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KatexonamuHeprudeckas noammop@Has xenyaoykoas taxmkapans (KIMKT) aBasetcss nepBuUYHbIM 3/1EKTPUYECKMM 3a60/1e-
BaHMeM cepAua, A4/151 KOTOPOro xapakTepHo pa3BUTHE NOJIMMOPOHOM, B TOM YMC/ie ABYHaNpaBIeHHOM, Keya04KOBOM Taxm-
Kapaun B OTBET Ha aPEeHEPrUYecKyto CTumynsaLmnio. OCHOBHbIM KIMHUYECKUM riposiBieHnem KIMKT sBAS0TCA CMHKONalbHbIe
COCTOSIHUS, MPOBOLMPYEMbIE PUINHECKON MU IMOLIMOHAIbHOM Harpy3Kom, BBEAEHMEM apPeHEPru4ecKux npenaparos. [ns
3ab60/1eBaHNs XapaKTepHa BbICOKasl 1€Ta/lbHOCTb MPU OTCYTCTBUM JiedeHUsi. OCHOBHOM noaxoa K nevyeHmnio KIXKT — meaunka-
MEHTO3Has Teparus ¢ IpUMeHEHUeM 6eTa-agpeHob10katopoB. OgHaKo B nocaegHee BpeMs rosiB/seTcs Bce 60/1blue paboT,
CBUAETENILCTBYIOLMX O HEAOCTAaTOYHON X d9ppeKTMBHOCTU. O4HUM M3 MOAXOA0B, NMPEALECTBYIOLMX BbI6OPY MHTEPBEHLMOH-
HbIX METOAOB /IeYeHMs y psiga 60JIbHbIX, IBASETCA Ha3dHaYeHne KOMOGUHMPOBaHHOM Tepanun ¢ Jo6aBaeHNeM aHTUapUTMH-
yeckoro npenaparta IC-Knacca. MHTepBEHLMOHHbIE METOAbI IEYEHMS BKAKOYAKT UMMNaHTaLUMIO KapanoBepTepa-a4epubpui-
IITOpa U JIEBOCTOPOHHIO CUMMNATIKTOMUIO. B HacTosuen paboTte rnpeacraB/ieH COBPEMEHHbIN B3rs] Ha 3pGEKTUBHOCTb,
6€e30M1acHOCTb M MTOKa3aHMs K Bbi6OPY Kax[0ro n3 MeTogoB ie4eHunsi 60/1bHbIX ¢ KIXKT.

Knwo4yeBble cnoBa: KatexosaMuHepruyecKasl rnoauMop@Has KeayqoyKoBas Taxukapaus, aTeHos10/, NponadeHoH, nep-
BWYHas KaHasnonaTtus, BHe3arnHas cepaeqyHasi CMepTb, IEBOCTOPOHHSIS CUMMNATIKTOMMUS, UMITAAHTUPYEMbINA KapanoBepTep-
nepubpninaTop
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BBEAEHUE

KatexonamuHeprvyeckas nonumopdHas Kenyaoyko-
Bas TaxuKkapausa (KMX¥T) — peakoe (pacnpocTpaHeHHOCTb
1 : 10 000) HacnenctBeHHoe 3abofieBaHWe W3 rpynnbl
KaHanonatuu [1]. U3BecTHO, 4yTo KITKT Xapaktepmayetcs
BO3HWKHOBEHMEM [JBYHaNpaB/eHHON WX MOAUMOPGDHOM
KEeNyN04YKOBOW TaxMKapauMu B OTBET Ha aJpeHEepPrnuyecKyo
ctumynaumio [1]. KnuHuyeckas KapTuHa 3aboneBaHus
BapbMpyeT OT 6GECCMMMTOMHOIO TEYEHUS A0 HACTYNIeHUs
BHe3anHou cepaeyHon cmeptun (BCC) Bcneacteme dpubpun-
naumn xenyaodkos. Bmecte ¢ Tem ana KIMKT TMNMYHbI CHH-
KonasibHble COCTOSIHUS, acCoLMMpOBaHHblE C GUINYECKOM
W/ 3MOLMOHANbHOW Harpy3Kkom unv ¢ BBeeHWeM aape-
Hepruyeckunx npenapatos [1]. JledeHne 60nbHbIX ¢ KIMTKT

BK/IIOYAET KOppeKuunio obpasa KWU3HU, MeMKaMeHTO3Hoe
N MHTEPBEHLMOHHOE NevyeHne. OaHaKo BbIGOP ONTUManb-
HOWM TAKTUKM NeYeHns Ana npeaoTBpaLleHUs XKU3HeYrpoxa-
IOLLMX COCTOSIHUK OCTaeTcs TPYAHOM 3ajayven Ans Bpadven-
neaMaTpoB M AETCKMX KapauonoroB. Hwke npeactaBneH
aHann3 coBpPeMeHHbIX noaxoaos K fiedeHuto KIMKT, ocse-
lleHa AoKasaTteNbHasa 6a3a no BonpocaM 3GGhEeKTUBHOCTH
1 6e30MacHOCTM METOMIOB NIe4eHunsl, onpeaeneH psaa Bonpo-
COB, TPEOBYOLINX AaSIbHENLINX UCCedOBaHUN.

