKepoB, CNoCcO6HbIX npefckasbieath BCC B
o6LLeit nonynauum.

Cnenyet ynomsiHyTb 0 pe3ynbTatax WCCNEJ0BAHWIA, BbISBUB-
LUMX CBA3b OJHOHYKNEOTUAHOro nonumopusma B nokyce 21921
C PUCKOM BO3HWUKHOBEHUS (PUOPMNNALMM XKENy[04KOB Y 60Sb-

HbIX, BMEPBbIE MEPEHEeCLUNX WHAAPKT MMOKapaa (nccnefoBaHune
AGNES) [108], n NONHOreHOMHYK0 3HaYMMOCTb NOKyca 2024.2 B
yBenuyeHun pucka BCC [109].

6.5.4. Oyenxa pucka BHe3anHoi cepAeYyHoN cMepTH

Y iy ¢ nwemn4eckoi 6onesHbo cepaya

Muorue roasl BO BCeM Mupe BeAETCA MOUCK «MPeankTopos»
BCC y 605bHbIX MIBC. BONbLIMHCTBO U3 NPEANOXKEHHbIX paHee no-
Kasareneil (Hanu4ue NO3QHWX NOTEHUMANOB, NoKasaTenu Bapua-
6enbHOCTY U TYpOYNEHTHOCTU puTMa cepaua, 6apopednekTopHas
YyBCTBUTENbHOCTL, Ancnepcus uHTepeana QT U MUKPOBONbTHAA
anbTepHaumsa 3yéua T), He HaLW LWWPOKOTo NPUMEHEHNS B KNi-
HUYECKOI NPAKTUKE W HE PEKOMEH0BAHbI K UCMOSb30BAHMIO NPU
oueHke pucka BCC.

B HacTosLLee BpeMs eMHCTBEHHbIM NapameTpoMm, [N KOTOpPOro
6blna NOATBEPXKAEHA CTOMKAs CBA3b C PUCKOM BHE3arnHOW CMepTu
y 60NbHbIX, NEPEHECLUNX UHMAPKT MUOKapaa, ABNSETCH (pakuus
BbI6poca nesoro xenynoyka (PBJIK). HecmoTps Ha mexxonepartop-
CKYO Pa3HULY B M3MEPEHUX U BO3MOXHOCTb U3MEHEHUS Ha (POHe
neyexns, ®BJTK, Hapsay ¢ (YHKUMOHANbHBIM KNAaccoM CepaeyHon
HegocTatoyHocTi no NYHA, 6onee fiecsatu net Ucnonb3yercs ans
onpefeneHns NokasaHWn K MMNnaHTauuu KapauosepTtepa-aedu-
6punnsaTopa ¢ Lenbto nepeuyHoii npodounaktnkm BCC [110], [111].

Cpenau apyrmx HOBbIX NapameTpoB, KOTOPbIE MOTYT BbITb NOME3-
Hbl ANs oueHku pucka BCC, cneayet 0TMETUTb YPOBEHb MO3rOBOI0
Hatpuitypetuyeckoro nentuga (BNP) n N-koHUEeBOro M03roBoro
Hatpuiiypetudeckoro nponentuga (NT-proBNP) [112], [113].

6.5.5. OyeHka pucka BHe3anHo#H cepAeyHon CMEPTH y Y

C HacneACTBEHHLIMH apUTMOrEHHbIMH 3a6071EBAHNAMK

B Hactoswwee Bpems dhakTopbl pucka BCC y nauneHToB C re-
HETUYECKU-0EeTePMUHNPOBAHHBIMI XKENYA0YKOBLIMU apUTMUAMN
“3y4eHbl Nnoxo. [laneko He AN BCEX KaHanonartuit u Kapanomu-
onatuin paspaboTtaHbl Cxembl cTpatudmkaumm pucka. lMpogon-
XKUTENbHOCTb KOppurupoeanHoro uutepeana QT (QTc) sensercs
HafeXHbIM (DAKTOPOM PUCKA XKeNyA04YKOBbIX apUTMUIA NPU CUH-
Apome yanimHeHHoro uutepsana QT [114], a BbIpaXeHHOCTb -
nepTpouM Mex>Kenyao04KkoBO NeperopoAkn Mno3BoMseT Mnpo-
rHO3UPOBATb HE6NaronpuATHBIA UCXOA NpW TUNEPTPOPUYECKON
Kapauomuonatuu (FKMM) [115]. HanpoTus, npu Takmx 3abonesa-
HUAX KaK CMHAPOM bpyrafa u CHLPOM YKOPOYEHHOro MHTepBana
QT B HacTosLwee Bpems (hakTopbl pucka BCC He W3BECTHbI, YTO
NpejCcTaBnseT CNOXHOCTW B ONpefeneHun nokasaHuin K npodgu-
NAKTNYECKO MMNAHTALNK KapauosepTepa-gedubpunnatopa.

MonekynapHo-reHeTU4ECKMe METOAbl TaKXXe UMEKT 3HaYeHue
B cTpatucpukauum pucka BCC, 0aHAKO HA CErOAHALIHMA OeHb WX
3Ha4YMMOCTb NPOAEMOHCTPUPOBAHA TOMbKO MPU HEKOTOPbIX Ha-
CNeSCTBEHHbIX 3a60/1eBaHUSAX, TakKUX KaK CUHAPOM YLJIMHEHHOr0
uHTepBana QT W aunataumoHHas Kapauomuonatus ¢ MmyTauuen
reHa namuHa A/C [116]-[118].

7. METO[ibl JIEYEHUS XXENY 104KOBbIX APUTMUIA

7.1 HeoTnoxHas nomowb 601bHbLIM C

YCTOHYUBLIMM XENYA0YKOBLIMU apUTMUAMU

Mpu ©X nnn XKT 6e3 nynbca KYeBbIM 31IEMEHTOM peaHu-
Mauun ABNAETCA SKCTPEHHaAs 3rieKTpuyeckas aecomoépunnaums c
npumeHeHnem 3Heprum paspaga 150-360 k. Mpu HeadhdekTns-
HOCTU 2-3 pa3pAfoB nepes NPUMEHEHWEM CneaytoLLmnx paspsaos
TpebyeTcs 60NOCHOE BBEAEHME amnoaapoHa. MeHee apeKTUBHO
npUMeHeHue nuokanHa. BeegeHue npenapatos NpoU3BOAMTCA HA
(hoHe HenpepbIBHOrO HAPYXXHOT0 Maccaxa cepaua.

Mpn napokcM3manbHOW MOHOMOPCOHOW HXenyLovyKoBOM Taxu-
Kapaum Haubonee 3DEKTUBHBIMU ABNAKOTCA aHTUAPUTMUYECKUE
npenapara | u Il Knaccos, 1 Kak cpefcTBa KYNnuMpoBaHus napok-
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CWU3MOB, NPU BHYTPUBEHHOM NPUMEHEHWUU, U KaK CpefCcTBa npej-
YNPeXOeHUs WX NOBTOPHOrO pasBuUTUS, NPWU PErynspHoM Lniu-
TefIbHOM npueme BHYTPb. lMpu 3TOM CcrefyeT CTpOro cobniaarb
OrpaHuyeHus no 6e30nacHOCT NPUMeHeHUs npenaparos | knacca,
06YCNOBMEHHbIE BbICOKUM PUCKOM WX apUTMOrEHHOr0 AerCTBUS Y
60JIbHbIX C TAXEJbIM OPraHN4ecKuM nopaxeHuem cepgua. fonsit-
KW MeOMKaMEHTO3HOro KynuposaHus KT LOMKHbI NpPeanpuHu-
MaTbCSl B YCNOBUAX PEAHUMALMOHHOIO OTAENEHUS NPY BOSMOXHO-
CTW NPOBEAEHUS 3MEKTPUYECKOI KapLuosepcun/oecpuépunnagnm
B Cy4ae AecTabunusaumm cocTosHNA 60M1bHOTO.

Bepanamun (BHYTPWBEHHO) ABNAETCA BbICOKO 3P EKTUBHbLIM
CPEACTBOM KynuUpOBaHUs (DACUUKYNAPHON NeBOXeNyL04KOBOI
TaxmKapauu n xenyno4KkoBbIX TAXMKapPANiA U3 BbIHOCALLErO TPaKTa
npaBsoro Xenynoyka. MocnegHue, Kpome T0ro, MOryT 6bITb Kynu-
pOBaHbl BHYTPMBEHHbIM BBeeHnem AT®. [penapatbl NPOTUBONO-
Ka3aHbl npu apyrux coopmax XT, 0c06eHHO y 60MbHbIX VIEC n XCH
CO CHWXEHHOW thpakLmei BbIGpOCA JIEBOr0 Xenyao4Ka.

JeyeHne 60NbHbIX C XXeNnyao4KkoBon Taxukapanen Tuna TdP aonx-
HO HA4YMHATbCA C BbIIBMIEHWS U YCTPAHEHUS MPUYUH YISIUHEHUS
nutepsana QT, npexae BCEro ¢ OTMEHbI JHO6bIX JIEKAPCTBEHHbIX
CPeLCTB, CNOCOBHBIX YANUHATE UHTepBan QT, ecnu TakoBble NpuUme-
HAKOTCA. ITO BO3MOXKHO, KaK NOKa3blBAET NPaKTLNKa, B NOAABNAOLLEM
O0bLUMHCTBE CITy4aeBs, HO NOYTW HUKOT A He JaeT 6bICTPOro pesysib-
Tata. Heo6xo4UMO BHYTPUBEHHOE BBeJeHWE Cynbdara MarHus, 4o
ObIBAeT 3(PEKTUBHBIM W HEPELKO [OCTATOYHbIM, B TOM YUCNE U Y
NaLMEHTOB C UCXOAHO HOPMANTbHLIM YPOBHEM MarHus B Kposu. lMpu
OTCYTCTBUW 3dppekTa, CredylolmM 3TanoM SBMIAETCH BPEMEHHast
aneKTpokapauocTUmMynaumMa ¢ vactotoir 100 u 6onbLIE B MUHYTY.
HaBasbiBaHue, Takum 06pasom, CepfLy BbICOKOW H4acTOTbl NPKUBO-
LVT K yKOpoueHuto nHtepeana QT 1 cnoco6CTBYET NPeA0TBPALLEHMIO
peunausos TdP. IMpoao/mKnTenbHOCTL SNEKTPOKAPANOCTUMYNALIN
ONPeLenseTcs BPEMEHEM, He0OX04NMbIM ANS YCTPAHEHUS NPUYUHBI
yanuHeHus uHTepBana QT, HanpuMep, BPEMEHEM 3KCKpeuun Toro
WAW MHOTO Npenapara, ABUBLUErocs NPUYNHON YANUHEHUS UHTEPBa-
na QT. Ecnu npuyuHoi yanuHenns udtepsana QT ¢ passutuem TdP
ABNAETCA Opaaukapaus, Hanpumep, nonHas AB-6rokaaa, anekTpo-
KapAnoCTUMYNALMA JOIMKHA ObITb NEPBLIM 1 OCHOBHbLIM 3TarnoMm fe-
YeHuWs, a NpU HaNU4MM COOTBETCTBYIOLLMX BO3MOXHOCTEN, Cpasy xe
MOXET ObITb HanaXeHa MOCTOAHHAA 3NEKTPOKAPLNOCTUMYNALNS C
UMNNAHTALKUEN UCKYCCTBEHHOTO BOAUTENS pUTMa cepaua.

7.2 JleyeHue 0CHOBHOro 3abonesaHus cepaua
BaxHelLLMM yCIoBMEM YCMeLHoro ieveHus XXKA n npodunak-
Tk BCC faBnsetcs ahheKTUBHOE NieYeHne OCHOBHOro 3abone-

BaHWA CepAua, Cepae4yHOCOCYAMCTON CUCTEMbI 1 COMYTCTBYHOLLUX
3a6onesaHuin. Cnefgyet nsberatb 060CTPEHWUA W YXYALIEHUS Te-
YEHNS 3TUX COCTOSHMIA. Heo6X0AMMO TakXKe KOHTPONMpOBaTh Te-
YeHUMe COMYTCTBYIOLLEN NATONOrMKU, CNOCOGCTBYIOLLEA aKTUBALUM
MyCKOBbIX (PAKTOPOB 1 (POPMUPOBaAHMIO cybCTpata s YCTOM-
4yuBoro TeveHms XA. Moaxoapl K NeveHnto 3abonesaHnin cepaua
CYLLIECTBEHHO U3MEHMMNCh C TeX NOP, KaK Oblnn NPoBEAeHbI Npo-
[YKTUBHbIE UCCNE0BaHNA C NPOTUBOAPUTMUYECKUMU Npenapara-
mun 1 VK. MockonbKy Takoro poaa uccnegosaHus 6yayT Bpsa nu
NPOBOANTLCS NOBTOPHO, NOSTYYEHHbIE PE3YNbTaThl LENIeCo06pasHo
9KCTPanonMpoBaTb Ha COBPEMEHHYIO KITMHUYECKYIO NPaKTuMKY. Jle-
YeHWe OCHOBHOIO CepAevyHO-COCYAMUCTOro 3ab0NeBaHns [OMHKHO
6bITb ONTUMAbHBIM.

7.3. MeaMKaMeHTO3HOE NIeYEHHUE XENYA04YKOBbIX apUTMHIA
1 npohunakTMKa BHe3anHoW Cepe4HON CMEpTH

7.3.1 06wme npuHynnbl

Mpu BbI6GOPE MeToAA NedeHns XKA n npodpunaktukm BCC ponx-
Hbl Y4UTbIBATbCA XapakTep HapyLUeHWs puTMa cepaua, Hanmyue
COMYTCTBYIOLLIE/ NAToNOrumM, KOTOpPas MOXET NOTEeHUWanbHO Cno-
C0O6CTBOBATL PA3BUTUIO apPUTMUU U(UNIN) YCYryBNATbL TSKECTb ee
TEYEHUs, PUCK, KOTOPbIA HECeT B cebe cama aputMmus, a Takxe
OXWAAEMbIE NONb3a U PUCK NPeAnonaraemoro neyexHus. Npu ycra-
HOBNEHHOM [MarHo3e apuTMUK NeveHne MOXET BKI0YaTh B Cebs
OTMEHY NOTEHLMANbHO apUTMOreHHbIX NPenaparoB U Ha3HaveHue
COOTBETCTBYIOLLEN J1eKapCTBEHHON NPOTMBOAPUTMUYECKON Tepa-
NuK, UCNONb30BAHNE UMMNAHTUPYEMbBIX YCTPOICTB, abnawmio unn
XMPYPruyeckoe BMeLLATeNbCTBO.

7.3.2 lpotuBoapuTMn4eckne npenaparsl

3a MCKMYeHNeM [B-afpeH06/10KaTopoB, B PamMKax paHAoMU3N-
POBAHHbIX KNUHMYeCKUX uccnepoBaHuit (PKI) noka He ypanock
[l0Ka3aTb 9(DHEKTUBHOCTb COBPEMEHHbIX MPOTUBOAPUTMUYECKUX
npenaparos, Kak CPeAcTB MepBUYHON NPOCUNAKTUKN PA3BUTUS
yrpoxatoLmx Xusuu XA n npocpunaktkmn BCC. MonoxuTtenbHble
pe3ynbTaTbl NPUMEHEHNS aMUOAPOHA B 3TUX LIENAX NOATBEPXKEHbI
He BO Bcex uccnefosaHuax [119], [120]. B uenom, npu onpepeneH-
HbIX 00CTOATENbCTBAX, NPOTUBOAPUTMWYECKME Npenapatbl MOryT
6bITb 3(D(HEKTUBHBLIM [OMOMHEHWEM K NEYEHWO NaLUeHToB, Npe-
PAaCMoONOXeHHbIX K BO3HUKHOBEHMID XEMYLO4YKOBbIX aputmuin. B
CBA3M C NOTeHUManbHbIMIU NO60YHBIMM 3dpdpeKTamu, NPOTUBOAPMT-
MUYecKune npenaparbl CrieflyeT UCMonb30BaTh C OCTOPOXHOCTLIO. B
HacTosLLEeM pa3fene 06CY)KAaeTCs MeANKaMeHTO3HOE feveHune XKA,
HanpasneHHoe Ha NpodnnakTuky peunausos XT (Tabn. 12).

Tabnuua 8. HeotnoxHas nomoLb 60bHBIM C YCTOHYMBLIMMU XXENYA0UKOBLIMU aPUTMUAMK

Table 8. Acute management of sustained ventricular arrhythmias
PekomeHpaums

JKCTpEeHHas 3NeKTpMYecKas Kapauosepcus/aedomopunnaums Heobxoauma nauneHTam
¢ ®X, nonumopdHoi XKT, MoHOMOPAHON KT 1 HECTaBUITbHON reMOAUHAMUKOA.

Ccbinka

Knace

YpoBeHb
C

[1]-[4], T'pynna akcnepTos,
y4acTBOBABLUMX B
NOArOTOBKE AAHHbIX
pekoMeHaaumi

Y NauueHToB ¢ reMoAnHaMn4eckn ctabunbHom XXT, He UMeOLLUX
CUHAPOMA, AN KYNUPOBaHUS apUTMUN BO3MOXKHO BHYTPMBEHHOE

KOHTPOJIEM B YC/TOBMAX PeaHUMaLMOHHOTO OTAENEeHNS)

[eKOMMEHCMPOBAHHOM CepAevHON HeJOCTATOYHOCTM N OCTPOr0 KOPOHAPHOT0

BBEJEHME NpoKanHamnaa (BBeLeHne JO/MKHO OCYLLECTBNATLCA Noj

[1]-[4], Tpynna akcnepTos,
y4aCTBOBABLUUX B
NOAr0TOBKE AaHHbIX
pekoMeHaaLui

Y nauneHToB ¢ reMoAnHamMmyeckn ctabunbHon KT BO3MOXHO BHYTPUBEHHOE lIb C
BBe/leHMe aMnoAapoHa, npokarnHamuaa (y naumeHToB 6e3 CTPYKTYpPHOro 3a60nesaHus
cepaua), nuaokauHa (0cobeHHO y naumeHToB ¢ XKT B OCTPOM nepuoje uHdapkra
MMWOKapAa), a npu cooTBeTCTBYIOLWMUX hopmax XKT — Bepanamuna unm ATO®

[1]-[4], Tpynna akcnepTos,
y4acTBOBABLUMX B
NOAr0oTOBKE AaHHbIX
pekomeHaaunii
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Kax bl npenapar NoTeHUUanbHO CNOCO6OEH BbI3biBATh HEXENa-
TesbHble 3)heKThl, B TOM Yucne npoaputmuyeckue. Muorue fo-
CTYMHbIE CEPAEYHOCOCYANCTbIE U HECEPAEYHbIE Npenaparsl MOryT
BbI3bIBaTb CWHYCOBYH 6Gpafukapiuio, YrHetaTb NpoBefeHne Ha
YPOBHE aTPUOBEHTPUKYNAPHOrO y3na u cuctembl [uca-lypkuHbe,
npuBoAs K passutuio AB-65okafpl unu 610Kafbl HOXEK Nyyka
Mvmca. [dpyrve npenaparbl YBENUYUBAKOT BPEMS Penonspusaumnm u
yANuHAOT uHTepBan QT. Takum 06pa3om, NPOTUBOAPUTMUYECKIE

npenaparbl, W3MeHAS MPOLECChbl [Lernonspu3aumm, pacnpocrpa-
HEHWs BOMHbI BO3OY)XAEHUA W penonsapu3aunn B TKaHAX cepaua,
NOTEHLMANbHO CMOCOOHbI MHULMMPOBATL PA3BUTUE W/WAK YCyTy-
OnATb TAXKECTb TEYEHUN YXKE VMEIOLUMXCH YrpOXKaKLWMX XKUSHN
XKENY[04KOBbIX TaXUapUTMURA, MPUHEM C BONbLLEIA BEPOATHOCTbIO,
YeM 3TO [EMOHCTPUPYIOT HEKOTOPbIe HECepAeYHble Mnpenaparbl,
KOTOpble TaKXe MOryT yanuuato uHtepsan QT unu 3ameanstb
BHYTPIKENYL04KOBOE nposedenue [121], [122].

Tabnuua 9. JleyeHne naumeHToB ¢ AUCTIYHKLMEN NEBOrO XENYA04Ka U XKENYA0UKOBLIMU IKCTPACUCTONAMM
Table 9. Management of ventricular ectopic beats in patients with left-ventricular disfunction

Pekomenpauus Knace

Y naumeHToB ¢ npusHakamu aucayHkumum JIK u Hactoit XK u/unm HeycTon4MBbIMU lla
npo6exkkamu XXT cneflyeT pacCMOTPETb JIeYeHMe aMMoapoHOM

Ccbinka
[111]

YpoBeHb

CnefyeT paccMOTPETh BbIMOMIHEHWE KAaTETEPHOIA abnauun y nauyueHToB lla
¢ ancapyHkumein JIK Ha cpoHe yacTon XK3 u/unu XKT.

Ta6nuua 10. Jleyenne nauueHTos ¢ AUCCYHKLUMENR NEBOr0 XenyAoUKa U peLMAUBUPYIOLLUMU 3NU30aMK YCTOHYMBOI XENYA04KOBON TaXMKapaUK
Table 10. Management of recurrent sustained ventricular tachycardia in patients with left-ventricular dysfunction

Pekomenpauus Knacc YpoBeub  Ccbinka
Bcem nauueHtam ¢ gucdyHkumein JIK u yctoinuusoi XXT pekoMeHayeTcs onTuMusasms C [129]
MefuKameHTo3HoN Tepanum CH B COOTBETCTBUN C COBPEMEHHBIMU KITMHUYECKUMMU PEKOMEHAALNAMU.

CnenyeT paccMOTPeTb BONPOC 0 HA3HAYEHWUM aMUOAapOHa Ans NPOUNaKTUKN [111]

KT y nauueHToB ¢ UMNNaHTMPOBaHHbIM VK 1 6e3 Hero

HazHa4yeHne aMmnoapoHa Unm KateTepHas abnaLus nokasaHa nauMeHTam ¢ 4acTbiMm
nosropstoLmmucs paspsaamu MK B cBA3u ¢ yCTONYMBLIMK Napokcmamamu KT

MMpu HeadhheKTUBHOCTI/HENEPEHOCUMOCTU aMMOLapoHa U/Mnin He3MEKTUBHOCTI/
HEBO3MOXHOCTW NPOBEJEHUs KaTeTePHO abnauum naLneHTam ¢ 4acTbIMu
noBTOpHbIMK pa3pagamu KB cBA3M ¢ ycTOR4YMBLIMU Napokcuamamm KT
BO3MOXHO Ha3Ha4YeHue npenaparos |B knacca [(heHUTONH, MEKCUNETUH]

Y nauneHToB ¢ MMnnaHTupoBaHHbIiMK VKL BONPOC 0 Ha3Ha4YeHMN aMnoaapoHa
UM 0 NPOBEJEHUM KaTeTepHOI abnawun crefyeT paccmMaTpuBaTh YyxKe
nocne nepsoro paspaga UK no nosoay yctonymsoin XKT

MO0>XHO paccmoTpeTb NpUMMeHeHne aMnoapoHa s yCTpaHeHns cuMnTomoB XA nocre
MH(APKTa MUOKapa, O4HAKO Takas Tepanus He BNUAET Ha NoKasaTtenn CMepTHOCTW.

bnokaTtopbl HAaTPUEBbIX KaHANOB (aHTMApUTMUYECKIUe npenapatsl knacca IC)
NPOTMBOMNOKa3aHbl 60IbHLIM C 10601 POPMOII KNMHUYeCKoro TeveHns NBC,
npexae BCEro nawumeHTam, nepeHecLunM NHGAPKT MMoKapaa

He pekoMeHAyeTCs Ha3Ha4yaTb aMUOJAPOH [N NEYEHUs
6eccumnToMHbIX Npobexxek XKT y naunentos ¢ AKMIT.

He pekomeHAyeTCcs Ha3Ha4vaTb 6/10KaTOPbI HATPUEBLIX KaHANOB W APOHEAapOoH
N5 nedeHns XA y naumeHToB co CHKeHHON DBJTXK.

Tabnuua 11. Jleyenue nauneHToB ¢ 4acTON MANONATUYECKON XENYAOYKOBON 3KCTPACUCTONMEN U NPpeayNPeXaAeHne peuuaMBoB AMONATHYECKON
XEnyA04K0BOI TaxMKapaum

Table 11. Management of patients with idiopathic ventricular ectopic beats and ventricular tachycardia
Pekomenpaums Knacc YpoBeHb

KatetepHas abnsums B cneuuann3nmpoBaHHbIX LIEHTPax PeKOMEHAYeTcs
B Ka4eCTBE METO/a NepBOoro Bbi6opa npu navonatuyeckon XKT unm
4acTom K3, CONPOBOXAAIOLLENCS KIMHNYECKUMUN NPOSBIIEHUAMN

Ccbinka
[141], [142]

B cnyvae Hea(hheKTUBHOCTI/HEBO3MOXHOCTI BbINONHEHNA/0TKA3e NauueHTa

OT KaTeTepHOM abnauuu, peKOMeHayeTcs nevyeHune 6eta-aapeHo6I0kaTopamu,
6rokaTopamu HaTpUeBbIX KaHanos (knacc IC) nnn Bepanamuiom npu MAMONATUHECKON
KT unu vactoii XK3, conpoBOXAAIOLLIEICH KNTMHUYECKUMI NPOSBIEHNAMM

[1]-[4], Tpynna akcnepTos,
y4aCTBOBABLUMX B
NOArOTOBKE JAHHbIX
pekoMeHaauui
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Tabnuua 12. MpoTMBOapUTMUYECKME NPENapartbl, UCNONb3YEMbIE B NEYEHUHU XKENYAOUKOBbIX apUTMUA.
Table 12. Anitarrhythmic drugs for ventricular arrhythmias

lpoTuBo-
apUTMHYECKNe
npenaparbl (knacc) (mr/cyt)?

[lo3a ans

Amuogapon (Ill)  200-400

beta-

afipeHoboKaTophI PaznnyHble
L03bl

(1

Nusonupamng (IA) 250-750

®nekanHung (IC)  200-400

Mekcunetud (IB)  450-900

MpokanHamug (1A) 1000-4000

npuema BHyTpb

YacTble unu cepbesHble
HexenartenbHble a(htheKTbl

®unbp0o3 Nerkmx, rmnoTUpeos
W TMNepTUpens, Heiponaruu,
OTJIOXKEHWS B POrOBHULLE,
choTocceHcMbunulaums,
N3MEHEHWe OKpackm

KOXXU, renaToTOKCMYHOCTb,
CWUHYCOBas bpaaukapams,
yonuHeHue cermenta QT,
KpaiHe peako OBXXT (Tdp).

bpoHxocnasm, r1noTeH3ns,
OTPMLATESIbHBIA UHOTPOMHBbIA
ahhekT cMHycoBas bpagukapams,
AB-6nokapa, NoBbILLIEHHAs
YTOMASEMOCTb, Aenpeccus,
CeKcyasibHble pacCTpOMCTBa

OTpuuaTenbHblA UHOTPOMHBINA
appekT, yanuueHue QRS,
AB-6J10kaia, apMTMOreHHOE
JencTBue (TpenetaHue
npencepanii, MoHomopdHas XT,
penkue cnyyan [1BXKT- Tdp),
AHTUXONIMHEPrYecKue apgeKThbl.

OTpuuaTenbHbIiA NHOTPOMHBINA
ahchekT, pacumperne QRS,
AB-6nokapa, CuHycoBas
6pagnkapamns, apuTMoreHHoe
Jencrteue (TpeneTtaHme
npeacepaunii, MoHomopdHas XT,
peakue cnyyau OBXT- Tdp),
MOBBbILLEHME pUCKA CMEPTU
nocne WHapKTa MuoKapga.

Tpemop, An3apTpus,
TOSIOBOKPYKEHME, HapyLLIeHWs
(OYHKLMY Kenyno4Ho-
KULLIEYHOTO TPaKTa, FUNOTEH3MA,
CUHycOoBas Gpagukapans.

Cbinb, Muanrus,

BACKYJIUT, FTUNOTEH3MS,
BOJ14aHO4YHONOLO6HbIA CUHLPOM,
arpaHynoumTos, 0TpuLaTenbHbIN
MHOTPONHbINA 3 ekt
6paaukapaus, pacwmpeHneQRs,
YIIIMHEHWE UHTepBana
QT,aputmoreHHoe aenctame(
OBXT -Tdp, moHOMOpdHas XKT).

| 22 | EBPA3UVICKV KAPOWOSIOMYECKU XKYPHATT, 4, 2022

Moka3anus

KT, ©XK

X9, XT,
BPOXEHHbIA
CUHAPOM
YANWHEHHOT 0
uHTepsana QT

KT, X3

K9, XKT

K3, XT,
LQTS3

KT

MpoTHBONOKa3aHKs CO CTOPOHbI CEPALA
W MEpbI NPEAoCTOPOXHOCTH

KnuHuyeckue COCTOAHUS U CONYTCTBYIOLLAS
Tepanus, CONPsHKeHHas C YAMHEHNEM
uHTepsana QT; HacneACTBEHHbIA CMHAPOM
YIIMHEHHOr0 nHTepBana QT;

CWUHycOoBas 6paankapams (3a UCKMYeHNEM
CNy4aeB 0CTAHOBKU CepALa); AUCHYHKLMS
CWUHYCOBOrO y3na (Npu OTCYTCTBUN
KapAnMoCTUMYNATOPA); TSKeNble HapyLUeHus
AB-npoBefeHus (npu 0TCYTCTBUM
KapAanMocTUMynATopa); AeKOMMeHCUpPOBaHHast
CH nnu kapanommonarms.

Tsxenas cuHycosas bpagukapams u
ANCCYHKLNA CUHYCOBOIO y3na (npu
OTCYTCTBUM KapANOCTUMYNATOPA); THKeNble
HapyLueHns AB-nposefeHus (Mpu 0TCYTCTBUM
KapanmocTuMynsaTopa); 6pagukapans, rmnoTeH3uns
NEBOXESY04K0BAS HEAOCTATOYHOCTD B
0CTPOM Mnepuoe UHGapKTa MMOKapAa;
AekomneHcupoBaHHas CH; cTeHokapaus
MpuHUMeTana, 6pOHX006CTPYKTUBHbIA CUHAPOM.
[ncdyHKLMA CMHYCOBOrO y3na (npu
OTCYTCTBMM KapAMOCTUMYNATOPA); TSHKeNble
HapyLueHus AB-nposeseHus (Mpu 0TCYTCTBUM
KapauOCTUMYNATOPa); HapyLUEHNS
BHYTPUKENYL0YKOBOIO NPOBEAEHMS; PaHee
nepeHeceHHbIn MHgapKT muokapaa; VbC;

CH; cHmwxeHue OBJTXK; runoteH3us.
JucyHKUMa CUHYCOBOrO y31a (npu 0TCYTCBUM
Kapauoctumynartopa); ®I1/TpenetaHue

(Mpw oTCYTCTBMM Tepanuu npenaparamu,
6nokupytowumu AB-nposegeHue);

TXKenble HapylweHusa AB-nposegeHns (npu
OTCYTCBUM KapANOCTUMYNATOPA); HAPYLLEHMS
BHYTPMXXENYI04KOBOr0 NPOBEAEHUS; paHee
nepeHeceHHbIN MHapkT muokapaa; U6C; CH;
CHKeHne OBJDK; nopaxeHne knanaHa(os)
CepAua ¢ HapyLueHnem reMoanHaMuKu;
cuHapom bpyraaa; HacneACTBEHHbIA CMHAPOM
yoauHeHHoro uHTepeana QT (kpome LAQTS3);
npuem npenapartos, yANMHALWMX nHTepsan QT.
AnchyHKLMA CMHYCOBOTO Y3na (npu
OTCYTCTBUM KAapANOCTUMYNATOPA); THKeNble
HapyLueHns AB-nposefeHus (Mpu 0TCYTCTBUM
Kapauoctumynstopa); Taxenas CH;

CHKeHne OBJTK; HacneaCTBEHHbIA CUHAPOM
yAnMHeHHoro nHtepsana QT (kpome LQTS3);
npuem npenaparos, yANMHALWMX nHTepsan QT.

[ncdyHKLMA CMHYCOBOTO Y3na (npu
OTCYTCTBUM KapANOCTUMYNATOPA);
TSKeSble HapyweHus AB-npoBejeHus
(Mpw OTCYTCTBMM KapAMOCTUMYIATOPA);
HapYLLEHNA BHYTPUXENYA04KOBOI0
NPOBefEHNs; paHee NepeHeceHHbINn
UHapkT muokapaa; M6G; CH; cHuxeHue
®BJTX; runoteH3uns; cuHapom bpyraga.
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lpoTuBo-
apUTMHYECKNE
npenaparbl (knacc) (Mr/cyt)a

[lo3a ansa

lponacheHoH (IC)  450-900
XUHWUINH 600-1600
Coranon (Il 160-320
Bepanamun (IV) 120-480

[mapo6pomng
nannakoHuTHa —  75-300
Annanutun (IC)

[atunammHonpo-
MNOHUN3TOKCMKAp-
6oHunamMuHogeHo- 150-200
THa3NH —

JtaunsuH (IC)

npuema BHyTpb

Yactble unu cepbesHbie
HexenartenbHble a(htheKTbl

OTpuuaTenbHbIA MHOTPOMHBIN
3O (heKT, HapyLLEHNS DYHKLUN
XKenyA04HO-KMLLIEYHOr0 TPaKTa,
paclumpeue QRS,yonnHeHne
nHTepsana QT, AB-6nokana,
CMHYCOBas bpagukapaus,
APUTMOTrEHHOE [ieCTBIE
(TpeneTaHue npeacepaui,
MOHOMopdhHas KT, penkue
cnyyan OBXT - Tdp).

ToluHOTa, Anapes, HapyLLeHus cnyxa
11 3pEHMS, CMYTaHHOCTb CO3HAHMS,
rMNOTEH3NS, TDOMOOLMTONEHNS,

remMoNIUTUYeCKas aHemus,
aHadhmnakcus, oTpuLaTeSTbHbIA

WHOTPONHbIN A EKT, pacLUMpeHie
QRS,u yanuHeHue nutepsana QT,
apuTmoreHHoe fenctete ([IBXKT-

Tdp, moHomopdoHas XT).

AHanornyHo 6eta-

aapeHo6okatopam, YAUHeHNe

nHTepana QT, apuTMOreHHoe
neicteme (OBXXT-Tdp).

OTpmuaTenbHblil KHOTPOMHBINA

9h(EeKT (0COBEHHO MPU CHIKEHHOM

®BJ1X), cbinb, HapyLUeHNs

(YHKLIAW XKeny[04HO-KULLIEYHOTO

TpaKTa, rMnoTEeH3Ks, CUHYCOBas
6paankapaus, AB-6nokaga.

OTpuuaTenbHbIA MHOTPOMHBIN
athpexT, HapyLLeHus AB-
NPOBEJEHNS, pacLLnpeHne
QRS, apuTmoreHHoe aeiicTaue,
rO/I0BOKPYXKEHIe, HapyLLeHus
KOOpAMHALMY, Junnonus

OTpmuaTenbHblid KHOTPOMHBINA
3 eKT, HapyLueHns AB-
NPOBELEHMs, BbIPXKEHHOE
pactumpenune QRS,
apUTMOreHHOE JencTBue,
rO/I0BOKPYXXEHUE, HapyLLIEHUS
KOOpAnHALWUK, SUNIONus

2 B rabnnue ykasaHbl B3pOC/Ible O03bI MPenaparos.
b Coranon nokasan gna nevenns AKIIDK, 04HaKo ero npuMeHeHne npu JaHHOM 3a0071€BAHNN BbI3bIBAET CrIOPbI
2 The table shows adult doses of drugs.

b Sotalol is indicated for the treatment of AKVC, but its use in this disease is controversial

Moka3anus

K3, XT

XT, DX,
CUHIPOM
YKOPOYEHHOT0
WHTEpBana
QT, cunapom
bpyraga

X3, XT,
(AKTDXK)b

JleBoxeny-
[04K0Bas
thacumkynap-
Has Taxukap-
ans, KT u3
BbIHOCALLET0
TpakTa npaso-
r0 Unn NeBOro
Xenynoyka

K3 KT

K3, KT

MpoTHBONOKa3aHNA CO CTOPOHBI CEpALa
1 Mepbl NPEAOCTOPOKHOCTH

AnChyHKLMA CMHYCOBOTO Y3/1a (Mpy 0TCYTCBUM
kapamoctumynsTopa); ®ll/TpenetaHne

(Mpw OTCYTCTBIW TEPANWN NPenaparami,
6n0KupyroLLMMn AB-npoBefieHue); TAXeNble
HapyLLueHus AB-nposefeHns (Npy OTCYTCTBUN
KapaMOCTUMYNATOPA); TAXKENbIe HapyLLEHNs
BHYTPKENYA04KOBOr0 NPOBEEHIUS; paHee
nepeHeceHHbIn nHgapkT muokapaa; VIbC; CH;
cHwxeHne ®BJTK; nopaxeHue knanaHa(os)
cepaua ¢ HapyLLeHuemM reMoAHaMmKu;
cuHapom bpyraaa; HacneacTBEeHHbIA CUHAPOM
yanuHeHHoro uTepsana QT (kpome LAQTS3);
npuem npenaparos, yanuHAOLWMX nHTepsan QT.

JncdyHKUMA CMHYCOBOTO y3na (mpu

OTCYTCTBUU KapAUOCTUMYNATOPA); TSXKENble
HapyLLueHus AB-nposefeHns (Mpu OTCYTCTBUAN
KapAnoCTUMYNATOPA); HapyLLEHNs
BHYTPUKENYLO04KOBOT0 NPOBEAEHMS; paHee
nepeHeceHHbIn nHgapkT muokapaa; VIbC; CH;
CHxeHne ®BJDK; runoTeH3uns; HacneaCcTBEHHbIN
CMHAPOM YAMHEHHOro uHTepBsana QT; npuem
NpepatoB, yanuHaowWwmx nHtepsan Q.

AncyHKLMA CMHYCOBOTO y3na( npu 0TCYTCTBUM
KapavocTumynsTopa); HapyLweHus AB-npoBefeHus
(Npw OTCYTCTBUM KAPAUOCTUMYNATOPA);

Tshxenas CH; cteHokapaus MNpuHUMeTana;
HACNEACTBEHHbIN CMHAPOM YANNHEHHOIO
nHTepeana QT; npuem Npenapatos, YANMHAOLLNX
nHtepean QT, 6POHX00OCTPYKTUBHBIA CUHAPOM.

[ncdyHKUMA CUHYCOBOrO y3na (mpu

OTCYTCTBUU KapAUOCTUMYNATOPA); TSXKENble
HapyLLueHus AB-npoBefeHns (Mpu OTCYTCTBUN
KapAnocTUMynsTopa); 6pagukapams, runoTeH3us
NeBOXENY04K0Bas HeA0CTATOHHOCTb B OCTPOM
nepuofe nHdapkrta mmokapaa; CH; 3HaunTenbHoe
cHwxeHne ®BJDK; TpeneTanne unm ombpunnaums
NPeLCcepani, Npy HanM4uy SONONHUTENbHBIX
nyTer nposegeHus (Hanp., WPW-cungpom).
AnChyHKLMA CMHYCOBOTO Y3/1a (Mpy 0TCYTCBUM
KapaMoCTUMYNATOPA); TSKeNble HapyLueHns AB-
NPOBeZEeHNs (MY OTCYTCBUN KapANOCTUMYNATOPA);
HapYLLUEHWs BHYTPUKESYA04KOBOr0 NPOBESEHUS;
paHee nepeHeceHHbIN MHPapKT Mrokapaa; bC;
CH; cHmkeHne ®BJDK; nopaxeHne knanaxa(os)
CcepaLa ¢ HapyLIeHeM reMoauHaMUKN;

cvHapom bpyrana; HacneAcTBEHHbIN

CUHAPOM YANMHEHHOrO MHTepBana QT.

[ncdyHKLMA CUHYCOBOTO y3na (mpu 0TCYTCBUK
KapanocTMMyNATOpa); TAXKesble HapyLleHns AB-
NpoBeSeHNs (Mpu OTCYTCBUN KAPAUOCTUMYNATOPA);
HapyLLEHWS BHYTPVIKENYA04KOBOrO NPOBEAEHNS;
paHee nepeHeceHHbl MHAapKT Muokapaa; V6G;
CH; cHwxeHne OBJITXX; nopaxeHue knanaHa(os)
CepaLa ¢ HapyLIeHeM reMoaMHamMuKN;

cvHLpoM bpyrafa; HacneAcTBeHHbIN

CYHLPOM YIJIMHEHHOT0 MHTepBana QT.
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BaxHO T0, 4TO NpOTMBOAPUTMUYECKME Npenapartkl |A knacca (Ha-
NPUMep, XUHUAMH, AN30NUPaMIUE), KOTOpble 61I0KUPYIOT HATPUEBLIN
TOK, 6/TOKMPYIOT TaKXXe U ObICTPbIA KOMMOHEHT KanneBoro Toka 3a-
LEePXaHHOro BbINPAMMIEHUS (OAHOr0 W3 TOKOB penonspusauun),
YOMHAS, TeM cambIM UHTepBan QT. MoaToMy onacHo UCNonb30BaTh
3TW Npenaparbl y NaLuUeHTOB, YXKe Noay4aloLLmx MeANKaMeHTbl, yi-
nuHsiowwme nHTepean QT, a Takxe Y NaUMeHTOB C HACNEACTBEHHbIM
CUHLPOMOM YANuUHEeHHOro nHtepsana QT. HelaBHO 6bII0 NOKA3aHO,
YTO HEKOTOPbIE 610KATOPbI HATPUEBLIX KaHaNoB (MPeuMyLLECTBEH-
HO IB Krnacca, Hanpumep, MEKCWIETWH, a TaKXe (neKkamHug —
npegcTasuTens IC Knacca) WHTEHCMBHO GIOKMPYIOT HE TOMbKO Ha-
TPUEBbIN TOK BLICTPOI AenonapusaLmnm, Ho U NO3AHUA KOMMOHEHT
HaTPUEBOr0 TOKA, Y4acTBYIOLLEro B penonsapusauuu. bnarogaps
TakoMy a(ppekTy aT1 npenaparbl Cnoco6HbI YKOpaymBaTb UHTEp-
gan QT y mauneHToB C CMHAPOMOM YANIMHEHHOro uHTepBana QT 3
TMNA, NPUYUHOA KOTOPOro ABAAIOTCA MyTauuu, Croco6CTBYHOLLME
YCUNEHWIO NO3JHEro Hatpuesoro Toka [123]. Takum 06pa3om, mek-
CUNETUH 1 oieKanHUA MOTYT 6bITb UCMONb30BAHbI N1 YKOPOUEHMS
nuTepeana QT npu 3-em TUNe CMHAPOMA YASIMHEHHOIO UHTEpBAna.
Hen3BecTHO, MOXET N ObITb JOCTUrHYT NONOXUTENbHBIA Pe3ynb-
Tar 0T UCMOJb30BaHMSA 3TUX 6/10KATOPOB NO3AHEr0 HATPUEBOr0 TOKA
(MexcuneTuHa, donekauHuaa) Npu Apyrux TMnax BPOXAEHHOrO CUH-
Lpoma yanuHéxHoro nHtepeana QT, a Takxe B CNy4asx yANUHEHUS
nHTepsana QT, BbI3BAHHOrO NPMEMOM NEKapCTB.

OpuneHTUPOBOYHas HacToTa yanuHeHus uxtepsana QT, cBA3aH-
HOro C NPUEMOM MeLUKAMEHTOB, C NOCEeLyIOLWNM pa3BUTUEM Ta-
xukapauu tuna torsade de pointes (TdP), no AaHHbIM HefaBHero
HEMELKOro 1MccnefoBaHus cocTasnaeT 3,2 cnyyas Ha 1 MUnNnnoH
yenosek B rof [124]. Maneiiee npeanonoXeHne o ToM, 4To XKA
ABNAIOTCA CNEACTBUEM MEANKAMEHTO3HOM aHTUAPUTMUYECKON Te-
panuu, TpebyeT HeMeANeHHO OTMEHbI J1I060r0 JIeYeHUs, NOTEHLM-
aNIbHO «BWHOBHOTO» B 3TOM, M 06ECneYeHNs TLATeIbHOro AMHa-
MUYECKOro HabneHns 3a naumeHToM 1 napametpamu ero 9KI.

B cBete pesynbTatoB uccnegosanus CAST [125], nokasasLue-
ro BO3pacTaHue 4acToTbl C/y4aeB CMePTH 1 HedaTanbHOM OCTa-
HOBKU cepfla cpeau noCTUHMAPKTHBIX NALWUEHTOB, NOSTY4YaBLINX
3HKanHug unu donekamung (7,7%), no CpaBHEHWIO C Tpynnon
nnaue6o (3,0%), npumeHeHne 6m0KaTOPOB HATPUEBBLIX KaHANOB
IC knacca NnpoTMBONOKA3aHO NauueHTam, NepeHecLunm nHgapkT
MUOKapAa, a TaKkxe nawuueHTam ¢ Apyrumu oopmMamm opraHuye-
CKOro nopakeHus cepaua, NPMBOAAWMMN K CHMKeHuto OBITXK,
NOSIBJIEHMIO U nporpeccuposaHuio XCH. 310 npoTuBoNonkKasaHue
pacnpocTpaHseTca 1 Ha apyrue npenapathbl IC knacca. Npu Ha-
3HAYeHUU NOCTMH(APKTHLIM 60SbHLIM Npenapartos IB knacca
(MeKcunetuH, dheHUTOMH) ¢ Lenbio nofasneHus KA, XoTb 1 He
NPOMCXOANT HapacTaHMs Ynucna CMepTesibHbIX UCXOA0B, He Npo-
NCXOAUT U UX CHUWXKeHUA. Mo 3Tol npuynHe, y 60bHLIX C opra-
HUYECKUM NOPAXEHWeM cepaua (nepeHeceHHbIn MHADAPKT 1 ap.),
YrpoXatLmmm xm3Hu KA n seicokum puckom BCC ncnonb3osa-
HWe 3TUX CPEACTB NPeACTaBNALTCA BOSMOXHbIM NN NOCE UM-
nnaHtaumn kapguoseptepa-geduopunnatopa (MKO), ¢ uenbto
YCTPAHEHUS WU CHUXEHUS YaCTOTbl PELUANBOB XeJyA04KOBbIX
TaxmapuTMuii.

KnuHu4eckne pekoMeHZaunu no Ha3HavyeHuio MeauKameHTo3-
HOI @HTUAPUTMWYECKON Tepanum NpeLCcTaBIieHbl HUXE.

7.3.2.1 bera-agpeHo6noKaropsl

MexaHu3am  NpOTWBOAPUTMUYECKOrO  [EMCTBUS  (-afpeHo-
6710KaTOpPOB BKMIOYAET B Ce6S KOHKYPEHTHYIO 6nokaay 6eTa-aape-
HOPELLeNTOPOB, Y4aCTBYOLLMX B CUMNATUYECKNX NYCKOBbIX (PaKTO-
pax pa3sutus XA, 3ameffieHne CUHYCOBOr0 puTMa 1, BO3MOXHO,
NoJaBNieHNe N36bITOYHOrO BbICBOOOXKAEHUS KaNbLns Yepes KaHa-
Nbl peuenTopa puaHoaunHa.

| 2 4 | EBPA3VIVICK KAPOWVIOJIOMMYECKUIV XKYPHAS, 4, 2022

[B-aapeHo6510KaTopbl AMMEKTUBHO NOAABAAOT XENYA04KOBYHO
9KTOMUYECKYID aKTMBHOCTb M KA, a Takxe CHWxatT puck BCC
Mpn pa3nuyHbIX 3a60NeBaHNs cepaua, Kak npu Hanuyum, Tak u npu
oTcytcTBMM CH. 310 ahdheKkTUBHbIE 1 B LieNIOM 6e30MacHble npo-
TUBOAPUTMUYECKME MpenapaTbl, KOTOPbIE MOXHO paccMaTpuBaThb
B Ka4ecTBe OCHOBbI NPOTMBOAPUTMUYECKOW Tepanun. OgHaKo no
JaHHbIM HeJaBHero perucrtpa, BKIYMBLIEro B cebds 34 661 na-
umenta ¢ OVIM ¢ nogbemom unu 6e3 nogbema cermeHta ST, 6bino
YCTAHOBJIEHO, YTO Y NaUMeHTOB C BYMSA 1 6onee pakTopamu pu-
CKa KapAMOreHHOro woka (Takumu Kak sospact >70 ner, yactorta
cepheyHbIx cokpatleHunii >110 ya. B MUHYTY, CUCTONYECKOE apTe-
puanbHoe AasneHne <120 MM pT.CT.) PUCK LLIOKA U CMepTeNbHO-
ro 1cxofa 3Ha4uTesIbHO BO3pacTaeT npu BHYTPUBEHHOM BBEAEHUN
B-agpeHo6nokatopos (OVIM 6e3 nogbema ST: OLL 1,23 [95% [N
1,08, 1,40], p = 0,0016; OMIM ¢ nogbemom ST: OLL 1,30 [95% AW
1,03, 1,63], P = 0,025) [143].

OAHaKo B LieNIOM, B-afpeH0610KaTOPbI ABNSIOTCA NpenapaTtamu
nepBom NuHMK B neveHnn XA u npocunaktuke BCC.

7.3.2.2 Amnogapon

AmuogapoH 0651afaeT WUPOKUM CNEKTPOM LeiiCTBMSA, KOTOPLIi
BK/tOYaeT B cebs, kak 61noKaay HaTprUeBbIX KaHanos, obecnevnBa-
OLLMX Aenonsapru3aumio, Tak U KanuesbiX TOKOB penonsapusaumi.
Takune adhdheKTbl, Yepe3 BO34eNCTBIE HA MEXaHU3Mbl aBTOMATUMN 1
pe-3HTpU, POPMUPYIOT CNOCOBHOCTL Npenapara, Kak npeaynpex-
[aTb BO3HUKHOBEHUE XA, TaK 1 YCTPaHATb UX.

Nceneposanue SCD-HeFT nokasano, 4to y nauneHtoB ¢ ®BJDK
<35% npuMMeHeHUe amnoaapoHa He NpPUBOAUT K YNyYLIEHWIO No-
Kasartenen BbDKMBaHWUA B cpaBHeHMu ¢ nnaue6o [111]. OgHako, B
0TnM4KMe oT 6/10KaTOPOB HaTpMeBbIX KaHanos [136], HasHaYeHwe
aMUOapOHa He COMPOBOXIAETCS MOBbILLIEHMEM CMEPTHOCTU na-
umeHToB ¢ GH [144].

MeTa-aHanus, BKNOYMBLLMIA B ceb6s 8522 naumeHTa, nepeHec-
wux UM nnu ctpagarowmx cuctonnyeckon GH, kotopele B COOT-
BETCTBMW C paHoMMU3auuMen nosyy4anu aMmmogapoH unu nnaueoo,
nokasan, 4to cpeaun Kaxabix 1000 nauneHTOB, NONYYaBLUIMX NeYe-
HUEe aMNOAaPOHOM, Yanock NpefoTBPaTUTL 5 Cry4aes CMepTu OT
NO6bIX NPUYKH, 24 cyyas CMepTU OT CepAEYHO-COCYANCTLIX NPK-
YiMH 1 26 cny4aes BHe3anHoit cMepTu [145]. OAHaKo abCconTHOE
CHUDKEHUE PUCKA CMepTU OT N06bIX Npu4mnH Ha 1,5% He gocTurno
YPOBHSA CTATUCTNYECKOI JOCTOBEPHOCTM.

Mpu ANMTENbHOM NPUMEHEHUM aMMOJapoHa MOTYT BO3HWUKHYTb
CNOXHblE J1IeKapCTBEHHbIE B3aUMOJENCTBUSA N PA3NUYHbIE Hecep-
Jie4Hble No604HbIE 3PEKTbI CO CTOPOHbI LUTOBUAHOI Xenesbl,
KOXM W, B HEKOTOPbIX Cy4asx, Nerkux 1 nevenn. B ceasm ¢ atum
Yy NauMeHTOoB, NOMTyHaOLMUX aM1OAPOH, CrefyeT PerynsapHo KOH-
TPONUPOBATL COCTOSAHUE NErkux, MeYyeHW W LUTOBMAHOW Xene-
3bl. O6Liee NpaBMno TakoBO: YeM NPOAOIKUTENbHEN NeYeHmne n
YeM Bbllle J03a aMUOLAPOHa, TEM 60SbLUE BEPOATHOCTb OTMEHDI
npenapata no npuyuHe HexenatenbHbiX 3ddeKToB. 10 AaHHbIM
NpeAcTaB/ieHHOro Bbilwe MeTa-aHann3a, 10% nauueHToB, paHao-
MU3WUPOBAHHLIX B TPYNMY NEYeHNs aMUOZAPOHOM, BbIHYX[EHbI
6bInn npekpatuTb Tepanuio [145].

7.3.2.3 Coranon/d-coranon

Pauemuyeckunit cotanon 6noKupyeT GbICTPLIA KOMNOHEHT Kanu-
€BOr0 TOKA 3aJepXXaHHOro BbINPAMIEHNA, 0651afaeT CBONCTBAMM
HECENeKTUBHOIo B-agpeHobriokaTopa, adeKTUBEH B nojasne-
Hum XKA. CoTanon 6esonaceH ansa naumeHtos ¢ UBC [146], [147]
ToNnbKo npu otcytcTBuM XCH. B nccnenoBaHumM, BKIHOYMBLLEM
B ce6a 146 naunenToB ¢ VK[, mMnnaHTUpoBaHHbIMKU N0 NOBOAY
YCTONYMBbIX XXENYA0YKOBbIX TaxMapUTMWiA, COTanoN CyLLecTBeH-
HO YMEHbLLAN 4acToTy PeuMANBOB XKEeNy[04YKOBOA Taxuaputmmnu
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MO CPABHEHMWIO C KOHTPOJIbHOW rPynnoi, B KOTOPOW NaLMeHTbl He
nosiy4anyu NpoTUBOAPUTMUYECKUX NPENapaTos, HO Npu 3TOM Mpu-
MEHeHMe coTanona He cnoco6CTBOBANO YNy4LLEHUIO NoKasaTenen
BbIKUBaHus [148].

Wccneposanme ¢ d-coTanosniom (NpasoBpaLLaloLm U30Mepom
coTtanona), He o6nagarLwmm B-6110KMPYIOLLER aKTUBHOCTLIO, 1 AB-
NAOLNUMCA TONBKO 610KaTOPOM BbICTPOro KOMNOHEHTA KalMeBoro
TOK2 3a[)ePXKaHHOro BbINPAMIIEHUS, B KOTOPOM NPUHANK y4acTue
3121 naumeHT ¢ aucdyHkumen JIK nocne nepHeceHHoro MHap-
KTa MuUoKapfa, 6bir0 LOCPOYHO NPEKPALLEHO B CBA3M C MOBbILLE-
HWeM nokasaTenei NeTanbHOCTU B rpynne neveHus d-cotanonom
N0 CPaBHEHWO C rpynnoi nnaue6o (OTHOCMTENbHbIA puck 1,65
95% [ 1,15, 2,36], P 1= 0,006). BeposTHO Npu4MHOI ABUIIOCH
XenyL04K0BOe apUTMOreHHOE [eiCTBIE Npenapara, Xota yaanoch
[NOKYMEHTMPOBATb NNLLb HECKOMbKO ciydaes TdP [149]. Moatomy,
Y 3TOM KaTeropun 60SbHbIX COTANI0N MOXET Ha3Ha4aTbCs MLb
nocne npeasaputenbHon umnnadtauuu UK. Bei6op uHauBMAay-
anbHOW TepaneBTUYECKON [03bl TPEOYET TLLATENBHOr0 KOHTpONS
9KT, 0CO6EHHO Y NALMEHTOB C HU3KUM WHAEKCOM MacChl Tena
HapYLUEHHON (hyHKLMeR NoYek.

7.3.2.4 KombuHupoBaHHas Tepanna

Ha cerofHAWHWA AeHb WMEKTCA BeCbMa CKyAHble AaHHble
0 KOMOWHWUPOBAHHOM MPUMEHEHUN AHTUAPUTMUYECKUX npe-
napartos, W MUCNONb30BaHWE Takoro pofa KOMOUHALWA cnenyer
paccmaTtpuBaTh TONbKO B TeX Cly4asix, Koraa apyrue BapuaHTbl
neyeHns (MOHOTEpanus aHTUapMTMUYECKUM npenapaToMm Wiw
COYETaHWe AHTMAPUTMUYECKOro npenaparta € APYrumun Knac-
CaMn NeKapCTBEHHbIX CPEACTB, MPUMEHEHWEe amMofapoHa Mnn
KateTepHoil abnaumm) okasanmcb 6e3ycnewHbIMAU B YCTPAHEHUN
XKeNYA04YKOBbIX TaxuapuTMuin. ECTb NONOXMTENbHbIA ONbIT NPO-
BEAEHMS KOMOWHMPOBAHHON Tepanun 6110KaTOpamMu HAaTPUEBbLIX
KaHanoB M 610KaTOpaMu KanueBbIX KaHanoB (Hanpumep, Mek-
CWUNETUH B COYETaHWU C COTANoNoOM WIM aMUOAapoH B COYeTa-
HUM ¢ hNekamHuaom/nponadpeHoHoM) Npu YacTbIX peLuansax
KT, HO NUWb Y NALWEHTOB C UMNNAHTUPOBAHHLIM Aednbpun-
natopoMm. Y nauwentoB ¢ WKO KomM6GMHMpOBaHHas Tepanus
[B-anpeHo6n0KaTOPOM U aMMOJAPOHOM CYLUECTBEHHO CHUKAET
yacToTy peunansmpoBanus XXT 1, COOTBETCTBEHHO, 4acTOTY pas-
pALOB, HAHOCUMBIX ycTporcTBoM [150]. Onucano npumeHeHue
KOMOMHWUPOBAHHOI Tepanuu PaHONa3uHOM B COYETaHUW C Apy-
rMMKU NPOTMBOAPUTMUYECKUMM NpenapaTami Ans nopjasneHus
KT, pedhpaktepHol K MHOW Tepanuu [151]. Bo Bcex cnyyasx

Ta6bnuua 13. K[ B kayecTBe BTOPUYHOI npothunakTuku BCC

KOMOWHMUPOBAHHOrO MPUMEHEHNS aHTUAPUTMUYECKUX npenapa-
TOB HEOO6XOAWUM TLUaTeNbHbIA KOHTponb IKI 1 napameTpoB pa-
60Tbl CepALa C LeNnb CBOEBPEMEHHOIO BbISBIEHUS NMPU3HAKOB
NOSIBIIEHNS UM NPOrpeccupoBaHns aucyrkumm JDK, a Takxe
BO3MOXXHbIX apUTMOreHHbIX 3 HEKTOB.

7.3.3 MMaynentsI ¢ UMNNAHTHPOBAHHLIM

KapanoBepTepoM-AehnBpunnaTopom

Muorne naumentsl ¢ WKL nonyyaioT B-afpeHo6/10KaTopbl C
LeNblo YMEeHbLUEHUs KaK 060CHOBaHHbIX, TaK W HE060CHOBAHHbIX
cpabarbiBaHWI UMNIAHTUPOBAHHOIO ycTpoincTea. lpn nosTops-
owmxca paspagax VKL nonoxuTenbHbId pe3ynbTat MOXeT 6bITb
JOCTUrHYT NpW nepexoje Ha COTanon C Lenblo NOAABNEHUs U
npefcepaHbIX, W XXenyao4koBbIX aputMuii [152]. Cnenyet nsbe-
ratb HazHayeHWs coTanonia npu Txenoin pucyHkumn JHK. Mo-
CKOMbKY Y TakuX NaLMeHTOB HEPedKO HapylleHa (PYHKLMS NOYek,
06ecrneymBatoLLMX OCHOBHOW MyTb BbIBEAEHNA 3TOr0 Npenapara u3
opraHuama, 6onee npefnoyTUTeNbHA U 60Nee 3hdeKTUBHA KOM-
6uHauma amnogapoHa u B-agpeHo6nokaropa [150].

lNoka He cyLlecTByeT y6eauTenbHbIX A0Ka3aTensCTB TOro, YT0
Y NaLMEHTOB, YXe MEPeXMBLUNX 3NU304blI YrpOXaKLLMUX XKU3-
HU KA, aHTMapuTMuYeckue npnapatbl CMOCOGHBI CHU3UTb PUCK
BHE3anHoWM apuTMU4ecKoin cMepTu. TeM He MeHee, eCTb [aHHble
0 TOM, 4TO y naumeHTOB, nepeHecwunx VM, n y nauynentos ¢ CH
aMUOAPOH YMEHbLLUAET BEPOATHOCTb BO3HUKOBEHUS TakuX apuT-
muin [119], [120], [145], a B Tex cnyyasx, Korga yrpoxatolime
XMn3HN XKA X0TS 6bl OAHRKAbI COCTOANNUCH, HA3HAYEHUE aMnoa-
poHa NPensTCTBYET WX NMOBTOPHOMY BO3HUKHOBEHWIO. HO CHIKe-
HWe Y4acTOTbl CNy4aeB apMMUYECKOI CMepTH He BCerja Bfeyer 3a
COBOM CHUXEHWe 4acTOTbl Clly4yaeB CMepTW OT NIL06bIX NPUYKH, a
HeXKenateNbHble 3 eKTbl, CBA3aHHbIE C NPUMEHEHWeM amnoa-
pOHa, 0TPULIATENBHO BAKUAIOT HA O6LLYH NONb3Y NeYeHus. Tem He
MeHee, Y nauueHToB ¢ MK amnoaapoH, 0C06eHHO B COYETaHMU
C B-aapeHo6noKaTopamu, CyLLEeCTBEHHO YMEHbLUIAeT 4acToTy pe-
unauempoBaHus XA 1, COOTBETCTBEHHO, YacTOTy cpabaTbiBaHUs
MMNIaHTUPOBAHHOIO ycTpoincTea [150].

Y nauueHToB ¢ UKL, cTpagatoLyx napokcuamanbHom unm nep-
cuctupytowenn pubpunnauuein npeacepanin (), npotekatoLen
C BbICOKOI 4acTOTON PUTMa XEJyL04K0B, NOCNEAHAS MOXET ObITh
NPU4YMHON HEOBOCHOBAHHOIO cpabaTbiBaHWS YCTPOMCTBA. B Takux
CNyYasx KOHTPOSb 4acTOTbl PUTMA XKENYLOYKOB UMEET KI4eBoe
3HayeHue, N C 3TON LEeNbto UCMONb3YHTCA [B-6/10KaTOPbI UK, C
OCTOPOXXHOCTbI0, HEAUTMAPONUPUAUHOBbIE HEAUTUAPONUPUANHO-

Table 13. Implantable cardioverter-defibrillator for secondary prevention of sudden cardiac death

PekomeHpgaumm

MmnnanTauma MK nokaszaHa nauueHTam ¢ LOKymeHTMpoBaHHon XK, unn XT ¢
BbIPOKEHHbIMMW HAPYLLIEHUSMW reMOANHAMUKK, NPW YCNOBWUM OTCYTCTBUA NPEXOAALLNX
MPUYMH UX PA3BUTKA 1 nocne 48 4 0T MOMEHTa Pa3BuTIS MHAPKTA MIUOKapaa 1 npu
0XAAEMON NPOAOIIKUTENIbHOCTU XN3HN C XOPOLIMM (OYHKLIMOHANBHBIM CTaTycOM 6onee
1-ro roga. MauneHTbl AOMKHbI NONYYaTh ONTUMANbHYI0 MEANKAMEHTO3HYHO Tepanuio.

Cecbinku

[158],
[159],
[160],
[161]

Knacc YpoBeHb

Mmnnantaums MK] nokasaHna nauueHTam ¢ CUHKONaIbHbIMWU COCTOSHUAIMI HESICHOMO
reHe3a, KOTopble KIMHUYECKN COOTBETCTBYIOT reMOAUHaMNYeckn 3Ha4umoin XKT unu OX,
VHAYLUMPOBAHHLIMM BO BPEMS BHYTPUCEPAEYHOr0 351eKTPOIU3NONONMYECKOro NCCeoBaHus.

WmnnanTtaumto UK] cnemyeT paccmaTpuBath Y NaLMEHTOB C PeLUABUPYIOLLUMIA YCTORYUBBIMY
JKT (3a uckntoyeHmem nepsbix 48 4 0T Havana MIM), HaxoasLwmuxcs Ha AnuTenbHON
ONTUManbHOI MeJUKaMeHTO3HOI Tepanuu, UMeLLUX HopManbHyto ®B JTK 1 oxupaemyto
NPOAOMKUTENbHOCTb XKI3HU C XOPOLUMM (DYHKLIMOHANbHbIM cTaTycom >1 roaa
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Bble 6/10KaTOPbI KaNbLMEBbIX KaHANOB. [1pu 0TCYTCTBUM 3D(EKTA,
NONOXXMTENbHBIA PE3yNbTaT MOXET ObITb JOCTUTHYT C NOMOLLbIO
ammofiapoHa. B oTaenbHbIX pefkux crydasx npu HeathhekTUBHO-
CTU MeAMKAMEHTO3HOM Tepanumn Unmn nonbITok aénauuu O moxer
notpe6oBartbcs abnauus AB-y3na.

7.3.4 3nekTponutel

BoccTaHoBneHMe KOHLEHTPALMM Kanus B KPOBW A0 HOpPMarb-
HOT0 YPOBHS MOXET 6,1aronpuaTHO NOBAUATL HA CY6CTPaT, OTBET-
CTBEHHbI 32 BO3HUKHOBEHME XKA. BHyTpMBEHHOE BBEAEHUE CYNlb-
(hata MarHus cneynduyeckn ap@eKTUBHO B Cy4asaX Taxukapanm
Tuna TdP.

HapyLueHns 3neKTPONUTHOro 6anaHca XapakTepHsl Ans 60Sb-
HbIX CH, 0C06€HHO NpW UCMONb30BAHUM BLICOKUX O3 ANYPETUKOB.
HenasHee nccnefoBaHue, BKto4mBLLee B cebs 38 689 nauueHToB
¢ OMM nokasano, 4to puck ®XK, 0CTaHOBKM Cephua unu cmepTi
Hanbomnee HU30K NPU KOHLEHTpauum kanus 3,5-4,5 mmons/n [153].

7.4. UmnnanTauus UK ans npotmnakTuku

BHE3anHoil cepaevHoi CMepTH

MpumeHeHne WK (MmnnaHTupyemble KapAvoBepTepbl-gedin-
OpunNATOPbI) ANns NpOoGMNAKTUKA BHE3ANHOW CepaeyHON CMepTu
(BCC) ocHOBaHO Ha NPEMMYLLIECTBEHHO apUTMUYECKOM MeXaH3me
BCC, korpa ocTaHOBKa KpOBOOOpALLEHMS SBNSETCSA CNEACTBUEM
ubpunnaumum xenynovkos (®XK) unu XenymgoykoBon Taxukap-
aun (OKT) [154], [155].

Vmnnantaums WKL no3sonset npenotepatuts BCC u npoanuthb
XWN3Hb NaLMeHTaM, HaxoAALWMMCS B rpynne BbICOKOrO puUcka no
BCC, npu oTcyTcTBUM Apyrux 3a60/1eBaHUA, KOTOPblE OrpaHnymn-
BAKOT 0XWUAAEMYID NPOAOMKUTENIbHOCTb XU3HW MeHee, Yyem 1-2
rogamu [156].

Ha cerogHswwHniA feHb meTog npodunaktuk BCC ¢ nomoLybto
VKL nmeeT BbICOKWIA KNacc nokasaHuii, NOCKONbKY B ero 0CHOBE
NEXMUT 3Ha4NTeNbHasA JokasaTeNibHas 6a3a, a BbIDAKEHHOCTb 3¢h-
(hekTa B CHMKeHUM pucka BCC okasbiBaeT CyLLECTBEHHOE MOMo-
XWUTENbHOE BIINSAHME HA MPOrHO3 B LIESIOM W JOCTOBEPHO CHUKAET
nokasaTeSib CMEPTHOCTU CPeAN PasfiMyHbIX KaTeropuii NaLneHToB
C KapawanbHOM naronoruei. imnnaHTupyemble KapamoBepTepbl-
AeunopunnaToOpbl CneayeT paccMaTpyuBaTh B Ka4eCcTBe 0HOMO U3
OCHOBHbIX CPE/ACTB NMEPBUYHOI 1 BTOPMYHON npodbunaktukm BCC,
a TaKXKe Kak CPefCTBO NEYEHWUS HEYCTPAHUMbIX XKEeNyL04KOBbIX
Taxuaputmuii. Tem He MeHee, MpuUMeHeHWe AepubpunnATopoB
MOXET ObITb COMPSKEHO C OCNOXHEHUAMM, B TOM YUCNE Heafek-
BaTHbIMM CcpabaTbiBaHUAMU NPUOOPOB C HAHECEHWEM pa3psaos. B
CBA3W C 3TUM HE06X0AMUM TLLATENbHbIA 0TOOP NaLMEHTOB Ha NPo-
BeZleHMe JaHHOro neyveHns [157].

7.4.1. Bropuynas npoghunaktmka BCC

B wuccneposanusax AVID [158], CIDS [159] u CASH [160] ¢
Y4acTMEM NALMEHTOB, NEPEHeCLUMX OCTAHOBKY CEpAaLa Wn W3-
HEYrpoXaioLLMe KeNy[ovKoBble TaxuaputMuu (HectabunbHas
reMofMHaMnKa Wnu CUHKONaNbHbIE COCTOAHUS BO Bpems XKT),
cpaBHuBanacb umnnantaums WKL m KoHcepBaTMBHOE JieHeHue
AHTMAPUTMUYECKUMUN NpenapaTtamu, rmasHbIM 06pasom, amuopa-
POHOM. Pe3ynbTarbl BCEX TPeX NPOBEAEHHbIX MCCNeA0BaHMI [OKa-
3anu 3hheKTBHOCTB 1cnonb3osanua UKL ansa BTopuyHoin npodu-
NAKTUKN FeMOLMHAMUYECKN SHAYUMbIX XEJTy[04KOBbIX apUTMUIA 1
ABUINCb OCHOBOW PEKOMEHAALMA N0 BTOPUYHOW MPOCMNAKTMKE
BBHE3aNHON cepieyHoit cmepTu. MeTa-aHanu3 nosy4eHHbIX AaH-
HbIX Nokasan, 4to umnnaHTaumsa WKO conposoXpanacb ymeHb-
LUEHWeM CMEPTHOCTY OT apUTMUYECKMX npuynH Ha 50% (95% OU:
0,37-0,67, p=0,0001), B TO Bpems Kak YpOBEHb CHUXEHMS 0O6LLel
cmepTHocTU coctasun 28% (95% OW: 0,60-0,87, P=0,006) [161].
B nccneposanum AVID 6b110 NOKasaHo, YTO NoJsib3a OT NPUMEHe-
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Hua UKL HabnogaeTcs rnaeHbIM 06pa3om y nauueHTos ¢ OBIDK
0T 20% po 34% [158].

Wmnnantaums WKL ¢ uenbto BTOpU4HOA npodounaktukn BCC
9KOHOMMWYECKN OnpasAaHa C nosuumii COOTHOLLEHWS CTOMMOCTbL/
3(peKTUBHOCTL U B NOCNEAHME AECATUNETUS ABNAETCA OCHOB-
HbIM METOAOM NEYEHNS ATOI KaTeropuu 60MbHBbIX.

7.4.2. llepsuynas npoghunaktmka BCC

B paHaoOMNU3NPOBAHHbIX MCCNELOBaHNUAX U MeTa-aHann3ax 6biio
NPOAEMOHCTPUPOBaHO, 4TO puck BCC cBSi3aH C HapyLueHuem
thyHkuum JDX, a ucnonb3osanune WKL B ka4ecTse cpencrsa nep-
BUYHON npocbunakTukm BCC 3Ha4MMo BANSIET HA YPOBEHb CMEPT-
HOCTW [JAHHO KaTeropum NauMeHToB Kak C ULLIEMUYECKONA, TaK 1 C
HeMULIEMINYECKOI KapaAMOMMONaTUSMU.

I dektneHocTe UKL ans nepsuyHon npodunaktukn BCC
6bI1a N3y4eHa BO MHOMMX UCCNE0BaHMAX, Haubomnee KpynHbIMK 1
3Ha4UMbIMK U3 KoTopbIx aBnatoTcs CABG-Patch, MADIT, MADIT Il
MUSTT, SCD-HeFT.

Lienbto uccneposaqus CABG-Patch (Coronary Artery Bypass Graft
Patch Trial) [163], [164] 6blna oLgHKa He06X0AUMOCTU NPOdIMNAK-
Tnyeckon umnnantauuu VK naunentam ¢ MEC nocne BbINOMHEHMS
onepauun NpsMON pPeBackynapuaaunu MuMokapaa y NauneHToB C
NBC, cHwkeHHoit OB JIXK (27+6)%, HeycTon4mBbIMU XKT 1 NO3AHU-
mun noteHumanamu Ha IKI BbICOKOr0 paspeLueHus. Viccnegosaqume
noKasano HeLenecoobpasHOCTb NPOCUNAKTHECKOr0 NPUMEHEHUs
VK[ nocne BbINOHEHUA NPAMO PeBackynsapu3auum Muokapna y
3TOW Kateropuu 60nbHbIX. Kpome TOro, WccrefoBaHue nokasano,
YTO a/leKBATHOE BOCCTAHOB/IEHUE KOPOHAPHOr0 KPOBOTOKA — (pak-
TOP, BAUSAIOWMIA HA YCTPAHEHWe aHoManbHbIX nokasateneit IKI u
CHWXAIOLLWIA PUCK BHE3aNHOW apuTMmnyeckoit cmepTu. ccneposa-
Hue MADIT (Multicenter automatic defibrillator implantation) [165]
BKMt04ano 196 naumeHToB ¢ NOCTUH(APKTHLIM KapLOCKNepo30M,
®B JTXK meHee 35%, HeycTON4MBbIMI napokcuamamu XKT u nHay-
LUMPYEMBIMU YCTORYMBLIMI KT, HEKYnupyemble NpOKaMHamMuaoM.
B rpynne nekapcTeeHHoN Tepanuu 74% nauneHToB nosy4any amu-
0/apoH. 3a 2 rofia HabsoAeHNs 1eTaNbHOCTb 60SbHBIX, NOMyYaB-
LUUX aMnoaapoH, coctaeuna 38,6%, a naumneHTos ¢ UK - 15,8%. K
4eTBEPTOMY rody 3T0T nokasarens coctasui 49% u 29% cooTBeT-
CTBEHHO. JleeTanbHOCTb B rpynne nauneHTos ¢ VKL ymeHbluunacs
Ha 54% N0 CPaBHEHMIO C NETaNbHOCTbIO GOSbHbIX, NPUHUMABLLINX
amu1oaapoH. 3To 1ccnefoBaHMe nokasano 6eccnopHoe npeumyLLe-
ctB0 VK[ B ka4ecTBe CpeLcTBa NepBu4Hoil npodpunaktukiu BCC.

Ha npumepe ABYX KPYMHbIX KIMHWYECKWUX WCCNefOBaHNIA:
Sudden Cardiac Death in HEart Failure Trial (SCD-HeFT) [111] un
Multicenter Automatic Defibrillator Implantation Trial-lIl (MADIT-II)
[110], [166] Obma npogeMoHCTpUpoBaHa 3(MEKTUBHOCTb
nepeuyHoii npodounaktukn BCC ¢ nomowbto VKL y naumeHToB ¢
XCH v cHmxeHHon @B JIXK. B uccnenosanun SCD-HeFT umnnanTa-
una KL conpoBoxaanach YMeHbLUIEHMEM PUCKA CMEPTU Ha 23%
(otHowenme puckos (HR) 0,77, (95% [N 0,62-0,96); P=0,007),
a TaKxe abCOMIOTHbIM CHUKEHUEM YPOBHSA NETANbHOCTU HA 7%
yepes 5 feT HabnwaeHns (¢ 29% 1o 22%). B rpynne UKL Takxe
0TMeyanu cHxeHune YactoTbl BCC Ha 60% [167]. BnusHue Tako-
ro NeyYeHns Ha 06LUYyt0 CMEPTHOCTb He 3aBMCENo OT npuyuH CH
(MLWEeMMYEeCKMe UK HEULLEMIYECKIE), B TO BPEMSA Kak 1UCX0[ pas-
nnyancsa B 3aBUCKUMOCTU 0T (IYHKLMOHaNbHOro knacca no NYHA:
npumeHeHne UKL 66100 04eHb 3DMEKTUBHO Y nauueHToB ¢ OK
I, HO NPAKTUYECKU HE BNWANO HA CMEPTHOCTb CPeay NauneHToB ¢
®K lIl. B uccnegosanum MADIT-II npumenenune VK] conpoBoxaa-
N10Cb YMeHbLUeHNeM o6Lleit cmepTHocTn Ha 31% (OP 0,69 (95%
10,51, 0,93), p=0,016).

CyLlecTBYIOT [aHHble N0 YMEHbLUEHNIO O06LLEA CMEPTHOCTM
1 apUTMUYECKOR CMEPTHOCTK Y naumeHToB ¢ CH n CHUXeHHoN
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®B (c Hemwemuyeckon atmonoruenn) Ha cpoHe WNK[-tepanuwm,
X0TA JoKasartefibHaa 6a3a no npumeHeHuto UKL y naumeHToB C
nwemuyeckoil atuonorueii (nocne M) HamHoro 6osnbLue. Tak, no
nanHbIM peructpa DEFibrillator In Non-Ischemic cardiomyopathy
Treatment Evaluation (DEFINITE) [168], B rpynne nauueHTos ¢
WKL wabniofanoch ymeHblieHue netanbHocTM Ha 35% (HR
0,65; (95% [ 0,40-1,06); P=0,08) n cyLieCTBEHHOE CHUXEHNE
yactoTel BCC (OP 0,20 (95% [W 0,06, 0,71), p=0,006). B uc-
cnefoBaHun SCD-HeFT [111] TeHAGHUMIO K CHUXEHUID 06LLel
cmepTHocTu (OP 0,73 (95% W 0,50, 1,07), p=0,06) oTmeyann
y NaLmeHToB ¢ Henwemuyeckon CH 6e3 aHamHe3a M. B Tom xe
NCCNeaoBaHMN Y NALMEHTOB C MLLEMWNYECKOW 3TUONOTMEN Habnto-
[anu TONbKO TEHAEHLMI0 K YMeHbLUEHW0 o6Lwen cMepTHocTH (OP
0,79 (95% W 0,60, 1,04), p=0,05); BepoATHO, 3TW fBe NOLrpyn-
Mbl ObIAN CANWKOM Masbl AN AEMOHCTPALMK CTaTUCTUYECKM [10-
CTOBEpHbIX pasnuynii [110].

Ha 6onbwom KonuyecTse nauueHtos (6onee 16 000) ¢ KA
ObINI0 NoOKa3aHo, 4TO [0 [ABYX TPETeW NauueHTOB MOryT He Mo-
ny4atb WK[ Tepanuio B Te4eHUEe BCEro cpoka CNnyXO6bl NepsBoro
MMMAAHTMPOBAHHOIO ycTponcTBa. CpabaTbiBaHne nepsoro VKM,
[0 ero 3ameHbl, ABNAETCA Haubosee 3HAYMMbIM NPEANKTOPOM
NOBTOPHbIX cpabaTbiBaHuii K[ nocne ero 3ameHbl. Cpean 60Mb-
HbIX, HE MMeBLUMX cpabaTtbiBaHuii K[ B Te4yeHMe BCEro Cpoka
CNyX06bl NEPBOro YCTPOICTBA, NOCHE ero 3aMeHbl cpabaTbiBaHUs
oTMeyanuch y 20-25% naumeHToB B Te4yeHWe 3-5 net Habno-

Tabnuua 14. Umnnauntaums UK y nauuentos ¢ gucdynkumeit JHK

AeHns. [laHHble pe3ynbTaThl NOATBEPXKAAOT COXPAHEHUE pucKa
BCC 1 cBMAETENbCTBYIOT B MOMb3Y BbINOAHEHNS 3ameHbl UK y
aT0il Kateropuu 6onbHbIX [169], [170], [171].