KOPPEKLIUSl OBPA3A XXU3HHU

Bcem 6onbHbiM ¢ KITKT pekomeHaoBaHO wusberaTb
COopeBHOBaTENbHbIX BWIOB CMOPTa, @ TaKXe BWIOB Aes-
TENbHOCTU, COMPSXKEHHbIX CO 3HAYUTENbHbIM GU3NYECKUM
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Management of Catecholaminergic Polymorphic Ventricular
Tachycardia

Catecholaminergic polymorphic ventricular tachycardia (CPVT) is a primary electrical heart disease characterized by the development
of polymorphic (including bidirectional) ventricular tachycardia in response to adrenergic stimulation. The leading clinical sign of CPVT
is syncope provoked by physical or emotional stress, or adrenergic drugs administration. This disease is characterized by high mortality
if not treated. The main treatment approach for CPVT is drug therapy with beta-blockers. Recently, however, there are more and more
works stating that beta-blockers have lack of efficacy. Combination therapy with the antiarrhythmic drug of the IC class is one of the
approaches before implementing the interventional treatment methods in several patients. Interventional methods include cardioverter
defibrillator implantation and left side sympathectomy. This paper presents the modern view on the efficacy, safety, and indications for
every management method for patients with CPVT.
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WA 3MOLIMOHANbHBIM HaNpPsKEHWEM, CTPECCOBbLIMU CUTya-
umMamu [2]. M xoTs UCKIOYEHUE CMOPTUBHOW HarpysKu npwu
KIMXT cuntaeTca naTtoreHeTMYeCKM onpaBaaHHbIM, pe3ysib-
TaTbl paga 3KCNepUMEHTaNbHbIX U PETPOCNEKTUBHbIX Habto-
[JaTenbHblX UCCNeAoBaHMIM NOCTaBUAM MOL COMHEHUE Lene-
CO006pa3HOCTb MOSIHOMO 3anpeTa Ha 3aHATUS CnopToM. Tak,
B 2012 r. E. Kurtzwald-Josefson v coaBT. nokasanu Ha
HOKayTHbIX MbIlax, y KOTOPbIX 6bla BOocnpon3seaeH GeHoTun
KIMXKT, accoummpoBaHHOM ¢ BapnaHTamu B reHe CASQ2, 410
PU3MYECKMe Harpy3ku cCrnocobCTBOBaNIM CHUMKEHWUIO PUCKa
pasBUTUS apUTMOrEHHbIX COObITUI y Mblwen [3]. No3aHee
S.A. Ostby 1 coaBT. (peTpOCNEKTMBHOE KOrOpTHOE Mccie-
[oBaHMe AaHHbIX 63 60nbHbIX ¢ KITKT, cpeaHnin BospacT
NMOCTAHOBKW AMarHo3a — OKO0 17 feT), U3y4MB MCXOAbl
y NauMeHTOB, MPOAO/IKMBLLMX 3aHATUS crnopTom (21 Bua,
B TOM YuCNe C BbICOKUMMU AUHAMUYECKMMU U CTAaTUHECKUMMU
Harpy3skamu), HeCMOTPS Ha AMarHo3, U 60/bHbIX, OFPaHNUYMB-
WKX PU3MYECKME Harpy3KW, 0BHAPYKWUIN, YTO KONMYECTBO
APUTMOTEHHbIX COObLITUI Yy BOMbHbIX, 3aHUMAIOLWMXCS Crnop-
TOM, 6bI/10 Bbllle TONbKO A0 NMOCTAHOBKM AMarHo3a v HasHa-
YyeHusa nedveHus [4]. Mocne MHUUMALMKM MEAMKAMEHTO3HOM
Tepanuu pUCKU Pas3BUTUS apUTMOrEHHbIX COObITUI B CpaB-
HMBaeMbIX rpynnax 6bliM ogMHaKoBbiMWU. Bonee Toro, 66110
OTMEYEHO, 4TO C BICOKUM PUCKOM Pa3BUTUS apUTMOTrEHHbIX
COObITUM accouMnpoBaHa HU3Kasg MPUBEPIKEHHOCTb neye-
HWIO, @ He 3aHATMS cnopTom. ABTopamu 6bli caenaH BbiBOA
0 K/It0O4EBOW PONU B NPEA0TBPALLEHUM PA3BUTUS IKNHEYTPO-
¥aloLWKUX COCTOSHUIN Y 60nbHbIX ¢ KIMKT MeanKameHTO3HOro
M WHTEPBEHLMOHHOIO JleYeHus, a He KOppeKuun obpasa
¥U3HU [4]. BMecTe ¢ TeEM MOMKHO KOHCTaTMpoBaTb, 4YTO A1
onpeneneHns onTMMasnbHOro ypoBHs GU3NMYECKON aKTUBHO-
CTh y 60MbHbIX, U B TOM 4yucne aeten, ¢ KIMKT Heob6xoanMbl
JanbHewnwmne nccnegoBaHus.