O6pawaoT Ha cebs BHWMaHWe pesynbTaTbl WCCNEA0BaHUSA
DANISH, oaHoro 13 nocnegHux MccneaoBaHWin No NepBUYHON NPo-
dmnaktuke BCC ¢ ucnonb3oBaHuem VK[ U nauneHToB C HeuLle-
MnYecKon kapguomuonarumei [172]. B paHaoMu3npoBaHHOM, KOH-
TPONUPYEMOM UCCNEefoBaHWKM, 556-TW NaUMeHTam ¢ CUMNTOMHOM
CWUCTOMNMYECKOI CepaedHon HepocTatouHOCTb0  (DPBITK<35%)
HEeWULLEMIYECKOro reHe3a Obinu mumnnanTuposabl VK. Kow-
TPOMbHYKO rpynny coctasunu 560 naumeHToB, nony4vasLune 06biy-
HYI0 MeAMKaMEHTO3HYK Tepanuto, COOTBETCTBYIOLLYIO TaKOBOW B
nepsoit rpynne. MepBUYHOI KOHEYHOW TOYKOW SBASNAcb CMepTb
0T N060i1 NPUYKUHBI, BTOPUYHOI# — BCC 1 cMepTb OT Cepae4HO-Cco-
CyanCTbIX npuyuH. Mepuon HabnogeHUs cocTaBun 67,7 mMecsues,
MepBUYHOI KOHe4yHoW To4ku gocturnm 120 naumeHTtoB (21,6%)
B rpynne WUKO un 131 naumeHt (23,4%) B KOHTPOBHOW rpynne
(cooTHowweHue puckos 0,87; 95% LoBepuTenbHbIn MHTepBa, 0,68—
1,12; P = 0,28). BCC otmeyanack y 24 nauuentos (4,3%) B rpynne
VKO vy 46 nauneHToB (8,2%) B KOHTPONLHOI rpynne (COOTHOLLE-
Hue puckos 0,50; 95% 1 0,31-0,82; P = 0,005). Takum 06pas3om,
B JAHHOM MCCNeAO0BaHUN, Pa3nnyusa B CMEPTHOCTM OT BCEX MPUYUH
1 CEpPAEYHO-COCYLMUCTBIX MPUYMH HE UMENIN CTATUCTUHECKON JOCTO-
BEPHOCTW, 1 TONbKO nokasatens BCGC B rpynne K[ 6bin ctatuctu-
YeCKU JOCTOBEPHO HUKE TAKOBOTO B KOHTPOJILHOM rpymne.

Table 14. Indications for ICD implantation in patients with left-ventricular systolic dysfunction

PexomeHpaaumm

MmnnauTauma UKL nokasaHa ans npogunaktukun BCC naumeHtam ¢ AMCGyHKLMEN

NeBOro Xenyaoyka uwemuyeckoro reHesa (PBJIXK — 35% n mMeHee) 1 cepAeyHoN
HegocTato4HocTbio (Il unum Il @K no NYHA), BcneAcTBme nepeHeceHHoro He Mexee vyem 40
[HeN Hasaf uHgapKTa MMoKapAaa u He MeHee YeM Yepe3 90 AHeN nocne pesackynspusauum
MuoKapaa. MauneHTbl JOMKHBLI NPUHUMATb ONTUMANbHYI0 MeANKaMeHTO3HYI0 Tepanmio.

Ccbinku

[110],
[111]

Knace YpoBeHb

[OJDKHbI MPUHUMATDL ONTUMalbHY0 MeANKaMEHTO3HYIO Tepanunto.

Mmnnantauma K nokazaHa ans ymeHbLUeHns pucka BCC nauueHTam ¢ gUCKYHKLUMER NEBOro
Xenynoyka u cepaeyHoii HegocTato4yHocTbio | K o NYHA (OBJTXK meHee 30%),

BCMEACTBUE NEPEHECEHHOr0 UHGhapKTa MUOKapaa He meHee YeMm 40 aHen Hasad

1 He MeHee YyeM Yepe3 90 aHen nocne peBackynsapusaumn muokapaa. MauneHtb!

Wmnnantaumsa VKL nokasaHa ang npodunaktukin BCC y naumeHToB ¢ KapamoMmnonaTtuen
HEeNLIEeMNYeCKOro reHesa, AMCMyHKLMen nesoro xenynoydka (PBJIK — 35% n meHee)

1 cepreyHoi HegocTaTodHOCTbO, Il unu Il ®K no knaccmdmnkauum NYHA,

HECMOTPS Ha NPOBOAMMYH) ONTUMASTbHYH MEAUKAMEHTO3HYIO Tepanuio.

Tabnnua 15. IMnnaHTaums NogKoXHOro KapauoBepTepa-aedbpunnsTopa.

Table 15. Subcutaneous implantable cardioverter-defibrillator

PekomeHpaumu Knacc YpoBeHb  Ccbinku
ImnnaHTaumio NogKoXHOro KapauosepTepa-aeduépunnatopa cneayet pacCMOTPeTh B lla C [176],
Ka4ecTBe afibTepHATUBbI JeUOPUNNATOPY C SHAOKAPAUANbHBIMY ANEKTPOAAMN Y NALMEHTOB, [179]
UMerLLmMX nokasanus K K[, B Tex cnyyasx, Korga He Tpebyetcs aHTubpagukapanitHas

CTUMYNALMS, CeplIeYHas PECUHXPOHM3UPYIOLLAs TEPaNMs 1 aHTUTAXUKApAUAHAsA CTUMYRSLMS

VImnnaHTaumo NoAKOXHOIO KapanosepTepa-4edmoépunnaTopa cneayet pacCMOTPETb B Ka4ecTBe Ilb C [175],
aNnbTepHATMBbI LeNOPUANATOPY C SHAOKAPAUANbHBIMU 3NEKTPOAAMU NPK OCMI0XHEHHOM BEHO3HOM [176],
[0CTyne, Npu UHAEKLMOHHBIX OCIOXHEHUAX, CBA3aHHbIX C NPeAbIAYLLNM YCTPONCTBOM, BO BCEX [179],
CNyyasnx, Koraa NpUMeHeHue 3HA0KapANaNbHbIX ANEKTPOA0B HEBO3MOXKHO, HELIe1Iec006Pa3Ho Un [180],
MOTEHLMANbHO ONACHO 1 Y MONO/bIX NALMEHTOB C 6OMbLION 0XKUAAEMOI NPOA0IKUTENBHOCTbI XKNU3HM [181]
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Henb3s ocTaBnaTb 663 BHUMaHMA (haKT, YTO YeTbipe UCccneno-
BaHus (CAT [173], AMIOVIRT [138], DEFINITE [168] u DANISH
[172]), nocBALLeHHble M3y4eHunto apdpekTneHocTM VKL y naumeH-
TOB C HEMLLIEMMWYECKON Kapanomuonaruei u aucayHkumein JHK, He
NPOAEMOHCTPUPOBANN [OCTOBEPHOr0 CHUKEHUS CMEPTHOCTU OT
BCeX NpuynH cpean nauneHToB ¢ VK[ B cpaBHEHWN C KOHTPOSIbHOM
rpynnow NawumeHToB.

[ns Bcex nokasaHui kK UKL, peweHne B N0Nb3y UMNNAHTaLUK
YCTPOMCTBA NPUHUMAETCA TOMbKO B CAy4asX, Korga nporHo3u-
pyemasi NPOAOMKUTENIbHOCTb XU3HW NaLMeHTa ¢ OTHOCUTENbHO
XOPOLNUM (PYHKLMOHANbHLIM CTaTycOM npesblwaeT 1 rog. Heob-
XOAUMOCTb B afleKBaTHOI peBackynsapusauum Muokapaa, Hapsaay
CO CTPEeM/IEHNEM PaAMKanbHOM0 YCTPAHEHNS apUTMIKM ABASIOTCS
NPMOPUTETHBIMM MO OTHOLLEHUIO K UMNNAHTALMN YCTPONCTBA.

7.4.3 lMogxoxHble KapanoBepPTEPbI-AenOPHANATOPbI

Y4uTbiBas CNOXHOCTK C JOCTYNOM K NpaBbIM Kamepam ceppua
Yepe3 BEHO3HYKO CUCTEMY W BCTpeyaroLmecs npobnembl ¢ TpaHc-
BEHO3HbIMM 3/1eKTPOAAMM, ObINn pa3paboTaHbl NOLKOXHbIE Aedou-
OpUANATOPbI C CUCTEMON 3NIEKTPOAOB, KOTOPbIE UMNIAHTUPYIOTCS
C MCNOMb30BAHUEM TONbKO MOAKOXHOrO A0CTYNa, BHE TPYyAHON
nonocti. 06bIYHO KOpNyc Npubopa pacnonaraeTcs B NATOM Mex-
pebepbe, MexX[y NeBoi nepeaHen n cpefHel NoaMbILLEYHON NK-
Hueir. TOYHYI0 KOHAUrypauuio NOAKOXHbIX 37EKTPOA0B Ans fe-
TEKLMW MOXHO ONpefeniTb C NOMOLLbIO NporpammMaropa. dHeprus
paspsga aedunbpunnsatopa cocTaBnseT B 60NbLIMHCTBE CNyvaeB
80 x. CnenyeT 0TMETUTb Psij HE[OCTATKOB MOAKOXHOIO Aedu-
OpunnsaTopa, Takux Kak: Heo6X0AUMOCTb BbICOKOM 3HEpruu pas-
pafa, OTCYTCTBUE BO3MOXHOCTW NPOLOIKUTENBHON CTUMYNALNY
CepAua, OTCYTCTBUE AHTUTAXWUKAPAWAHOW CTUMyNAUWUU Ceprua,
CNOXHOCTU C JETEKLMeil 1 YBENIMYEHHbIE pa3Mepbl 1 BEC, MO CpaB-
HeHWto ¢ 06bI4HbIM UKL [175].

Ony6rMKOBaHHHbIE AaHHbIE CBUAETENbCTBYT 00 3dhdekTus-
HOCTW NPUMEHEHUS NOLKOXHbIX AedhMOpUNNATOPOB C Liesbio Npo-
(bunakTukn BHe3anHon cMepTu. OOHAKO CBEAEHNIA O [JONrOCPO4HON
NepeHoCMMOCTM 11 6e30MacHOCTW Tepaniu B HACTOSLLEE BPEMS He-
[0CTaTo4HO. B 0fHOM M3 Hanmbonee KpynHbIX UCCeoBaHuii ¢ yya-
ctuem 330 nauueHTos, rae B 304 cnyyasx 6biau YCNELIHO UMAH-
TUPOBaHbI NOAKOXHbIe VKL, npu NOBTOPHbLIX NPOrpaMmmMupoBaHMsX
YCTPOWCTB B TeyeHue 11 mecsues HabnaeHns, He 6bIno 0TMEYEHO
HapyWweHWit B paboTe 3NEKTPOLOB MW OCNOXHEHWA, CBA3AHHbIX
C Ux umnnaxTaumen [176]. Bce ann3oabl XA, BO3HUKLLME 3a Bpe-
Ms HabnaeHns, 6bINK YCNELHO KynupoBaHbl; u3 119 anu3onos
CMOHTAHHbIX KENyJ04YKOBbIX TaxuaputMum, 3apUKCUMPOBaHHbIX Y
21 nauueHTa, B 118 cny4aax anu3of 6bin KynupoBaH annaparom,
B TO Bpems Kak 1 3nu30[ CMOHTaHHO paspeLunncs BO BpeMs 3a-

Tabnuua 16. MpumeHeHue Hocumoro KapauosepTepa-gedubpunnaropa

Table 16. Wearable cardioverter-defibrillator (vest)

PSAKKM KOHAEHcaTopa ycTponcTea. Heo60CHOBaHHbIE cpabaTbiBaHUs
6bInn 3acpuKkcnpoBaHbl y 13% NauUMeHToB, rmaBHbIM 06pa3oM B CBS-
31 C HaPKeNy[04KOBON Taxukapamen Unv OWNGOYHON JeTekuunen
T-BOMHbI, YTO TaKXe Habnoganoch y 6onee MONOAbIX NALUWEHTOB
[177] . HepaBHO 6bInin 0My6/IMKOBaHbI Pe3ynbTaTbl aHANN3a AaHHbIX
perncTpa, BKYasLero 472 naumenta, rae 3a 18 mecsues Habno-
JeHus 6b1n0 3adoukcnpoBaHo 317 cnoHTaHHbIX annu3040B XKA y 85
nauuenToB. B 169 cnyyasx (53%) 6bi10 npoBeaeHo neveHue XXT
unm ®XX, 1 TONbKO 0AMH NALMEHT yMep 0T peunansupytoLein ©X u
TsKenon 6pagaukapaum [178].

MooKoXHbIN KapanosepTep-aecMbpunnsaTop He NOAX0AMT nauu-
eHTaM, KOTOpbIM TpebyeTcs aHTUOpaankapauyeckas CTUMyNnAUuS,
3a MCKJI0YEHNEM TexX CNnyvaes, KOrda ata CTuMynaumus Heobxoauma
TOMbKO pa3y Nocfe HaHeceHWs paspsga (MOAKOXHbIE YCTPONCTBA
MOrYT NPOM3BOAUTL CTUMYNAUMIO B nepeble 30 CekyHa nocne Ha-
HeceHus paspsga). Kpome T0ro, JaHHbIA BUS Tepanum HenpuMeHUm
Y MauUWeHTOB, HYXAAOLMXCA B MOCTOSHHON KapavMOCTUMYNALNK,
CEepPAeYHON PECUHXPOHNU3NPYIOLLIEI Tepanum, a TaKXKe nuuam ¢ Taxu-
ApUTMUAMK, KOTOPbIM ANS KYNUPOBAHWUS NPUCTYNa MOXXET NOHaa0-
OUTbCS aHTUTaXuKapanuiiHaa cTumynauus. MoakoXXHOe YCTPOMCTBO
MMEET NPeMMYLLECTBA NPW TPYAHOCTAX BEHO3HOMO AOCTYNA, Y MOMO-
JbIX NaLWEHTOB, KOTOPbIM NPEACTOMT A0Nras XM3Hb C NPUMEHEHN-
&M Pa3NINYHbIX YCTPOMCTB, a TAKXKE Y NALMEHTOB C BbICOKUM PUCKOM
6aktepuemun. B uenom, noakoxHoie KO mMOXHO Mcnonb3oBath
Ans nepsnyHoit npodyunaktukm BCC, 0iHAaKO Ha CEroaHSALLHUMA [eHb
HET [ONrOCPOYHbIX NPOCNEKTUBHbIX MCCNEA0BAHNIA C 6ONbLINMM KO-
NNYECTBOM TaKWUX NALIMEHTOB, N ANIUTENbHbIE 3PMEKTbI NPUMEHEHMNS
noakoxHbix KL eweé He onucaHbl. B OTAENbHbLIX UCCNEI0BaHNAX
0TMEYanochb MOBbILLEHWE 4ACTOTbl HeafeKBaTHbIX CpabaTbiBaHU
YCTPOMCTBA M OCNOXHEHMIA, TPEOYIOLLMX NOBTOPHOIO BMELLIATENb-
ctBa [177]. B HAcTOSALLMA MOMEHT NPOAOMKAIOTCA NMPOCNEKTUBHbIE
PaHA0MU3NPOBAHHbIE UCCIEA0BAHMS, B KOTOPbIX CPABHMBAETCS -
(PeKTMBHOCTb 1 4acTOTa OCNOXKHEHWA NPU UMNAAHTALMN NOAKOX-
HbIX U TpAaHCBEHO3HbIX K[ [179].

7.4.4. Hocumble kapanoBepTepbi-Aeghnopunnaropsl

Wcrnonb3oBaHne BHELUHWX HOCWUMbIX KapLuoBepTepoB-Ledu-
GpunnATOPOB C 3/1EKTPOLAMU, KOTOPbIE 3aKPEnATCA Ha Tene na-
LMeHTa, 0Ka3ano cBot I MEKTUBHOCTL B NaHe pacrno3HaBaHns n
NEYeHNA XNIHEYrPOXKAIOLWMX apuTMMIA, Taknx Kak XKT n ©X [182].
B HacTosiLLee Bpems NnokKa OTCYTCTBYIOT NPOCMEKTUBHbIE PaHLOMU-
3MPOBaHHbIE UCCNEA0BAHUA, HO OMY6NMKOBAHO [OBONIbHO MHOI0O
OTLEMbHbIX KMHWYECKUX CIy4aeB, a TakxKe Cepuu HabntofeHunii v
JaHHble PErucTpoB (KaK UHULMUPOBAHHBLIX KOMMNAHWAMM-NPON3-
BOAWTENAMU, TaK U HE3ABUCUMbIX), KOTOPblE CBUAETENLCTBYIOT 06
YCMeLWHOM NPUMEHEHUN HOCUMBIX KapAuoBepTepos-necombpunns-

Pekomengauuu Knacc YpoBeHb  Ccbinku
Wcnonb3oBanue HOCMMOro KapavosepTepa-4edombépunnaTopa MoOXXHo pacCMOTPETb Y Ilb C [187],
B3POC/bIX NALMEHTOB C HAapYLIEHHOW (DYHKLMEN IEBOr0 Xesyf04Ka U BbICOKUM PUCKOM [182]
BHE3aMHOM apuMTMINYECKO CMEPTM B TEYEHWE OrPaHUYeHHOr0 Nepruoga BPEMeHU, HO KOTOpbIe

B JaHHbIA MOMEHT He SABNAI0TCA KaHauzaaTamu Ha yctaHosky VK[ (Hanpumep, Bo Bpems

0XXWIAHUSA nepecagku cepaua, umnnaHTaumn TpaHcseHosHoro MK, npu nepunapranbHoi

KapA1MOMWUonaTim, 0CTPOM MUOKAPANUTE U apUTMUAX B OCTPOM Nepuoge UHMapkTa Mmokapaa).

BpemMeHHOe NpuMeHeHMe HOCUMOr0 KapanoBepTepa-AedandpunnaTopa MoXeT NPUMEHSATLCA Ilb C [184],
B NOCTMHAPKTHOM nepuofe (<40 AHer) y orpaHnyeHHOM rpynnbl NaLMeHToB (HenosHas [188],
peBackynapusauums, npeaLwecTsyrowas ucyHKLMa JTK, passutue aputMuii B cpok >48 4 [189]
oT Hayana cumntomoB OKC, Hann4me nonumopdHoin XXT unu ®X).
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TOPOB Y OTHOCUTENbLHO HEOOMBLLONA KOropThl NALMEHTOB, MMEHLLIMX
PUCK Pa3BUTUSA MOTEHLMANBLHO Xu3Heyrpoxaowmx XA. B csoel
pabote Chung, et al. [183] Habmoganu 80 3nM3040B YCTONYMBON
KT nnm ©XK'y 59 u3 3569 nauneHTos (1,7%) ¢ HOCMMbIM Kapauo-
BepTepoM-aedombpunnaTopom. Mepsoe cpabaTbiBaHue YCTPOACTBA
C HaHeceHueM paspsaa 6bino yenewHsiMm B 100% cnyyaes y nauu-
eHTOB ¢ KT unu ®XK, conpoBOXAAOWMMUCA NOTEPEN CO3HaHUA,
1 B 99% cnyyasx npu no6bix sugax KT unn ©XK. B ganbHeiillem
Epstein, et al. [184] npogemoHcTpupoBanu 3)heKTUBHOCTb HOCK-
MbIX HapPYXXHbIX KapanosepTepoB-aednépunnatopos y 133 n3 8453
naunentos (1,6%) ¢ HaHeceHnem 309 060CHOBAHHbIX LLIOKOB, B TO
Bpems Kak 91% 6binn peaHuMmpoBaHbl nocre XKA. Takum 06pasom,
04eBWIHO, YTO HOCWUMbIA KapauosepTep-LechnbpunniaTop MoXert
CNAacTL >XKU3HWU NALMEHTOB U3 TPYNMbI BbICOKOTO PUCKA, OLHAKO €ro
3 EKTUBHOCTb [0 KOHLA He NOATBEPXKAEHA.

Y nauueHToB C TPaAH3UTOPHbIM yxyhleHuem OB JIK Hocu-
Mble KapAuOBEPTEPbI-AeDUOPUNINIATOPLI MOXHO WCMONL30BATH
[0 BOCCTaHOBNEHUA pyHKumn JIXK, Hanpumep, nocne VM, npm
nepunapTanbHON KapauoMnonaTiL, nocie MUOKapanTa unm Heko-
TOPbIX BMELLIATENbCTB, B TOM YUCSIe PeBacKyNnapusauumn Mnokapaa,
KOTOpbIe CONPOBOXAAKTCA BPEMEHHON AncdyHKumen JK [185].
Takxxe BO3MOXHO BpPEMEHHOE NPUMEHEHWe HOCUMbIX Kapaumo-
BEPTEPOB-AeDUOPUNAATOPOB C NPOMUNAKTUYECKONH LENb0 Kak
NPOMEXYTOYHbIN 3Tan Ans NauMeHTOB, OXMAAKLLMX TPAHCNNAH-
Taumto cepaua [186].

7.4.5. UmnnanTaymna KapanoBeprTepa-Aepnbpunnaropa
npu HacNeLCTBEHHbIX NEPBUYHBLIX aPUTMHUAX

7.4.5.1. Cungpom yanuHeHHoro nHtepsana QT

MmnnaHtauma  kapauosepTtepa-gecmbpunnaTopa  nokasaHa
6onbHeIM GYIN QT, nepexuslunm octaHosky cepgua [190], [191],
[192], [193], [194], [195], a TaKxe nauweHTam, y KOTOPbIX Npu-
cTynbl TdP npoaomKarT peunamBmpoBaThb, HECMOTPS HA cucTema-
TU4ecknid npném B-agpeHobnokartopos [191], [196].

MimnnaHTauns kapavosepTepa-aeunopunnaropa He u3basnser
60nbHOro HacneacteeHHbiM CYW QT oT Heob6xoaumocTu npuéma
[3-aapeH06n0KaTOPOB U HI B KOEM CIy4ae He J0MKHa pacecmarpu-
BaTbCA B KAYECTBE anbTePHATNBLI MeAMKAMEHTO3HOM Tepanuu.

CnenyeT NOAYEpKHYTb, YTO MMMNAHTaLWUA KapauoBepTepa-
necubpunnatopa ansa npounaktukn BCC 6e3 npefLiecTByto-
e oUeHKM a(D(PEKTUBHOCTM JieveHns B-aapeHobriokatopamu
He nokasaHa 6onbHbIM CYW QT 3a UCKNYEHWEM NaALUEHTOB
BbICOKOrO pucka. Ha HebnaronpusTHbIA NPOrHo3 60ne3Hu
YKa3blBaeT BbIpAXEHHOE yBenudeHue anutenbHoct QTc >500
MC (OCOGEHHO BbICOKWUIA PUCK Y 6ONIbHBIX C YBENIMHEHUEM ANun-
TensHocTu QTc >600 mc), coxpaHsiowascs Ha oHe npuéma
[B-afpeHo6n0KaTopoB anbTepHauma 3y6uoB T Ha IKI, paHHue
KIMHUYECKUE NposBNieHs 3a60neBaHus — MPUCTYNbl NOTe-
pu cO3HaHWA, napokcusmol TdP B BO3pacTe A0 7 NeT, a Takxe
pe3ynbTaTbl MOMEKYNSAPHO-TEHETUYECKUX UCCeaoBaHMA (noa-

Tabnuua 17. ImnnanTauus kapauosepTepa-aedyubpunnaTopa y 60MbHbIX ¢ CHHAPOMOM YANMHEHHOro uHTepBana QT

Table 17. Indications for ICD implantation in congenital long QT syndrome

PekomeHpaaumm

MImnnanTauma UKL B coyeTanum ¢ npuemom bb pekomeHaoBaHa
nauuentam ¢ CYW QT, nepexxnBLIMM 0CTaHOBKY CepAaua.

Ccbinkm

[194],
[190],
[195],
[191],
[193]

Knacc YpoBeHb

MmnnanTaumo KL B covetaHuu ¢ npuemom bb cneayeT pekomMeH0BaTh NauueHTam lla
¢ CYI QT v cuHKonanbHbIMK cOCTOSHUAMM U/unu XKT Ha )oHe npuema afekBaTHoili 103bl bb.

WmnnaHTtauma VKL MmoxeT paccmatpusatbCs B LOMONHEHWE K Tepanumn bb y acuMnTOMHbIX Ib
HocuTenei natonorndeckon mytaumn B reHax KCNH2 nnn SCN5A npm ysenuyenumn QTc >500 mc.

Ta6bnuua 18. mnnadTauus kapauoBepTepa-aetuépunnaTopa y 60nbHbIX ¢ cHHAPoMom bpyraaa

Table 18. Indications for ICD implantation in Brugada syndrome

Pekomengauuu Knacc YpoBeHb  Cebinku
WmnnaHtauma UKL pekomMeHO0BaHa nauyeHTam ¢ JUAarHoCTUPOBaHHLIM CUHApOMOM bpyraga, koTopble C [197]
NepeXxunu 0CTaHOBKY cepaua U/unm MMeroT AOKYMEHTMPOBAHHYIO CMIOHTAHHYI0 YCTORYMBYHO XKT.

WmnnanTtaumio NKJ cnefyeT paccmarpusath Y NaUMEHTOB CO CNOHTaHHbIMK IKI nposBneHnsaMu lla C [197]
1-ro Tvna cuHapoma bpyraga n CUHKONANbHBIMI COCTOSHUAMMW B aHAMHE3e.

MmnnaHTtauma VKL moxeT paccmaTpuBatbCsl Y NaLUMEHTOB C ANarHoCTMPOBAHHbIM Ilb C [71]
cuHapomom bpyraaa ¢ urayunposaHHbiMu B xofe DU XKT/DXK

Ta6nuua 19. UImnnanTayusa kapavosepTepa-aecmbpunnatopa y 60NnbHbIX ¢ KaTeX0NaMUHEPru4eckoit noaMmopgHoii Xenyao4koBon

Taxukapauen.

Table 19. Indications for ICD implantation in patients with catecholaminergic polymorphic ventricular tachycardia

Pekomenpauuu Knacc YpoBeHb  Ccbinki
MmnnanTauma UKL nononHutensHo K npuemy bb B coveTanum ¢ unm 6e3 onekanHunga C [200],
peKOMeH/0BaHa NauneHTam ¢ anarHoctupoBaHHon KIMXKT, nepexxmBLuMM 0CTaHOBKY CepaLa, [201],
MMEIOLLMM B @HaMHe3e NMOBTOPHbIE CMHKONANbHblE COCTOSAHWUA MW 3NM30AbI NOTUMOPHON/ [199]

[ByHanpasneHHoN XT, HECMOTPSA Ha ONTUMANTbHYIO MeANKAMEHTO3HYI0 Tepanuio.
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TBEPX[EHNE Hanbonee 3N10Ka4eCTBEHHbIX (DOPM 3a60NeBaHUA —
cungpoma xepsenna u JlaHre-HunbceHa unu cuHgpoma Tu-
MOTW, Hanu4mne ABYX U 60Nee reHeTUYECKUX MyTaLuin unm obHa-
PYXEHUE reHeTUYeCKNX MyTaunia, CONPSXKEHHBIX C 60OSIEe BbICO-
kum puckom TdP n BCC) [114].

BCC poacTBeHHWKA 60nbHOr0 HacnencteeHHbiM GYU QT npu
OTCYTCTBUM ApYrux hakTOPOB pUCKa He ABMAETCA MOKasaHWem K
UMNNaHTaLmn Kapamoseprepa-geuépunnatopa.

74.5.2. Cungpom bpyraga

WmnnanTauus WK aBnsetcs eanHCTBEHHbIM METO0M, N0O3BO-
NAKLMM CTATUCTUYECKN JOCTOBEPHO YMeHbLLUTL puck BCC 6onb-
HbIX C cuHapomom bpyrapa. K[ nokasaHbl naumeHTam, Nepexms-
wum BCC, 60nbHbIM, UMEOLLIMM JOKYMEHTUPOBAHHbIE YCTONYNBbIE
napokcuambl XKT nnu anu3ofbl XK, npu CNOHTaHHOM NOSABJIEHUN
1-ro Tmna nameHeHun KM, a TakKe B Cnyvae KNMHWYECKMX NPO-
ABNIEHNIA, Hanbonee BEPOATHO, 06YCOBMNEHHbIX BOSHUKHOBEHUEM
OMaCHbIX 47151 XN3HW aputMuii [197].

Mo paHHbIM mMeTa-aHanu3a Fauchier L. 4acTota apuTMny4eckux
cobbiTuin (yctonumeas XKT, @)X, cpabatbiBanne WKL unu BHe-
3anHas cmepTb) y 60MbHBIX C CUHAPOMOM bpyraja cocrasnser
13,5% B rof npu Hanu4uy BHE3anHoM 0CTaHOBKM CEPALA B aHaM-
He3e, 3,2% B rof npu Hanuyum o6MopokoB 1 1% B rof npu oT-
CYTCTBUU KNUHUYECKOW cumnTomariku [198].

WmnnaHtaums WKL He nokasaHa nauyueHtam ¢ IKI-
(beHoMeHOM bpyraga, He UMEIOLLUM KIUHUYECKNX NPOSBIIEHMIA
3a6oneBaHus. B aToM cnyyvae Ans OLeHKN cepALa Lenecoobpas-
HO NPOBEAEHNE KOMMNIIEKCA MHCTPYMEHTANbHbIX UCCNEL0BaHNIA,
BK/NIOYAKOLLEr0 BHYTPUCEPAEYHOE 3NIEKTPOU3N0IIOrNYecKoe
ncecneposanue [71]. HeBO3MOXHOCTb MHOYKLMN XENy[04KOBbIX
apuUTMUA B XOJe 3TOT0 MCCNeJ0BaHWUA YKa3blBAeT HA HU3KUM
puck passutus BCC.

7.4.5.3. Katexonamnnepruyeckas nonMumopoHas

XEenygoyKoBas Taxnkapana

MmnnaHtaums WK noka3aHa 60NbHbIM, Y KOTOPbIX MapokK-
cuambl KT npogomKawT peunanBupoBatb Ha (DOHE NeyeHus

[B-afpeHo6n0KaTopamu, a TakxKe 60/bHbIM KaTexonamuH-3aBucu-
mon XKT, nepexumBLum octaHoBky cepaua (BCG). Ecnu nedeHue
no pesynbTatam CTPECC-TeCTa He MO3BOMSAET JOCTMYb MOMHOM0
KOHTPONA apuTMUK, CredyeT paccMOTPeTb Tepanuio (riekanHu-
nom [199], [200], [201].

MmnnanTtaums WKL Bo3amoxHa y naumeHtoB ¢ KIMKT, koTopble
He 0TBeYalT Ha nedeHne bb wn dnekamHugom [199]. B cnyyae
ecrnn 60NbHON NEpeXun 0CTAaHOBKY CepAua L0 Ha3Ha4eHWs emy
[3-aapeH0610KaTopOoB, Y4NTLIBAA 3/10KAa4ECTBEHHOE TeYeHNe 3a60-
neBaHus, pekomeHgoBaHa umnnantauus UKL n HazHavyeHne mean-
KaMEHTO3HOro NeyeHuns. Bce 60nbHbIE KaTexosnamuH-3aBUCUMOI
nonumopdHoin XKT ¢ UK gomkHbl Nony4ats MeankamMmeHTO3HYH0
Tepanuio B NOMHOM 06bEMeE. CriegyeT OTMETUTb, HTO 60NIE3HEHHbIE
paspagsl KL npoBouupytoT BbIGPOC KaTexonamuHOB, H4TO MOXET
CNoCco6CTBOBATH HEMpPEepPbIBHOMY peLuansupoBannio XT, noaTomy
Lenecoo6pasHo npu nporpammuposanun VKM ysenuyusatb npo-
JOMKUTENbHOCTB JeTekuun XT [202].

7.4.5.4. Cungpom ykopo4eHHoro untepsana QT

B uensax npocpunaktukn BCC pekomeHmoBaHa MMMnaHTaLms
MK BceM 60MbHbIM, NEPEXUBLIUM OCTAHOBKY Cepfila, a Takxe
nauneHTam ¢ JOKYMEHTUPOBAHHbIMK napokcuamamm XKT, Tak Kak
4acToTa NOBTOPHbIX 3NN30/10B OCTAHOBKM CepALa Y HUX COCTaBNS-
eT 10% B roa [75], [203].

Vimnnantauma MK moxeT 6bITb Lef1iecoobpa3Ha npy CEMenHoM
aHamHese, oTarowéHHom cnydaamm BCC. MMpm Bbi6oOpe ycTponcTBa
NpeLnoyTeHNe cnesyer 0TAasath annaparam ¢ LONOMHUTENbHbIMU
aNropuTMaMu AUCKPUMUHALMKN BO M36eXaHne T.H. «HeMOTUBUPO-
BaHHbIX» pa3psgos VK[ BcrecTBue OWIMGOYHOTO BOCNPUATUS UM
BbICOKOAMMMTYAHON T BOSIHbI KaK BOJSTHbI R.

B cnyyae vactbix peunaneos XKT n ©X y 60nbHbIx ¢ VK BO3-
MOXHO WCMONb30BaHWe MNpenapatoB, YAIMHSAIOWMX WHTEpBaN
QT, — xuHuanHa u cotanona. Jle4eHme XMHUANHOM TaKXXe MOXHO
paccmMOTPeTb Y NaLUEeHTOB, NEPEHECLLINX OCTAHOBKY CepaLa 1 HyX-
Jawowmxcsa B umnnantauun MK, B cnyyae, Korga aaHHas npode-
Jypa NpoTMBOMNOKa3aHa unu MMeeTca 0TKa3 nauneHTos [74], [204].

Ta6nuua 20. ImnnanTauus KapauosepTepa-aeduépunngTopa y 60/bHbIX ¢ CUHAPOMOM YKOPOUEHHOro uHTepBana QT
Table 20. Indications for ICD implantation in patients with short QT syndrome

Pekomengauuu Knacc YpoBeHb  CGcbinku
Nmnnantauma VKL pekoMeHO0BaHa nauyueHTaM CMHAPOMOM YKOPOUYeHHOro nHtepaana QT, KoTopble C [203],
Nepexunu 0CTaHOBKY Cepaua W/unm MMerT JOKYMEHTMPOBAHHYIO CMIOHTAHHYIO YCTO4UBYHO XKT. [79]
HasHayeHMe XUHMAMHA UK COTanona MOXeT pacCMaTpuBaThCs Y NALUMEHTOB C ANArHOCTUPOBAHHbIM Ilb C [74],
CWHAPOMOM YKOpPO4eHHOro nHTepsana QT, umetolux nokasanusa Kk MKO-tepanum, B crnyyae, [204]
Korga fiaHHas npouegypa npoT1BONoKasaHa Unum nauueHT OH Heé 0TKa3bIBaeTCA.

Tabnuua 21. ImnnaHTayus kapauoBepTepa-aetuépunnaTopa y 60nbHbIX ¢ aPUTMOreHHOI AUCNNAa3uel NpaBoro Xenyao4ka

Table 21. Indications for ICD implantation in patients with arrhythmogenic right-ventricular dysplasia-cardiomyopathy

Pekomenpauuu Knacc YpoBeHb  Ccbinki

W reMoanHaMnyeckin 3Haqumoi KT B aHaMHe3e.

MmnnaHTtauma VKL pekomengoBaHa naunentam ¢ AQIMK, umetowmm anuson BCC

C [206]

MmnnanTauno MKL cnegyet paccmatpuearts y naumeHtos ¢ ALMXK,
Y KOTOPbIX ycTon4mBas KT He CONPOBOXAAETCA HApYyLIEHNEM reMOAUHAMUKI, B3BELLIMBAS PUCK
BbIMNOJIHEHNS NPOLIEAYPbI, BKOYas AONTOCPOYHbIE OCNOXHEHUS, U NOTEHUMANbHY0 nonb3y UKL

Nmnnantaums VK MOXeT paccMaTpuBaThCs Y NaLMeHTOB NPK HANUYMN OHOTO UK
6onee (HakTopoB pucka XKA y B3pOCSbIX NALMEHTOB C 0XKMAABMOI NPOACIIKUTENLHOCTbI
XN3HW >1 rofja Nocne BCECTOPOHHEr0 6TaNbHOM0 KIMHUYECKOr0 06CNE[0BaHNS C Y4eTOM
NOTEHLNANBHOMO PUCKA OCNOXKHEHUI NpoLieaypbl, a Takxe Binanua WK Ha 06pas )usHu,
COLMANbHO-9KOHOMMUYECKMIA CTATYC U MCMXONOrMYECKOe COCTOAHME NALMEHTOB.
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7.4.6. Umnnantayuna UKJ ana npoghunaktnky BHE3anHoH
CEepAeYHol CMEPTH B OTAENbHbIX rpynnax.

7.4.6.1. AputmorenHaa gncnna3ns npasoro Xeny[oyxa

ImnnauTaums kapanosepTepa-4eonépunnaTopa aeiseTcs eauH-
CTBEHHbIM 3(h(PeKTMBHbIM MeTofoM npodomnaktkn BCC y 60sb-
HbIX C apUTMOreHHOW aucnnasueit npasoro xenynodka (ALMXK).
bonbWwKHCTBO MccnesoBaHMin No cTpaTudhmKaLmMm pucka u npume-
HeHWo VK[ vMetoT peTpocneKTVBHbIA OA4HOLEHTPOBbIA AMU3AH Y
BK/H0YAOT HEOOMbLUME NONYNALMN NALNEHTOB C BbICOKUM PUCKOM.
VImnnantaums UKL nokasaHa Bcem 605bHbIM ALMK ¢ AOKYMEHTK-
POBaHHbIMU Napokcusmamiu KT, 0CO6EHHO eCiv OHW NPOTEKAKT C
reMOAMHaMNYeCKON HecTabunbHOCTbIO, U BCeM 60MbHbIM ALK,
nepexuslium BCC, B CBA3N C BbICOKON BEPOATHOCTLIO PELMAMBOB
OnacHbIX ans xusHu aputmu (8o 10% B rog) [205].

imnnaHtaums KapauosepTepa-geconbpunnaTopa Takxe pe-
KOMEH[I0BaHa BCEM O6O0NbHbIM C MOATBEPXAEHHLIM [MarHO30M
ALMK npu BO3HUKHOBEHUU Y HUX CUHKONANbHbLIX COCTOSAHWIA, B
OTCYTCTBUM JPYruX SBHbIX NPUYUH PA3BUTWUS MPUCTYNOB NOTEpU
CO3HaHMs (NOCKONbKY Hanbosnee BEpPOATHAsA UX NPUYMHA — remo-
AnHamunyecku He ctabunbHasa XKT unu @XK) n npu MHAYKLMKN KIn-
HWUYeCKM 3Ha4MmMoit XKT BO Bpems BHYTpUCepAeqHOro IOU.

Opyrumn thaktopamm pucka BCC mnm noBTopHbIX cpabatbiBaHuii
VKL ¢ HaHeceHwem Tepanum Ha (POHe TaxuapuTMUA ABNAOTCS
nofTBepXaeHHas ycTonumsas KT, Heo6bACHUMblE 06MOPOKM (M0-
CKONbKY Haubonee BeposTHas MX NPUYMHA — reMOAMHAMUYECKN
He cTabunbHas XKT nnn ©XK), yacTble 3NM304bl HEYCTORYNBOI XKT,
CEeMEeNHbIA aHamHe3 BHe3amnHoWn CMepTW B MOJI0OM BO3pacTe, T-
xenoe nopaxeHue MK, BbipaxeHHoe yanuueHue QRS, Hanuune
OTCPOYEHHOr0 HAKONNeHUs ragonuHus no gaHHsim MPT cepaua (B
TOM yucne ¢ BoneyeHuem JDK), aucdyHkuma JK n uHaykums XKT
BO BpeMms BHyTpucepaedHoro 3®U [68], [69], [205], [206], [207],
[208], [209], [210].

lTokazaHus K MmnnaHTauum KapawosepTepa-aeddubpunngropa
Ansa nepsuyHoii npocunaktukm BCC y 6onbHbix ALK onpefe-
NeHbl MeHee YeTKO, Y4NTbIBas 04eHb PA3HOPOAHbIE UCCIIeL0BaHUS
B 9TOI 06MacTy.

MpuHUMas BO BHUMAHWE UMEIOLLMECSH AaHHble, UMMNaHTaLus
KapamosepTepa-gedoubpunnaTopa Moxet 6biTb PEKOMeHA0BA-
Ha 60SIbHbIM C HEOOBACHUMbIMW MPUCTYNaMU NOTEPU CO3HAHUS,
BbIPOKEHHbIM HApYLIEHWEM CUCTONIMYECKON (PYHKLMW NpPaBoro

XKEnyno4ka, ¢ y4eToM CEeMENHOro aHamHe3a, CTeNeHn BOBJEYE-
HUS B MaTONOMMYECKWNIA NPOLECC MUOKapaa 060UX Xenyao4koB
n BnuaHua UKL Ha 06pa3 »XU3HW MauueHTa, ero coumanbHo-
9KOHOMUYECKMIA CTaTyC U NCUXONOrmyeckoe 340poBbe [3].

7.4.6.2. Amnnongo3s cepaya

Moyt NonoBKHa 6OMBHLIX aMUNIONA030M Cepla yMUpaoT BHe-
3anHo [212], [213]. MpruuHoit cMepTn 06bIYHO ABMSETCA 3NEKTPO-
MeXaHuyeckas Auccoumauns, OLHAKO ONWUCaHbl CAy4au MOSTHOMO
YCTPaHEHMs YCTONYMBbIX XENy404KOBbIX HAPYLLUEHUA puTMa cepaLa
¢ nomouwbto K[ [214]. Mo faHHbIM amBynaTopHOro MOHUTOPUH-
ra 2KA npucytcTByeT 605ee 4eM y 25% 60MbHbIX C aMUTONA030M
cepaua [215], [216], [217], oAHAKO 3TO, NOX0XeE, He ABNAETCA Npo-
rHocTudeckum paktopom BCC. [MoBbileHWe YPOBHS CePLEYHbIX
TPOMOHWHOB 1 N-KOHLIEBOr0 HAaTPUIAYPETUYECKOr0 NponenTuaa Tuna
B ABNAOTCA YyBCTBUTENBHLIMU MapKepamm NOPXXeHUs MUoKapaa 1
NO3BONSIOT NPOrHO3MPOBATh HEXENATENbHbIE MCXOb! Y NALNEHTOB
C aMUNOUA030M, HO He J0Ka3aHO, 4TO 3TV MapKepbl MOXHO UCMOfb-
30BaTb ANA ONpeaeneHus nokasaHuii K umnnantauun VKL, YanTsl-
Bas OrpaHuU4eHHbIe JaHHble, npumeHenue VK cnefyet paccmarpu-
BaTb BO BCEX CNy4asax AWAarHOCTUKM amunongosa nerkux Lenei n
HACMEeCTBEHHOr0 TPaHCTMPETUH-ACCOLMMPOBAHHOMO aMuIonaosa
NPy HaNU4YUK YCTORYMBLIX XKA U 0XKIAAEMOR NPOACIIKUTENBHOCTY
XU3HK >1 rofa. [1nsa pekomeHAaumin no nepsuYHON NPothnnakTuke
BCC Ha JaHHbI MOMEHT HEAOCTAaTO4HO [aHHbIX, eCTb OCHOBaHWA
nonaratb, 4to umnnantaumio UKL cnemyer paccmoTpetb y naum-
€HTOB C aMMoN030M MNpuW Pa3BUTUL CUCTONMYECKON ANCYHKLIMM
JDK, Hanuuuu Heo6bACHUMBIX 06MOPOKOB, HeycTonYMBoR KT nnu
MOKa3aHWI K NOCTOSHHOM CTUMYNALMN.

7.4.6.3. bonesnb Yaraca

OcHoBHbIM nccnegoBaHuem no VKL Tepanum npu 60ne3Hn Ya-
raca 6bina pa6ota Gali ¢ coasT. [219]. [T0 UX AaHHLIM, UMMNAH-
Taums VK[ 6bina Hambonee apekTmeHa npu cHmkeHun OB JHK
<40%, x0T 60nbLWIMHCTBO NaumeHToB ¢ UK nonyyanu Heobxoam-
MOE NneYeHune, He3aBUCKUMO OT CMCTONNYECKO pyHKLMM TDK.

74.6.4. HexomnakTHbIA MHOKap]

dakTopamn pucka neTanbHOro UCxoda ABNATCA NOXWUION BO3-
pacT, aunatauma JIK, Hanuyue cumntomos GH, noctosiHHas wunu
nepcuctupytowwas O, 6nokaaa HoXeK nyyka f'uca u conyTcTBylo-
LLMe HepBHO-MblLLeYHble 3a60oneBaHuns. Heo6X0AMMOCTb B UMMJIaH-

Tabnuua 22. UmnnaxTaumus Kapauoseptepa-aetuépunnaropa y 60nbHbIX ¢ aMMNOMA030M cepaua

Table 22. Indications for ICD implantation in cardiac amyloidosis

Pekomengauuu Knacc YpoBeHb  Ccbinku
MmnnanTaumo UKL cnepyert paccmarpusars y NauueHTOB ¢ aMUIOML030M C CUHTE30M JIeTKINX lla (6 [214],
Lienei UMMYHOrNOBYIMHOB UM HAC/eACTBEHHO-06YCIOBIEHHbIM TPAHCTUPETUH-ACCOLMMPOBAHHbBIM [215],
amuionao3om cepaua n KA, conpoBOXAALLUMUCA HApYLUEHWeM reMOoAUHAMUKI, NPU YCINOBUK [216],
0XXMLAeMON NPOLOMKUTENbHOCTY XU3HM >1 T04a C XOPOLINM (PYHKLMOHANbHbIM CTATyCOM. [217],
[218]
CneayeT paccMOTPETb BO3MOXXHOCTb MnnaHTaumm VK] y naumeHToB ¢ aMunonao3om lla C [214],
Nnpu Pa3BUTUN CUCTONMYECKON ANCAYHKLNYM NEBOTO XKeNyA04Ka, HANNYNU HEOOBACHUMbIX [215],
06MOPOKOB, HeYCTON4NBOI XKT Unu NoKasaHWin K NOCTOSAHHOW CTUMYNALNY [216],
[217]

Tabnuua 23. UmnnanTauus kapauosepTepa-aedmbpunnatopa y 6onbHbIxX ¢ 6one3Hbio Yaraca

Table 23. Indications for ICD implantation in Chagas disease
Pekomengauuu

MmnnanTaumo KL cnepyet paccmaTpueath Y NaumeHToB ¢ 60ne3Hbto Yaraca v lla C
CHXeHnem OB JIK <40% w/unn npu Hanu4mn ycTon4neoi XKT, Npu YCIOBUM 0XKNAAEMON

Ccbinkm

[220], [221], [222],
[223], [219]

Knacc YpoBeHb

NPOAOMKUTENIbHOCTY XN3HM >1 rofia ¢ XOPOLIMM (DYHKLMOHANbHBIM CTaTyCOM.
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Tauun WKL onpenenstoT ¢ y4eTOM TSXKECTWM CUCTONUYECKON AMC-
pyHKUMM JDK 1 Hanu4ms cTorikux XKA, no Tem XXe KpUTepusM, 4to 1
Ins 60MbHbIX HEULLEMUYECKUMU Kapauomuonatuamm [224], [225],
[226], [227].

7.4.6.5. uneprpoghnyeckan kapaunommonarns

PekomeHgaumn EBponerckoro o06LlecTBa Kapavonoros Mo
OWNarHOCTUKE W NIEYEHUIO runepTpocnyeckoii kapauommonarum
(TKMTT) coseTyloT UCNoNb30BaTh CreLnanbHblil KaibKynsaTop 4
cTpatucmkaumm pucka (HCM Risk-SCD), koTOpbI N0O3BONSET OLie-
HWUTb 5-neTHui puck BCC [228].

Bce nporHocTuyeckue nepeMeHHble, UCMONb30BaHHbIE B 3TOM
MOAENMN, CBA3aHbI C NOBbIWEHHbIM puckom BCC. 3T0T kanbkyns-

TOp pa3paboTaH CreumanbHoO ANns nauueHToB B Bo3pacte OT 16
NeT W He NpegHasHayeH oS NPUMEHEHNUs Y NpodhecCnoHanbHbIX
CMNOPTCMEHOB MNK NALMEHTOB C METaboNIMYECKUMI MU UHPUITb-
TPATMBHbIMK 3a60N1eBaHNAMMN (Hanpumep, 601e3Hb Pabpu) 1 CUH-
Apomamu (Hanpumep, cuHapom HyHaH). B 3Toit MoJenu He yuu-
TbIBAtOTCA TPAANEHTHI B BbIHOCALLEM TPaKTe NIEBOr0 >Kenyaoyka
npu M3NYECKNX HArpy3Kax; OHa TaKXe He Obina YTBEpXKAeHa ANA
NauneHToB, NepeHecLUMX MUOIKTOMUIO UK CNUPTOBYH abnauuio
MEXOKENy04KOBOW Neperopoaku.

BHyTpucepgeyHoe 3O ¢ nporpaMmmupyemMoin CTUMynaumen xe-
NYA04KOB He UrpaeT ponu B ctpatudpukaumm pucka BCC npu FKMIM
1 He PEKOMEHJ0BAHO AN PYTUHHOrO NPUMEHEHUS Y NALNEHTOB C
06MOpoKaMu UK cumnToMamu aputmum [228].

Tabnuua 24. UmnnaHTauus KapauosepTepa-aedubpunnaropa y 60nbHbIX ¢ runepTpomyeckon KapauommonaTHen

Table 24. Indications for ICD implantation in hypertrophic cardiomyopathy
PekomeHnpgauum

Mmnnantauns UKL pekomengosana naunentam ¢ FKMI, nepexxuBLUXM 0CTAHOBKY
cepgua scnegctane XKT unun @XK, uim MMeroLLM CroHTaHHble YCTon4mBble XKT,
CONPOBOXAAILLMECH PA3BUTUEM CUHKONANbHbIX COCTOAHUA AN YXYALLEHNEM
reMOAMHAMUKIA, NP YCIIOBUN 0XXMAAEMOIA NPOACIKUTENBHOCTM XIU3HKU >1 roaa.

Ccbinkm

[228],
[229],
[230],
[231],
[232],
[233],
[234],
[235]

Knacc YpoBeHb

CneayeT paccMOTPETb BO3MOXHOCTb npumeHeHmns VIKO-Tepanuu y naunentos ¢ TKMI,
5-neTtHum puckom BCC >6%, cornacHo kanbkynatopy pucka BCC npu FKMI.

Mmnnantauuio VK[ MoXHO paccmaTpuBath Y 0TAeNbHbIX nauueHTos ¢ FTKMIT 1 oLeHo4HOo
5-neTHen BepoATHOCTbIO Pa3BuTUA BCC = 4% 1 <6%, 0XXnaaemMoii npofomKNTeNbHOCTbIO
Xn3HM >1 rofia nocne BCECTOPOHHEr0 AETaNbHOM0 KIMHNYECKOro 06CNeI0BaHNS C Y4ETOM
MOTEHLMaNbHOr0 PUCKa 0CNOXHEHWIA NpoLIelypbl, a Takke BnuaHusa VKL Ha 06pa3 u3Hwm,
COLIMaNbHO- 3KOHOMUYECKNIA CTATYC W NCUXONOrMYecKoe COCTOSHME NaLWeHToB

Mmnnantauyuio KL MoXHO paccmatpusath Y 0TAeSbHbIX nauueHToB ¢ FKMIT 1 oLeHo4YHO 5-neTHen
BEPOATHOCTBIO Pa3suTns BCC <4% npu HANnU4nmu KIMHUYECKUX NPOABAEHUIA, 0611afat0LLMX BOXKHbIM
MPOrHOCTUYECKUM 3HAYEHNEM, ECIIN OLIEHKA PUCKa OTAANEHHbIX 0CIIOXHEeHURA, BnsHua UKL

Ha 06pa3 XXM3HU, COLMANbHO-9KOHOMUYECKMIA CTATYC M NCUXNYECKOE 3[0POBbE

naumeHTa npeanonaraeTt 04eBUAHYI NOJb3y 0T npuMeHeHuns KL,

Tabnuua 25. UmnnanTauus kapauosepTepa-aedmbpunnaropa y 60nbHbIX ¢ CapKOMAO30M Cepaua
Table 25. Indications for ICD implantation in cardiac sarcoidosis

PekomeHaauuu
Mmnnantauns UKL pekomeHoBaHa NauneHTam ¢ Capkouao3om, NepeXKuBLLUM 0CTaHOBKY

cepaua scneactaue XT nnu ©X, unu umerowum ®B JIK meHee 35% npu ycnosuu
0XXMJAaeMoi NPOLOIHKMTENBHOCTYM XU3HU >1 rofja ¢ XOpoLUUM (PYHKLIMOHAMBHBIM CTaTyCOM

Ccbinkm

[240],
[241],
[237],
[238],
[239]

Knacc YpoBeHb

CnenyeTt paccMOTPeTb BO3MOXHOCTb umnnaHTaumn K] y naumeHToB ¢ capkomao3om cepaua

1 ®B JTXK >35%, ¢ CUHKONANbHbLIMU COCTOSHUAMMW W / I OTCPOYEHHBIM HAKOMMeHeM
rafonuHusa no gaHHeiM MPT cepaua unu npuaHkax Bocnanexus no aaHHbiv M3T-KT, npu ycnosun
0XXMaemMoil NPOOIHKMTENBHOCTM XKU3HU >1 roJia ¢ XOpoLUNM (PYHKLMOHAMBHBIM CTaTyCOM

Mmnnantauuio UKL cnegyet paccMOTPeTb Y NauyUeHToB ¢ capkongosom cepaua ¢ @B JTXK >35%,
BOCMPOU3BOAMMON MHAYKLMER ycTON4MBON XKT/DXK npu BHYTPUCEPAEYHOM
3N1eKTPOHN3NONOTUYECKOM UCCNEA0BAHMM NPY YCNOBUN 0XMULAEMOIA

NPOLOIKUTENBHOCTY XM3HU >1 rofa ¢ XOPOLWUM (PYHKUMOHANBHBIM CTaTyCOM

Cnenyet paccMoTpeTb BO3MOXHOCTb UMnNaHTauuu VK y nauueHToB ¢ capkonao3om
cepaua 1 noKasaHMaMmn ans NoCTOAHHON 3NEeKTPOKapANOCTUMYNALMN
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7.4.6.6. Capxongo3s cepaya

HemeankameHTO3HOe fiedeHne ¢ mcnonb3osaHnem VKL ssng-
eTCA B2XHbIM KOMMOHEHTOM Be[leHNsi 60MbHbIX C CapKOUL030M
cepaua n apuTMmUyYecKumm coobbiTuaMu. Ony6rMKOBaHHbIE K-
HWYeCKMe HabNoLeHNs, NOCBALLEHHbIE 60NIbHBIM C CapKOUL030M
cepaua n umnnaHtuposaHHbiM KL 41 nepBMHHOR Ui BTOPUY-
Hoii npocbunakTukn BCC aeMOHCTPUPYIOT BbICOKYHO YacTOTY cpa-
6aTbIBaHUA UMNNIAHTUPOBAHHbIX YCTPOMCTB [237], [238], [239].

B kayectBe BTOPUYHOM npodounakTukn umnnantauus VKO pe-
KOMeH[J0BaHa 60MbHbIM C CapKOWAO30M, UMEIOLMX YCTONYMBYIO
JKA ¢ HapylleHem reMOgUHAMUKA UK NEePexXuBLIMX OCTaHOBKY
CepALa, Y4MTbIBas NMIOXOA NPOTHO3 NPU JaHHbIX 3a60MeBaHUAX,
ecnm 0xupaemas npomO/MKUTENbHOCTb XXW3HW COCTaBnseT 60-
nee 0JHOro rofa ¢ XopoLnm (YHKLMOHANBHBIM cTaTycom [240],
[241], [237].

OfaHoi 13 0COBEHHOCTEN TEYEHWUS CapKoMao3a C NopaXeHuem
CepALa ABNSETCA PUCK PA3BUTUA XXIUSHEY POXKAOLLMX XKeNyLo4YKO-
BbIX HapyLLeHWA puTMa cepaua, faxe nNpu COXPaHHOM chpakLmm
BbI6pPOCA NIEBOr0 >Kenygouka, U BOMPOC CTpatuguKauma pucka
3TOI KaTeropum 60JIbHbIX 0CTAeTCA OTKPLITHIM. B page uccneno-
BaHuil oueHmBanack ponb MPT cepAua ¢ KOHTpacTMpoBaHUEM Ans
NPOrHO3MPOBAHNA PA3BUTUS XKMIHEYTPOXKAKOLLMX XKENYLA04KOBbIX
HapyLwieHwit putma cepaua n BCC. A B meta-aHanuse 10 uccnepo-
BaHWIA, KOTOPbIA BKMOYan 760 nawuMeHTOB NOKasaHo, 4TO OTCPO-
YEHHOE HAKOMIeHWe KOHTPACTHOro npenapara (ragonmHus) 6sino
CBfA3aH C yBenm4eHMeMm 06Lieit cMepTHOCTM 1 pucka BCC no cpas-
HEHWIO C Nuuamu 6e3 HaKoNeHU KOHTPACTHOro npenapara [242].
Januble NIT-KT ¢ oueHKOii pybLIOBbIX U3MEHEHWNIA 1 BbIPAXXEHHO-
CTW BOCNAMTESIbHOMO MPOLECCa TaK e 1CMnoNb3yTCa Ans cTpa-
TUMKaLmMK puUcKa 3TOK Kateropum 60nbHbLIX. B paae HabnogeHui
NOKa3aHo, Hanuyue BocnaneHns u nopaxerus MK npu MNIT-KT
ObIN0 CBA3AHO C MOBbILIEHHBIM PUCKOM JIETanbHOro ucxona [243].
Kpome TOro, ans onpeaeneHus nokasaHwii K umnnadtauuu VKM
y 60MbHbIX CAPKOWI030M CepALa UCMONb3YeTCs BHYTPUCEPAEYHOE
JO. B nuTepatype onucaHbl UCCNELOBAHMS C y4aCTUEM C y4acTu-
eM 76 NauMeHTOB C BepPU(IMLNPOBAHHBIM CapKoULO30M Cephua,
npu atom y 11% 6bina uugyuupyemas XT. B Teuenue nepuopa
HabntogeHus (5 net) B 75% cnyyaes y nauneHToB ¢ UHOYLUPYEMOI
KT Habmopanuce crioHTaHHble XT unu BCC [244].

7.4.6.7. HeiipombiweYHbie 3a60neBanna
Wmnnantauma UK ¢ uenbio npodpunaktuku BCC y naumeHTos ¢
HEMPOMBbILLIEYHbIMM 3a60/1€BAHNAMM NPOBOAMTCA MO TEM XKe NPUH-

LM1nam, 4To U Npu Apyrux opmax HemLeMu4ecKon kapauommona-
Tin [251].

CornacHo KNMHUYECKUM HabMoAeHMaM, Y NaLuyueHToB ¢ HeMpo-
MbILLEYHbIMW 3260/1€BAHUAMM C COMYTCTBYIOLMMM HAPYLLEHWUAMU
npoOBOAMMOCTM CepALa, naToreHHoin myTtauuern Lamin A/C, naxe
npu coxpaHHoii OB JIXK 4acTo BbISBNANUCH XM3HEYTPOXaoLLImMe
XKeNy[04KoBble HApYLIeHUs putMa cepaua [252], [253], [254].

B uccnemyemoit rpynne nauueHToB ¢ MyTaumen Lamin A/C, Ko-
TOpas nNpuMepHo B 21% cny4aeB nposBAsAiach HeMpo-MbllLEYHON
anctpodpueit, daktopamu pucka BCC n cooTBETCTBYIOWAs Tepa-
nua UKL 6binnm 0OKYMEHTUPOBAHHbIE 3NW30[bl HEYCTOR4NBOI XKT,
OBITK <45%, myxckoi non [118]. 3T AaHHble 060CHOBbLIBAOT
HE0BX04MMOCTb paccMoTpeHus umnnantauuu MK atum 601bHbIM
MPU HaNM4UM NOKA3aHWII K NOCTOSHHOI 3NeKTPOKapAMOCTUMYNS-
LMK, yMepPeHHo cHkeHHon OB JTXK (meHee 45%) v Hanu4uu He-
yctoinumsbix XKT [255]. [prmMepHO TpeTb NauueHToB C MUOTOHW-
Yeckoi auctpodhum normbaroT BHe3anHo [256]. HecmoTps Ha To,
4TO B GOJMbLUNHCTBE Cy4aeB 3TO aCCOLMMPOBAHO C HApYLUEHUAMM
NPOBOANUMOCTI, WHTEPPOrMPOBaHMA UMANaHTUPOBaHHbIX 3KC 'y
3TWUX NauUMeHTOB MOKa3aHO Hanuyne KpOMe TOro YCTOMYMBBIX Xe-
NYN0YKOBbLIX HapyLeHun putma cepaua [257], [258]. BoamoxHo,
YTO Y NALMEHTOB C HEMPOMBILLEYHbIMU 3a60/1€BAHUAMU, UMEIOLLIU-
MU NOKa3aHus K nocTosHHOA IKC 60/ee paunoHanbHOM, SBseTCs
umnnanTauus UKL npu ycnosum 0Xxuaaemoit npoaoixuTensHoCTH
XN3HW 6onee 1 roga, y4uTbiBas 4acToe CONYTCTBUE TSHKENOI Oblxa-
TeSIbHON HefocTaTto4qHocTyM [251].

7.5. IHBa3nBHbIE METOAbI NEYEHNS

7.5.1. KaterepHas abnayns

Katetepras abnauus (KA) aBnsetcsd 3(D(eKTUBHbIM METOL0M
NeYeHNs PasNinYHbIX Xenyno4ykoBbiX apuTMuii. OHa MOXET npume-
HATLCA NPU HE3EKTUBHOCTU JIEKAPCTBEHHON Tepanui HapyLue-
HWIl pUTMA CepiLua, B KA4YeCTBe LOMOSHEHUS K NPUMEHEHUIO Lpy-
rnx cnoco6os nevenns (MKO, CPT- ycTpoiicteam 1 Ap.), a y paga
60NbHBIX UCMOMbL3YETCH B KA4ECTBE METOAA NepBOro Bblbopa Neye-
HUS apuTMmin [263]-[265]. B ocHoBe MeToAa KA nexxut aecTpykums
apUTMOreHHOro cy6cTpara apuTMiK ¢ UCMOSb30BaHWEM Crelnanb-
HbIX KaTeTepoB, 6e3 NOMOLLYM CKanbnens. B KIMHUYECKO npakTuke
yaile Bcero npumensercs KA ¢ HaHeceHem BO3AECTBMIA Npu Mo-
MOLLY PaJIM04aCTOTHOrO TOKa — pagmovacToTHas abnauus (PHA),
pexe BCTPeyaroTCcs abnauum ¢ Ucnonb30BaHnemM Apyrux BU40B BO3-
[eiCTBUIA HA MUOKapZA: KPUOTEPMUW, NTA3EPHON 3HEPruN, a TaKxe
BHYTPUCOCYANCTOr0 BBEAEHUs ankorons. B 60MblUMHCTBE Crydaes

Ta6nuua 26. Imnnantauus kapauoseptepa-geduépunnaropa y 60bHbIX ¢ HEHPOMbILLEYHbIMU 32001EBAHUAMMU
Table 26. Indications for ICD implantation in patients with neuromuscular diseases

PekomeHpaaumm

Y nauneHToB C HEMPOMBbILIEYHbIMI 3260N1EBAHNAMM NOKa3aHus Ana umnnavtaumn KO

C LIeNbio NepPBMYHON M BTOPMYHON NpodunakTukin BCC onpenenstotcs no aHanorum

C COOTBETCTBYHOLLMMM NOKA3aHUAMM ANs NALUWUEHTOB C APYrMMU HENLLIEMUYECKUMM
KapanomMuonaTusMu, Npu yCrnoBumu 0XXmaaeMon NPpoaoXKUTENbHOCTI X1U3HK 6onee 1 roga.

Ccbinku
[259], [260], [251]

Knacc YposeHb

MmnnanTauma MK moxeT 6bITb paccMOTPeHa Yy 60J1bHbIX MUOTOHWYECKOI AMCTPOduen
1 Tmna 6onesHb LLTeitHepTa) Npy HanU4Mn NOKasaHU K KapauoCTUMYNALMN
npu YCNoBUM 0XUAAEMON NPOJOXKMUTENLHOCTM XN3HM 6onee 1 roga

[256], [257], [261]

NPV YCIOBUN 0XMAAEMON NPOACIKUTENBHOCTY XIU3HN >1 roaa.

MmnnanTauma NKL moxkeT 6bITb paccMOTPeHa Y 60/1bHbIX MbILLEYHON AUCTpOddneit
Amepun-[pendyca n KOHEYHOCTHO-NOSICHOM aucTpodouen 1B Tuna
MPW HANMYKUM NOKA3AHWIA K KapANOCTUMYNALMK U conyTeTBYytoLmX XKHPC

[118], [256], [262],
[261], [253]

CneayeTt paccMOTPETb BO3MOXXHOCTb MnnaHTaumn MK y naumeHToB ¢ AMNaTaLmoHHO
Kapauomuonatuen ¢ yMepeHHO BbIpaXeHHOM aucdyHkumen JHK (OBITK <45%),
06ycnosneHHon natoreHHon mytauuein Lamin A/C gaxke npw HeycTonymeom XXT

[118]
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KaTeTepHble BO3AEICTBUA HAHOCATCS 3HAO0KAPAMANLHO C UCMONb30-
BaHWEM BHYTPUCOCYAMCTOr0 AOCTYNa, N0 OTAENbHLIM NOKa3aHMAM
MOTYT BbIMONMHATLCA 3NMKapananbHble W UHTPAMUOKAPAWANbHbIE
KA, ons 4ero npuMeHAoTCA creumnanbHble JOCTYNbl W/ MK KaTeTepbl
[264]-[267].

7.5.1.1. KnuHUKO-HHCTPYMEHTANIbHOE 06CNIEJ0BAHNE BOMbHBIX

nepeg KaTeTepHoi abnaynen Xeny[04KoBbIX apUTMUA.

[na npaBunbHOro onpefeneHns nokasaHuini K KA n Bbibopa
ONTUMANbLHOIO BUAA KATeTepHbIX BO3AENCTBUIA BCEM NaLMeHTam
PEKOMeHJYeTCa npoBefieHne noApo6HOro nNpeaonepaLmoHHOro
06cnefoBaHNA, LEnblo KOTOPOro SBASETCA YTOYHEHUE Hanuyus B
BbIP2XXEHHOCTW CTPYKTYPHOr0 3a60N1eBaHus cepaua, sepudoukanms
TUNA WU XapakTepa >Xenyao4koBOM apuTMUK, a TaKKe UCKIYeHne
3a60neBaHUA 1 COCTOSHWIA, ABASAIOLMXCSA NPOTUBOMNOKA3aHUAMM
K UHTEpBEHUNOHHOMY nedenuio [3], [5], [268]. KnuHuko-uHeTpy-
MeHTanbHoe 06cneoBaHne 06bI4HO BKMHOYAET OLEHKY aHamHesa
3a60neBaHus, Hann4ne 160 OTCYTCTBUA CUMNTOMOB, CBA3AHHBIX
C apuTMmueir, 06LLIEKNNHNYEeCKOe 06CnefoBaHne, aHanma mMopgo-
NOrMYecKmnx 0cobeHHoCTe Komnnekcos QRS Ha CMHYCOBOM pUTMe
W BO BPEMS XXeNy[A0o4KOBOW apuUTMUM NO [aHHbIM 12-KaHaNbHOM
9Kl n/mnu 12-KkaHanbHOro CYTOYHOr0 MOHMTOpUpOBaHUs IKI
no Xontepy (XM3KT), npumeHeHne BM3yanu3mpyowmx MeToLoB
o6cnenosaHua (IXOKT, B page cnyyaes — MPT cepaua ¢ KOHTpa-
CTUPOBaHWEM, KOPOHAPOBEHTPUKYNOrpadus n ap.), nposeaeHue
Harpy304HOro Tecta (Npu HE06X04MMOCTH), a TAKXKe OLEHKY 3Ha-
YUMbIX A6OPATOPHbIX MOKasarenen (tabn. 27).

Mo pesynbTatam 06cneaoBaHns TPeGYETC UCKIYUTL Y 60/b-
HbIX CReayioLLe COCTOAHNUS U 3a60N1eBaHus, ABNSIOLLMNECH NPOTKH-
BOMOKa3aHMAMU K NPOBEAEHMIO NnaHoBbIX KA: OCTpbIA MH(DAPKT
MMWOKapAa, HecTabunbHas CTEHOKapAUs, OCTPbIA MUOKApAUT, 6ak-
TepuanbHbIA 3HAOKAPAMT, 6aKTepuemMms, CenTULEMMs, TMX0paaKa,
0CTpas cepLie4Has HeOCTaTOMHOCTb B CTaAUM AeKOMMEHCALMN (He
CBfI3aHHAS C UMEIOLLENCS apuTMUENt), TnnepTupeos, NPU3HaKK fe-
KOMMEHCaLmMn OTAeNIbHbIX OPraHoB 1 CUCTEM OpraHM3ma (noyeyHas
HEeJ0CTaTO4HOCTb, NEYEHOYHAA HEeI0CTATOYHOCTb, AEKOMMEHCUPO-
BaHHbIA CaxapHblii AnabeT W T.n.), HAPYLIEHWS CBEPTLIBAEMOCTU
KpoBM (remopparuyeckue uatesbl), TPOM603 NONOCTeNA cepAaua
n/unn maructpanbHbiX BeH. TpoBefeHne nnaHoBbix KA Takxe He
PEKOMEH[0BAHO B CAy4asX T.H. «BTOPUYHbIX» XKI/XKT, BbI3BAHHbIX
[EiCTBUEM MPEXOLALMX WU KOPPUTUPYEMBIX COCTOSIHWIA, TakuxX
Kak, Hanpumep, 0CTpas UWEMUS, HAUYUE 3NEKTPOSIUTHBIX Hapy-
LLIEHMIA, aQPUTMOreHHOr0 1eACTBNE NIEKAPCTB M APYrnX.

Mpu nnaHupoBaHuu KA cnefyet y4uTbiBaTh, YTO UCMONb30BA-
HUe PNI0OPOCKONUM He PEKOMEHA0BAHO 6epeMeHHbIM, 0COBEHHO
B | TpUMeCTpe, BCNEeACTBME NOBbILLIEHHOTO PUCKA BO3HUKHOBEHMS
MyTaumin y nnoja. B 0cobbIx cnyyasx AaHHble BMeLLaTenbCTBa Bbl-
NOJSTHAKOTCA B YCIOBUAX 3ALLMUTbI MATKU NALMEHTKM CreunasbHbiM
CBMHLL0BbIM (hapTyKoM. MUHUMU3NPOBATL ANUTENBHOCTL GOHOPO-
CKOMUK NPU BbINONHEHUM BMELLATENbCTB, @ HEPEAKO NOMHOCTbIO
0TKa3aTbCA OT Heé NO3BOMAIT UCMNONb30BAHIUE BHYTPUCEPEYHOIO
YNbTPa3ByKa U CUCTEMbI HABUTALIMOHHOIO KapTMPOBAHMA cepaua.

CyLLLeCTBEHHbIM OrpaHUyYeHMeM mMcnonb3oBaHus KA sBnsetcs
HEBO3MOXHOCTb 6€30MacHOro J0CTyna B COOTBETCTBYOLME OT-
[efbl Cepaua, B YaCTHOCTW, NPU TUNOMMA3NNA UMK BblPAXEHHbIX
peopmaumax (13rmb, aHeBpu3ma) COCyO0B, HanU4uu TPOMOOB,
0C06€eHHO (DNIOTUPYIOLLKX, B COCYAAX M OTHeNax cepaua, KoTopble
ABNAIOTCA 06LEKTOM KaTeTepPHbIX MaHUMyNALNiA, a TaKXXe COCTOS-
HUS NOCNe UMNAAHTALMN KaBa-(hunbTpa U UCKYCCTBEHHBIX MPO-
Te30B CepAeYHbIX KnanaHoB.

bonbHble, KOTOpbIM NNaHupyeTcs KA, 10MmKHbI noanucatb MHAOp-
MUPOBAHHOE COrnacue Ha NpoBeeHne NPOLedypbl, rae 0643aTenbHO
YKa3blBAIOTCA BO3MOXHbIE OCMOXHEHWUS [aHHOr0 BMeLUaTesbCTBa.
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06b14HO nepeq nposefeHnem KA y 60MbHbIX JOMKHbI 6bITh 3a651a-
rOBPEMEHHO OTMEHEHbI BCE aHTUAPUTMIUYECKIe npenapatbl (06bI4HO
3a 5 NepuoaoB VX NosysbIBeeHNs, aMuoaapoH — 3a 1,5-2 mecaua).
Heob6Xx0anMo yKa3aTb B HanpaBUTENbHbIX JOKYMEHTaX 0 Hanu4uu y
60/bHOr0 annepruyecknx peakUnii Ha NeKapcTBeHHble Npenaparbl,
Npex[e BCero, Ha CPeACcTBa aHTMCENTUKM (A0 1 Ap.), MECTHbIE aHe-
CTETUKMN, aHANbreTUKKN, XONNHONUTIKK, aApPEeHOMUMETUKN 1 Opyrie
MeaMKAMEHTbI, KOTOPble MOrYT ObITb UCMOMb30BaHbI BO Bpems KA.
BonblunHcTBO KA BbINONHAKTCA B NNAHOBOM NOPAAKe nocne
npefiBapuTenbHOro A006CNeA0BaHNS NALUEHTOB, OLHAKO NPU Ya-
CTOM WNU HENpPepbIBHOM PELUAMBUPOBAHNI YTPOXAOLLNX XKU3HK
XKENYA04YKOBbIX apUTMWIA, CONPOBOXAAKLINXCA 0OMOPOKOM WNK
OPYTAMN TSXKENBIMW HAPYLIEHMAMU TeMOJMHAMUKM, 3TUM KaTe-
ropmsaM MaumeHTOB BO3MOXHO nposefeHne KA no 3KCTPeHHbIM
noKasaHuam 6e3 npeaBapuTENbHOr0 06Cnea0BaHUA GOMbHBbIX.
BaxxHbIM ycnosuem npoBefeHns KA N0 3KCTPEHHbIM NOKa3aHWeM
SBNAETCA Pe3NCTEHTHOCTb XKT K MeAMKaMEHTO3HOMY fIe4eHNI0.

7.5.1.2. KaterepHas abnayns Xeny[o4koBbix

apuTMuA y NayneHToB 63 Npu3HaKoB

CTPYKTYPHOr0 NOPaxeHns MuoKapga.

K Hanbornee pacnpocTpaHeHHbIM DopMaMm »XXenyao4KoBbIX apuT-
MUy L, 663 NPU3HAKOB CTPYKTYPHOI0 NOPaXeHNs M1okKapaa (T.H.
«MANONATUHECKNX>» XEeNYL04KOBbIX apuTMuit) oTHocaT K3/ KT,
NPOMCX0AALLME U3 BbIHOCALLEr0 TPaKTa NpaBoro Xesyao4ka (0Ko-
no 70% Bcex uamonatudeckux K3/ XKT) N BbIHOCALLEro TpakTa
NeBOro Xenyfno4yka (CuMHycoB BanbcanbBbl, a0pPTO-MUTPANLHOMO
coeauHeHns — okono 15-20% Bcex uamonatuyeckux X3/ KT).
K oTHOCWUTEeNbHO pefkum chopmam uanonatuyeckux XK3/KT oT-
HOCAT T.H. «hacuukynsapHoie» X3/KT, npoucxopsiine u3 pas-
BETBNEHWUIN NEBOW HOXKM NyyKa [1ca, XXenyao4KkoBble apuTMium 3
o6nacTen NanuaNAapPHbIX MbILLL, MUOKapAa 60JbLLOI BEHbI cepaua
(KOpOHapHOro cuHyca), MoAepPaToOPHOro NyyKa, a Takxe NepuTpu-
KyCnuaanbHOM W NepuMuTpanbHOW obnacten. amonartnyeckue
XKEeNy[104KOBbIE apUTMUU 0BbIYHO HOCAT A0O6POKAYECTBEHHbINA Xa-
pakTep U He CONPOBOXAAIOTCS MOBbILLIEHHBIM PUCKOM BHE3AMHO
Ceple4Hon CMepTH, OJHAKO B PELKMX CNy4asx ONUCaHbl 3110KaYe-
CTBEHHbIE BapuaHThl ugunonaruyeckux XT [272], [273].

PagnoyacToTHas katetepHas abnauus (KA) paccmartpusaercs B
KayecTse a(PeKTUBHOro cnocoba Ans paLukanbHoro yecTpaHeHus
XKENy04KOBbIX apUTMUIA Y NaunUeHTOB 663 NPU3HAKOB CTPYKTYp-
HOro NopaXKeHns M1Mokapaa. [JaHHbIi BUJ NIe4eHns NPUMEHSIeTcs Y
MauyneHToB C CUMNTOMATUHECKUMM apUTMUAMI UK KOrfa HacTas
K3 HecéT B cebe pUCK Pa3BUTMS KapaMOMMONATUM/CUCTONMNYE-
ckoil aucapyHkuum JDK. KA nokasaHa npevMmyLLecTBEHHO 60Jib-
HbIM, UMEIOLLUM OUH AOMUHUPYIOLMIA MOPAONOrNYeCKNiA Bapu-
aHT XK3/KT, a Takxe TOraa, Koraa NnpuMeHeHne NeKapcTBEHHOM
AHTMAPUTMUYECKON Tepanunm HeaEKTUBHO, HELenecoobpasHo
UAK NNoXo nepeHocuTca 60nbHbIMK. MpumeHeHne KA cnoco6HO
6onee 3PeKTUBHO YCTPAHATL/CHMXATb KONU4ecTBO K3, 4em
NPUMEHEHWe aHTUAPUTMUYECKMX NpenapaTos.

KA aBnseTcs MeTOAOM NEepBOro BbiGOpa fevyeHns 60MbHbIX C
4acTol, CUMNTOMHOIA, NMPEUMYLLECTBEHHO MOHOMOPMHON XKI u3
BbIHOCAILLEr0 TpakTa NpaBOro >Xenyfo4ka, a TakxKe npu ycTom-
YMBbIX W/MNN TEMOANHAMWYECKM 3HAYMMbIX NAapOKCM3Max MAuno-
natu4eckoit MoHomopdHoi XKT no6oi nokanusauuu. lMpu Beex
APYrux nokanusauusax uamonatudeckux K3 (BHe BbIHOCALLErO
TpakTa NpPaBOro XXenyfo4yka) 0CHOBAHUAMM Ans npumeHeHus KA
ABNAOTCH HEI(HEKTUBHOCTb MW NNOXas NepeHOCUMOCTb Siekap-
CTBEHHOW Tepanuu, a TakXe 0CO3HAHHOEe NPeanoyTeHne nauueH-
TOM AaHHOro MeTofa neyvenus [3], [268].