BETA-A[JPEHOBJIOKATOPbI

MegnkameHTo3Hoe nevyerune KIMKT ocHoBaHO Ha noaaB-
NEHUN afpeHEepPrnyecKor CTUMYNSAUMU U CHUMKEHUWU BHYTPU-
KNETOYHOro coaepxaHnsa Ca2+ nytem npuMeHeHus 6eta-agpe-
HoG6M0KaTopoB [2, 5]. B HECKONbKMX UcCneaoBaHUsX Oblio
noKasaHo, YTO Hanbo/blLWIM TepaneBTUYECKUN IDDEKT MOXKET
6blTb AOCTUTHYT NPY NPUMEHEHUM HAA00Na UK NPOMNPAaHONO-
Na, YTO XapaKTepHO W ANs CUHAPOMA YA/IMHEHHOro MHTepBana
QT [6]. Tak, |.S. Leren v coaBT. n3y4yanu pesynbTatbl TPEAMUI-
TecTa y 34 60nbHbIX ¢ KIMTKT (cpeaHnin Bo3pact — 34 roga) oo
NeyeHuns], Nocae Ha3Ha4yeHns MeTonponona uam éuconponona
M nocne 3aMeHbl 6eTa-agpeHobnokatopa Ha Hagonon [7]. Mo
peaynbratam paboTbl 6bl10 MOKa3aHO, YTO XPOHOTPOMHbLIN
addeKT Hagonona B go3ax 1,3 £ 0,5 Mr/Kr/cyt nocne He
MeHee 6 Hej Tepanuu NpeBblllaeT TaKoBOW NPU Ha3Ha4YeHUn
MeTonposiona unmn éuconponona B gosax 1,4 = 0,7 mr/Kr/cyt
n 0,14 = 0,01 mr/Kr/cytT cOOTBETCTBEHHO. MaKcuMMasnbHas
yacToTa CepAeYHbIX COKpaLLeHU, AocTUraemas npw BbinoaHe-
HWUKW TpeaMUn-TecTa, coctaBmna B cpeaHem 122 + 21 ya./MuH
npu MCNONb30BaHMW Hagonona v 139 + 24 ya./mMuH npwu
npueme 6uconposiofia MAM MeTonposona. BbipaxeHHOCTb
HapyweHn cepaevyHoro puMTMa, oueHMBaeMast Kak Hanuuve
YENyA04YKOBOW 3KTOMUYECKON aKTMBHOCTU — XKENYA0YKOBOWM
3KCTPACUCTONUU WU KEeNyAOo4YKOBOW TaxuKapAauu, Obina HuUKe
npu npuveme Hagonona [7]. B peTpocneKkTMBHOM uccneno-
BaHuu PJ. Peltenburg v coaBT. U3y4yanu HacTynieHue Takux
apUTMOreHHbIX cob6bITMI, Kak BCC, BHe3anHas oCTaHOBKa
KpoBoOOGpalleHnsi, MOTUBUPOBaHHblE cpabaTbiBaHWs Kap-
avoBepTepa-aedmbpunnatopa U CUMHKOMNaNbHble COCTOSIHUSA,
y 329 60nbHbIX ¢ KIMXT co cpegHnm nepnoaom HabnoaeHus
OKofo 7 neT, MeavaHa Bo3pacTta MaHudecTauun 3abonesa-
HUA — 12 neT [8]. Y 601bHbIX, MPUHUMAKOLINX HAZO0NON UK
NPOMNPaHO0A, PUCK PA3BUTUS YKa3aHHbIX COCTOSHUI OKa3an-

€Al HUXKE, YeM Y BO0MbHbIX, MPUHMMAIOLMX aTEHON0/, METONO-
nponon mnu 6Mconposnosn, 4YTo NO3BOAMNO cAenaTb BbIBOAbI
0 60/ee BbICOKON 3PDEKTUBHOCTM HaZo01a U NPONpaHoo-
na [8]. M. Hayashi 1 coaBT. B peTpOCNEKTUBHOM KOrOPTHOM
nccnegosanun (101 naumeHt ¢ KIMXKT, B Tom ymcne 50 npo-
6aHA0B, CPeAHAs MPOLOIKMUTENBHOCTL OTCIEKMBAHUS UCXO-
0B — OKOJ10 8 feT, cpeaHuii Bo3pacT MaHMdecTaunn 3a6o-
neBaHuns — 12 neT) TaKKe NoKasanu, YTOo PUCK HaCTynneHus
apUTMOTEHHbIX COBbITUI MPU NPUEME HAA0/0/a HUXKE B CpaB-
HEeHUW ¢ apyrumu 6eTa-agpeHobnoKatopamu (6uconponon,
auebytonon, nuHgonon) [9].

OaHaKo LWMPOKOoe NPUMEHEHWE HaZoN0Aa U NPOMPaHOO-
nay 6onbHbIx ¢ KIMKT orpaHmnyunBatoT pag ¢pakTopos. B yacT-
HOCTU, HafoNoN He pa3pelleH K MPUMEHEHWUI0O BO MHOMMX
cTpaHax [6]. Onsa nponpaHonona, SBASIOWErocs Hecenek-
TUBHbIM 6€eTa-aApeH06/10KaTOpPOM, CBOMCTBEHEH KOPOTKUM
(3—6 4) nepuon nonyebiBeaeHus [8]. 3Tum obcTOATENb-
CTBOM MPOAMKTOBaHa HeEOBGX0AMMOCTb pa3aeneHus npuema
CyTO4YHOM A03bl Npenapata (3—4 mr/kr) Ha 3—-4 npuema.
Takas KpaTHOCTb MpMeMa MOBbIWAET PUCK apUTMOrEeHHbIX
COObITUI BCNeACcTBME BO3MOMXKHOCTU MPOMnycKa npuema npe-
napara [9], TaK Kak ana 60nbHbIx ¢ KIMKT n3secTtHa cunbHas
3aBMCUMOCTb OT [J03bl M KPaTHOCTU NpUemMa MeauKaMeH-
TO3HOM Tepanuu [4]. Kpome TOro, nponpaHonon B Kaye-
cTBe 6a30BOW Tepanuu MoBbllWaeT BEPOATHOCTb Pa3BUTUS
OpPOHXManbHOM OOGCTPYKLMU W TUMNOMIMKEMUU BCNEACTBUE
BAUSHMSA NpenapaTa Ha 6eTa-1- u 6eTa-2-aapeHopeLenTopbI
B O6poHXxax M nomxenyagodyHou enese. Haponon Ttakxke
ABNSETCH HECENEKTUBHbIM 6eTa-agpeH06/10KaTopoM, ofHa-
KO OH XOPOLIO nepeHocUTcst 60/bHbIMKU B TepaneBTUYECKMX
[o3ax He MeHee 1 Mr/Kr/cyT [7]. BMecTe ¢ TeM, Ans OLIEHKHK
3pDEKTUBHOCTU U Be3onacHOCTM Hagonona y geten ¢ KIMKT
Heo6XxoaMMbl JalbHENLWNE nccneaoBaHus.

beTta-agpeHo6noKaTopbl yKe AaBHO MPU3HaHbl «30/10TbIM
cTaHgapTom» nedeHms 6onbHbix ¢ KIMKT. OgHako B psae
nccneaoBaHui ycTaHoBNEeHa HU3Kas ap@EKTUBHOCTb Nleye-
HUS UCKOYUTENbHO 6eTa-agpeHob6noKaTopaMu, He3aBMU-
CMMO OT BblBpaHHOro npenapata [10-12]. Tak, B MHOro-
LLEHTPOBOM PETPOCNEKTUBHOM MUCCNeaoBaHUKU (226 60/bHbIX
¢ KIMXKT, n3a Kotopbix y 170 gnarHos 6bia yCTaHOBJIEH B AET-
CKOM BO3pacTe) HegocTaTovHas apdeKTUBHOCTbL 6eTa-aape-
HOGNOKaTOPOB ANS NPefoTBPaLLEHNS apUTMOrEHHbIX CObbI-
TMW Oblna ycTaHoBneHa B 25% cnydaeB [10]. B gpyrom
PETPOCMNEKTUBHOM KOrOPTHOM MCCneaoBaHuun (29 60/bHbIX,
cpeaHun Bo3pacT MaHudecTaumn 3aboneBaHuns — 10 ner)
Obl0 MOKal3aHo, 4YTo 6eTa-agpeHOo60KaTopbl KOHTPOIU-
pytoT TeyeHue 3aboneBaHus Tonbko B 31% cnyyvaes [11].
Mpuem ucKkNoUYUTENBHO 6€eTa-agpeHob/10KaToOpoB MOXKET
ObITb HEAOCTATOYHbIM TaKXe M AN NpejoTBpalleHus pas-
BuTHA BCC B gonrocpo4Hon nepcnektuse. Tak, A. Mazzanti
M COaBT., U3y4nB pe3ysnbTaTbl ledeHns 216 60nbHbix ¢ KIMHKT,
nokasanu, 4To B TeYeHue (B cpeaHem) 9 NeT KU3HeYrpoxa-
jolmne cobbliTna pas3Buancb Y 13% OO0NbHbIX, MOyYaloLinx
nleyeHne TonbKo 6eTa-agpeHobnokatopamu [14]. B apyrom
nccnenoBaHum Ha npumepe 9 naumeHtoB ¢ KIMXKT co cpea-
HUM NepuoaoM HabnwogeHus 8,6 roga 6bi10 YCTAaHOBJEHO,
4yTO Ha PoHe 6Gas3oBoM Tepanuu 6eTa-agpeHob/0KaTopaMu
apPUTMOreHHble COObITUS BOSHUKAN Y Tpex nauueHTos [15].
HepnocTtatouHas 3adpdeKTUBHOCTb 6GeTa-aapeHo6710KaTopoB
npu KIMXT oTmedeHa Takxe n B pabote S.G Priori n coasT.,
cornacHo peaynbraTaM KOTOpPOW MMMNaHTauus Kapauosep-
Tepa-gedubpunnatopa (MKA) notpeboBanacb 30% TaKux
60nbHbIX [16]. B nccnegosaHun cnydvaeB KIXKT, accouu-
MPOBaHHbLIX C MNaTOreHHbIMWM BapuaHTamu reHa CASQ2,
NMoKa3aHo, YTO apUTMOreHHble COOGLITUS PeLUaMBUPOBaU
y 65% 60/bHbIX, ¥ 3TO Ha GOHE MAKCMMasbHO MNEPEHOCUMbIX
[o3 6eTa-agpeHobnoKkaTopos [17].



B uyucne npuymH HegoctatovyHon 3adpdeKTMBHOCTU GeTa-
afapeHo60KaTopoB Y HEKOTOPbIX 60/bHbIX ¢ KIMHKT MOXHO
OTMETUTb 0COBeHHOCTU reHa CASQ2 [13], a TaKKe HU3KYI
NPUBEPKEHHOCTb OGO0/IbHbLIX K JIEYEHUIO B [O0/ITOCPOYHOM
nepcrnexkTMBe B COYETAaHUMM C BbICOKOWM 3aBUCMMOCTbIO OT
[103bl M KpaTHOCTK npuema [9, 15, 18]. Hanpumep, H. Kawata
M COaBT. MOKasanu, 4To cpean cemu naumeHtos ¢ BCC wectb
60/IbHbIX HE MpUOEPKMBaIUCb PEKOMEHAaUMn No npuemy
npenapatoB [18]. Heo6xoaAMMOCTb MOXKM3HEHHOIO MpuemMa
Tepanuu ¢ cobnofeHMeM BPEMEHW Mpuema Npu aauTenb-
HOM OTCYTCTBMW WMAW 3MU30AMYHOCTU KIIMHUYECKUX MPOsiB-
JNIEHUN Y NTUL, MOIOAOr0 BO3pacTa aABnseTcs «6naronpusaTHOM
cpefon» Ans CHWMKEHWS KOMMAAEeHTHOCTU WU, COOTBETCTBEH-
HO, BbICOKOIO PUCKa apUTMOreHHbIX cobbiTui. Elle oaHon
3HAYUMOMN MNPUYMHOM HU3KON 3DDEKTUBHOCTU OeTa-agpe-
HOG/IOKaTOPOB SBASETCA HaNWyne HeaumarHOCTUPOBAHHbIX
CynpaBEHTPUKYNSAPHbIX HAapYWEHUN cepaeyHoro putma [12].
MocnegHne Moryt 6biTb TpUrrepamu Ans XKenyao4YKOBbIX
HapyLLEeHWA pUTMa M NPUBOAUTb K Pa3BUTUIO KUIHEYrpOXKa-
owunx coctosHu [12]. Kak u B cnydae ¢ KITKT, anusoany-
HOCTb BO3HWKHOBEHMWS CyNpPaBEHTPUKYASPHbLIX HapyWeHUN
CepAeyYHoro putMa onpeaensier TPYAHOCTU AUArHOCTUKM W,
COOTBETCTBEHHO, NoA6opa Tepanuu.