Onpenenute  NpUGAU3NTENbHYID  NOKANU3AUMI0  UCTOYHMKA
JKIKT nomoraet aHanu3 mopdonorium komnnekcos QRS Bo
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Bpems aputMmuu [273]-[277]. AN >XenyLo4yKOBbIX apuTMUA 13
BbIHOCAILLEr0 TpakTa NpaBOro >esyfoyka CBOMCTBEHHA hopma
komnnekcoB QRS no Tuny 6nokagbl NeBON HOXKKM nyyka lmca ¢
komnnekcamu QS unu MuHumansHoi (Mexee 0,2 MB) amnnntygoi
3y6L0B r B oTBeAeHNAX V1-V2, Hanu4ne «nepexofHoin 30HbI» Mo
COOTHOLWIEHNO 3y6uoB R/S B otBeaeHusx V4-V5 u oTKnoHeHue
3NEKTPUYECKON OCW CcepAaLa BHU3 unu Bnpaso. Ona XX3/KT u3
BbIHOCSILLIEro TPAKTA JIEBOr0 XXeSly04Ka TakxKe XapakTepHbl KOM-
nnekcbl QRS ¢ 0TKNOHEHNEM 3NEKTPUYECKOI OCK CepaLa BHIA3 UK
BNPaBO, HO NpuW 3TOM, B 0TBeAeHMsAX V1-V2 pernctpupytotcs 6onee
BbICOKMe 3y6Lbl R, a «nepexoaHas 30Ha» N0 COOTHOLLEHWNIO 3y6LI0B
R/S cmeLena k oTefeHnam V1-V3. MNpu Hanbosnee YacToin hopme
thacumkynsapHbix XK3/2KT apuTMOreHHbIA cy6cTpaT pacnonaraercs
B 06NnacTu 3aJHen BETBU JIEBOW HOXKU Mydka [vca, BCNeacTBMe
Yero HabnogatoTcs komnnekcbl QRS no Tuny 6nokan npaBon HOX-
KW nyyka [1uca n nepeaHei BeTBM NIEBON HOXKM ny4ka 'mca.
CtaHpapTHas npouenypa KA ¢ ucnonb3oBaHWMEM 3HAOKapau-
a/TbHOr0 0CTYNa 00bI4HO BbIMOJSIHAETCA MO4 MECTHON aHecTe3nen
yepesa 6eJpeHHble BEHY WK apTeputo, MHOMAA Yepes NoAKYMY-
HYI0 MW KOTYNAPHYIO BeHbl. TTyHKUMA nepukapha Ans npoBefieHns
3NMUKapAnaNbHON abnauum 06bI4HO OCYLLIECTBNIAETCA N0 UHTY6ALM-
OHHbIM HapK030M. [1p1 HaNM4YMM CUCTEMbI ANEKTPOAHATOMUYECKOrO
KapTMpoBaHua co3aaetca 3D-MofeNb aHaTOMUYecKUX 0COOEHHO-
CTe/i 1 ANEKTPUYECKON aKTMBALMWN WHTEPECYIOLLIEI NONoCcTH cepl-
ua (Npasoro wW/wnu NeBOro >Xenyao4koB, NPOKCUMANbHbLIX OTAe-
NOB a0PTbI/NErO4YHON apTepui, KOPOHAPHOIO CUHYCA), HA KOTOPYIO
06bI4HO HAHOCATCA BOXHbIE aHATOMUYECKME CTPYKTYPbI, MeCTa pac-
NONOXeHNs NPOBOAALLEHA CUCTEMbI XENyA04K0B, AnadparmanbHo-
ro HepBa, KOPOHAPHbIX aPTEPUIA, 8 TAKXKE MECTa BCEX BbIMOHEHHbIX

KaTeTepHbIX BO3AeNCTBUA. Mpn HEOo6X0AMMOCTU [Nnd NPOBOKaLMU
)KENyA04KOBbIX apUTMUNIA MPUMEHSIIOTCSA MHCDY3MM aroHUCTOB 6eTa-
afipeHoPeLenTopoB, pexe — UHAY3UN Me3aToHa u/unu 6eTa-aape-
HOG/10KaTOPOB, a TaKXe ANEKTPOCTUMYIIALMS XKenya04KOB.

MeToaunka onpeaeneHns Mecta HaHeCeHWUs KaTeTepHbIX BO3aeil-
CTBUIA Ans nedeHns XKI/KT BKoYaeT B cebs npoLeaypbl akTuBa-
LIUOHHOrO 1 CTUMYNALNOHHOIO KAPTUPOBAHMS XKEeNya04KOB. Lienbto
«aKTUBALWNOHHOIO KapTMPOBaHUS» SBAAETCA MOMCK AWUCTalIbHbIM
nosirocoM abnauMoHHOro KareTepa 06/1act ¢ Hambonee paHHel
3NEKTPUYECKON aKTUBHOCTLIO XENYA04YKOB BO BPEMS apUTMUM, KO-
TOpas AOMKHA OMEPexXaTb Ha4ano aKTonuyecknx komnnekcos QRS
Ha 25-30 mc v 6onee (MHoraa — Ao 70 mc). Mpu 3TOM Ha aucTanb-
HOM nositoce abnauyuoHHOro KarteTepa [LO/MKEH PerucTpupoBath-
s yHMnonsapHbIA curian no tuny QS komnnekca (6e3 3yéua R),
YKa3blBAOWMA Ha LEHTPOOEXHOE PacnpoCTpaHeHne 3MeKTpuye-
CKMX UMNYNbCOB OT abnauyoHHOro Katetepa. [ononHUTeNbHO Ans
onpefeneHns UCTOYHUKA apUTMUI NPOBOAUTCS T.H. «CTUMYNALM-
OHHOE KapTupoBaHue» npeanonaraeMbix 0611acTeil Xenya04KkoB Ha
CUHYycOBOM puTMe. Kputepuem TOYHOW YCTaHOBKW abnaUmnOHHOM0
KaTeTepa Haj UCTOYHUKOM XEnyao4KOBON apuUTMUM ABNSETCS CO-
BnageHne Mopdonorina CTUMYNMPOBaHHbIX KomnnekcoB QRS u
TaKOBbIX Mpu KnuHu4eckoi XX/ KT no scem 12 oteeaeHmam IKI
(mnu/n Ha 6onee 95% npm MCNONb30BAHUN aBTOMATU3MPOBAHHbIX
KOMMbIOTEPHbIX anroputMoB pacno3HaBaHus QRS Komnnekcos).
BaXHbIM, HO He 00653aTenbHbIM MPU3HAKOM 3pdekTnBHON KA
MCTOYHNKA XXeNYA04YKOBOI apuTMuK ABNSAETCA (DEHOMEH KpaTko-
BpemeHHoro (Ha 10-20 c) T.H. «pa3orpesa» 3KTOMUYECKOro o4ara
ApUTMUM C yYaLLeHNeM XXenya04K0BOA AKCTPACUCTONUM U/UNK no-
SIBNEHNEM HEYCTON4NBOI XKT.

Tabnnua 27. PeKoMEHAaLMM N0 KNMHNKO-MHCTPYMEHTaNbHOMY 06cNe0BaHNI0 GONbHBIX, HANPaBNSEMbIX HA KaTETEPHYIO abnaumio

XENY/L04KOBbIX apUTMMIi

Table 27. Diagnostic work-up in patients with ventricular arrhythmias referred to catheter ablation procedure

PekomeHpgaumm

B0MbHbIM XXeNnya04KOBbIMI apUTMUSMU, HANpaBnaemMbiM Ha KA, peKkoMeHyeTcs NpoBeAeHne
NOAPOBHOI0 KNUHUKO-UHCTPYMEHTANLHOO 06CNeA0BaHMS, BKITHOHAOLLEr0 OLEHKY aHamMHe3a
3a60neBaHus, aHann3 Mopdonornyecknx ocobeHHocTen komnnekcos QRS Bo Bpemst
apuTMiUK No AaHHbIM 12-KaHanbHoM KT u/unu XMIKT, npoBeaeHne BU3yannanpyoLmx
METOA0B UCCNEA0BaHMS 1 OLEHKY 3HAYMMbIX TAB0PATOPHbIX NOKa3aTenei.

Cebinka’
[263],
[265],
(3], [5]

Knace?

YpoBeHb"

C

BOnbHLIM ¢ JOKYMEHTMPOBAHHBIMI WU NPeSNoiaraeMbIMu XenyLo4KoBbIMU aQpUTMUSMIA
peKoMeHJyeTCs NpoBefieHIe 3xokapanorpacun (TpaHcTopakansHol u/unm
YpecnuLLeBoLHON W/ MNK BHYTPUCEPLEYHON) AN UCKITIOYEHUSA CTPYKTYPHON
naTonorum cepaua 1 OLEHKN COKpaTUTeNbHOM (DYHKLIMM JIEBOTO XeNyaouka.

(31, [3],
[268]

BOnbHBIM € JOKYMEHTUPOBAHHBIMI XENYA04KOBbIMI aPUTMUAMU N U3BECTHBIM UMK
npefnonaraemMbiM CTPYKTYpHbIM 3a60MeBaHnem cepAua LenecoobpasHo NnpoBeaeHne
MarHuTOpe3oHaHCHON ToMorpadduu cepaua Ans BbIABNEHUS /MW OLEHKM XapakTepa OpraHnyecKon
naTonorum cepaua, a Takxke ana ctpatuukalumn pucka BHe3anHom cepaeyHon cmMepTu.

[268],
[269]-
[271]

B0nbHLIM ¢ JOKYMEHTUPOBAHHBIM XENYyL04KOBbIMI aPUTMUAMU W NPeAnonaragmbiv lla C
Hanu4uem nemn4eckoil 60ne3Hn cepaua Lienecoo6pasHo NpoBejeHNe Harpy304Horo
TecTa U/unn KopoHapoaHruorpagum ¢ nocnefytoLmMM peLLleHem Bonpoca o
HeobX04MMOCTVN NepBO0YEePEHOro NPOBEAEHUS peBacKynapusalum cepaua.

3], [3]

BonbHbIM CTPYKTYPHORM NaTONOr1eN cepaLa, HanpasneHHbIM Ha NPOBeeHNe KaTeTepHO lla C [271]
abnaumm 4acTo Xenyao04KoBOI IKCTPACUCTONNN, Lief1Ieco06pasHO NpoBeeHNe NPorpamMmmMHON
3NeKTPOCTUMYNALMI cepaua ans cTpaTUUKaLUN PUCKA BHE3AMHOW CEPAEYHON CMEpTH.

BonbHbIM € HacTol 6eCCUMNTOMHOW XXeNyA04KOBON IKCTPACUCTONMUEN N HOPMaNbHON lla
COKPATUTENbHON (hYHKLMeR NeBOro Xenyao4ka LienecoobpasHo NpoBeeHne AMHAMNYeCcKoro
Habt0AeHMS, BKIOYAIOLLEro Nepuoauyeckoe CyTo4Hoe MoHuTopupoBanmne 3K 1 oLeHKy
COKPATUTENBHON COYHKLMM 1EBOr0 XXeNya04Ka ¢ UCNONb30BaHWEM BU3Yanu3npyoLLUX MeTo10B
06cneoBaHus (axokapauorpadouy U/mni MarHMTope3oHaHCHOM ToMorpadum cepaua).

[272]
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Kputepunem acppekTeHON KA XenyJ04KOBbIX apuTMUiA ABNSETCS
cTonkoe (B TedeHue 30 MUHYT 1 60nee) NCHE3HOBEHWE JOMUHUPY-
toLLero Mopdonormyeckoro Bapuanta X9 unu/M HeBO3MOXHOCTb
NHAYKUMKM XKT, Npy yCnoBuu, YT0 3Ta apuTMmKs perncTpuposanacs/
nHOyumpoBsanack Ao abnauun. Ecnu aHpokapananbHas KA B To4Kax
C HaUnyyLMMK pesynbTatamit akTUBALMOHHOMO U CTUMYNALUOHHO-
ro KapTUpOBaHWs XEeNyLo4KoB He NO3BONSET YCTPAHWUTL KIMHUYe-
CKYI0 apuUTMUIO, CNeayeT pacCMOTPeTb BOSMOXHOCTb BbIMOSIHEHMS
anuKapamansHoro Kaptuposanns n KA aputmui [278], [279].

7.5.1.3. KaterepHas abnayns Xeny[o4Kk0Boi 3KCTPACHCTOSIUN

V NayneHToB ¢ HaIMYUEM CTPYKTYPHOIO NOPaXEHUs MUoKapaa/

CHCTOJIMYECKOH AUCIDYHKLMHN NIEBOI0 XENYA0YKa.

[ns pelueHus Bonpoca o LenecoobpasHoCTM KaTeTepHon abna-
LM XK3 'y BOMbHbIX C HANMYUEM CUCTONMYECKOI fucyHKLmn K
CneayeT YTOYHUTb, ABMAETCA JIN CHUKEHUE CUCTONNYECKON (hyHK-
uum JDK cnefcteuemM CTpyKTYpHOro 3a6onesaHus cepaua unm pe-
3yNbTaTOM YacToil XXeNya04KOBOM 3KCTPacucTonuu. Ans oteeTa Ha
3TOT BONPOC 06bIYHO TPE6YETCA NPUMEHEHNE BU3YanU3NPYHOLLUX
meTofoB nccneposanus (IXOKT, KT/MPT cepaua ¢ KOHTpacTu-
pOBaHWEM, KOPOHAPOBEHTPUKYnorpadua u ap.). Kpome toro, us-
BECTHbI 3MeKTpoKapanorpaduyeckmne 0co6eHHOCTU XKI, accoum-
MPOBaHHbIE C MOBbILLEHHbIM PUCKOM Pa3BUTUS AMCEYHKUMK JTDK:
60bluoe KonnyecTso K3 (6onee 20-25% 0T 06LLEro Konu4yecTsa
COKpaLleHWii cepaua no AaHHbIM MoHuTOpupoBaHus IKI), Ha-
NnYne peTPorpagHoOro Xenyao4koBO-npencepaHoro npoBeaeHus
umnynbcoB nocne K3, 601bLLIAA MPOAOIKUTENIbHOCTb AKCTPACK-
cTonuyeckux komnnekcos QRS, anunkapanansHoe NPOUCXOXAeHNe
K3, a TakKe BbIPOKEHHbIE PA3NINYNA UHTEPBASIOB CLIEMNIEHNS JKC-
TPACUCTONMN C HANMYMEM MHTEPNONMUPOBAHHbIX XKI. AdhdekTns-
HOCTb KaTeTepHOM abnaumn X3 y 60/1bHbIX Ha (YOHE CTPYKTYPHOIO
NopaXKeHs MOKapaa HUXe, Yem Y NaLWeHTOB C NAMONATUYECKM-
Mun XKT, a pUCK OCNIOXHEHWUIA BMELLATESNbCTBA — BbILLE.

Mopxofp! K KateTepHOM abnavum X3 y 60/1bHbIX CO CTPYKTYPHBIMU
3abonesaHusmu cepaua (MBC, nOCTUHMAPKTHBLIA KapanoCKnepos,
QUNaTauMoHHas Kapauomuonatus, apuTMOreHHas Kapauonarus u
[P.) aHanornyHbl BbILLIEONUCAHHLIM A abnaunn nanonaTu4ecKmnx
2K3. KA nokasaHa npeumyLLeCTBEHHO 60MbHbLIM, UMEKOLUM OfUH
JOMUHUPYIOLLMA MOPCHONOTNYECKNiA BapuaHT XK3, a TakKe TOrAa,
Korfa npuMeHeHe NeKapCTBEHHOW aHTUAPUTMUYECKON Tepanni He-
3(pbdheKTMBHO, HeLenecoobpasHo UM NNOX0 NepeHoCUTCs 60NbHbI-
M. OCHOBHbIMW NOKa3aHWAMU K nNpoBefeHno KA aTuM nauueHTam
ABSIAIOTCA CIly4au, KOrfa Yacras, NnpeuMyLLecTBeHHO MOHOMOP(Has
K9 aBnsdetca npeanonaraemMon NPUYMHONA YXYALLEHWS CUCTONN-
YeCKOW AUCYHKLUMW NEBOr0 Xenyao4ka, 0TCyTCTBMS adpdpekta oT
MPUMEHEHNS YCTPOCTB CEepAeYHON PECUMHXPOHM3MPYIOLLER Tepa-
NN WK XKe ABNAETCA BOCMPOU3BOANMBIM TPUTEPHLIM (PAKTOPOM
313008 UOPUANALK XKENYL04KOB, NPeanonaraemMon NPUYnHoRn
npu He3EKTUBHOCTIA UMW NSIOXON NMEPEHOCKUMOCTM J1IeKapCTBEH-
HOM Tepanuu, a TakxXe B Clyyasx NpeanoyTeHns nauMeHToM aaHHo-
ro Metofa jieqeHus (tabn. 29).

MpuHUMas BO BHUMaHWE CIIOXHbIA, KOMMNEKCHbIA XapakTep
apUTMOreHHOro CyocTparTa XXeJsly404KOBbIX apUTMMiA Y 60JIbHbIX CO
CTPYKTYPHOI NaToniornen cepaua ¢ BO3MOXHOCTLIO napasnesibHo-
ro CYLLECTBOBAHUSA HECKONbKMUX apUTMOreHHbIX 30H, Ans ycneLl-
Horo nposefieHns KA Lenecoo6pasHo UCMNoNb30BaHUE CUCTEM Ha-
BUTaLMOHHOr0 3/1eKTPOAHATOMUYECKOr0 KapTUPOBaHWA cepaua, a
TaKkxxe 601ee WNPOKOE NPUMEHEHWUE BM3Yanu3npyoLLmMx MeToaoB
OLUeHKN nopaxeHus muokapga (MPT cepaua ¢ KOHTpacTUpOBaHM-
em, BHyTpucepaeuHoe Y31 n gp.).

BaxxHoM 0Cc06eHHOCTLIO npoBedeHns KA y AaHHbIX NauyueHToB
ABNAETCA HEOOXOAUMOCTb AOMNOSTHUTENBHON CTPATUMKALMM prcKa
BHE3anHoi cepae4yHon CMepTu, AN Yero PeKOMeHayeTcs nposefe-
HUe CTaHAAPTHOrO NPOTOKOSA NMPOrpamMmMHON CTUMYNALAK XXeNyaou-
KoB (Tabn. 27). bonbHbIe CO CMOHTAHHLIMI WU UHAYLMPOBAHHLIMU

Ta6nuua 28. Pexomengaumun no kKaTeTepHoi abnawum Xenyfo4uKoBbIX apUTMUA Y NALUMEHTOB 6€3 NPU3HAKOB CTPYKTYPHOrO NOPaXEHUS MUOKapAa

(npunonatudeckux XK3/XKT)

Table 28. Indications for catheter ablation in patients with ventricular arrhythmias and no structural heart disease

PekomeHpgaumm

KateTepHas abnauus pekoMeH40BaHa B Ka4ecTBe MeTofa Bbl6opa neyeHus
MOHOMOPCHOR NANONATMYECKON YK, MCXOAALLEI N3 BbIHOCALLErO TPaKTa NpaBoro
)KeNy[04Ka Npu YCNoBMM HacTOro, CUMNTOMHOMO XapakTepa aputmMni.

Ccbinka®
[264]

Knacc® YpoBeHb"

KateTepHas abnauus pekomeHa0BaHa nauueHTam ¢ CUMNTOMHOW, NPEUMYLLECTBEHHO
MOHOMOPCHON MAMONATMYECKON XKI (32 UCKITHOYEHNEeM apuTMUIA U3 BbIHOCALLIMX

TPAKTOB XXENYA04KOB, Q0PTO-MUTPANTbHOrO COEANHEHUS, NAPArMcoBOil TOKaNM3auum n
KOPOHAPHOr0 CUHYCa), Npu He3hEKTUBHOCTI UK NNOXORA NEPEHOCUMOCTY NIEKapPCTBEHHOM
Tepanuu, a Takxe B Cyyvasx npeanoyTeHns nauueHToM JaHHOr0 MeToAa NeYeHns.

[265], [266],
[274], [275],
[280]-[286]

KaTteTepHas abnauua pekomeHa0BaHa naumeHTam ¢ MOHOMOPAHOA K3, ABnstoLLencs
npeanonaraeMomn NPUYNHOI KapauoMmonaTtiii, CUCTONNYECKOR AMCHYHKLNI NEBOro
XKEnyao4ka npu HeadpeKTUBHOCTU UK NNOXO0i NEPEHOCUMOCTU NIEKAPCTBEHHOIA
Tepanuu, a TakXxe B CRyyvasx npeanoyTeHns nauueHToM JaHHOr0 MeToAa eYeHns.

[265], [127],
[287]-[302]

KatetepHas abnauus pekoMeHL0BaHa B Ka4eCTBE METOLA BbI60PA NeYeHNs NaLMeHToB
63 NPU3HAKOB CTPYKTYPHOIO NOPaXXEHUs MUOKApAa C YCTOMYUBLIMU U/ UMK
reMOAMHAMUYECKN 3HAYUMbIMU NapOKCU3MaMu MOHOMOPAHON XKT.

[288]-[290],
[301], [302]

Llenecoo6pa3Ho BbINOHEHWE KaTeTePHOI abnawmn naumeHTam 6e3 Npu3HakoB CTPYKTYPHOO
NOpaXXeHWs MUOKapAa, UMEIoLLMX CUMNTOMHYIO, MPEUMYLLECTBEHHO MOHOMOPMHYIO

K3 C UCTOYHNKOM BHE BbIHOCALLEr0 TPAKTa NPaBOro XXenyaoyka (B T7.4. B CUHycax
BanbcanbBa, 061aCTM a0PTO-MUTPANIBHOMO COEANHEHUS, KOPOHAPHOM CUHYCE, NaparncoBon
nokanusauuu v ap.) Npu HeaPMEKTUBHOCTM UMW NAIOXON NEPEHOCUMOCTH JIeKapCTBEHHON
Tepanuu, a Takxxe B Cly4yasx NpeanoyTeHns nauyneHTomM AaHHoro MeToaa nevyeHus.

[303],[287],
[291]-[294],
[304]-[315]

2 Knacc pekomeHgaumn. ® YpoBeHb JokazatenbHoCTH. © CCbliIKM HA NCTOYHUK(M), MOATBEPXKAAIOLUME PEKOMEHZALMIO.
2 Recommendation class.® Level of evidence. ¢ Links to source(s) supporting the recommendation.
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Npyu BHYTPMCEPAEYHOM 3M1EKTPOPU3NONOrMYECKOM MCCNea0BaHNN
XKeNyA04KoBbIMM Taxmaputmuamin (yctoiumsas XKT, TXK, OXK) Ha
(hboHe CTPYKTYPHOrO MOPAXXEHWUS| MUOKAPAA UMEIOT BbICOKUIA PUCK
BHe3anHoi cepaeyHoii cmepTyn (BCC) n HyxpatoTcs B nepeooyepea-
HOM NPUMEHEHUM UMNNAHTUPYEMbIX KapauOBEPTEpoOB Aednbpun-
naropos (MKJ), npu Heo6Xx0AMMOCTU — C (OYHKLMed Cepae4Hon
PECUHXPOHM3UPYIOLLER Tepanum (cM. pasgen 7.4.)

7.5.1.4. Katerepras abnayns Xenyfo4koBbix

TaxuapuTMui y NayneHToB ¢ Hannynem cTpyKTYpHOro

nopaxeHns MUOKapAaa/KaHanonaTmy.

KartetepHas abnauus (KA) aBnsetcs HagéXHbIM 1 LeACTBEHHbIM
METOZOM J1e4eHNS XKeNnya04KoBbIX TaxmaputMuin (KT u ©X) y cy-
LLIECTBEHHOMN 4aCTU 60MbHBLIX CO CTPYKTYPHBIM MOPKEHNEM MUO-
Kapha, a Takxxe MOXET NPUMEHSATLCA NPU OTLENbHbIX KaHanona-
Tuax (cungpome bpyraga). Mo gaHHbIM KpYMHbIX NPOCNEKTUBHBIX
nccneposanuin KA adhdhekTMBHO NpeoTBpaLlaeT peLuanBupoBa-
Hue XKT 1 yMeHbLLAeT BEPOATHOCTb NOCNeyLLNX cpabaTbiBaHui
VKL y atux kateropuin naumeHTtoB [263], [132], [133], [323]-
[328]. bbino nokasaHo, 410 acppekTMBHOCTL KA npu XKT unwemu-
4eCKOIl 3TNONIOrMM HECKOMbKO BblILle, YeM npu XKT, BO3HUKAOLLNX
Ha (DOHe Heuwemmnyeckoil kapanomuonatum [327], [328]. Hanxya-
mne oTAanéHHble pesynbtatbl KA peructpupyioTes y nauueHToB
C KapAauommonatusiMu, acCoLMMPOBAHHbIMI C MyTaLuUAMMW TeHOB
LMNA, B cBSi3W C 4eM Yy 3TON KaTeropum nawueHtos KA paccmatpu-
BaETCA NNLb B KA4eCTBE KPATKOCPOYHON NaniMaTuBHO cTpaterum
NEYeHUN XNIHEYrPOXKAIOLLMX XKEeNTYL04KOBbIX TaxuaputMuin [329].

MokazaHusaMu K npoBeaeHnto nnaHoBon KA y 60nbHbIX C XKeny-
L0YKOBbIMM TaxnapuTMuamMm Ha hOHe CTPYKTYPHOro MopaKeHus
MUOKapAa/kaHanonatum ABNAETCA NOBTOPHOE BO3HUKHOBEHME XKT/
®X npn ycnosuu He3adEKTUBHOCTUN WM HEBO3SMOXHOCTM Jie-
KapCTBEHHOW Tepanuu (B T. 4. aMUOZAPOHOM B COYETaHUN ¢ beTa-
afipeHo6110KaTopamm y UL C HaNIMYNe CTPYKTYPHOTO NOPaXKeHUs
MMWOKapAa unn XWHUAUHOM Y NaUUeHTOB C CMHLPOMOM bpyraga).
KaTeTepHas abnaums MOXeT Takxe YCMewHO NPUMeHATbCS Ans
YCTPaHeHUs HenpepbIBHO-peunansupyoLein XT n/unn «3nektpu-
YeCcKOro LTopma» (3-x 1 6onee NOBTOPHbLIX 3n130408 XT/PX B
cyTku) [325]-[327], [330]-[333]. 31 COCTOSAHMA MOTYT ABNATHCS
NOKa3aHWAMU K MPOBELEHWIO KaK MNaHOBOW, TaK W 3KCTPEHHON
KA npu ycnosun oTcyTcTBUA 3(p@eKTa NekapcTBeHHON Tepanuu.
B atux cnyyaax npumeHeHne KA pekoMeHI0BaHO nauueHTam BHe
3aBMCUMOCTHN OT Hanuyus unu oteyterensa NKO/CPT-L (Taén. 30).

OcobbIMK KaTeropusmn NalMeHToB, KOTOPbIM npoBegeHue KA
MOXET ObITb PEKOMEH[I0BAHO B Ka4yeCcTBe MeToja Bbi6opa, ABNS-
toTCA nauneHTbl ¢ XKT ¢ MEXaHM3MOM PE3HTPM B 0611aCTU HOXEK
nyyka l'nca, a Takxe 601bHbIE C MOCTUHDAPKTHLIMU PELMUNPOKHbI-
Mu KT, MCNonb3yLWMMU BONOKHA [TypKUHbE B KA4eCTBE apuTMO-
FeHHOro cybcTpara apuTMum.

Kak n3BecTHO, Hambonee 4acTbIM apuUTMOreHHbIM Cy6CTpaToMm
XKT aBnqertcs py6LoBas TKaHb, PAAOM C KOTOPOiA BCNEACTBUE Mo-
rPaHNYHbIX U3MEHEHNI MUoKapaa popMunpyeTcs 30Ha 3aMeaneH-
HOT0 NPOBEJEHUS ANEKTPUYECKNX UMMYNbCOB 1 BO3HUKAIOT passin-
4ns B LIUTENBbHOCTAX PepakTepHbIX NEPUOL0B KapAMOMUOLNTOB
[334], [133], [330]. MuweHnbto ansa KA B Takux crydqasx sBnser-
CA nepeLleek ¢ 3amefIeHHbIM NPOBEAEHWEM UMMYNbCOB B Lienu
peaHTpu XKT, 06bI4HO pacnonaratoLuiics Ha rpaHule pyobLoBoro
W 300pOBOr0 MWOKapha, Hanpumep, Mo Kpaw NOCTUH(APKTHON
aneBpuambl B JDK. «Knaccuyeckuin» BapuaHT BHYTPUCEPLEHYHOr0
kapTuposaHus XXT BKNtoyaeT B cebs Tpu atana: 1) oueHka Tono-
rpacoum ombp0o3HO-py6LIOBOr0 NOPAXeHNs MUOKapAa 1 apuTMo-
FeHHOro cybcrpara aputMuu; 2) CTUMYNALUOHHOE KapTMpoBaHue
Ons onpejeneHuns BEPOATHON «TOYKM Bbixoga» XT; 3) onpeaene-
HWe KPUTUYECKOro nepeLuenka u ocTanbHbIX KOMMOHEHTOB Lenu

reentry KnuHu4eckom XT, a Takxe BbISBIEHME NATEHTHbIX apuT-
MOreHHbIX cy6cTpaToB XKT/OXK.

[ns Hanbonee TOYHOro KApTUPOBAHMS apUTMOreHHOro cybCTpa-
Ta )T 1enecoo6pa3Ho NPUMEHEHNE T.H. «BbICOKOMOTHOrO KapTu-
POBaHWA» C UCMONb30BAHUEM MYNbTUINEKTPOAHbIX ANArHOCTUYE-
CKWX KaTeTepoB BbICOKON TO4YHOCTU.

Kputepuem adppexta KA sBnseTcs KynupoBaHue MHAYLUPOBaAH-
HOW KNMHN4Yeckoil XKT BO Bpems BO3[eACTBMS, a TAKXKE HEBO3MOX-
HOCTb MHAYKUMW KnuHn4eckon XXT n gpyrux dopm XT/OXK npu
nocneayoLLei NPorpaMMHOR CTUMYASLIAN XeNya04KOB.

AnbTepHaTtuBHbIMK cnocobamu KA apuTMOreHHoro cyécrpara
KT aBNAOTCS: HAHECEHUE NHENHbIX BO3AENCTBUN B 0611aCTN T.H.
«TOYKU BbIXoga» XT (0651aCTb Xenyao4KoB Npu 3NeKTPOCTUMY-
NAUWKM KOTOPOW [OCTUraeTcs NoSHOe COBMafeHue mopdosoruu
komnnekcoB QRS ¢ TakoBbIMYM BO BPeMs KIIMHUYECKON apuTMueit),
a TaKXXe KpyroBas m3onsaums aputmoreHHom 3oHbl XKT. Mocneg-
HUA NOAX0[ NPUMEHSETCS B Cly4asX CII0XHOM0 WU HENOHATHOIO
cy6cTpara apuTMUN C HECKOMBKUMM «TOYKaMK BbIX04a» UMNYNbCa
UM HECKOMbKMMU HE3aBUCUMbIMM LiENsmu reentry Ha orpaHuyeH-
HOM Y4aCTKe Xefy[04K0BOro MnokKapsa.

Mpoueaypbl 3HOOKAPAWANLHOTO KapTMpPOBaHUS W 3HAOKapAu-
anbHoi KA B NeBOM XXeNyouke cepAua A0MKHbI NPOBOANUTLCS B
YCNOBWAX NPefBapuTeNIbHON CUCTEMHON renapuHM3auum ¢ mo-
HUTOPUPOBaHMEM 3Ha4eHnid ACT (Lenesble 3HaveHus ACT — 300-
350 cek). lNpu npoBeaeHnn 3HpoKapamanbHbix KA B NpaBom e-
NYA0Y4Ke Y NALUUEHTOB C BbICOKUM PUCKOM TPOMG03IMOONUYECKUX
OCNTOXXHEHUIA MOXET BbITb UCMONb30BAHA aHANOMMYHAS CUCTEMHANA
renapuHn3aumsa. B uensx npounakTuKM remopparmyeckmx oc-
NOXHEHWI NYHKUMA nepukapaa ansa nposefeHns anukapananbHbIX
KA [0MKHa BbINOSMHATLCA BHE CUCTEMHOWM renapuHusauuu. Ons
3TOro 60MbHLIM C CUCTEMHOI renapuHn3aLmnen JoMmMKeH npejaga-
PUTESTIbHO BBOANTHLCSA NPOTAMMH.

Mpu oTpuuaTenbHbIX pe3ynbTatax kapTuposauus w/unn KA co
CTOPOHbI 3HA0KApAa, YTO HepeaKko BCTPEYaeTcs npu Heullemu-
YeCKUX Kapauonartusx, apuTMOreHHOW Kapauonatuu npasoro
XKenyfLo4ka u cuHgpome bpyraga, 60/bHbIM NPOBOLUTCA JnUKap-
AnanbHoe KapTMpoBaHuWe Nocne NpeaBapuTebHON KaTeTepusaLmm
nosiocTn nepukapfa cybkcudonpansHeiM foctynom. OrpaHu-
YEHWAMUW 3NUKAPANANBLHOTO L0CTYNa ABNAOTCH HEBO3MOXHOCTb
HaHECEHWS KaTeTepHbIX BO3NENCTBUIA B MEXOKENYA04KOBOIA nepe-
ropojke, UX Hea(PMEKTUBHOCTb B MECTax PacronoXeHns anukap-
JNanbHOro XKpa, a TAKXe NoTeHLUanbHas 0nacHoCTb NPOBELEeHNS
KA B6NKU3M KOPOHApHbIX apTepuit. [Ana MUHUMKU3ALMN OCNOXHE-
HUIA LeniecoobpasHo NpoBefeHne anukapauanbHoi abnaunu nog
KOHTpONIeM KopoHaporpadouu. Mpu 3TOM pagnoyvacToTHbIEe BO3-
JeNCTBUSA AOMKHbI MPOBOANTLCS HA PACCTOSHUN HE MEHEe 5 MM 0T
MarucTpanbHbIX KOPOHAPHbIX apTepuii.

[ns npoBefeHUs 3HOOKApAMANbHOW W anukapauanbHon PY
abnauun XT uenecoo6pas3Ho MCMONb30BaHNE T.H. «OPOLUAEMbIX»
KaTeTepoB, o6ecneynBatoLLux 605ee 06LINPHOE U rNY6OKOe BO3-
JeNCTBMe, @ TaKKe MWUHUMANbHbIA PUCK TPOMOO3IMOONUYECKUX
OCNOXHEHUA. B cny4asx HEBO3MOXHOCTU YCTPAHEHUS UCTOYHU-
KoB XXT npu nOMOLIM 3SHA0KAPAWANBHOTO U 3MUKapAMaNIbHOr0
[OCTYMOB MOXET ObITb UCMNONb30BaHA UHTPaMUoOKapananoHas KA
Mpy NOMOLLUM CheumanbHbIX UrofbyaTbiX KAaTETEPOB, CENeKTUBHAS
BHYTpPUCOCYAUCTas aNnkorofibHas abnauus (BBedeHWe pacTBopa
3TaHoNa B AWCTalbHbIe BETKM KOPOHAPHOr0 CUHYCa/KOPOHapHOM
aprepun), 6unonspHas KA n ipyrue 0THOCUTENbHO PeaKo UCTOoNb-
3yeMble METOAbl BO3EiCTBMA.

[ns npoBefeHNs ankoroibHON abnaumn nog KOHTPOsIeM KOpo-
Haporpaduu/cuHycorpaum BoibpaeTca BETO4YKA COOTBETCTBYHO-
LR apTepun UK BeHbl, NPeANoNoXUTENIbHO KPOBOCHAGXaloLLas
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apuTMOreHHbIn cy6eTpar XKT 1 umeroLas MUHUMaNsHoOe Konuye-
CTBO KOnnarepasneil (4aLle BCero AncranbHble OTAES bl CeNTabHbIX
BETBEN NEPeHeHNCXOAALLE apTepuu, Pexxe B 3aAHEHNCX04ALLEN
BETBM NPaBON KOPOHAPHO apTepun). Mpu HaNN4NU TEXHUYECKOI
BO3MOXXHOCTW B BETOYKY COCyfa NPOBOAWTCA OUArHOCTUYECKMIA
MUKPOSEKTPOS, NO3BONAIOLLMIA BEPUMLMPOBATL HAaNBosee paH-
HIOK 9NEKTPUYECKY0 aKTUBALMIO BO BPEMS XXeNy[04KOBOM apuT-
mun. lMepef nposefeHnem abnaumn Npou3BoaMTCA UHAYKUMA XKT
1 OLLEHWNBAETCS BO3MOXXHOCTb KYNUPOBAHUS apuUTMUM NPK NOMOLLM
CEreKTUBHOI0 MHTPAKOPOHAPHOr0 BBEAEHUS NEAAHOro hm3nono-
rn4eckoro pactesopa (2-3 mn). B cnyyae ycnewwHoro Kynmposasus
KT B cocyn BBoauTcA 1 M cnupTa, Nocsne Yero NpoKCMMasbHbINA
6annoH Ha 10 muH pasgysaetca. Kputepuem adpdpekra sBnsercs
npekpatieHue nepdyy3un B COOTBETCTBYIOLLEM CErMEHTE XXesy-
[104Ka 1 HEBO3MOXHOCTb UHAYKLMK XKT. MMpn oTcyTCTBUM 3dhhekK-
Ta BBe[eHNe MOBTOPSAIOT (40 5 pa3) Ay NPUCTYnaloT K MOWUCKY
aNbTEPHATUBHOIrO KOPOHAPHOTO cocya.

BblgensioT YeTbipe BUAA OCNOXHEHWA, CBA3AHHBLIX C npoLeny-
poit KA: 1) 0CnoXHeHWs, CBA3AHHbIE C MYHKUMEN W KaTeTepusa-
LiMen MarncTpanbHbIX COCYLOB; 2) OCNOXHEHNS NMPU MaHUNYNALM-
X KaTetepoMm; 3) 0CNOXHeHus B pesynbTtare PY Bo3nencTBUA HA
TKaHu cepaua; 4) oCnoXxHeHns, 06yCNOBNEHHbIE NYy4EBON HArpys-
Koi. Hanboree 4acTo perucTpupyroTcs 0CNOXHEHUS, CBA3aHHbIE C
NYHKLMWEN 1 KaTeTepu3aLmen MarncTpanbHblX COCYA0B: reMaroma
(1-5% cny4aes), apTepuoBeHO3HasA (DUCTYNA, OKKIHO3UPYHIOLLNIA
nWunm ONOTUPYIOLLNIA NPUCTEHOYHBIA TPOMB03 MarucTpanbHbIX
BeH (1-2% cnyyaes), ANCCEKLMA CTEHKN apTepuit 1 MHEBMOTOPAKC
(06a — meHee 1% cny4aes). [pyrue Bufpl OCNOXHEHWIA perun-
CTPUPYIOTCS pexe.

Hanbonee He6naronpuATHbIMU OCMOXHEHUAMMN KA Xenynou-
KOBbIX apuUTMWit ABNAOTCA nepdopauns cepiua C pasBuTUEM
remonepukapga v tamnoHagbl cepgua (0-2,7%), uHcynbt/npexo-
Jsllee HapylleHWe MO3roBoro Kposoobpatienus (0-2,7%), pas-
BUTUE NPeSCepAHO-Xenya04KOBOW 6110Kafdbl BbICOKUX CTEMeHel
(0-1,4%), nospexaeHue KopoHapHbix aptepuit (0,4-1,9%) n kna-
NaHoB cepaua, ycyrybrneHue cepAevyHoOW HemoCTaTO4HOCTW/pas-
BuTUE 0TEKA NErkux (0-3%), a TaKxKe NPoapuTMUHECKnin 3 HexT.

Bcnepacteue atoro, npu nposeaeHun KA xenyao4ykoBbIX apuTMuii
LleNecoobpas3Ho yyacTMe aHeCTe3Monora-peaHMMaronora, a Takxe
Hanu4yue XUpyprveckoi NoLAepXXKu npu BO3ZHUKHOBEHUMN XKN3HE-
YrPOXatoLLMX OCMOXHEHWIA. B cny4asax remMofMHamMmn4eckoin Hecta-
GUNBHOCTW NALMEHTOB, B TOM YUCME KOrja M3BECTHO O HaNuyum
CMOHTAHHbIX W/WAN WHAYLMPOBAHHbLIX NPUCTYMOB XXENy[04KOBbIX
TaxmaputMuii, Lenecoobpa3Ho npoBeaeHne KaptupoBaHus n KA
apuUTMUA Ha (OOHE NPUMEHEHWe YCTPOMCTB MeXaHM4YecKoil noj-
JepXkn KpoBoobpatieHus (BABK, 3KMO u 1.0.), Ans 4ero fonx-
Hbl 6bITb NPUTNALLIEHbI COOTBETCTBYIOLLNE CELNANNUCTBI.