APYrAfl AHTUAPUTMUYECKASA TEPANUA

[ns KOHTPONS KaK }KeNyAo4YKOBbIX, TaK U HagXenyao4Ko-
BbIX apUTMHUA MOXKET OblTb MCMONb30BaHa KOMOGUHUPOBAH-
Has aHTMapUTMMYECKas Tepanus, BKIOYatoLwas coyeTaHue
npenapaTtoB, AEWCTBYIOLWMX Ha pas3nMyHble 3BEHbs MNaTo-
reHesa aputMmuun [15]. Cpean npenapatoB, NPUMEHAEMbIX
B AOMNOSHeHWe K 6a30BON Tepanuu 6GeTa-aapeHobioKaTo-
pamu, Hanbonee 4acto B nuTepaType ynomMuHaeTcs dne-
KanHua — aHTMaputmmyeckui npenapart IC knacca [5]. 3ToT
npenapaTt KynupyeT He TOIbKO CynpaBeHTPUKYNSPHbIE IKTO-
NMUYECKUe apuTMUU, HO U KENyao4KoBble HapyWeEHUs pUT-
Ma [19]. MexaH13Mmbl NnogaBneHns GrekamnHMaom TPUrrepHon
3KTOMUYECKOW aKTUBHOCTU OCTaloTCH NpeaMeTOM AUCKYCCUM
[20, 21]. Tem He MeHee, MOXHO cYuTaTb AOKa3aHHbIM TOT
dakKT, yto dnekanHug nogaBnsetT GYHKLUUIO PUaHOANMHOBOMO
peuenTtopa [22].

CornacHo pesynbrataM paHAOMU3UPOBAHHOro niauebo-
KOHTPOJIMPYEMOro UccnefoBaHus, fob6aBneHne dpnekamHuaa
K NeyeHuto 6eTa-agpeHobnoKkatopamu y 60nbHbiX ¢ KIMKT
(n = 14) CHUKaET PUCK BOSHUKHOBEHWSA HArpy304HbIX XKeny-
[OYKOBbIX apPUTMUI U, TAKUM 06Pa30M, MOMKET CHUXKATb PUCK
pPa3BUTUA apPUTMOrEHHbIX COObITUI. pKU 3TOM KOMMYECTBO
}anob6 Ha nobo4yHble adPeKTbl Tepanun B rpynnax dneka-
MHMaa v nnauebo 6b110 oanHaKkoBbIM [23]. bonee BbicOKas
3ddEeKTUBHOCTb A0OGaBneHus dnekamHuga K 6eTa-agpeHo-
6/10KaTopaM B CpPaBHEHMM C MOHOTepanuen nocnegHuMu
y 6O0MbHbIX C NMaTofoOrMYecKMMK BapuaHTamu reHos RYR2
n CASQ2 noKasaHa M B PeTPOCMNEKTUBHbIX UCCNeAOoBaHUAX
[24, 25]. bonee TOro, OTMEYeHO, 4YTO AoGaBneHue one-
KavHuga K Tepanuu 6eTa-agpeHobsioKatopaMu CHUKaEeT
KO/IMYECTBO MOTMBMPOBAHHbBIX M HEMOTMBMPOBAHHbIX Cpa-
6aTtbiBaHni y 60nbHbIX ¢ MK [26, 27]. YcnewHoe BegeHue
605bHbIX ¢ KITKT Ha doHe Tepanum UCKIOUYUTENBHO drieKa-
WHWOOM MPOLEMOHCTPUPOBAHO B CEPUN KAMHUYECKMUX Cy-
yaeB (8 60MbHbIX), YTO cBUAeTeNbCTBYET 06 3ODEKTUBHOM
NoAaBNEHWUN XKeNYAOUYKOBbIX TaxMaputMun [28].

B HeMHoro4yncneHHbIx paboTax ocBelarTcs pesynbra-
Tbl MPUMEHEHUS APYrMX NpenapaToB B KayecTBe AOMOHM-
TeNbHOM Tepanuu K Ha3HayeHuto 6eTa-aApeHob610KaToOpoB.
B 4acTHOCTH, 3BECTHO, 4TO NpenapaToM, CHUXKaLWNM BO3-
HUKHOBEHWE MPOAPUTMOrEHHbIX KaNlbLMEBLIX TOKOB B Kap-
AMOMUOLMTaX M ABASIOWMMCS NOTEHLMANBbHO 3DDEKTUBHbBIM
y 60nbHbIXx ¢ KITKT, asnaetca nponadeHoH [29, 30]. Tak

e, KaK v ana dnexkanHuaa, M3BECTEH OMbIT NMPUMEHEHUSA
nponadeHoHa B Ka4yecTBe MoHoTepanuu. B pabote A. Marx
M COaBT. NpeacTaBfeHo onmcaHue 6onbHoro ¢ KMXKT u otaro-
LLEeHHbIM no cnydyaam BCC cemenHbIM aHaMHe30M M ¢ naTto-
nornyeckum BapuaHTom reHa RYR2 [30]. bonbHoW cTpagan
CUHKOMNaNbHbIMKU COCTOSAHMAMU ¢ Bo3pacta 14 net. OgHako
rnocne HasHavyeHus nponadeHoHa OOGMOPOKU He peuuau-
BMpoOBanu B TedyeHne 35 neT HabAAEHUS, YTO NO3BOAUIO
aBTOpaMm caenatb BblIBOA O NOTEHLMANbHO BbICOKOM addeK-
TUBHOCTM nponadeHoHa y 60nbHbiXx ¢ KIMXKT. Kpome Kiu-
HUYECKMX HabngeHun, gencrteme nponadeHoHa, HapaBHe
¢ dreKkanHMaoM, Ha NojaBfieHUe KanbLMEBbLIX TOKOB 6bli10
NOKa3aHO B 3KCNepuMMeHTalbHOM paboTe C UCMONb30BaHU-
€M K/IETOYHbIX TEXHOMNOMMI M MOAEeNMpoBaHWEM BapuaHTa
R1760W reHa RYRZ2. Pe3ynbTaTbl 3TOr0 UCCEeA0BaHUS CBU-
AETeNbCTBYIOT O MHOFOCTOPOHHEM BAMSHWM MnponadeHoHa
Ha 3MIEKTPUYECKYIO aKTMBHOCTb KapanomuoumTtos [31].

CoobuiaeTca 0 eAMHUYHbIX ciydanaX addEKTUBHOIO NMpum-
MeHeHUs1 nBabpaguHa y 6onbHbix ¢ KIMXKT npu nnoxown
nepeHocumoctn dnexkamHuga [32]. Mo Hawemy MHEHMUIo,
MCMNONb30BaHME aMMOAapoHa B KOMOWHMPOBAHHOW Tepa-
nun 6onbHbIX ¢ KIMXKT aBnaeTca HeonpaBAaHHOW Tepanes-
TUYECKOM cTpaTeruen rno npuynHe BbICOKOrO0 pUCKa pas-
BUTWUS TUNEPTUPEOD3a W, KaK CneacTBMe, BbICOKOro pucKa
BO3HUKHOBEHWSA apUTMOTrEHHbIX COObITUIM Ha dpoHe PUbpun-
NALMK KeNyao4KOB.

OTKPbITBIMK  OCTAlOTCA M Apyrne BOMPOCbl KOHTPOAS
cepaeyHoro putma y 6onbHbIx ¢ KITKT, ansg otBeTa Ha KOTO-
pble NoTPebyloTCs B TOM YMUCAEe JONTOCPOYHbIE UCCnefoBa-
HUSA. MNpexae BCero BaKHO OTMETUTb, YTO B KIMHUYECKMX
pekomMeHaauusax EBpornenckoro obuwecrtsa Kapanmonoros
nepeyncneHbl MOKa3aHWsA ANs Ha3HayeHUs B KayecTse
[ONONTHUTENbHOrO cpeacTBa K Tepanuu 6eTa-agpeHobno-
KaTopamMu TonbKo ans dnekavHuga [2]. B ux yucne Hanu-
yve anu3oga BHe3anHoOW OCTaHOBKM KpOBOOOGpaleHUs
B aHaMHe3e, a TaKXXe CUHKONaNbHblE COCTOSHUS UK XKeny-
[LOYKOBbIE HapyWweHUs puTMa, CNPOBOLMPOBAHHbIE Harpy-
304HbIM TECTOM Ha ¢GOHe Mpuema MaKCUManbHO nepe-
HOCMMbIX 403 6eTa-aapeHo6A0KaTopoB. ITM MOKa3aHus
onpeaeneHbl Kak COOTBETCTBYIOLME YPOBHAM AOKa3aTe b-
HocTK IC 1 1A [2]. TaKKe TPpebyIoT peLlleHns U Takne 3adaqm,
KaK onpegeneHne onTMMasnbHbIX KOMOWHaLMA aHTUapuT-
MWYECKUX NpenapaToB ANs PasfiniHbIX TUMOB HapyLWeHUN
cepaeyvyHoro putMa (HagKenyao4yKoBbIX M KeNyAo4YKOBbIX
TaxMapuTMUM) U UHOMBUAYANbHbIX OCOBEHHOCTEN MaLMeH-
TOB (Hanu4yume conyTCcTBYOLWEN NATONOMMKU, TAKECTb Teye-
HUS 3a60neBaHNs), ANUTENLHOCTU U PEXUMA NPUMEHEHUS
KOMOGWHUPOBAHHOM aHTUAPUTMUYECKOM Tepanuu (BbiGOp
03, KpaTHOCTHU nNpuema). Kpome Toro, Heo6xoaMmbl Aanb-
Henwne wccnegoBaHUa KIMHUYECKUX W TEHETUMYECKMUX
GaKTopoB, acCCOLMMPOBAHHbIX C OTBETOM Ha KOMOGUHUPO-
BaHHyl0 Tepanuio, 3GDPEKTUBHOCTb KOTOPOM Yy 6GOJbHbIX
¢ KIMXKT HeogHopoaHa [33, 34].

UMMNAHTALIUA KAPQUOBEPTEPA-AE®UBPU/IJIATOPA

UK/[ sBnseTtca Hanbonee pacnpoCcTpaHEHHON TaKTUKOM
XUPYPruyecKoro neveHuss 6osnbHbIX ¢ KIMKT [2]. CornacHo
KNMHUYECKUM peKoMeHdaunam EBponenckoro obuwectBa
Kapaunonoros (2022), MK ¢ uenbto npegorspauieHns BCC
noKkasaHa 60/bHbIM, MEPEHECLUMM BHE3AMHYD OCTaHOBKY
KpoBOOGpaLleHUs, a TaKKe O60/ibHbIM C apUTMOreHHbIMHU
COBbITUSIMW UK 3apPErMcTPMPOBaHHbIMUM 3aMaMu Harpy3o4-
HOM nonMMopdHON NMBO ABYHaNpPaBfEHHOW Kenyao4KOBOWM
TaxMKapauMn Ha GoHe npuema MaKcumasabHO NepeHOCUMbIX
[03 6eTa-agpeHob6nokatopoB M dnekanHuaa [2]. OgHako
OaHHble o nocneacTeusax UK, B ToM 4ynucne o 4ONroCPOYHbIX
pesynbratax UMNAaHTauun U BAMSIHUM KaK Ha TedeHune 3a60-
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NleBaHus, TaK U Ha BbIXKMBAEMOCTb 60JIbHbIX, HEOLHO3HAYHbI
1 BO MHOTOM NPOTUMBOPEYMBBI.