7.5.2 Xupyprn4eckoe ne4eHne apuTMmui

7.5.2.1. Xupypruyeckas abnaymns XenyLo4KoBoiH TaXukapann

B apy wwmpokoro pacnpoctpaHeHus 1 3DMEKTUBHOrO UCMOSb-
30BaHKA KA 1ns neveHns Xenya04KoBbiX apUTMUA XUPYpPrudeckiue
METObl JIeHeHUs 3TUX HapYLLEeHWA puTMA ceppua OTHOCWUTENbHO
peaKo BCTPeYaloTCA B KMWUHWYECKON npakTuke. O6bIYHO OHW Npu-
MEHSIOTCA NS NIEYEHUSA PESUCTEHTHBIX K NOMbITKAM MeANKaMeHT03-
HOTO 11 KATETEPHOTO NIEYeHNs apUTMMIA,  TaKXKe B Ka4eCTBe Jonos-
HWUTENbHOrO BMELLIATENbCTBA NPU NPOBEAEHUM OCHOBHOM OmepaLun
Ha cepAue (aHeBpU3MIKTOMMS, a0PTOKOPOHAPHOE LLYHTUPOBAHUE,
3ameHa KnanadoB cepfua v ap.). K xupyprudeckum metonam ne-
YeHUs XKenyLo4YKOBbIX APUTMWA OTHOCAT abnaumio WU Pe3eKLmio
JHfoKapaa (Taébn. 31). Mo aHanorum ¢ katetepHoi abnauuen (KA),
Xupypruyeckas abnauus MOXeT BbINOMHATLCA 3HAO0KApAWaNbHO
1 9NMKAPAMANBHO C UCMOMb30BAHWMEM PAAMOYACTOTHOM M MUKPO-
BOJTHOBOW 3HEPIUM, a TAKXXe HU3KNUX TeMnepatyp (KpuoTepMus unu
Kpuoabnauus). B nocnefHue rofpl BCe Yalle NPUMEHAT MUHU-
MaJIbHO-MHBA3WBHbIE XWUPYPrUvecKne NoaxoAbl C UCMNONb30BAHNEM
TOPaKOCKONUYECKON anuKapavansHoi abnauun. B 4actHocTu, Me-
TOA anukapauanbHon PHA Hepeako Mcnonb3yercs y NauueHToB ¢
CUHAPOMOM bpyraza, apuTMOreHHOM Kapauonartuein Npasoro Xeny-
[04Ka 1 ApYrMU HEMLLIEMUYECKMMI KapanonaTusmu.

MNpenonepaunoHHoe 06¢neao0BaHne 60MbHbIX BO MHOrOM aHano-
TMYHO BblLEOnMcaHHoMyY ansa KA »enyao4koBbIX apuTMuii, ofHa-
KO OHO MOXET TakXe BKIH04aTb [OMOHUTENbHbIE 06Cef0BaHNs
ANs OLEHKU CTeneHn nepuonepawumuoHHoro pucka.

Ta6nuua 29. PekoMeH/aLMu N0 KaTETEPHOI abnaLun Xeny[04KoBO# IKCTPACUTONNM Y NALMEHTOB C HANMYUEM NPU3HAKOB CTPYKTYPHOrO

nopaxeHusi MMOKap/a/CHCTONMYECKOH ANCHYHKLNUM IEBOTO XENYA04KA

Table 29. Indications for catheter ablation of ventricular ectopic beats in patients with structural heart disease and/or left-ventricular systolic

dysfunction
PekomeHpaaumm

KateTepHas abnauns peKOMeHA0BaHa NaLMeHTam C 4acTol MOHOMOPAHOI XK3, ecnu oHa
ABNAETCA NPejnonaraemMoin NpuHUHOA KapanomMmonarui/ CUCTONMYECKON ANCYHKLNY
NEBOro Xenyaoyka, npu HeadPEeKTUBHOCTM UK NJIOXON NEPeHOCUMOCTN NEKapCTBEHHON
Tepanuu, a Takxe B Cy4asx NPesnoYTeHns NauneHToM JaHHOro MeTOAA NeYeHus.

Cebinku®

[265],
[127],
[287],
[295]-
[300]

Knacc®  YpoBeHb"

Llenecoo6pa3Ho BbINOMHEHWE KaTETEPHOI abnaumn 4acTon XK3 y nauneHToB co
CTPYKTYPHbIM NOPaXeHNeM MNUOKapaa, eciit OHa ABMSETCA BEPOSATHON NPUYUHON
MOSABEHNA/YCYry6neHns CMCTONIMYECKO AMCYHKLMN NEBOr0 Xenyao4ka, npu
YCNoBWUM HE3EKTUBHOCTM AN NNOXON NEPEHOCUMOCTM NIEKApPCTBEHHOI Tepanuu,
a TaKXe B CMy4asnx nNpeanoyTeHNs NaLuMeHTOM JaHHOMO METoa NeYeHus.

Llenecoo6pa3Ho BbINOSHEHWE KaTeTepHON abnauny naeHTUdUUUMPOBAHHOIO MOPEONOrNYECKOro
BapuaHTa XK3, ABNAOLLEr0cs BOCNPOM3BOAUMbBIM TPUTEPHbIM (DaKTOPOM 3NN3040B (mMOpUANALuN
XKenyao4KoB, NP1 YCNoBUM He3EKTUBHOCTU UM NI0XO0i NEPEHOCUMOCTI JIeKaPCTBEHHOI Tepanuu.

Llenecoo6pa3Ho BbINOSHEHWE KaTeTepHON abnauuu YacTon XK3, ABNALLEACS Npeanonaraemon
NPUYMHON OTCYTCTBMA 3(DDEKTa OT NPUMEHEHUS YCTPONCTB CEPAEYHON PECUHXPOHU3NPYIOLLEN
Tepanuu, Npu ycnoBum HeaMEKTUBHOCTY WU NNOXO0I NEPEHOCUMOCTY JIEKaPCTBEHHOI Tepanuu.

2 Knacc pekomergaumn. ® YpoBeHb 40ka3atesibHOCTH. © CCbINIKU HA CTOYHUK(M), NOATBEPXKAAIOLLNE PEKOMEHAALIMIO.
2 Recommendation class.® Level of evidence. ¢ Links to source(s) supporting the recommendation.
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Bbi6op BUAA XMPYPru4ecKoro BMeLIATenbCTBa, a TakKe Xapak-
Tep BO3AENCTBUA HA apUTMOreHHbI Cy6CcTpaT OnpeaenstoTcs no
pesynbTatam npeaBapuTeNbHOM0 3HAOKAPANANBHOTO W/WUin anu-
KapAnanbHoro KapTUpOBaHWUS WCTOYHWKA XXKeNy[a04KOBOW Taxwa-
PUTMWU C UCMONb30BAHNEM MHOMOKaHaNIbHbIX MUKPOANEKTPOAHbIX
3anuceil NOTEHUWANOB Cepaua Ha CUHYCOBOM PUTME W BO BPEMS
WHAYLUMPOBAHHbIX NPUCTYNOB Taxukapauu. MNpuHunnbl onpeaene-
HUSA APUTMOTEHHbIX 30H NP XXEeJyL04YKOBbIX TAXUAPUTMUSAX aHaN0-
TNYHbI ONUCAHHBIM ANS KaTEeTepPHOI abnauuu >enyao4ykoBbIX Ta-
XUapUTMUIA Ha DOHE CTPYKTYPHOrO NOpaKeHus Muokapaa. Yatle
BCEro NpMMEHSOT KOMOWHUPOBaHHbIE onepaumn (aHeBPU3MAKTO-
MU, 3HA0KapAMAbHAA Pe3ekuus u kpnoabnaums).

Hepelko BbIOOP XMPYPruyeckoro MeToda onpenensiercs xa-
pakTepoM MOPaXeHWs MbllWLUbl Cepaua W Nokanuaauuen Bbl-
ABNEHHOr0 UCTOYHWKA Taxmaputmun. VIHTpaonepaunoHHas
Kproabnauns Mcnonb3yetcs NPeMMyLLeCTBEHHO B TeX MecTax,
rAe Xupypruyeckas pes3ekLns MoXeT 6biTb CONPsHKEHa C NOBbI-
LUEHHbIM PUCKOM OCNOXXHEHUA: B 6a3anbHbIX OTAenax NeBoro
XKenynovka (puck noBpexxaeHus MUTPNbHOrO KnanaHa) 1y oc-
HOBaHMIA NanuANApHbIX Mblwy,. [pn 3aaHe60K0BOI NTIoKanmawymn
apuTMmoreHHoro cy6ctpara XKT kprnoabiauus 06bI4HO BbINONHS-
eTCS C UCNONb30BAHMEM TOPAKOTOMUMW, A NPU ero pacnonoxe-
HUKM B 06nacTu nepeaHen cTeHkn JIK — npu ucnonb3oBaHuu
CTEPHOTOMUU.

Tabnuua 30. PekoMeHpaLun No KaTeTepHoii abnawuum XenyfouKoBoi Taxukapaun Y NaUKEHTOB ¢ HaNMYUEM NPU3HAKOB CTPYKTYPHOrO NOPAXEHMS

MUOKapAa/KkaHanonatuu

Table 30. Indications for catheter ablation of ventricular tachycardia in patients with structural heart disease and channelopathies

PekomeHpaaumm

UK NI0XOM NEPEHOCMMOCTM Tepanuu aMmoLapoHOM.

KateTepHas abnaums pekoMeH0BaHa npu NOBTOPHbIX NPUCTYNax MOHOMOPCHON
KTy 60MnbHbIX MLLeMUYecKo 60N1e3HbI0 CepaLa Npu HeaPMEKTUBHOCTH

Cebinku®
[323]

Knacc® YpoBeHb®

KartetepHas abnawus pekoMeHa0BaHa npu NOBTOPHbIX NPUCTYNax MOHOMOPAHOR XKT y
60/bHbIX CO CTPYKTYPHBIM NMOPXEHUEM MUOKapAA (32 UCKITIOYEHEM KapanomMmonaruil,
accouumpoBaHHbIx ¢ myTaunamu reHos LMNA v capkongosa cepaua) B T.4. UMEoLLmX
K], B cnyyvasx HeadhDeKTUBHOCTM WIIN NIOXOW NEPEHOCUMOCTMN NEKAPCTBEHHOIA
AHTUAPUTMUYECKOI Tepanmnu, a TaKXKe NPy HEBO3MOXHOCTMN €€ Ha3HauYeHus.

KateTepHas abnawuus pekoMeHL0BaHa 60JIbHbIM CO CTPYKTYPHbIM NOPAXEHUEM
MMOKapAa Nob0r 3TUONOrMn NPK HenpepbiBHO-peLnausupytolen XXT n/unu pa3sutum
«3MeKTpuYeckoro wropma» (>3 npuctynos XKT 3a 24 4aca) npu HeaDHEKTUBHOCTU
NeKapCTBEHHON aHTUAPUTMUYECKON Tepanum UM HeBO3MOXHOCTU €6 Ha3HA4YEeHUS.

KateTepHas abnaumsa pekomenoBaHa npu XXT ¢ MeXaHU3MOM PE3HTPU HOXEK Ny4ka mca

KateTepHas abnauus pekomeHgoBaHa y 60J1bHbIX NOCTUH(APKTHLIM KapAuOoCKIepo3om npu
peunnpokHbIX XKT, NCMONb3YHOLLMX BOIOKHA [TypKMHBE B KA4eCTBE apUTMOrEHHOI0 cy6cTpara aputMum

Llenecoo6pasHo BbINONHEHWE KaTeTepHOIi abnaLum npu NOBTOPHBIX NPUCTYNax MOHOMOPMHON
KT y 607bHbIX CO CTPYKTYPHBIM MOPAXKEHNEM MUOKAPa, ECTIN HA3HAYEHWUE ANUTENbHON
NEeKapCTBEHHOW aHTUAPUTMIUYECKOI TePannn NPU3HAHO HEXeNaTenbHbIM.

Llenecoo6pa3Ho BbINOMHEHWE KaTETEPHON abnawuy npu NOBTOPHbIX npuctynax XT y 60MbHbIX
CapKouao3om cepaua, B 7.4. umetrowmx K[, B cnyyasax HeadhheKTMBHOCT UK MIIOXON NEPEHOCUMOCTH
NeKapCTBEHHOI aHTMAPUTMMYECKON Tepanuu, a TakxKe Npi HEBO3MOXXHOCTH 68 Ha3Ha4eHNA.

Llenecoo6pa3Ho BbINOSHEHWE 3NMKapAnanbHON KateTepHon abnauum KT y 60/1bHbIX
HeWLeMNYeCcKoil KapAMoMmonaTuen (B T.4. Npu apUTMOreHHOI KapAvonaruu npasoro
XKEenyLo4Ka) npu HeathheKTUBHOCTY 3HAO0KAPANANBHON abnauum Unm npu Nog03peHun Ha
ANNKaPANANbHBIA FeHe3 apUTMUK N0 pe3ynbTaTaM UHCTPYMEHTaNbHOro 06¢nefoBaHus.

Cnenyet paccMoTpeTb BO3MOXXHOCTb BbINOJSTHEHWE KaTETEPHON abnawuu nocre nepeoro
3nm3oa MOHOMOPMHO XKT y NaLWeHTOB C MLLIEMIUYECKON 60N1e3HbI0 cepaua n KL,

CneayeTt paccCMOTPETb BO3MOXXHOCTb BbINOSIHEHWS KATETEPHOM abnauum npyu NOBTOPHLIX NPMCTyNnax
MOHOMOpPGHON XKT y NauMeHTOB C KapANOMMONaTUAMU, aCCOLIMNPOBAHHBIMU C MYyTaLUAMM
reHoB LMNA, B Ka4yecTBe KpaTKOCPOYHOW NaninaTMBHON CTPaTernun neveHns apuTmnn.

apuTMMK N0 pe3ynibTaTam MHCTPYMEHTaNIbHOr0 06CNe0BaHNS.

CnegnyeT paccMoTPeTb BOSMOXHOCTb BbINOHEHNS 3NMKAPANANbHONM KaTETePHO
adnauum XXT y 60MbHbIX C NOCTUH(APKTHLIM KapAMOCKNEPO30M Npu He3(PMEKTUBHOCTH
SHI0KapauanbHOM abnavum unu npu NOA03PEHUN Ha ANUKAPAUANbHBIN reHe3

Llenecoo6pa3Ho BbINOHEHWE KaTeTePHOI abnaumn npu NOBTOPHbLIX NpucTynax XT y 60/bHbIX
cuHapomom bpyraaa, B T.4. umerowux MKJ, B cnyyasnx 4actbix cpabaTbiBaHUin YCTPONCTBA.

2 Knacc pekomeHgaumn. ® YpoBeHb foka3atenbHoCTH. ¢ CCbiIKM HA NCTOYHUK(M), MOATBEPXKAAIOLUME PEKOMEHZALIMIO.
2 Recommendation class.® Level of evidence. ¢ Links to source(s) supporting the recommendation.
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Ta6nuua 31. PekomeHaawu1 no Xupypruyeckon abnawuum Xenyfo4koBbIX apuTMui.

Table 31. Indications for surgical ablation of ventricular arrhythmias

PekomeHpaums

Xupypruyeckas abnauus, BbinoHAEMas B CNELNanM3npoBaHHbIX LEHTPAX C 0683aTeNbHbIM
3NEKTPODU3NONOrMYECKUM KapTUPOBAHWEM [0 W NOCNE Onepawumn, peKOMeHA0BaHa nalmeHTam

C pedopakTtepHoii XKT, He 0TBEYAOLLMM HA Tepanuio NPOTMBOAPUTMUYECKUMM Npenaparamu,
npwn HeycnewHo nonbiTke KA, BbINOSIHEHHOW AOCTaTO4MHO ONbITHLIMI CReUuanucTamu.

Ccbinka®
[371]-
[377]

Knace® YpoBeHb"

JHI0KaPLIKTOMUS BO BPEMS XMPYPrU4ECKO PEKOHCTPYKLMM IEBOr0 XKeNyao4ka
peKoMeH[0BaHa 17 KyNUPOBaHUS U NPOUNAKTUKN BOSHUKHOBEHMS XKT/MXK naumeHTam ¢
NOCTUH(APKTHOI aHEBPU3MON J1EBOIO XEJy04Ka, Y KOTOPbIX AnarHoctuposaHa XT

[MauureHTam nocne onepauuy XMpypruyeckomn peKOHCTPYKLMM NIEBOMO XKEeNy04Ka ¢
nHayumpyemoii XKT pekomenaoBaHa yctaHoBka VK[ B paHHeM nocneonepauyuoHHOM
nepuoe Ans KynuposaHusa anu3ofos XKT/DXK nocne onepauuu.

Mo>XHO pacCcmMOTPeTb BbINOMHEHNE XUPYPru4ecKon abrawum B Ka4ecTse LOMOMHEHUS K 0CHOBHOM
ornepauum Ha OTKPbITOM cepfLe (AQ0pTOKOPOHAPHOE LUYHTUPOBAHME, aHEBPU3MIKTOMUSA, XUPYPruyeckas
PEKOHCTPYKLMA NEBOro Xenyno4ka unv BMeLLaTesibCTBO Ha KanaHax ceprua) y nauueHTos ¢
NOATBEPXKAEHHON KnuHn4eckn XXT unu @K npu HeyCreLLHO| NonbITKe KaTeTepHoi abnawmu.

2 Knacc pekomeHzgaumn. ® YposeHb JokazatenbHoCTH. © CCbIIKM HA NCTOYHUK(M), MOATBEPXKAAIOLME PEKOMEHFALMIO.
2 Recommendation class.® Level of evidence. ¢ Links to source(s) supporting the recommendation.

Tabnuya 32. PekomeHaawumMu no XMpypruveckon CUMNaTHYeKoil eHepBaLun Ans NPohUNAKTUKN U NIEYEHUA XENYA04KOBbIX apUTMMUIL.
Table 32. Indications for cardiac sympathetic denervation in patients with recurrent ventricular arrhythmias

Pekomenpaums Knacc® YpoBeHb”

J1eBOCTOPOHHASA cuMnaTuyeckas AeHepsaLms peKoMeHL0BaHa nayneHTam ¢ CUHLPOMOM
yanuHEHHOro nHTepsana QT u kaTexonamuHeprnyeckoin XXT, UMetoLmux 06MOpPOKN u/unmn
LOKYMEHTUPOBAHHbIE YCTONYNBbIE 3MU30[bI XKENYA04YKOBLIX TaXUapUTMUA U/unm

Lpyrue MapKepbl BbICOKOr0 pUCKa BHE3aNHOW CepAeYHON CMepTU BOMPEKM Tepanuu
6eTa-afipeHo610KaTopamMu/apyrumu NPpOTMBOAPUTMIUYECKUMI Npenaparamu.

Ccbinka®
[378]-[380]

J1eBOCTOPOHHAS cMMnaTuyeckas AeHepBaLmus PeKOMeH0BaHa NaLnueHTam

C CUHAPOMOM YANUHEHHOTO UHTepBana QT 1 KatexonamuHepruydeckon XXT,
UMeLLIMX YacTble cpabaTtbiBaHus paHee VIK[ Bonpekn Tepanuu
6eTa-aipeHo60KaTopaMm/ IpyrumMm NpoTUBOAPUTMUYECKMMI NpenapaTamu.

[378]-[380]

MO0>XXHO paccmMOoTpeTh BbINONHEHME IEBOCTOPOHHER CUMNATNYECKON AeHepBaLum 'pynna akcnepTos,

6eCCUMMMTOMHBIM NaLUeHTaM C CUHAPOMOM YANUHEHHOTO MHTepBana QT, y4aCTBOBABLLWX B
UMetoLLMX 3HaYeHUs nHTepsana QTc >500 MC Bonpeki Tepanuu NOArOTOBKE AaHHbIX
6eTa-afipeHo6I0KaTOpamMu/ ApYrMn NpoTUBOAPUTMIUHECKUMIA IpenapaTamu. PEKOMeHfaLni

2 Knacc pekomengauymn. ® YpoBeHb Jokas3atesibHOCTH. ¢ CCbIIKMU HA CTOYHUK(M), TOATBEPXKAAIOLMNE PEKOMEHAALMIO.
2 Recommendation class.® Level of evidence. ¢ Links to source(s) supporting the recommendation.

Tabnuua 33. larHocTvka cHApOMA YANMHEHHOro HHTepsana QT (npu OTCYTCTBUM BTOPUYHBIX NPUYMH YANMHEHUSA MHTepBana QT)

Table 33. Diagnosis of congenital long QT-syndrome (in absence of transient QT-prolonging causes)

Pekomenpaums Knacc YpoBenb  Ccbinka

[lnarHo3 cuHapoma yanuHeHHoro uHTepsana QT ycTaHaBnMBaeTcs npu: C 'pynna akcnepTos,
- QTc >480 mc Ha noBTopHOW 3KI B 12-TU OTBEAEHUSAX, MNN Y4aCTBOBABLLIMX B

- OueHKK pucka cuHapoma yannHeHHoro nHtepsana QT cBbiwe 3 6annos. NOAr0TOBKE AaHHbIX
pekomeHaauui

JarHo3 cuHapoMa yAnMHeHHOro uHTepeana QT ycTaHABNMBAOT NPU BbISIBNEHNN
MaTonoriuyeckoin MyTaLum, He3aBUCUMO OT AnMTeNbHOCTY UHTepBana QT.

C ['pynna akcnepTos,
Y4aCcTBOBABLLMNX B
MOArOTOBKE [AaHHbIX

pekoMeHaauumn
9KI-auarHo3 cuHapoma yanuHeHHoro uHtepeana QT cneayet pacCMOTPETb NPK HaNn4um lla C 'pynna akcnepTos,
QTc >460 mc Ha noTopHOIA AKI B 12-T1 OTBEAEHMSAX Y NALMEHTOB C HEOOBACHUMbIMN Y4aCTBOBABLLIMX B
06MOpOKamMu, NPW OTCYTCTBMW BTOPUYHBIX NPUYNUH YANUHEHWS nHTepBana QT. NOArOTOBKE AAHHbIX

pekoMeHaauun
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I hEKTUBHOCTL XMPYPIUHECKOrO NEYEHUs XKenyno4KOoBbIX Taxu-
apUTMUIA 3aBUCUT OT YCMELHOCTU KapTUPOBAHUS BCEX KITMHUYECKM
3Ha4YMMbIX MOPONOTNYECKMX BAPUAHTOB apUTMUN U MOXET JOCTU-
ratb 80-90%.

7.5.2.2. [lononuntenbHbie XUPYpPruvyeckne MeTogbl

npoghHunaKkTnKn M NEYEHNUS XeNyL0YKOBbIX TaxuapUTMui

K LOMOMHMTENbHBIM XMPYPrHeCKMM BMELIATeIbCTBAM, MPUME-
HAKOLWMMCS NPW XeNyA04KOBbIX TaXUAPUTMUAX, PESUCTEHTHBIX K
LPYrM MeTofam Jie4eHus, OTHOCAT METOAbl MOZYNALMM CMMna-
TUYECKMX BIIUAHUIA HA Cephue — XUPYpruyeckoe/Topakockonmye-
CKOE y[aneHue 3Be3[4aToro W BepxHuX cumnatuyeckmx (Th2—
Th4/Th5) raHrnues, yawie — eBOCTOPOHHAN CUMMNATUYECKas
LeHepaauus. HanbonbLuee pacnpocTpaHeHue 3T BMeLaTenbCcTea
nonyyunu ans neveHmns XXT/OXK 'y 60/1bHbIX CUHAPOMOM YANNHEH-
HOro uHTepBana QT M KaTexonamuH-3aBUCUMOI NOAUMOPHON
KT (Tabn. 32). BmMeLwwarensCTB0 BbINOMHAGTCA B C/y4ae YacTbIX
cumnTomarmyeckux npuctynos XKT u/mnn vacTbix paspsgos KB
BOMPEKU NMPUMEHEHUIO MaKCUMallbHO MEepPeHOCUMbIX [03 6eTa-
afipeH06510KkaTopoB. B pesynbtare yMeHbLUEHUS BAUAHUS CMMNa-
TUYECKON HEPBHOM CMCTEMbI W MOBBILLIEHWS NOpOra (MOPUINALUMN
XKeNy[104K0B Y BOSbLUMHCTBA BOMBHBIX MOC/E Onepaumn oTMevya-
€TCA CHVKEHUE Yucna CUMNTOMaTUYeckux anusonos XT.

8. HACJIEACTBEHHDIE XXENY04KOBbIE APUTMUN
8.1 Cunppom yanuHeHHoro uitepsana QT

8.1.1 [inarnocTuka, onpesenexHne n nngemnonorna

B [aHHbIX pekoMeHJaumsx Mcnonib3oBaHbl MOAMGULMPOBAH-
Hble IMarHOCTNYECKME KPUTEPMN CUHAPOMA YASIMHEHHOTO UHTEP-
Bana QT [46]. ina noctaHoBkM anarHosa CYU QT Heob6xoanmo

Tabnuua 34. inarHocTvyeckue KpUTEpUU HacnecTBEHHOro
CHHAPOMA YANMHEHHOrO MHTepBana QT (B COOTBETCTBUM C
u3meHenusmu 2006 r.)

Table 34. Congenital long QT syndrome diagnostic criteria (modified
in 2006)

Kputepui bannbl
InekTpokapauorpacduyeckme KpuTepum:

QTc >480 mc; 3
QTc 460-470 wc; 2
QTc 450-459 mc (y My>XuuH); 1
3aperucTpupoBaHHas TaxMKapams Tuna «nupyaT»; 2
anbTepHaLmsa BOMHbI T; 1
Hanm4ue 3a3yobpeHbl BOMHbI T B oTBeAeHUN lII; 1
4acTOTa CepAEHHbIX COKPALLIEHNIA HKE 05
COOTBETCTBYIOLLIEI BO3PACTY 6ONILHOIO ’
Knuunyeckue nposiBNneHns 3a6onesaHus:

06M0p0KI€, npoBoLMpyeMble DN3NYECKON 9
Harpy3Koi Min aMOLMOHANbHBIM CTPECCOM;

MOTeps CO3HAHWSA B NOKOE; 1
BPOXIEHHAA rNyx0Ta 0,5
CemeliHblit aHamMHe3:

Hanu4ue auardoctuposaHHoro CYN QT 1

Y YrieHa ceMbi 60JIbHOTO;

BHE3anHas CMepTb B CEMbe 05

60nbHOro B Bo3pacre <30 net

yanuHenue uxtepsana QTc >480mc unu 6onee 3 6annos no ama-
FHOCTUYECKUM KPWUTEpMAM CUHAPOMA YANMHEHHOr0 MHTepBana
QT (cm. Huxe) [381]. OnarHocTmyeckum Kputepuem 3abonesa-
HUS MOXeET 6bITb QTC >460 MC nNpu HanUyMK y NaLueHTa Heoob-
SCHUMbIX 00MOpPOKOB. 0653aTeNbHbIM YCNOBMEM MOCTAHOBKM
ANarHo3a ABMAeTCA OTCYTCTBIE NPEXOAALLNX MPUYUH YASIUHEHUS
uHTepsana QT.

Kputepuu, npuMeHsiemble Ans MOCTAHOBKM [MarHo3a Hacnep-
cteeHHoro CYW QT, npeanoxeHHsie J.P. Schwarz:

CYW QT npossnsetcs yanuHeHuem untepeana QT, nosiBneHmem
KA. XKenyno4koBble HapyLIEeHWUs puTMa rnaBHbIM 06pa3oM 3any-
CKAOTCA 32 CYET afpeHepruyeckoin akTMBaLmm. 3ayactylo 3a60-
NeBaHWe NposIBNIAETCS B MOIOAOM BO3pacTe (cpefHuii Bo3pacT 14
net). F'oposoit nokasarens BCC npu oTCYTCTBUW N1eYeHNs COCTaB-
nset o1 0,33% [114] po 0,9% [382], Hann4um 06MOPOKOB — 0KONO
5% [382].

OnmcaHa cBA3b CUHAPOMA YANMHEHHOrO MHTepBana QT ¢ my-
TaUWAMM B reHax, 60MbLUNHCTBO M3 KOTOPbIX KOAMPYIOT Cy6be-
AVNHULbI MOHHBIX NOTEHLWAN-3aBUCUMbIX KAHANIOB: KaNMeBbIX, Ha-
TPWEBLIX UMK KanbLUMEBbIX. [€HETUYECKNIA CKPUHUHT MO3BONSET
BbISIBUTb NATOMEHHY MyTaUuto y 75% 60NbHbLIX, U B NOJaBNAI0-
Lwem 60nbwmnHcTBe cny4vaes (90%) 370 MyTauum TPeX OCHOBHbIX
reHos: KCNQ1, KCNH2 n SCN5A [6], [199].

BoigensioT cnepytowme dopmbl GYN QT:

 AYTOCOMHO-[IOMWHAHTHbIA TN 63 3KCTpakapauanbHbIX npo-
ABNneHun (cuHgpom PomaHo-Yopha, pacnpocTpaHeHHOCTb
1 cnyyain Ha 2500 4enoBek), KOTOPbIA BKOYAET MOATMMbI
LQT1-6 n LQT9-13 nogtunbl. XapakTepHbIMU KNUHUYECKMMN
NPOSABNEHUAMI 3200NEBAHUS ABNAKOTCA YBENIMYEHUE MPO-
LOMKMTENbHOCTM uHTepBana QT, peunauBupyloLLmMe CUH-
KOnanbHble COCTOAHUSA, Yalle BCero 06YCIOBMEHHbIE NOomu-
MOPCHOI >Xenyao4koBon Taxukapawen (XKT) Tuna nupyat
(TdP — Torsade de pointes) [383].

« AyTOCOMHO-JOMMHAHTHBIA TUM C 3KCTPaKapauanbHbIMM
NPOSIBEHNAMM, KOTOPbIA fanee NoApasaenstoT Ha cneayto-
LMe NoATUNbI;

« LQT7 (cunppom AHaepceHa-TaBuna), npu KOTOPOM
yanuHeHne QT co4eTaeTcs ¢ BbipaXeHHOW U-BOMHOIA,
nonMMopdoHoN mnu AsyHanpassieHHoN XXT, nuuesbiM
ANCMOpgM3MOM U rUnep/rMnoKanemMmyeckum nepuo-
Anyeckum napanuyom [384];

« LQT8 (cunapom Tumotu, Haubonee peakuii Tun), ansa
KOTOPOro xapaktepHsl yanuHexne QT, CUHLAKTUANS,
mManbgopmauuu cepaua, PacCcTpoACcTBa ayTUCTUYe-
CKOro cnektpa u aucmopdnam. Npu OAHHOM CUH-
[pOMe O0TMeYaloT Hanbosee BblpQXXEHHOe YA/IMHEHNe
uHtepsanos QT n QTc (go 700 mc), conpoBoXaatoLLe-
ecs KpaiHe BbiCOKMM puckom BCC (cpeaHss npogon-
XUTENIbHOCTb XXM3HW cocTansAeT 2,5 roga). o 60%
00NbHbIX MMEET pPa3fNyHble BPOXAEHHbLIE MOPOKM
cepfua [OTKPbITbIA apTepuasnbHbIA NPOTOK, TeTpagy
®anno, 0TKPbITOE 0BaNIbHOE OKHO U Ae(DEKTbI MEXOKe-
NYA0YKOBOI NEPEropoAkn] 1 pasnmyHble HapyLIeHNS
nposoaumoctu [385].

 AyTOCOMHO-peLecCcuBHbINA TUN (CuHLpOM [kepsenna-JlaHre-
HunbceHa), Haubonee pefkas opma, Ans KOTOPONA XapakTep-
Ha BPOX[EHHAs HEMPOCEHCOPHAs TYroyxocTb, 60/ee Bbipa-
)KEHHOE YBemyeHmne anutensHocT HTepeana QT v 6onbLuas
4acToTa OMaCHbIX ANA XU3HU XKeJTyL04KOBbIX apuTMui [383].
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Ta6nuua 35. CTpaTuchukauua pucka u neveHne CMHAPOMa yANMHEHHOro uHTepana QT
Table 35. SCD risk stratification and management of long QT syndrome

PekomeHpgauus

PekoMeHZ0BaHO N3MeHeHIe 06pasa XX13HK:

- OTKa3 0T npenaparos, yBENNYNBAIOLLMX ANNTENBHOCTb UHTepBana QT (CM. HIXe)

- Koppekuus HapyLIeHnid 3NeKTPOSIUTHBIX HapyLIEHWNi

- \36eraHne koHTaKTa co CneunmduyeckuMm TpurrepaMm apuTMnIN B 3aBMCUMOCTN OT
reHoTMna (akTUBHOE nnasaHue, 0co6eHHo npu LQTST, n rpomkue 3Bykn npu LQTS2).

YpoBeHb

JledeHne 6eTa-agpeHo6n0KaTopamMmn PeKOMeHA0BaHO BCEM MaLMeHTaM ¢
KNUHUYECKM QNArHO30M CUHAPOMA YLJIMHEHHOro uHTepBsana QT.

MK v neyeHne 6eta-aapeHo610KkaTopamu PEKOMEH10BAHO NaUyeHTam ¢
CUHAPOMOM YyANMHEHHOro uHTepBana QT, nepeHecLLUM OCTaHOBKY cepaua.

PaccmotpeTb neyeHne 6eTa-agpeHo610KaTopamMm y HOCUTESE NaTonoru4ecKom
MyTaLmMm1, UMEOLLMX HOPMATbHYIO NPOLOSIKUTENBHOCTL MHTepBana QT.

Paccmotpetb npumeHenue VKL B codeTaHun ¢ 6eTa-aapeHobnokatopamm y
MauyueHToB C CUHAPOMOM YAAMHEHHOro uHTepsana QT, o6mopokamu u/unu XXT
Ha (oHe neyeHms 6eTa-aapeHo6noKaTopamu B JOCTaTOYHOI [036.

PaccMoTpeTb CUMNATUYECKYI0 AeHepBaLMIO NIeBbIX OTAEN0B CepaLa y NaLneHToB ¢
CUHAPOMOM yANUHEHHOro uHTepBana QT v KNUHUYECKO CMMNTOMATUKON, eCIN:

- NeyeHne 6eTa-afpeHo6I0KaTopamMmn HeadheKTUBHO, HE NEPEHOCUTCA AN NPOTUBOMNOKA3AHO;
- K[ npoTtuBonokasaHx, unu nauneHT otkasoisaerca ot UKL,

- Ha (hoHe Tepanuu 6eTa-aapeHobaoKaTopami y NaLMeHTOB C

VKL nponcxoasT yacTble pa3psibl yCTPOMCTBA.

lla C

Ccbinka
[386]

[378]

Mo)XHO paccMOTpPETb Ha3Ha4YeHNe 6NOKATOPOB HATPMEBbIX KAHANOB (MEKCUMETUH,
cneKanHng UM paHonasnH) B Ka4ecTBe AOMONHUTENBHOW Tepanui Ans
ykopoueHus nHtepeana QT nauuentam ¢ LQTS3 n QTc >500 mc.

b C

[193],
[389],
[390]

MoxxHo paccmoTpeTb npumeHeHue KL B nononHeHme K Tepanuu 6eTa-aapeHobnokaTtopamm npu
6eCCUMNTOMHOM HOCUTENbCTBE naTonornyeckoit mytauum KCNH2 unn SCN5A n QTe >500 mc.

b C

[114]

BHyTpucepgeyHoe 3®U He pekoMeHAyeTCs Ans cTpatndukaumum pucka
BCC y 6051bHbIX CUHAPOMOM YA/IMHEHHOr0 HTepBana QT.

(73]

Tabnuua 36. MNepeyeHb NEKapCTBEHHbIX NPENAPaToB, BbI3bIBAOWMX YANMHEHUE UHTEepBana QT
Table 36. List of QT-prolonging drugs

Poccuiickoe HasBaHue  MexayHapogHoe Ha3BaHue lpynnoBas npuHagneXHocTb

A3NTpOMULMH* Azithromycin AHTMONOTUK
AnmanuH Ajmaline AHTUApPUTMUYECKMIA Npenapar
Andpy303uH”? Alfuzosin Anbthal-agpeHobokarop
AMaHTaauH Amantadine MpoTBOBMPYCHbIA Npenapart
AmunofapoH* Amiodarone AHTUAPMTMUYECKWIA Npenapart
Amucynbnpug Amisulpride AHTUNICUXOTMYECKUI Npenapar
AMUTPUNTUNINH Amitriptyline AHTMaenpeccaHT
AMoOKcanuH Amoxapine AHTUZENpeccaHT
AmeTamuH Amphetamine CTuMynsTop LeHTpaNbHON HEPBHOW CUCTEMDbI
W CPEACTBO, CHUXKAlOLLee anneTuT
AHarpenng* Anagrelide lpoTnBOONYXO0NEBbIN Npenapar
AcTtemn3on® Astemizole lMpoTuBoannepruyeckuin npenapar
AraszaHasmp” Atazanavir MpoTBOBMPYCHbIA Npenapar
ATOMOKCETMH Atomoxetine AZLpeHOMUMETUK (HenpsmMon)
bepaksunuu? Bedaquiline AHTUOUOTMK
benpuann™ Bepridil AHTWaHrMHaNbHoe CpeAcTBO
boptesomuno” Bortezomib lMpoTuBOONYXONEBbLIA Npenapar
bocyTnHne" Bosutinib lMpoTuBOONYX0NEBbLIA Npenapar
BasonpeccuH Vasopressin [opmoHanbHbIi npenapar
BaHpetaHn6* Vandetanib lMpoTuBOONYXONEBbLIA Npenapar
Bappenacun? Vardenafil CpeAcTBO, MPUMEHSIEMOE B NIEYEHNN IPEKTUNILHONA ANCHYHKLUMN
BemypadpeHno” Vemurafenib lMpoTuBOONYXOEBbIA Npenapar
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Poccuiickoe Ha3BaHue
Bennadhakcuu”
BepHakanaHTa
rUAPOXnopua
BuHnoueTtuH
BopukoHazon”
BopuHoctar?
[anaHTamuH
lanonepugon™
FanodantpuH*
latndonokcaunn?
l'emudpnokcaumn’
'epnadpnokcaumH
[mapokcusmnHa
rMapoxnopua
paHnceTpoH”
[lacatnHu6”
[leannpamnx
[ekcmeTundeHnaar
[lekcTpoamdeTamuH

Jurugpoaptemnsuy/
nunepaxmn’

[unzonupamng*
JudeHrnapamuH
[obyTamuH
[lokcenuH
[onacetpon”?
[lomnepunpoH*
[onamuH
Hodbetnnug*
[lpoHenapoH*
[ponepuaon™
3unpacuoH”
neytunun*
/3onpoTepeHon
WnonepuaoH”
MImunpamuH
(MenunpamuH)
Nupanamng?
Wcpagnnuuh
WTpakoHason
KeeTuanux”
KeTokoHazon
KnaputpomuyuH*
Knozanux*
Knomunpamux
KokaunH™
Kpu3oTtuHne”"
JlanatuHn6”
JleBan6ytepon
JleBomeTagun™
JleBohnokcauun®

JInzpekcamdetammya
JumMecynbgar

MexayHapogHoe Ha3BaHue
Venlafaxine
Vernakalant hydrochloride

Vinpocetine

Voriconazole

Vorinostat

Galantamine

Haloperidol

Halofantrine

Gatifloxacin

Gemifloxacin

Gerpafloxacin

Hydroxyzyne hydrochloride

Granisetron
Dasatinib
Desipramine
Dexmethylphenidate
Dextroamphetamine

Dihydroartemisinin/piperaquine

Disopyramide
Diphenhydramine
Dobutamine
Doxepin
Dolasetron
Domperidone
Dopamine
Dofetilide
Dronedarone
Droperidol
Ziprasidone
Ibutilide
Isoproterenol
lloperidone
Imipramine (melipramine)

Indapamide
Isradipine
Itraconazole
Quetiapine
Ketoconazole
Clarithromycin
Clozapine
Clomipramine
Cocaine
Crizotinib
Lapatinib
Levalbuterol
Levomethadyl
Levofloxacin
Lisdexamfetamine
dimesulphate

pynnoBas NpUHaANEeXHOCTb
AHTnaenpeccaHT
AHTWapUTMUYECKNit npenapat

CpencTso, ynydLuatoLLee Mo3roBoe KpoBoooOpalleHue
MpoTuBOrpnoKOBLIVA Npenapar
lMpoTMBOONYXONEBbIN Npenapar

VIHrmobuTop XonuHacTepasbl, NPUMEHAEMbIIA B NeYeHun 601e3HM AnbLrenMepa

AHTUNCUXOTUYECKNIA Npenapar
lNpoTMBOManNApUitHOE CPeaCTBO
CWHTETMYECKNIt NPOTUBOMUKPOGHBIV npenapar
CWHTETMYECKNIt NPOTUBOMUKPOGHBIV npenapar
CHUHTETUYECKUIA NPOTUBOMUKPOGHbIA npenapar
CepnatvBHbIN npenapar

MponBopBOTHOE

lMpoTMBOONYXONEBbIN Npenapar
AHTUAENpECCaHT

CTUMynSTOp LEHTPaNbHON HEPBHOW CUCTEMbI

CTuMynATOp LeHTPanbHOM HEPBHON CUCTEMDbI
1 CPeACTBO, CHUXKatoLLee anneTut

lMpoTBOManNApUNHOE CPeACcTBO

AHTMapuUTMUYECKNA Npenapar
lpoTnBOANIEprMyecknin npenapar
MpeccopHbIi aMmnH
AnTugenpeccant
lponBopBOTHOE
MponBopBOTHOE

MpeccopHbIi amnH
AHTWapUTMUYECKNit npenapat
AHTWapuTMUYeCKmit npenapat
AHTUNCUXOTUYECKNIA Npenapar
AHTMNCMXOTMYECKMIA Npenapar
AHTWapuTMUYEeCKmit npenapart
AnpeHOMUMETNK
AHTMNCMXOTMYECKMIA Npenapar
AHTUZenpeccaHT

AHTUTMNEPTEH3NBHBIN Npenapar
AHTMrMNEPTEH3UBHbINA Npenapar
lMpoTBOrpnUOKOBLIV Npenapar
AHTUNCUXOTMYECKNIA Npenapar
lMpoTnBOrpMOKOBHLIA Npenapar

AHTNGMOTUK

AHTUNCUXOTUYECKNIA Npenapar
AHTnaenpeccaHt

MecCTHbIif aHeCTeTHK

lpoTuBooNyxonesbIit npenapar
lpoTnBOONYXO0SEBbIN Npenapar
AppeHoMuUMETHK

OnnOnaHbIN aHanbreTuk

CHUHTETUYECKUIA NPOTMBOMUKPOGHbIA npenapar
CTuMynsTOp LEeHTPaNbHON HEPBHOW CUCTEMDbI
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Poccuiickoe Ha3BaHue
Me3zopuaasuH*
MeTtagoH*
MeTanpoTepeHon
Metundennaat
MugoapuH
MwupTasanuy”*
MokcudnokcauuH*

Moakcunpun/
ruapoxnoptunasmg’

Mbliwbska Tpuokeua*
HubeHTan™
Hukapaunun?
HunotmHn6"
Hudepnann™
HopTpuntunuu
Hopdonokcauus?
HopanuHedpuH
OkcutouuH”
OnaH3anun?
OHpaHCeTpoH™
Odbnokcaumu?
MazonaHn6”
Manunepnaon?
MapokceTuH
Macupeotng?
MeHTamuanH ™
MNepdnyTpeHoBbIe
NUMUAHbIE
MukpocgepbI?
Mumosug*
Mpenapatbl AUTMAA
Mpobykon™
MpokanHamug*
MpomeTasnn?
MpoTpunTUINH
lceBnoadhenpuH
PaHonasun”
Punnusupuu?
Pucnepungon”
PutoapuH
Putonasup
Pokcutpomuunu?
CakBuHaBup”
Canb6yTamon
Canbmetepon
Cesochnypan*™
CeptuHgon”
CepTpanu
CubyTpamuH
Conudperauun
CopadeHno”
Cotanon*™
CnapdnokcauuH*
CyHUTUHMON

MexayHapogHoe Ha3BaHue
Mesoridazine

Methadone

Metaproterenol
Methylphenidate

Midodrine

Mirtazapine

Moxifloxacin
Moexipril/Hydrochlorothiazide

Arsenic trioxide
Nibentanum
Nicardipine
Nilotinib
Niferidile
Nortriptyline
Norfloxacin
Norepinephrine
Oxytocin
Olanzapine
Ondansetron
Ofloxacin
Pazopanib
Paliperidone
Paroxetine
Pasireotide
Pentamidine
Perflutren lipid microspheres

Pimozide
Lithium
Probucol
Procainamide
Promethazine
Protriptyline
Pseudoephedrine
Ranolazine
Rilpivirine
Risperidone
Ritodrine
Ritonavir
Roxithromycin
Saquinavir
Salbutamol
Salmeterol
Sevoflurane
Sertindole
Sertraline
Sibutramine
Solifenacin
Sorafenib
Sotalol
Sparfloxacin
Sunitinib

pynnoBas NpUHaANEeXHOCTb
AHTMNCMXOTMYECKMIA Npenapat

OnnomnaHbIA aHanbreTy

AppeHoMUMETHK

CTUMYnNATOp LEeHTPanbHOI HEPBHON CUCTEMDbI
AppeHoMUMETHK

AHTnpenpeccaHT

CUHTETUYECKUIA NPOTUBOMUKPOGHbIA npenapar
AHTUrMNEpTEH3MBHbINA Npenapar

lMpoTuBOONYXONEBbLIA Npenapar
AHTMapUTMUYECKNA Npenapar
AHTMrMNEPTEH3UBHbINA Npenapar
lMpoTuBOONYXOEBbIA Npenapar
AHTMapuUTMUYECKNiA Npenapar
AHTnaenpeccaHt

CWHTETMYECKNIt NPOTUBOMUKPOGHBIV npenapar
AnpeHOMUMETUK

lopMoHanbHbIi npenapar
AHTUNCUXOTMYECKUI Npenapat
MpoTnBopBOTHOE

CWHTETUYECKUIA NPOTUBOMUKPOGHbIA npenapar
lMpoTuBOONYX0NEBbIA Npenapar
AHTUNCUXOTUYECKNI Npenapar
AHTnaenpeccaHt

[opmMoHanbHbI npenapar

AHTUNPOTO30IiHbIN Npenapat

KoHTpacTHbI npenapar, UCrnonb3yemblil B yIbTPa3BYKOBbIX MCCNES0BAHUAX

AHTUNCUXOTMYECKUI Npenapar
CpefcTBo, NpUMeHsieMoe Ans NeYeHns MaHuil
[mnonunnaeMmyeckoe cpeacTBo
AHTWapuUTMUYECKMit npenapart
AHTUNCUXOTMYECKNI Npenapar
AHTnaenpeccaHt
AppeHoMUMETHK
AHTWMaHrMHaNbHOE CPEACTBO
NpoTMBOBMPYCHLIA Npenapar
AHTUNIICUXOTMYECKUI Npenapar
MwuopenakcaHTt
NpoTMBOBMPYCHLIIA Npenapar
AHTMONOTUK

MpoTNBOBMPYCHBIA Npenapar
AnpeHoMUMETHK
AnpeHomMumeTHK

O6LLMI aHEeCTETUK
AHTMNCMXOTMYECKMIA Npenapar
AnTuZenpeccaHT

CpeAcTBo, CHIDKAtOLLEe anneTut
MwopenakcaHt
lMpoTuBOONYXOEBbIA Npenapar
AHTMapuUTMUYECKNiA Npenapar
CHUHTETUYECKUIA NPOTUBOMUKPOGHbIA npenapar
lMpoTuBOONYXOMEBbLIA Npenapar
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Poccuiickoe Ha3BaHue
Takponumyc?
Tamokcudgpen”
TenaBaHuuH?
Tenutpomuuun”®
TepbyTanuH
TeptheHaguH*
Tu3aHngnu?
TuopunpasuH*
TonTtepogun®
Topemudpen?
Tpa3onoH
TpumunpamuH
®amoTuanu?
®enbamar”
®eHnnNNponaHonamuH
®eHOTMA3MH
@eHTepMUH
®eHdnypamuH
@®uuronumop?
®nekanHng*
®nykoHason
®nyoKCceTuH
®ockapHet?
®oceHnTonH”
XUHNANH*
XWHUHA cynbgat
Xnopanruapar
Xnopoxux
XnopnpomasuH*
Linsanpug*
LlmnpodbnokcaumH
Lintanonpam
AnuHepuH
ApunbynuHA
IpUTPOMUNLIMH*
Jcuurtanonpam™
ddeapuH

lMpumeyarus:

MexayHapogHoe Ha3BaHue
Tacrolimus
Tamoxifen
Telavancin
Telithromycin
Terbutaline
Terfenadine
Tizanidine
Thioridazine
Tolterodine
Toremifene
Trazodone
Trimipramine
Famotidine
Felbamate
Phenylpropanolamine
Phenothiazine
Phentermine
Fenfluramine
Fingolimod
Flecainide
Fluconazole
Fluoxetine
Foscarnet
Fosphenytoin
Quinidine
Quinine sulfate
Chloral hydrate
Chloroquine
Chlorpromazine
Cisapride
Ciprofloxacin
Citalopram
Epinephrine
Eribulin
Erythromycin
Escitalopram
Ephedrine

lpynnoBas NpuHaANeXHOCTb
ImmyHOCYynpeccopHbIi npenapar
MpoTmBOONYXONEBLIA Npenapar

AHTNOMOTUK

AHTUONOTHMK

AnpeHomumeTuk

lpoTnBOANNEprnyeckuin npenapar
MwopenakcaHt

AHTUNCKMXOTUYECKNIA Npenapart

MwuopenakcaHTt

lpoTnBOONYXO0NEBbIN Npenapar
AHTnpenpeccaHT

AHTnaenpeccaHt

CpeAcTBO, CHIDKAIOLLEE KMCITOTHOCTb XeNy[04HOr0 CoKa
MponBOCYA0POXHbBIA Npenapar

CpeacTBo, CHUXatoLLee anneTuT
AHTUNCMXOTUYECKUI Npenapar

CpencTBo, CHMXKalOLLEe anneTut

CpeacTBo, CHUXatoLLee anneTuT

lpenapar, NpUMeHAEMbIil B IEHEHUN PACCEAHHOIO CKIIepo3a
AHTrapuTMmMYeckmnii npenapar
MpoTMBOrpMOKOBHLIA Npenapar
AHTUAENpeccaHT

[MpoTMBOBMPYCHBIN Npenapart
lponBOCYAOPOXHbIA Npenapart
AHTUAPMTMUYECKWIA Npenapart
MpoTMBOManspuitHoe cpeacTeo

CHOTBOpHOE

lpoTMBOManNApuitHOe CPeaCcTBo
AHTUNCKMXOTUYECKNIA Npenapart

CpencTeo, CTUMYNUPYIOLLEE MOTOPUKY MULLEBAPUTESTIbHOIO TpakTa
CnHTETMYECKNIA NPOTUBOMUKPOGHBIV npenapart
AHTnpenpeccaHT

AnpeHoMUMETUK

lpoTrBOONYXONEBbIN Npenapar

AHTNGMOTUK

AHTnaenpeccaHt

ApeHOMUMETUK

HasBanus npenapatoB npeACcTaB/ieHbl B COOTBETCTBUN C MEXAYHAPOAHOV HenaTteHToBaHHou HomeHknatypou (MHH),

* — JIOKYMEHTUPOBaHa MHAykuns Torsade de pointes npu ncrnonb30BaHny 3T0ro nNpenapara B CTaHAapTHbIX TePaneBTUHECKNX 03aX;
A — uHaykuns Torsade de pontes npu UCoIb30BaHUN JAHHOTO Npenapara JOKyYMeHTUPOBAHA B OMPEAEIEHHbIX YC0BUSX
(Hanpumep, NPeBbILLIEHNE PEKOMEHAYEMON [03bI N B3aANMOZEACTBUE C JPYIMMU JIEKAPCTBEHHBbIMY Npenapatamm);

Bce octarnbHbie NpeACcTaBaeHHbIe B JaHHO Tab/mLe npenapatbi CIOCOOHb! BbI3bIBATh yA/IMHEHNE NHTEPBANA

QT, ogHako cnyy4an nHgykumn Torsade de pointes npu ux NPUMEHEHUN HE 3aPErnNCTPUPOBAHbI;

Bce nipeficTaBneHHble B JaHHOM TabuLe npenaparsl npoTMBON0KAa3aHb! 60/bHbIM

BPOX/EHHBIM CUHLDOMOM YANMHEHHOTO nHTEpBana QT.

Notes:

Names of drugs are presented in accordance with the international non-proprietary nomenclature (INN);
* — induction of Torsade de pointes is documented when using this drug in standard therapeutic doses,
A — induction of Torsade de pontes with this drug has been documented under certain conditions

(for example, exceeding the recommended dose or interaction with other drugs),

All other drugs presented in this table are capable of prolonging the QT interval, however, cases

of induction of Torsade de pointes have not been registered with their use;

All drugs presented in this table are contraindicated in patients with congenital long QT syndrome.
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8.1.2 lpuHynnbl cTpaTUghnkaymu pUcKa u ne4eHmne

Taktnka nedeHuss 6onbHbix CYW QT onpepensercs, npexne
Bcero, puckom BCC. Heo6x0amMMo NOSHOE MCKN0YeHWe npuéma
NeKapCTBEHHbIX MPenaparoB, Bbi3bIBAKOLLNX YBENUYEHWUE NPOLON-
XUTENbHOCTM UHTepBana QT. K HUM OTHOCATCH MHOTMe aHTUapuT-
MUWYECKMe, NPOTUBOOMNYXONEBbIE Npenapartsbl, aHTUOMOTUKN U NPO-
TUBOrPUOKOBbIE CPEACTBA, & TAKXKE HEKOTOPbIE aHTUENPECCAHTbI.

Mo Mepe HaKOMNEHWS KIMHUYECKOI MHGhOPMALMKM U BHEAPEHUS
B NPAKTUKY HOBbIX JIEKAPCTBEHHbIX NPENapaToB JaHHbI NepeyeHb
HenpepbIBHO MononHAeTcs. MoCTOAHHO 06HOBNSAEMas MHGOP-
Mauus 0 NEeKapCTBEHHbIX Mpenapartax, CrnoCO6HbIX YBENU4uBaTbh
npogo/mkuTensHocTe MHTepeana QT, npeAcTaBneHa Ha caiite
http://www.crediblemeds.org.

Heobxoaumo u36eratb CUTyauun, KOTOPbIE MOTYT BbI3bIBATb
3N1EKTPONIUTHBIE HAPYLLEHWUA (HEKOHTPONMPYEMbI Npuém auype-
TUYECKUX W FOPMOHAMbHBIX Npenaparos, rosiojaHue, 06e3B0Xu-
BaHuWe, MULLEBbIE OTPABSIEHUS, CONPOBOXAAIOLMECH NPOY3IHON
PBOTOI UK anapeen n ap.).

Ta6nuua 37. [lnarHocTMka cMHApPOMa YKOPOUYEHHOro uuTepsana QT
Table 37. Diagnosis of short QT syndrome

PekomeHpgauus

[lnarHo3 cuHapomMa yKopo4eHHoro uHtepsana QT
YCTaHaBNMBAOT Ha 0cHoBaHMM QTc <340 mc.

Mo BO3SMOXHOCTM PEKOMEHAYeTCs M3berarb MycKOBbIX (DAKTO-
pOB, KOTOPble MOTYT NPOBOLMPOBATL UHAYKLMIO XKA (CNOPTUBHbIE
Harpy3ku, 0CO6EHHO NaBaHue; 3MOLNOHANBHbIA CTPECC, FPOMKUE
3ByKu 1 np.) [199].

CTpatndhukaums pucka ocyLLecTBNsAeTC MHANBUAYANBHO Ha OC-
HOBAHUM KNUHUYECKNX, 3NIEKTPOKAPANOrpapUIeckux 1 reHetnye-
CKux napametpos [114]. Tak y nauneHToB, NepexmnBLUNX 0CTAHOB-
Ky CepfLa, UMeeTcs BbICOKNIA PUCK NOBTOPHOM OCTAHOBKU CepLa,
JaXKe HeCMOTPS Ha NPOBOAMMYIO Tepanui 6eTa-aapeHo6noKaro-
pamu (14% B TeyeHue 5 neT Ha hoHe Tepanuu), U Kak cneacTeme
TakuMm naumeHtam nokasaH WK [194]. NossneHne 06MOpOKOB
TaKXXe CONPSKEHO C BbICOKMM PMCKOM OCTaHOBKW cepaua [196],
[391]. >KeHLLMHbI C CUHAPOMOM YLJIMHEHHOr0 MHTepBana QT ume-
tOT BbICOKUI PUCK XKENyL04YKOBbIX apuUTMIIA B Te4eHue 9 MecsLes
nocne pofoB (0CO6EHHO XeHLWMHbI ¢ reHoTunom LQT2) [392].

Mpu reHotunax LQT1 1 LQT2 puck cepaeyHbIX COObITII 3aBUCUT
0T foKkanusauum mytauuu n ee tuna. OJHAKO AaHHble CBeAeHUS
He06X04MMO NPOBEPUTL B AOMOHUTENbHLIX UCCNEA0BaHMSX, Npe-

Knace

YposeHb  Ccbinka

C 'pynna akcnepTos,
y4acTBOBABLUMNX B
NOAroTOBKE AaHHbIX
pekomeHaaunii

- NOATBEPXK/EHHAs NaTONOrnyecKas MyTaums;
- CEMENHBbIl aHaMHe3 CUHAPOMA YKOpOo4eHHOro uHTepsana QT;
- CEMEMHBbIit aHaMHe3 BHe3amnHoi cmepTu B Bo3pacTe a0 40 ner;

[lnarHo3 cuHapoma ykopoyueHHoro uHtepeana QT cneayet paccMOTPETb NpK lla C
Hanuyum QTc <360 MC 1 0AHOrO UK 60nee U3 NEPEYUCTIEHHBIX HIKE (DaKTOPOB:

- NepeHeceHH bl anu3og XKT/®XK npu oTCyTCTBUM 3a60M1eBaHNIA Cepaua.

['pynna akcnepTos,
y4aCTBOBABLUUX B
NOAr0TOBKE AaHHbIX
pekoMeHaaumi

Tabnuua 38. Ctpatudpukaums pucka u neyeHue CMHAPOMA YKOPOYEHHOro uitepsana QT

Table 38. SCD risk stratification and management of short QT syndrome

PekomeHpaums

- NepeHecnn NpeAoTBpPaLLEeHHYI0 0CTaHOBKY cepaua u(unu)
- IMEIOT CMOHTaHHY0 CTOMKYH XT.

K[ pekomMeHA0BaH NauueHTam ¢ CUHAPOMOM YKOPOYeHHOro HTepsana QT, KoTopble: C

Ccbinka
[75], [203]

Knacc YpoBeHb

JleyeHue XMHUOUHOM UK COTANIONOM MOXHO PACCMOTPETb [N NALUEHTOB C IIb C
CMHAPOMOM yKOpo4eHHoro uutepsana QT, Hyxpatowuxcs B K[, ogHako nMeronx
NPOTUBOMNOKA3aHNA K HEMY UJN 0TKA3bIBAIOLLMXCA OT UMMNAHTALMM YCTPOIACTBA

[74], [394]

Jle4eHne XMHUANHOM WA COTaNI0NOM MOXXHO PacCMOTPETh ANS NaUWeHTOB IIb C
C CMHAPOMOM YKOPO4eHHOro nHTepeana QT, He UMEOLLIUM KITUMHUYECKNX
NPOSIBNEHNA, HO UMEIOLLMX OTArOLWEHHBIA N0 BCC ceMeiiHbIn aHamHe3.

[74], [394]

BCC y 60NbHbIX CMHAPOMOM YKOPO4EHHOro MHTepBana QT.

BHyTpucepaedHoe IO He pekoMeHayeTCs Ans cTpaTumKaumm pucka

[74], [75]

Tabnuya 39. lnarHocTika cuippoma bpyrapa
Table 39. Diagnosis of Brugada syndrome

PekomeHpauus

[narHo3 cunpgpoma bpyraga ycTaHaBnAMBatoT Ha OCHOBAHMM NOgbeMa cermenTa ST

Knacc Ypoenb  Ccbinka

C 'pynna akcnepTos,

c mopcponorueid 1 Tuna >2 Mm B 04HOM Unn 60/1ee 0TBEAEHUMN CPea NPaBbix
npekopauanbHbIx 0TBeAeHnA V1 u(unu) V2, pacnonoxeHHbIX BO BTOPOM, TPETHEM
UIN 4eTBEPTOM MeXPe6epHbIX MPOMEXYTKaxX, KOTOPOe BO3HMKAET CNOHTAHHO UK BO
BpeMS TecTa C NpoBOKaLueil 610KaTopami HaTPUEBLIX KAHANOB (MPW BHYTPUBEHHOM
BBeJeHMN aiimanuHa, hnekanHuaa, NpokanHamMmmaa unm NnuncuKauHuaa).
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XJe 4eM MCMoMb30BaTh B KNUHUYECKON npakTuke [46]. Mpumep-
HO y 10% HocuTenen NaToreHHbIX MyTauuin oT poxaeHus no 40
net BO3HMKALOT XKA; NOCTOSAHHbIA NpuéM 6eTa-apeHo6/10KaTopPoB
CnejyeT paccmaTpuBath W HOCUTENAM FeHETUYECKUX MyTaLuWid, He
UMEIOLLNM KITMHUYECKMX nposiBneHni [393].

Mpodmnaktuyeckoe npumeHeHne VK[ cnepyet paccmarpusarb
WHAMBMAYANIbHO Y BCEX NAUWEHTOB Fpynmbl BbICOKOTO PUCKA, B
YACTHOCTU Y XeHLLWH ¢ reHoTunom LQT2 n QTe>500 mc, y naumen-
T0B ¢ QTc >500 MC 1 NpU3HAKaMK 3NEKTPUYECKOI HeCTabubHO-
CTW, a TaKXe Y NaLUeHTOB C reHeTMYeCKUM Npodounem BbICOKOrO
puUCKa (HOCMTENIbCTBO ABYX MyTaLMiA WUN 3110KA4eCTBEHHbIE Ghop-
Mbl — cuHApOM [xepsenna-Jlanre-HunbceHa u cCUHAPOM TuMoTw).

Cnepyet yyectb, 410 BCC popctBeHHMKA 6ONLHOrO Hacnen-
ctBeHHbIM CYW QT npw oTcyTCTBUM ApYrux (DakTOpPOB pucKa He
ABNAETCA MOKA3aHWEM K MMNNaHTauuu KappauosepTepa-gedom-
6punnsatopa [199].

Ha cerofHsLWHWIA LeHb HET faHHbIX, CBUAETENbCTBYIOLLMX O Npo-
FHOCTMYECKON 3HA4MMOCTW BHYTpUCEpAeHHoro 3N y naumenTos
C CMHAPOMOM YAsIMHeHHOro nHTepBeana QT [73].

Tabnuua 40. Ctpatudhukaums pucka u neveHue cuiapoma bpyrapa

Table 40. SCD risk stratification and management of Brugada syndrome

8.2 Cunppom ykopoyeHHoro uutepsana QT

8.2.1 luarnoctuxa, onpeseneqne u anupemMuonorns

CvHApOM yKopoyeHHoro nHTepsana QT ABnseTcs peakum 3a6o-
neBaHuneM, pacnpocTpaHEHHOCTb KOTOPOro B NONYAALUN B HACTO-
filliee BPEMS HEU3BECTHA, U XapaKTepu3yeTcs PasBUTUEM XKU3HEY-
rPOXKAOLLMX apUTMUIA 3a CYET YMEHbLIEHUS NPOAOIIKUTEIbHOCTH
penonspusauun Muokapaa. 3abonesaHme UMeeT ayTOCOMHO-[0-
MWHAHTHbIA TN HAcNeAoBaHus, TaK OMMCAHO NATb FEHOB, UMEt0-
LUMX CBA3b C BO3HWUKHOBEHMEM CUHAPOMA YKOPOYEHHOr0 WHTEp-
Bana QT (KCNH2, KCNQ1, KCNJ2, CACNA1C n CACNB2b), ogHako
ANarHoCTNYeCKas Mnosib3a reHeTUYeCcKOro CKPUHMHIA BCE eLLe He-
Benuka (okosno 20%) [75].

3aboneBaHue xapakTepu3yeTcs BbICOKOW NETanbHOCTbIO B ft0-
60M BO3paCTe, YTO MOXET ObITb CBA3AHO C HEMHOrOYMCIIEHHbIMM
uccneayeMbiMn NONYNAUMAMU U KaK CNeACcTBUE C cucTematuye-
CKOW OLUNOKOI N3-3a HE0CTATOYHON MArHOCTUKN CUHAPOMA YKO-
poyeHHoro uutepsana QT y nauneHToB 6e3 KNNHUYECKON CUMNTO-
maTuku. OnmMcaHa CMepTHOCTb Y AieTeil B MepBble MeCALbI XU3HN.
3ab0neBaHne XapakTepuayeTcs 3/10Ka4eCTBEHHbIM KITMHUYECKUM

PekomeHpaums Knacc YpoBeHb Ccbuika

Bcem nauueHTam ¢ cuHapomom bpyraga peKoMeHL0BaHb! C 'pynna akcnepTos,
cneaytoLine n3MeHeHus B 06pase XXU3HU: Y4aCTBOBABLUUX B
- OTka3 0T npenapaTos, NPOBOLMPYIOLLMX 3MeBaLnio cermeHTa ST B npasbIxX NOAr0TOBKE AaHHbIX
npekopauansHbIx 0TBeAeHusx (http:// www.brugadadrugs.org) . pekomeHaaLnii

- OTKa3 oT 3n0ynoTpe6neHns ankoroaem u nepeeaaHus.

- HemeaneHHoe ycTpaHeHWe IMXOPaAKu C NOMOLLbIO XXaponoHKaoLLNX CPEeACTB.

Mmnnantaums UKL pekomeHgoBaHa nauneHTam ¢ cuHapomMom bpyraga, kotopeble: C [197]

- NepeHecnn NpefoTBpaLLeHHYI0 0CTaHOBKY cepaua u(unm)

- UMEKT AOKYMEHTUPOBAHHYI YCTOYMBYHO XKT/MXK, BOSHUKLUYIO CMOHTAHHO.

Cnenyet paccmotpeTb npumeHeHne UKL y 601bHbIX CUHAPOMOM lla C [197]

Bpyrana, UMetLLNX CNOHTaHHbIE 3NEKTPOKapAnorpaduyeckue

M3MeHeHNs | TMNa 1 CMHKONanbHble COCTOSIHIA B aHAMHE3E.

CneayeT paccCMOTPETb fIeYeHNe XMHUANHOM UK M30NPOTEPEHOOM Y NALNEHTOB lla C [399]

¢ cuHapomom bpyraga ans yctpaHeHus aneKTpMYeckoro WTopma.

JleqeHne XMHUANHOM MOXHO PaccMOTPeTb A1 NauueHToB ¢ cuHapomom bpyraaa, lla C [400]
Hyxpaarowmxcs B K[, 0aHako nMetoLLnx npoTUBONOKA3aH!sS K HEMY WA 0TKa3bIBAIOLLIMXCS

0T TAKOr0 NeYeHNs, a TakxKe ANs NALUNEHTOB C HAMKENYA04KOBbIMI aPUTMUAMU U Y

60JIbHbIX C PELMANBUPYIOLLMMU 060CHOBAHHBIMU paspsagamMu UMnnaHTuposadHoro KL,

MpumeHeHne VK MOXHO paccMoTpeTh Ans nauueHToB ¢ CMHAPOMOM bpyrada, y KOTopbIX lIb C [71]

B X0/€ BHyTpucepae4Horo 3O 6bina nuayuuposaHa yctonumusas XKT unu OX.

BbinonHeHwe kaTeTepHoi abnaumumu MOXXHO pacCMOTPETb ANS NAUWEHTOB, NEPEHECLLINX b C [318], [370]
peunauBMpYOLLNIA ANEKTPUYECKMIA LUTOPM UK NOBTOPHbIE 060CHOBaHHbIE paspsaabl KL,

Tabnuua 41. [lnarHocTUka KaTexonam1Hepruieckoii nonMmMopdHoii XenyaoUuKoBOil TaXuKapauu
Table 41. Diagnosis of catecholaminergic polymorphic ventricular tachycardia

PekomeHnpauus

Iuarno3 KIMXT ycTaHaBnnBatoT Ha 0CHOBAHWW NOABEHUS [1BYHANPAB/EHHOW U
nonumopdHoit XKT npu m3nyecKmnx Harpy3kax uim aMmoLMoHanbHbIX NepexmsaHnax
y nauueHToB 6e3 CTPYKTYPHOM NaTonoruu cepaua u ¢ HopmansHoi KT

[wnarno3 KIMXXT ycTaHaBnMBaT NPY HANUYMK NATONOrNYECKOIA
myTauuu reHa RyR2 unm CASQ2.

Knacc YposeHb  Ccbinka
C [46], [6], [401]
C [6], [46]
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TeyeHuneM. BepoATHOCTb peaHMMaLOHHbIX MEPONpPUATUA N0 Npu-
4uHe XKT/OXK B Bo3pacte Ao 40 net coctasnset 6onee 40% [75],
[203].

8.22 lpuxynnsl cTpaTnghukaynn pucka u 1e4eHne

OrpaHn4eHHbIA MeXAYHAPOAHbIA ONbIT BEEHNS BONbHbIX CUH-
JPOMOM YKopo4eHHoro uHtepsana QT He no3BonseT cdhopmyni-
pOBATb YeTKUE PEKOMEHAALIMM NO UX feveHnto [46].

Ins npodunaktukn BCC umnnavtaums WKL nokazaHa Bcem
00/bHbIM, MEPEHECLUNM OCTAHOBKY CEpALa, a TaKXXe nauneHTam ¢
JOKYMEHTUPOBaHHbIMKU napokcuamamm XT, BEPOATHOCTb Pa3Bu-
TWS NOBTOPHOI OCTaHOBKU cepAua B TedeHne 1 roga — 10% [75].
MmnnanTtauma VKL moxeT 6bITb Lenecoobpa3Ha npu CeMenHoMm
aHamHese, oTArowéHHom cnyyasmu BCC.

Xunngut (B Poccuitckoin ®efiepauun He 3aperucTpupoBaH) u
cotanon adekTuBHbI Ans npodunaktukn BCC 3a cyeT ysenu-
YeHUs ANuUTenbHOCTM MHTepBana QTc, YTO 6bINO BbIABEHO B UC-
CNeAoBaHMsaX Ha HeBONbLUMX KOroptax nauueHToB. Heobxoaum
KOHTPOMb 3a YAnMHeHueM WHTepBana QT v NpoapuTMUYeCKUMM
COObITMAMM Ha CDOHE NPOBOAUMOI Tepanun [74], [394].

JleyeHme XMHUONHOM TakXe CTOUT PaCCMOTPETb NPW NOKA3aHN-
AX K umnnantauun KL y nauneHToB UMEOLLMX NPOTUBONOKA3a-
HUS K HEMY UM OTKa3bIBAKLLMXCA OT TaKoro neyeHus [74], [394].

Ha cerofHsLLHNIA AeHb HET AaHHbIX 0 TOM, YTO BHYTPUCEPAEYHOE
A®W no3BoNnAeT NPOrH03MpoBaTh apUTMUYECKNE COObITUA Y 60Nb-
HbIX CUHAPOMOM YKOPO4YeHHOro uHTepsana QT [74].

8.3 Cunpgpom bpyrapa

8.3.1 lnarHocTnka onpegeneHne n anugemMmonorns

PacnpocTtpaHeHHOCTb 3a6051eBaHUs BapbupyeTcs oT 1 cnyyas Ha
1000 yenosek fo 1 cnyyas Ha 10 000 yenosek, npuyem B CTPaHax
HOro-BocTo4HO A3un BCTpe4aeMocTb 3a60MeBaHNA BbILLE, YEM B
3anagHblx cTpaHax [395].

CvHapoma bpyraga uMeeT JOMWUHAHTHbIA TWM HAcnef0BaHUS,
a ero NneHeTPaHTHOCTb 3aBUCUT OT BO3pacTa W OT Nona: KNMHNYe-
CKWe NposBeHns 3a60NeBaHMs Yallle HabnaaTCa Y MY>XXHIUH BO
B3pOCJ/IOM BO3pacTe (B BOCEMb Pa3 yaLlle, YeM Y XXeHLiuH) [396]. B
cpefHem, ®XK Bo3HMKaeT B Bo3pacte 41 + 15 net, ogHako OXX mo-
)KET BO3HMKATb B JI060M BO3pacTe, 06bI4HO BO BPEMS OT/AbIXa N
B0 CHe [197]. MNoBbIeHUe TemMnepaTypbl Tena, 3noynoTpeéneque
ankoronem u nepeefaHne MoryT ABASATLCA TPUTTEPHbIMI (DAKTO-
pamu, KOTopble NpMBOAAT K nossneHuto | Tuna 3K, 4To npeapac-
nonaraet K ®X.

HacToTa apuTMUYECKMX COBbITUIA (KOMOGMHUPOBAHHAsA KOHeYHast
TOYKa, BKNtoYaoLwas ycroinuusyo XXT, OXK, aneksarHble pasps-
abl IKQ v BCC) no gaHHbIM MeTa-aHann3a y 60MbHbIX CUHAPOMOM

Tabnuuya 42. CtpatudhukaLms pucka u NeYeHne KaTexonamuHepruyeckoil NonMMopAHoil Xeny[ouKoBONH TaxuKapau
Table 42. SCD risk stratification and management of catecholaminergic polymorphic ventricular tachycardia

Pekomenpauus

Bcem naumentam ¢ KIMXKT pekoMeHA0BaHbI CneaytoLLe N3MeHeHUs B 06pase
XKWU3HK: 0TKA3 0T y4acTWs B COPEBHOBATENbHbIX BUAX CNOPTA, OFPaHNYeHmne
TSXKENbIX (PUIUYECKNX HATPY30K 1 AIMOLIMOHANbBHBIX MEPEXMBAHWIA.

Knacc Yposeub  Ccbinka

C ['pynna akcnepToB,
Y4aCcTBOBABLUUX B
NOJrOTOBKE AAHHbIX

UMK MHOYLMPYEMOIA B X0[1e HAarpy304Hoii npobbl XKA.

JleveHne 6eTa-anpeHo6n0KaTOpamMit PEKOMEHA0BAHO BCEM NaLMeHTaM
C KNuHnYeckum auardo3om KMXKT, ¢ noaTBepXAeHHOW| CNIOHTAHHOR

HECMOTPA HA ONTUMANbHY0 MeANKAMEHTO3HYIO TEPANNIO.

MmnnavTtauma MK B gononHeHue K MoHOTepanui 6eta-afpeHo6s10kaTopamu
UMK K UX COYETaHWIO C (PieKauHMaoM peKoMeHL0BaHa BCEM MaLyeHTam

¢ KIMXT, nepexeciunm 0CTaHOBKY CepfLa, nauneHTam ¢ 4acTbIMu
o6MOpoKamu unu nonMMopdHo/agyHanpasneHHon XT, peLnausupyioLLen

pekoMeHaaumi
C [200], [403]
C [200], [201]

CnenyeT paccmMoTpeTb BONPOC 0 fieyeHne 6eTa-aapeHobnoKaTopaMm poACTBEHHUKOB lla C
60nbHbIX KIMKT, UMetoLLnX NoN0XNTENbHbIE PE3YNbTaTbl FEHETUYECKOrO TECTUPOBAHMS,
Jl@Ke Npu oTpULIATeNbHbIX pe3ynbTaTax Npobbl ¢ JO3UPOBAHHOWK DN3NYECKON HArpy3Koil.

[201], [404]

He JOCTYNeH Unn nauneHT 0TKa3blBaeTCA OT ero MMnnaHTaluun.

CnegyeT paccmoTpeTb BONPOC 0 Jo6aBNeHnn threkanHuaa K tepanun 6eta- lla C [405]
afipeHo6iokaTopami y nauneHToB ¢ KIMXKT n yactbiMm 06MopoKaMmn unu
nonumopdHoi/asyHanpasneHHoil XKT Ha choHe neveHus 6eta-agpeHobnokaropamu,
MpW HaNM4KMM NPoOTMBONOKasaHuin K umnnantaumn UKL, nnéo ecnn MK

Cnepyet paccmoTpeTb BONPOC 0 Ao6aBneHnn donekanHnaa K Tepanum 6eta- lla C [405]
azipeHo6nokartopamu y nauuenTos ¢ KIMXKT, ¢ NOBTOpHbIMI 060CHOBAHHBIMI pa3psagamu
umnnaHTuposaHoro K[, ans ymeHbLUEHNS 4acTOTbl HAHECEHWNA PA3PAL0B.

Mo>XHO paccmoTpeTb BONPOC O BbINOHEHNI NEBOCTOPOHHEN CUMNATUHECKON llb C
neHepsauum cepaua y nauneHtos ¢ KIMKT 1 4acTbiMu 06MOPOKamMu Unim
nonMmMopHOI/aByHanpasneHHon XKT/4acTbiMU 060CHOBAHHbIMM paspsaamu
VK[ Ha cboHe neyeHns 6eta-afapeHo610KaTopamit B BUae MOHOTEPaNn Unu
¢ no6aBneHuem nekanHuaa, a Takxe y NauueHToB, KOTOPbIE HE MePEHOCAT
neyeHme 6eTa-aapeHo610KaTOPamMm UM UMEKT NPOTMBONOKA3aHMAM K HUM.

[406], [407]

BHyTpucepaedHoe IO He pekomeHayeTca ans
cTpatudmkaumm pucka BCC y 60nbHbix KITKT.

T
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bpyraga npu Hanuyum BHe3anHoi 0CTAHOBKM CepALa B aHaMHe3e
coctaenset 13,5% B rof, npu Hanu4um 06Mopokos — 3,2% B rof,
npu OTCYTCTBUU KMWHUYECKOA CUMMTOMATUKW, HO CMOHTAHHbIX
3N1eKTPOKapAMorpacmyeckmx u3MeHeHnsax 1-ro tuna — 1% g rog,
[397]. Kpome Toro, npu cungpome bpyraga vaile, 4em B 06LLeil
NoNynauuu, PerncTpUpyIT Cry4am CynpaBeHTPUKYNAPHLIX Taxua-
putmuir [199], [398]

Onucano no meHbluen mMepe 12 reHoB, CBA3AHHLIX C CUHAPO-
MoM bpyraga. MonekynspHO-reHeTn4eckne MeTofbl No3BoNAT
06HAPYXUTb MyTaUMK NpUBNN3NTENbHO Y 1/3 60NbHLIX C ABHBIMU
KNMUHUKO-UHCTPYMEHTASTbHLIMW  NPOSIBIEHUAMU  CUHAPOMA, 4TO
YKa3bIBaeT Ha reHEeTUHECKYI0 reTeporeHHOCTb 3a601eBaHMs 1 Mno-
3BONAET Npeanonaratb OTKPbITUE GOJLLLOTO YACNA HOBbIX, PaHee
HEW3BECTHbIX MyTauuii, B 6yayliem. Hambonee pacnpoCcTpaHeHb!
myTauun reHa SCN5A, kotopble 06HapyxuBatoT noytu y 30% na-
uuenTos [6], [199].

8.3.2 MpuHynnbi cTpaTnghnkaynn pucka n 1e4eHNe

Ha naHHbIn MOMEHT ucnonb3oBaHue VK[ — 3ato eIMHCTBEHHAs
BO3MOXHOCTb CHU3NUTL puck BCC npu cuHapome bpyraga. Am-
nnaHTaumus ycTponucTBa PeKOMEHAO0BAHA BCEM NalMeHTam C Moa-
TBEPXKAEHHON XA, a TaKxe O6O0/bHbIM, UMEIOLLMM CMOHTaHHbIe
3NeKTpOKapAnorpacnyeckue U3MeHeHUs 1ro TMna u CUHKONanb-
Hble COCTOAHUA B aHaMHe3e [46], [197].

ImnnanTaums kapawosepTepa-gedubpunnaropa He nokasaxa
nauneHtam ¢ 3KI-cpeHomeHoM bpyraga, He UMEOLLMM KINHKYe-
CKUX NPOSABNEHUI 3a60N€eBaHMs. B aTOM cnyyae Ans OLEHKN pucka
BCC 1 BO3MOXHOrO BbISBNEHNS 6ECCUMMTOMHbIX XEyA04KOBbIX
HapyLeHWid puTMa ceppua LenecoobpasHo NpOBeJeHNe KOoM-
naeKca WHCTPYMEHTANbHbIX UCCMEeLOBaHUNA, BKITHOYAIOLLEr0 BHY-
TpucepheyHoe 3nekTpodousnonorndeckoe ncenegosanue (3OU).
HeBO3MOXHOCTb MHAYKLNK XXeNyA04KOBbIX apUTMUIA B XOAE 3TOr0
ncenesoBaHns YKasblBaeT Ha HU3KMIA puck passmtus BCC [398].