C oHOW CTOPOHHbI, B psiie paboT NoKa3aHo, YTO CBOEBpeE-
MeHHas MK/ 6onbHbiM ¢ KITKT accoummnpoBaHa Co CHUKEHMU-
eM pucKa cmepTu [8, 14, 35]. Hanpumep, B NPOCNEKTUBHOM
KOropTHOM uccnegoBaHnn A. Mazzanti n coaBT. Kapauo-
BepTep-aedubpunnatop 6b1 UMNNaHTMposaH y 79 (37%)
13 216 6onbHbIX ¢ KIMKT, accounnpoBaHHOM C NaToNOMK-
YeCKMM BapuaHToM reHa RYR2. lpu 3aTom cpeaHuin nepu-
oA HabnogeHua 3a 6onbHbiMM ¢ MK/ coctaBun 8,6 roga.
BbixknBaemocTb B rpynne 6onbHblx ¢ UK (n = 18) coctaBuna
100% no cpaBHeHUO ¢ 60% B rpynne 60nbHbIX 6€3 UK/
(n = 10), yto cBmnaetenbcTByeT 06 MK/ Kak o »u3Hecbepe-
ratouien TexHonorun [14]. CpabaTbiBaHMA KapanoBepTepa-
nedunbpunnatopa 6binn abPEKTUBHbI A1 KYNMPOBaHUSA KN3-
HeyrpoXKatlLnx aputMmum B 86% cnyyvaes, 3a UCKIIIOYEHUEM
HECKOJIbKMX 3MW30[40B remMoanHaMUyecKkn HecTabunbHOMU
nonMMop®dHON KenyaouKoBon Taxmkapamun [14]. B mHoro-
LLEHTPOBOM PETPOCMNEKTUBHOM MCCNeLOBaHUN NPOBOAMIACH
oueHka nocneacteun MKy 24 naymeHtoB [35]. Bcem nauu-
€eHTaM KapaunoBepTep-aednbpunnatop 6bi1 UMNIaHTUPOBaH
B Bo3pacTe (MeamaHa) 13,7 roga. 3a nepuoa HabnoaeHus
(B cpeagHem 3,3 roga) y 14 naumeHTOB 3aperMcTpupoBaHo
cymmapHo 140 cpabaTtbiBaHWi KapanoBepTepa-aepubpun-
natopa, U3 HuUX y 42% Ha »Kenyao4KoBble HapyLIEHUsS pUT-
Ma. M3 Bcex cpabaTbiBaHUM Ha XKenyaoyYKoBble HapyLIEHUS
cepaeyvyHoro putMa 57% 6b11n Ha GUOPUNNSALIMIO Kenyaou-
KOB, C ycnellHbIM KynupoBaHueMm. B uccnepgosanuum |. Marai
M coaBT. OblnM BKOYEHbI NauueHTbl ¢ KIMKT (n = 27),
acCcoLMMPOBAHHOM C BapMaHTOM B FOMO3MIOTHOM COCTOS-
HUM B reHe CASQ2 [17]. Bce 60onbHble noay4yanu nevyeHue
6eTa-agpeHo610KaTOpaMn B MaKCUMMalbHO MEPEHOCUMbIX
no3ax. Ha atom ¢oHe apuUTMOreHHble cOObITUS COXPaHAINUCH
y 65%, B cBA3N C 4eMm Oblna pekomeHgoBaHa UK. 8 us
13 naumMeHToB OTKa3anucb OT UMMNaHTaLUK, 6 U3 HUX NOrno-
v BcneactTemne Gubpuansaumm xenyagodkos. B rpynne ¢ UK
He 6blN10 0TMEYeHOo HM oaHoro cnydyasa BCC, cpegHumn nepunog
HabnaeHnsa coctaBmn 9 net [17].

C apyron CTopoHbl, n3BecTHo, 4To ¢ MK/ cBs3aH psag
OC/NOXHEHWUN, TaKNX KaK HEMOTUBUPOBaHHbIE cpabaTbiBa-
HUS KapauoBepTepa-gedunbpunnatopa, nepdopauuna uim
OUCnoKauna anekTpoga, TpomM603M6ONUSA, 3HAOKapAMT,
MHOULUMPOBAHME NOXa KapauvoBepTepa-aednbpunnaro-
pa [36]. Hanbonee rpo3HbiM M3 OC/OXHEHWN aBASET-
CSl pa3BUTME TaK Ha3blBAaeMOro 3/1EeKTPMYECKOro WTopma
C MHOXECTBEHHbIMU HeadDEKTUBHLIMKU cpabaTblBaHUAMM
KapavoBepTepa-gedubpunngaropa Ha GUOPUNASLMUIO Keny-
[OYKOB, YTO MOXET cTaTb NpMymMHon passutus BCC [37, 38].
Kpome toro, MKl umeeT HeraTMBHbIE MOCNEACTBUS B OTHO-
WEeHUN BAWSHUSA Ha MCUXOIMOLMOHANbHOE COCTOSiHUE
naumeHToB, ocob6eHHO y ntogen mnagwe 40 net [39].
B yacTHOCTH, cpeau nuL, MOI0AOro Bo3pacTa, NepeHecLumnx
UMMNaHTaLUMIo, pacnpocTpaHeHbl TaKMe pacCTPpoOMCTBa, Kak
NoBblWEHHAsA TPEBOXKHOCTb, AENPECCUBHOE M MOCTTPaBMa-
TUYECKOE CTPEeCcCOBOE PACCTPOMCTBO, YTO OTPULATENBHO
B/IUSIET HA KAQ4YeCTBO XXM3HM BONbHbIX U TPpebyeT obecneye-
HUS NCUXoNorMyecKkon nogaepku [39].