Cnepyet OTMETUTb, 4TO MHEHWS 3KCNEPTOB OTHOCUTENBHO 3Ha-
4yumocTu pesynbtatoB IOU y 60nbHLIX C CMHApOMOM bpyraga
LNs OLEHKU UHANBKUAYanbHoro pucka BCC m npuHATUS peLueHus
0 BbI6OpE CPEACTB W METOAOB e NPOGUNAKTUKYA CYLLECTBEHHO
paznuyatotcs [199]. B kayectBe npodouniakTMHecKoi Tepanuu
npegnaranocb MCMNonb30BaTb XUHWUAWUH, KOTOPbIA, MO AAHHbLIM
HEKOTOPbIX UCCNEA0BAHUNA, YMEHbLIAET BEPOSTHOCTb UHOYKLMK
®XX Bo Bpems IOU; ogHaKO MHGOPMALMM O TOM, YTO 3TOT Nnpe-
napar ymeHbluaeT puck BCC — Het. AnukapamanbHas karetep-
Hasa abnauma nepegHei 4acTu BbIBOAHOro Tpakta MK, no He-
LaBHUM CBeJeHUAM, NOMOraeT npefoTBpaTUTh 3NEKTPUHECKUil
WITOPM Y NauMUeHTOB C NOBTOPHbIMM 3nu3ofamu XA, 0HaKo 3Tu
LaHHble TPeOYT LONOMHUTENIbHON NPOBEPKN, Mpexne Y4em ux
MOXHO 6y[ieT peKOMeHA0BaTb K UCMONb30BAHUIO B KTUMHWUYECKON
npakTuke [370].

8.4 KatexonamuHepruyeckas nonumopcpHas
Xenyao4koBas Taxukapaus

8.4.1 [inarnoctnka, onpesenexne u annaemmonorus

Katexonamuuepruyeckas nonumopcoHas >xenyaoykosas Taxu-
kapaus (KIMKT) — nacnenyemoe apuTmoreHHoe 3abonesaHue,
XapakTepuaytoLLeecs BOSHUKHOBEHWEM afpeHepru4eckoil AByHa-
npasneHHon n nonumopdHon XKT. KIMKT ato pefkoe 3abonesa-
HWe, ero pacnpocTpaHeHHOCTb cocTasnseT 1 cnyyan Ha 10 000
Yyerosek [46].

Ha gaHHbI MOMEHT onucaHo aBa reHeTudeckux tuna KIMXKT: go-
MUHAHTHbIN TUM, BbI3bIBAEMbII MyTaLUAMU B FeHe CEpAEYHOro pe-
uentopa puanoamHa (RyR2), n peueccuBHbIi TN, 6051ee Peakui,
BbI3bIBAEMbIA MyTaLMAMU B TEHE CEPLEYHOr0 KanbCEeKBECTPUHA
(CASQ2) [6]. Y naumneHTOB C KIIMHUYECKUMM NPOABIEHUAMM, CXOA-

HbiMK ¢ KIDKT, 6binn HangeHsl MyTaunumu B ApYrux reHax, Hanpu-
mep, KCNJ2, Ank2, TRDN 1 CALM1. OgHaKo Ha cerofHsLLHNA AeHb
OnNpeenuTb, ABNAOTCA N Takne cnyvan dedokonuamm KIMXKT, He
NpejocTaBfeTca BOSMOXHbIM [46].

3abonesanne 06bIYHO NMPOSABNAETCA B TeYeHWe NepBOro Aecs-
TUNETUA XU3HU. Kak npasunio, NpoBOLMPYIOLMMU (DaKTOpamu
ABNAOTCSH (PUSNYECKNE HATPY3KN 1 MCUXO3MOLIMOHANBHBIA CTPECC
[200]. Mo panHbiM KT 1 3xoKapamorpadum OTCYTCTBYIOT Kakue-
nn60o cneunguyeckue U3MeHeHNs, B CBA3M C 4eM NOCTAaHOBKA Auna-
ruosa KIMKT npefcrasnser onpefeneHHble TpyaHOCTU. [To3aTomy
npu nofospeHnn Ha KIMXT pekomeHayeTcs BbINONHATL Npoby ¢
[031POBAHHOI (DU3NYECKON HArpy3Koil, CIOCO6HY0 CMPOBOLIMPO-
BaTb NMpefcepAHble HapylweHnsa putma n XKA (OByHanpasneHHY
unn nonmumopdoHyto XKT) [46]. lMpeanaranocb Takxe UCNOSb30-
BaTb TECT C WHQy3Mel anuHedpuHa, OLHAKO ero YyBCTBUTESb-
HOCTb TOYHO He onpefeneHa [46], [402], N0O3TOMY YETKUX peKo-
MEHJALMA Ha 3TOT CYET B AAHHbLIA MOMEHT HeT.

8.4.2 puHynnbI cTpaTnghukaymn pUcKa n nedeqne

MocTaHoBKa AnarHo3a B eTCKOM BO3pacTe, Hea(eKTUBHOCTb
1 NPOTMBONOKA3aHUA K Tepanun 6eta-afpeHob6aokaTopamn ABns-
l0TCA HE3aBUCUMbIMU MPOTHOCTUYECKUMM (PakTOpaMu LS apuT-
MUYeCKUX CoBbITUIM Y 60NbHBIX KITKT [201].

MepBas nuuug nedveHns KIMKXT BkntoyaeT Ha3HadeHue 6eTa-
a[lpeHO6I0KATOPOB 6e3 BHYTPEHHEN CUMNATOMUMETUYECKON aK-
TWBHOCTM U OrPaHnyeHns on3n4eckux Harpy3ok [46]. B 60nbLmnH-
CTBE N1e4e6HbIX YYPEXAEHNIA, CNELMANU3NPYIOLLUXCH HA NeYeHUN
KIMXT, npuMeHA0T Hago1on (npenapar He 3aperucTpupoBaH B PO
n ctpanax CHI), x0T Ha LaHHbIA MOMEHT OTCYTCTBYIOT CpPaBHU-
TerbHble AaHHble N0 3PMEKTUBHOCTU pa3nuyHbIX 6eTa-6nokaro-
POB NpU JaHHOM 3a60/1€BaHuM.

Mo npedBapuTeNibHbIM  [aHHbIM  (hieKauHUG  CYLLECTBEHHO
yMmeHbLIaeT 6pems XA y He6onbluon rpynmnbl 60/1bHbIX KIDKT.
Ecnun He ypaeTtcs 4OCTUYb 3(PMEKTUBHOTO KOHTPOMSA apUTMUN Ha
hoHe MoHOTepanuu 6eTa-6/10kaTopami, NpPUMeHeHue dekam-
HUgZa npenapat B PO He 3aperncTpupoBaH) B LOMOSMHEHWNE K HUM
ABNAETCA onpasfaHHbim [404], [405].

lMpwn oTCcyTCTBMK OTBETA HA Tepanuto 6eTa-6nokaropamu u dre-
KauHugom, cnegyet paccmotpets npumeHeHne WKL y 60MbHbIX
KIMXKT [46].

BOMbHbIM, MEpexXuBLUMM OCTAHOBKY Cepaua, HaszHa4awT 6e-
Ta-agpeHo6nokatopsl n WKL, Cnepyet paccmoTpeTb Tepanuio
(hnekanHnLoMm, eCin Takoe JieYeHne He LAaeT NOSIHOTO KOHTPONS
apuTMUK, 4TO NPOBEPAIOT NO pe3ynbTatam Npo6bl C LO3MPOBAHHON
(hmamnyeckoii Harpyskoi [46]. Ha 3adhdheKTMBHOCTb NPOBOAUMOIO
NeYeHns YKasblBaeT HEBO3MOXHOCTb NOBTOPHON UHAYKLIMMW NAPOK-
cn3moB XKT 1 Apyrux nposiBNIeHUN Xenya04KoBOi 3KTONNYECKON
AKTUBHOCTW BbICOKUX rpafauunii (napHoii X3, XXenyao4koBoi 61-
reMuHumn n «npobexek» XT) [201].

Mpn nporpammuposanun WKL cnefnyet yctaHasnuearth 60siee
NPOLOIKUTENLHYIO 3aJepXKYy nepef HaHeceHuem paspspga, no-
CKOJSbKY 4YacTble 60Me3HeHHble Pa3psdbl MOMYT MOBbILATE CUM-
NaTU4eCKNiA TOHYC W, KaK CreACTBME, NPOBOLMPOBATL NOBTOPHbIE
ann3oabl XKA, 4TO B UTOre NPUBOAMUT K BO3HUKHOBEHMIO MOPOYHOI0
Kpyra, BNnoTb L0 cMepTesibHoro ucxoga [201].

Mpu HenepeHocMMOCTM 6eTa-6/10KaTOPOB WU MPU HANNYUN
CTPOrMX NPOTUBOMNOKA3AHWIA K UX NPUMEHEHUIO, NPOBELEHMe Ne-
BOCTOPOHHE CUMNATUYECKOI AeHepBaLn CepaLa MOXXET 0KasaTb
onpenenexHblin agpdpekt npu KIMXT, ogHako Heo6xoauMbl 4onos-
HUTENbHblE JaHHble U 60Mnee ANUTeNbHOe HAbMIOAeHNe ansa Konu-
YeCTBEHHOI OLieHKM 3Toro adpdoexra [406], [407].

BHytpucepgeyHoe 3®UN npu KMXKXT 06bI4HO HEUH(POPMATUBHO
[199].

EURASIAN HEART JOURNAL, 4, 2022 | 49 |



KIMMHWYECKWVE PEKOMEHOALIVV
PEKOMEHOALIVIVI EAK 2022

8.5. ApuTmMoreHHas KapauomMuonaTua npasoro Xenyao4ka

8.5.1 lnarnoctnka, onpegencHne u anngemuonorins

ApuTMOreHHas  Kapauomuonatus  NpaBoro  XKenynouvka
(AKIMX) — nporpeccupytoLliee nopaxeHue Muokapna, 06ycnos-
NEHHOe 3aMeLLeHNeM KapaMoMUOLMTOB NPABOro XXenyao4Kka Xu-
poBon 1 ¢mbpo3Hoi TkaHbio [408], [409]. Knuunyecku AKIMK
NPOSBAAETCS CTPYKTYPHLIMI U (DYHKLIMOHANBHBIMI U3MEHEHUAMU
NpaBoro Xenyao4ka, 1 B 60MbLUNHCTBE Cy4aeB B NaTONOMMYECKUIA
NPOLIECC BKNOYAETCA Takxe NeBbin xenyaoyek [410]. C nomoLbio
ANArHOCTUYECKNUX KPUTEPUEB, BKITHOYAKOLLIMX FTUCTONOMNYECKUE, Te-
HETUYECKMe, dNeKTpOKapamorpauyeckne napameTpbl U pesyrb-
TaTbl BU3yanu3auun, NaUMeHTOB AENAT Ha TPU AMArHOCTUYECKUX
KaTeropuu: NOATBEPXAeHHOe 3a6oneBaHune, NorpaHNYHoOe cocTos-
HUE 1 BO3MOXHOE 3abosieBaHue [6].

AKX xapaktepuayetcs B 60NbLUel CTeNeHn ayTOCOMHO-LO-
MWHAHTHBIM TUMOM HacnefoBaHus. 3aboneBaHne CBA3aHO C My-
TaUMAMM B reHax, KOLUPYOLWMX 6esiKu [ECMOCOM (MIakorno6uH),
NEeCMOMNIaKUH, NNaKoMUNUH-2, eCMOTNenH-2 U 1eCMOKOMNH-2.

HapyLueHns 1ecMOCOManbHbIX KOHTAKTOB CHUXAET YCTOM4YMBOCTb
KapauoMMoLUUTOB K MeXaHW4eCcKUM BO3ZENCTBUAM (COKpalleHue
U pacTsHKeHMe) U NOTeHUMpPYeT rnbenb KNeTok. B peakux cnyyasax
3a60neBaHune MOXET 6bITb CBA3aHO C MyTaLMSMK B HElECMOCOM-
HbIX TeHax, a TaKXe C PeJKMMU PeLecCUBHbIMU MyTaLUAMN (Ha-
npumep, cUHAPOM Kapsaxana u 605e3Hb ocTpoBa Hakcoc), ans
KOTOPbIX TaKXXe XapakTepHbl 3KCTpakapLuasibHble NPOABNEHUS B
BU[e runepkeparo3a nafjoHen u cron [6].

PacnpoctpaHeHHocTs AKX B 06LLeit nonynauumu Koneénercs
ot 1 cnyyas Ha 1000 yenosek Ao 1 cnyyas Ha 5000 4enosek. 3a6o-
neBaHue ABNSETCA 4acToi npuynHon BCC y cnopTcMeHoB U Ntoaei
monogoro Bo3pacta [411], [412]. CumnTOMbI Pa3BMBAKOTCA, Kak
npasuno, B Bo3pacrte 20-40 ner.

Knunuyeckue npossnedus AKIMK moryT 6b1Tb 06YCII0BEHbI Kak
HapyLleHNAMM pUTMa CepAua, Tak U NpOrpeccupyrollen cepaeud-
HOI HE0CTAaTOYHOCTLIO. BhILENaT CneayoLue BapuaHTbl KIMHU-
4eckoro TeveHus AKIK:

1. CKpbITbIA, Npn koTOpoM BCC MOXeT 6biTb €LMHCTBEHHbIM
NposiBNeHNeM 3a60J1eBaHus;

Tabnuua 43. [luarHocTHYECKNE KPUTEPUU apPUTMOrEHHOM ANUCNNA3NM-KapAUOMUONATMK NPABOro Xenyaouka
Table 43. Diagnostic criteria of arrhythmogenic right-ventricular cardiomyopathy/dysplasia

Manble kputepuu
« Hannyme AKX y 61n3Kux poJCcTBEHHUKOB

(I TMHUM) NPY HEBO3MOXXHOCTU NOATBEPXKAEHUS
9TOro AnarHo3a B COOTBETCTBUU C HbIHELLIHUMU
ANArHOCTUYECKUMU KPUTEPUAMMY;

Npu NOATBEPXKAEHUN ANArH03a no faHHbIM natomopdo- « BCC 65113koro poacTeeHHuka (I nuHum) B Bo3pacte

pynna npu3nakos  bonbLume kputepuu
CemenHbIi « Hanu4une AKIMK y 6nn3kux pocTBEHHUKOB
aHamHes (I "MHUM) Npu NoATBEPXKAEHUN ANarHO3a B CO-
OTBETCTBUU C HbIHELLUHUMU KPUTEPUSMU;
« Hanuune AKX y 6113kux poACTBEHHUKOB (| TMHMK)
NOrNYeCcKOro nccneoBaqms (post mortem Ha aytoncum
unm 6uomarepuana, nony4yeHHoro Npu NPoBeeHNN
KaKoro-nn6o Xmpypruyeckoro BMeLIaTenbCTBa).
PesynbTathl BbifiBNeHMe y NaLeHTa reHeTU4ecKoin MyTaumu,
reHeTNYECKMX cBA3b KOTOpOIA ¢ pazsutnem AKITXK nokasaHa
nccneaoBaHui

BbisiBNeHHble
HapyLIeHns putma

IKT-npn3Haku
HapyLLeHns
fenonsapusaunu
1 NPOBOAMMOCTH
cepaua,
perncTpupyemble
Ha CUHYCOBOM
puUTMe

Heycroiuusas unu yctoindusas XT ¢ mopdonoruen
komnnekcos QRS no tuny BJTHMT n HanpasneHnem
3N1eKTPUYHECKON OCM BBEPX (XKENY[04KOBbIN
komnnekc Tuna QS B oteefeHusax I, I, aVF u ¢
npeo6nagaHuem 3ybua R B oTBefieHum avl).

9NCcuUNoH-BOMHa (BOCMPOM3BOANMbIA HA3KOAMMANTYAHbIIA
curHan mexay okoH4yaHmem QRS n Hayanom T B
npekopAananbHbIX 0TBeAeHUAX, Yatle V1-V3.
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00 35 net, Kotopas morna 6b1Tb 06ycnosneHa AKIXK;
« [loaTBEPXAEHHBIA B COOTBETCTBUN C

HbIHELUHUMU KPUTEPUAMM UM HA OCHOBAHUM

NaTonoroaHaToMU4ecKoro UCcefoBaHns

anarHo3 AKX y poacTBeHHNUKOB Il nuHum

OtcyTcTBYIOT

« HeycTon4meas unu yctondnsas KT, ucxogsias
13 BbIHOCALLEro TpakTta MK, mopdosnoruen
BJTHIT 1 HanpaBneHWeM 35eKTPUYECKOi OCK BHU3
(>kenymoykoBbIA kKomnneke Tuna QS B 0TBEAEHUM
aVL n ¢ npeo6nagaHvem 3y6ua R B otBeaeHnsx Il
I, aVF) unu eé Heu3BeCTHbIM HaNpaBJIeHUEM;

« bonee 500 XK3 B CyTKW N0 JaHHbLIM
X0nTepOBCKOro MOHUTOPMPOBAHUN.

» [103aHWe NOTEHLMaNbI XeNy[a04K0B, OnpefeneHHbIe
KaK MUHUMYM no 1 13 3 napameTpoB Ha
curHan-ycpeaHéHHon 3KI, npu AnuTeNbHOCTH
QRS >110 mc Ha ctangapTHon JKT;

» OQUNbTPUPOBAHHASA LSIUTENLHOCTb
QRS (fQRS) >114 mc;

o [INUTENbHOCTb HU3KOAMMMIMTYAHOrO CUrHana
(<40 mkB) KoHeyHoM YacTu QRS >38 mc;

» CpefiHee KBaapaTM4HOE BONbTAXA
KoHeuHbIx 40 mc QRS <20 mKB;

o [INUTENbHOCTb KOHEYHO aKTUBALU XKeNYA04KOB,
M3MEPEHHOI OT HU3LLEN TOYKM 3yBLa S A0 OKOHYAHUS
QRS, Bkntoyas R’ B 0TBeAEHUAX
V1-V3 >55 mc npu oTcyTcTBum nosiHon BITHIT.



GUIDELINES FOR THE MANAGEMENT
2022 EAC GUIDELINES

pynna npu3Hakos

JKT-npn3Haku
HapyLLeHus
penonspusauni,
perncTpupyemble
Ha CUHYCOBOM
puTME

Hapyluenus
00LLEeN 1 NoKasnb-
HOW COKpaTumo-
CTU MUOKapAa
1K no paHHbIM
BU3yanuanpyto-
LLUX METOANK

JlaHHble 3HAOMUO-
KapauanbHoi
6uoncun

bonbLune KpuTEpUM

OTpuuarenbHele 3y6ubl T B NpaBbIX rPYAHbIX OTBEAEHUAX
(V1-V3) ¢ BO3MOXHbIM pacnpocTpaHeHem Ha apyrue
rpyAHble 0TBEAEHMA Y NauueHToB cTapue 14 net npu
oTcyTcTBUM nonHoi BMHMT ¢ yBenuyeHnem
anutensHocti QRS >120 mc.

Manbie kputepuu

» OTpuuatensHble 3y6Lbl T B 0TBeAeHMax V1-V2'y
NaumMeHToB cTapLue 14 net, He UMELOLLMX NMONHON
BITHIT nnwn B otBeaeHusx V4, V5 unu V6;

« MiHBepcus 3ybuos T B oTBeaeHmax V1, V2, V3 n V4 y
naumeHToB cTaplue 14 net, umetowmx nonxyto BIHMT.

dxokapauorpacus

HapyLueHns noKanbHOM COKPaTUMOCTU MUOKapaa

X (aknHesns, OUCKMHE3Ns) U aHespuama

XK 1 0anH U3 CreayoLmMX NpU3HaKoB

(M3mepeHue B KOHEYHYI0 auactony):

* pa3mep BbIHOCALLEro TpakT MK no napacTtepHanbHoi
LUHHOM 0CK >32 MM (MpK HopManusawumn no
NAoLaau NoBepxHocTu Tena >19 Mmm/m?);

* pa3Mep BbIHOCALLEro TpakTa [ no KopoTkoi
ocy >36 MM (Mp1 HopManu3aLumn no nioLwagm
NOBEPXHOCTU Tena >21 Mm/m?);

* NNaHuMeTpuyeckas pakums soibpoca MK <33%.

HapyLueHns nokanbHOW CoKpaTUMOCTU MUOKapaa
MK (akmHe3us, AMCKUHE3Ns) 1 OJWH M3 CreayoLLnX
NPU3HAKOB (M3MEPEHNE B KOHEYHYIO AnacTony):
 pa3mep BbIHOCALLEro TpakTa MK no napacTepHanbHo
ONUHHOM ocu 29-31 MM (Npu HOpManM3auum no
MIoLwaan noBepxHocT Tena 16-18 mm/m?);
* pa3mep BbIHOCALLEro TpakTa MK no KopoTkoi
ocu 32-35 MM (Npu Hopmanusauum no
nnowaamn nosepxHocTu tena 18-20 mm/m2);
* NNaHUMeTpuyeckas gpakuna soibpoca MK 34-40%.

MarHuTHO-pe3oHaHcHas ToMorpadus

HapyLueHns nokanbHOM COKPaTUMOCTLM MIUOKapaa
(aKnHe3us, AUCKMHE3NA) UM aCUHXPOHHOE
cokpatueHue MK 1 ofnH 13 cnefytoLmx NpU3HaKoB:

* COOTHOLLEHWE KOHEYHOrO AMaCcTONNYeCKOro pasmepa
MX K nnowaan noBepxHocTn Tena =110 mn/m?
(My>X4uHbI) UK >100Mn/M2 (KEHLLMHBI);

 Opakuusa Boibpoca MK <40%.

HapyLueHns nokanbHOW CoOKpaTUMOCTU MUoKapaa
(aKnMHe3Ms, AMCKMHE3NS) UK AaCUHXPOHHOE
cokpatleHue MK 1 ofnH 13 cnefytowmx Npu3HaKoB:

* COOTHOLUEHIE KOHEYHOr0 ANACTONNYECKOro pasmepa
MX k nnowaam nosepxHocTn Tena 100-109 mn/m?
(My>X4uHbI) nan 90-99 Mn/m2 (XKEHLLMHBI);

» ®pakuus Boibpoca MK 41-45%.

PeHTreH0-KOHTpacTHasA BEHTPUKyNorpagms

HapyLueHns f10KanbHOM COKPaTMMOCTM MMOKapaa
XK (aknHesus, oucKnHe3ns) unu aHespuama MxK.

OcraroyHble (residual) KapAMOMUOLUTLI COCTABASIOT
<60% ot 06LLlero KonM4ecTBa KIeTok npu
MOphOMETpU4EeCKOM aHanu3ae (<d90% npu nogcuere)
C hM6PO3HBLIM 3aMELLIEHEM MUOKapAA, MPY HAN4um
U OTCYTCTBUM XMPOBOr0 3aMeLLeHNS MMOKapaa

OctatoyHsble (residual) KapAMOMNUOLUTLI COCTABASIOT
60—75% 0T 06LLero KonM4ecTsa KNeToK npu
MopdhomMeTpuyeckom aHanuse (50-65% npu nogcyere)
C oM6PO3HBLIM 3aMeLLLeHNeM MUOKapAa, NpU HaNU4um
WK OTCYTCTBIM XMPOBOr0 3aMELLEHNS MUOKapaa

X0Ts1 6b1 B 1 6uonTtare cBO6OAHOI CTEHKN K.

2. apUTMUYECKMIA, KOTOPOMY XapakTepHbl XK3 1 KT, ncxogailme
W3 NMpaBoro >xenynoyka, ¢ mopdonoruen komnnekcos QRS no
Tvny 6nokagsl Neson HOXKM ny4ka Mmea (BJTHIT);

3. NpoSABNAOLMIACA CePAeYHON HeOCTATOYHOCTbIO, NPenMyLLe-
CTBEHHO NPaBOXeNYLO4KOBOI (MOXET 6bITb B COYETAHUM C NIEBO-
XKENy04KOBOW), C HANIMYMEM UMW OTCYTCTBUEM HAPYLUEHWIA pUTMA
cepaua [413].

CoBpemeHHble auarHocTuyeckue kputepun AKIDK Bkoyva-
0T KOMMNJIEKCHYIO OLLEHKY KJTMHWYECKOW KapTUHbI 3a60sieBaHMs 1
pe3ynbTaToB METOAO0B MHCTPYMEHTANbHON AMarHocTuku. [ng no-
cTaHoBkM guarHo3a AKIMK HeobxoguMo Hanuyue 2-x 60JbLUNX
Kputepnes unm 1-ro 60MbLLOTO W 2-X MaNbIX KPUTEPUEB Uin 4-x
masnblx Kputepues [408].

KA oTmeyaroTcs y 60onbluMHCTBA nauneHTos ¢ AKITK [414]-
[417]. 3T XKA 06bI4HO UMEOT MOPONOrM 6/10Kafgbl NeBOW
HOXKMW nyyKa ['nca, Tak Kak UMerT NpaBoXenys04K0BOe npomc-
XoxneHue, ogHako ocb QRS Bo Bpems XKT 06bI4HO OTNMYaeT-
CS OT TaKoBOW NpU MANONATUYECKOA TaXMKapAMW U3 BbIBOLHO-
ro TpakTa npaBoro »enynoyka, oTMevaroLencs y 60NbHbIX 6e3
NPU3HaKOB CTPYKTYPHOro 3abosneBaHus cepaua [418]. Hepeako y

X014 6bl B 1 6nontarte cBO6OAHON CTEHKM K.

6onbHbIX AKIK oTmevaetcs Heckonbko XKT ¢ pasnnyHoin mop-
thonoruein komnnekcos QRS. 10 AaHHLIM NPOCNEKTUBHOIO peru-
cTpa y 60nbHbIX AKITXK yalle BCero 0TMeyatoTcsi MOHOMOPMHbIE
KT [419].

8.5.2 lpnuynnsl cTpaTnghukaynn pucka n neveqne

B kayecTBe aHTWApUTMUYECKOro npenapara nepeoi NUHUK Ans
npegnynpexzaeHus peunansos XKT y 60nbHbIX AKX 06b14HO npu-
MEHSI0T 6eTa-afpeHo6IoKatopsl u cotanon. [ns oueHkn adhdek-
TUBHOCTWN Ne4eHNs BO3MOXHO nposeaeHne IO Ha choHe npnéma
NeKapCcTBeHHbIX npenapatos [422]. imetotcsa cBeaeHns obcepsa-
LIMOHHOTO PErncTpa, yKasblisatoLime Ha 60MbLUyio 3D(EKTUBHOCTL
amnoaapoHa ansa npeaoTepalleHns XKA no cpaBHeHUIO ¢ Tepanuen
6era-6nokarapamu u cotanonom [421]. Ha faHHblil MOMEHT BIu-
fHME MeMKAMEHTO3HOI Tepanun Ha CMepTHOCTb 601bHbIX AKITK
He U3BECTHO.

HBa3uBHbIE BMeLLATeNbCTBA (Mpexae BCero, npouenypbl ka-
TETEPHOI W Xmpypruyeckon abnauyum) y 6onbHbIx AKX conps-
XKEHbl C 60MbLUMMU TEXHUYECKUMU TPYLHOCTAMMU, 06YCMOBIIEH-
HbIMW HEOOXOANMOCTbIO MAEHTUUKALUM aPUTMOTEHHOW 30HbI,
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Tabnuua 44. Ctpatuthukaumus pucka u Ne4eHue apuTMOreHHOM KapauoMmMonaTu NpaBoro Xenyao4ka
Table 44. SCD risk stratification and management of arrhythmogenic right-ventricular cardiomyopathy/dysplasia

Knacc

PekomeHpaums

bonbHbIM AKIDK pekoMeHayT BO3[epXarbCs 0T y4acTus
B COPEBHOBATESbHbIX BUAAX CropTa

Ccbinka
[420]

YpoBeHb
C

bera-afpeH0610KaTopbl B MaKCMMansHO NepeHocUMoin Jo3e

CUMNTOMOB Y NALMEHTOB C 4acTON YK 1 HeyCcTONnYMBOI XKT

PeKOMEeH/0BaHbI B Ka4eCTBe Tepanuu Nepeoi IMHUN ANs YCTpaHeHus

['pynna akcnepTos,
y4aCTBOBABLUUX B
NOAr0TOBKE AaHHbIX
pekomeHaaunii

VK[ pekomeHa0BaH naumeHTam ¢ npeaoTepatlieHHoi BCC B

0Ha NPOTEKAET C reMOANHAMUYECKON HECTabUNbHOCTbIO

aHamHe3e 1 60MbHbIM C JOKYMEHTUPOBAHHOI XKT, 0CO6EHHO ecnu

[206]

6eTa-afpeHo610KaToPbI MU UMEKOT NPOTUBOMOKA3AHNA K HUM

CnegyeT paccMOTPeTb Ha3HaYeHe aM1oaapoHa Ans YCTpaHeH!s CUMNTOMOB
Y NALMEHTOB C YacTom K3 1 HeycTON4YMBON XKT, KOTOPbIE HE MepeHocsT

[421], [422]

Y nauneHToB ¢ 4acton K3 unun XKT npu HeapeKTUBHOCTU MeANKAMEHTO3HOM
Tepanuu C LeNbio YCTPaHeH!s CUMNTOMOB W NpejoTepaLliedns paspagos VK, cnepyer
paccMOTPETb BbINOMHEHWE KaTeTepHON abnavnu B Cneunann3MpoBaHHOM LigHTpe

[421], [423]-
[425], [426]

Cnepyet paccmotpeTtb npumeHeHne UKL y naunentoB ¢ AKITXK,

UMEIOLLIMX YCTORYMBYI0 XKT, NPOTEKaIOLLYIO 6683 BbIPAXKEHHbIX HAPYLLEHMIA
reMOIMHAMIKIA, C y4eTOM pucKoB VK[, BKN0Yas pUCK 0TAaneHHbIX
OCNOXXKHEHW, 11 NOMb3bl OT UMMAHTALMI YCTPOINCTBA [NA NaLneHTa

[205], [207], [211]

MoxxHo paccmoTpetb npumenenue UKL y B3pocnbix nauneHTos ¢ 04HUM b C
unn 6onee hakTopamu pucka XA npu 0Xxuaaemoii npogoKNTENIbHOCTK
)KM3HW CBbILLE OLHOTO rOAa, NOCe TLATeNIbHOr0 06CNeA0BaHNSA C Y4eTOM

'pynna akcnepTos,
y4aCTBOBABLUNX B
NOLArOTOBKE AaHHbIX

ctpatucpmkaumn pucka BCC y 60nbHbIX AKITK

pucka 0TAaneHHbIX 0CNOXHEHUNA, a TaKxke BNnaHna VK] Ha 06pas Xusuu, pekomeHaauui
COLMANbHO-3KOHOMWUYECKNIA CTATYC U NCMXMYECKOE 3[0POBbE NaLmneHTa
BHyTpucepaeqHoe IO MoxeT 6bITb NCMNONL30BAHO )15 o} C [68], [69]

reMoAnHaMN4eckon HecTabunbHOCTLIO MHAYLMPYEMbIX KT 1 pu-
CKOM nepdopauny NOPaXEHHOI CTEHKM NPaBOro >Xenyaodka B
xo4e npoueaypbl. OHW JOMKHbI BbINOMHATLCA B CMELMANM3npo-
BaHHbIX MEJULMHCKUX LIEHTPax, NepcoHan KOTOpbIX UMeeT J0CTa-
TOYHbIIA ONbIT MPOBEAEHNA TAKUX BMELLATENbCTB [427].

CnenyeT y4nTbiBaTb, 4TO aHTUAPUTMUYECKIME NPenapaThbl 1 KaTe-
TepHas abnaums He 06ecneymBaioT HadexHyo 3awuty ot BCC, He
NO3BOMSAKT YNYYLUTb NPOrHO3 Y TAKMUX NALUEHTOB W NPUMEHSIOT-
CS1 TONbKO AN151 YMEHbLUEHMS YaCTOTbl 3NM30A0B apUTMUN.

MauueHTam pekomeHayeTcs W36eratb WHTEHCUBHbLIX (hu3unye-
CKMX Harpy3ok, TaK Kak TPEHUPOBKMN Ha BbIHOCAIMBOCTb M y4acTue B
COpPEBHOBATENbHbIX BMAAX CNOPTA MOTYT YXYALWNTb (DEHOTUNMYE-
ckue npossnenus AKIK [89], [428]. CnopTuBHbIE HArPY3KU MOTYT
CNOCcOO6CTBOBATb BOSHWKHOBEHWIO OMACHBIX AMS XUSHU apuUTMUIA,
KPOME TOr0 OHM MOBbILIAIOT MEXaHMYECKYIO HAarpy3Ky Ha MUOKaps
)KENYA04KOB, 4TO MOXET YCKOPATb TeMMbl NMPOrpPeccMpoBaHmns 3a-
6onesaHus [429].

MmnnaHtaums  KapawnoBepTepa-aecmbpunasTopa  nokasaHa
60nbHbiM AKIDK, nepexxuswinm BCC, 60nbHbIM, UMEIOLLMM CUH-
KonanbHble COCTOSIHMS B aHaMHe3e, W NauueHTam, MMELLUM
ycTon4MBbIe napokcuambl XKT, KOTOpble NPOTEKAKT C remoau-
HaMUYECKO HecTabunbHOCTbIO. Y nauneHtoB ¢ AKIMK u remo-
OMHAMUYecKn cTabunbHbIMKU napokcusmamu XKT Bonpoc 06 1m-
nnaHTauuyu KapauosepTepa-aeddnépunnaTopa AOMKEH peLlaThes
B KQXOOM KOHKPETHOM Cfy4ae UHAWBWMAyanbHO. KpaiiHe BaXKHO
OTMETUTb, 4TO umnnantaums MKO y 6onbHbix AKITK noctatoyHo
4aCTO NPOTEKAET C TEXHUYECKUMU TPYAHOCTAMMN (CIOMHOCTU UM-
nnaHTauun AeduopuNNALMOHHOIO 3N1eKTPoaa, 06YCNOBNEHHbIE
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M3MEHEHNeM NPaBoro Xenyaoyka oTMedaroTes noyti 8 20% cny-
4aeB) 1 60s1ee BbICOKOIM 4aCTOTOM OCI0XHEHUI Kak B X0[e onepa-
uum (nepchopaums cepaua), TaK u B nocneonepaunoHHoOM nepuoae
(ancyHKLUMA MMNIAHTMPOBAHHOIO anekTpoaa) [205].

Ctpatudpukaums pucka BCC y 6onbHbix AKIMK paspaboTaHa
nnoxo. K chakropam pucka BCC unm HaHeceHns aaekBaTHOMoO pas-
psafa MMNNaHTMPoBaHHbIM VKL 0THOCAT AOKYMEHTUPOBAHHbIE Nna-
POKCU3Mbl YCTON4MBOW KT, YacTble 3nM304bl HEyCTONYMBON XKT,
ceMenHblil aHamHe3 BCC B Monoom Bo3pacTe, TsKenoe nopaxe-
HUE MPaBOro Xenyaoyka, BbIpaXeHHoe yanuHenue QRS, Hanuyme
OTCPOYEHHOr0 HAKOMAEHMs ragonuHua no gaHHsiM MPT cepaua,
BOBJIEYeHUe B matonoruyecknii npouecc JK v nHaykuma XXT Bo
Bpems AOU [206], [68], [69], [207], [205], [208]-[210].



GUIDELINES FOR THE MANAGEMENT
2022 EAC GUIDELINES

Mpunoxenue

1. AnropuTtm BefleHus NaLUEHTOB C XENYyA04KOBOM IKCTPACUCTONNEH
Management of patients with frequent ventricular ectopic beats

[IA

Y

HazHayeHune neyeHms

<I'Iau|/|e|-|Tb| C YyacToi >K3>

MwmetoTcs

A

Y

BbIPpaXX€HHbIE CUMNTOMBbI?

HET

Y

MposeaeHne 3X0 KI

HazHayeHue neyeHus

[MpusHakm

BbI3BaHHOW X3

BTOPWYHOM

Jmnarauum nonocren

cepaua

HET

JNeyeHue He Tpebyertcs.
Habntoaexnne B guHamunKe
(koHTponb X0 KI
1 XM-3KT He pexe 1 pasa B rog).

B nanbHemwem Ha3HaveHme

neveHus npu:

e MOSIBNEHWUN CUMNTOMOB;

e MNOSABNEHUN NPU3HAKOB
BTOPUYHOI Annataumm
nonocTen cepaua;

e COXpaHeHuu YacToil XK3 B
TeYyeHne ANNTenbHOro BPEMEHM
(BO3MOXHO NPOAOMKEHME
JOMHAMUYeCcKoro HabnaeHms)
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2. AnropuTm KynupoBaHUsa NapoKcM3Ma Xesly[104K0BON TaXuKapauu

(Knnunyeckne pexkomengaymn Munnctepcta 3apasooxpanenns Poceniickoin ®egepaynn 2020 rog.
MXenynoyxkoBeie Hapywexns putma. Xeny[o4KoBbIe TaXuKapaun W BHE3aNHaa CepAeYHas CMepTb)

Acute management of sustained ventricular tachycardia

[TauneHT ¢ NnapoKcM3MoM MOHOMOPGIHOM
XKeNy104KOBOW Taxukapanu

MposiBNeHNs 0CTpPbIX

HapyLLEHWiA reMoNHAMUKM

A HET

\

IKCTPEHHas
aNeKTpuyeckas BbibpaHa TakTuka
Kapauosepcus MeJNKaMeHTO3HOro

KynupoBaHusa

[lnarnos
Bepanammn- unm
aIEHO3WHYYBCTBMTESTbHOM KT
HE BbI3bIBAET COMHEHWIA

A

Y

Bepanamun B/B unu
TpudpocageHuH s/s

imeeTcs CTPYKTYpHOE
3aboseBaHue cepaua

A

AMKnoaapoH B/B

HET

AneKTpuyeckas
KapanoBepcus

HET

Y

lMNpokanHamug B/B Unm
AmunopapoH B/B

B cny4vae HEa(HEKTUBHOCTM — ANEKTPUYECKAS KapanoBepcus
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3. Jleyenune peunpusupytowien XT y nauuentos ¢ UbC u Henwemnyeckoi kapauommonaTuen
(Knnunyeckne pexkomengaymn Munnctepcta 3apasooxpanenns Poceniickoin ®egepaynn 2020 rog.
MXenyaoyxkoBbie HapylweHns putma. XXeny404KoBbIe Taxukapanu W BHE3aNnHasa ceppeyHas cmepTb)
Management of recurrent ventricular tachycardia in patients with ischemic
heart disease and in patients with no structural heart disease

MauwneHT ¢ KA
u peungusupytowen XT

|

Y \4

MonumopdHas XXT/OXK YcTonumsas moHomopdHas XT

|

Y

OueHUTL 06PaTUMbIe MPUYMHBI

\d \d
KatetepHas abnauus A
NIEKAPCTBEHHbIE/ HET NLEMIS KaK nepBas HNS MIUOAAPOH 1
ANEKTPONUTHBIE NeYeHMS coranon
\/ \/ ¢
TNMevenve PeBackynsapusaums HenocTatouHblit acpdhekt
npu yanuHénsom QT,
OTMEHa NPOBOLIMPYIOLLEr0 |
npenapara,
KOpPeKLMS ANeKTPONUTHOrO
Jucbanaxca
A A
WBC ¢ vactoi XKT
Heunwemunyeckas
UMK ANeKTPUYECKUM KM
LUITOPMOM
4 ¢ ¢
KaretepHas abnauus KatetepHas abnauus
AmunofapoH beta-6nokartopbl MK NuLoKanH

I

!

HepoctartouHblii achdhexT

!

MpeHTndnumpyemsle XK3,
3anyckatouiue XXT
1A v HET
A \d
KateTtepHas abnauus Moaynsauus aBTOHOMHOR perynsaumm
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