Ona yctpaHeHus MK-accounMMpoBaHHbIX OC/TIOXKHEHWNA,
CBfI3aHHbIX C TPAHCBEHO3HbIM pa3MeLlEeHUEM 3NEKTPO-
noB (TpoM603M6BONUKN, IHAOKAPANT, Nnepdopaums uiun auc-
NIoKauMs anekTpoga), MOXeT MPUMEHATbCA MOAKOXKHas
MK [36]. HO # npu Takom cnocobe KOHTPOAs cepaed-
HOMO pUTMa COXPaHAETCA PUCK HEMOTMBMPOBAHHBLIX Cpa-
6aTbiBaHnn [36]. 0 pa3HbIM AaHHbIM, Takne cob6bITUA
oTMeYeHbl y 22-46% 6onbHbix ¢ KIMXKT [10, 35, 40].
HemoTuBMpoOBaHHble cpabaTbiBaHUA OGONE3HEHHbI AN4
nauMeHToB W, OYEBWAHO, HE MMEIT TepaneBTUYECKOro

cmblcna. CynTaeTcs, YTO OHM MPOUCXOANAT B OTBET Ha 3asnbl
noAMMOpdHOM, B TOM YUCne ABYHanpaBfeHHOW, Kenyaou-
KOBOW TaxuKapaumu [12], a TakKe Ha 3amnbl CynpaBeHTPU-
KyNISpPHOW TaxuKapauu (npeacepaHas TaxvKapaus, aTtpuo-
BEHTPUKYNSApHaa y3noBas TaxMKapaus Mo TUMNY PU-IHTPU
(re-entry), dubpunnauma u TpenetaHmne npeacepaun) [12].
MpK 3TOM, €CNn NPUCTYN He KynupyeTcs CaMOCTOSTENbHO,
paspsn KapavosepTtepa-aedubpunnatopa He CrnocobCeTBy-
€T BOCCTaHOBJ/IEHUIO CMHYCOBOIO pMUTMa, 4TO MPOBOLMPYET
HaHeceHWe cneayowero paspsga, co3gaBas Takum obpa-
30M YCNOBMS AN9 Pa3BUTUS INEKTPUYECKOTrO WTopMa.

B cBA3M C BbICOKOW 4acTOTOM HEMOTUBUPOBAHHbLIX Cpa-
6aTbiBaHUM KapauvoBepTepa-aedmnbpunnaropa y 60/bHbIX
¢ KIMXT He BbiI3blBAET COMHEHWW, YTO UM He noaxoaaT
CTaHAapTHble HacTporku ycTponcTtea [34, 40, 41]. Takue
YHKLMKU, KaK aHTUTaxMKapauTMyecKas CTUMYNauus, Tak-
e MOryT 6bITb HEaPEKTUBHbI Y 60nbHbIX ¢ KIMXKT [35].
B aton cBS3M HEOBXOAUMbI AOMOMAHWUTENbHbIE YCUAUS MO
pa3paboTke onTUManbHbIX NapameTpoB UK/ ana nayuen-
ToB ¢ KIMTKT ¢ uenbto ob6ecnedveHns 6e3onacHoro GpyHKLUMo-
HUMPOBAHMA ITUX YCTPOMCTB.

Momumo HabnwoaeHun o6 WKO-accounmpoBaHHbIX
OCNOXKHEHUSX, B psge paboT 0OTMEYEHO COXPaHEHUE BbICO-
KOro pucka cmepTtn 6onbHbiX ¢ KIMXKT paxe nocne UK
[42-44]. Tak, B peTpOCNEKTUBHOM KOrOpTHOM UCCnefoBa-
Hun C. Van Der Werf 1 coaBT. (2019) 6b1210 NOKa3aHo, 4To
npuv BeaeHun 6onbHbIX ¢ KIMXKT 1 BHE3anHOMW OCTaHOBKOM
KpoBoob6palleHna B aHamHese (n = 136) B COOTBETCTBUMU
C aKTyanbHbIMU KIMHUYECKUMU PEKOMEHAALMAMMU B Teye-
Hue B cpeaHeMm 4,8 roga BCC pasBunacb y 3,8% 60/bHbIX
¢ MK v Hn y ogHoro 6onbHoro 6e3 MK/A. Kpome Toro,
y 24% 60nbHbIX ¢ UK, Habnoganncb HEMOTUBUPOBAHHbIE
cpabatbiBaHus, y 28% — apyrne UK-accounmnpoBaHHbie
OCNOXHeHusa [42]. B peTpoCneKTMBHOM KOrOpPTHOM
nccnegosaHun R.W. Sy n coaBT. M3yuyunu pesynbraTbl
nedenus 27 nauueHtoB ¢ KIMXKT B TeyeHue B cpefHeM
6,2 roga [44]. K[, 6bina BbinonHeHa 15 601bHbIM, U3 HUX
y 9 — B CBf13M C BHe3anHoM oCTaHOBKOW KpoBoobGpalle-
HUS B aHaMHe3e, y 4 — B CBSA3M C HalMYMEM apUTMOr€EH-
HbIX COObITUMA W/UNK 3aNMN0B MNOAUMOPGOHON Harpy304YHOM
¥enygoykoBon TaxuMKapauu, HecmMoTps Ha npuvem 6eTa-
afApeHO06/10KaToOPOB, U 2 — B CBSA3K C OTATOWEHHbIM CEMEN-
HbIM aHaMHe30M (Mo KakoMy 3aboneBaHuio — B pabo-
Te He yTo4yHsaeTcd). M3 15 nauuneHtoB BCC Hactynuna
y 2 yenoseK (13%) [44]. YnomnHaHUs o HacTynneHun BCC
y 60MbHbIX ¢ UK/, NpUCYTCTBYIOT U B APYrMX UCCNefoBaHuUSX,
MOCBSILLEHHbIX OLlEHKE OTAaNEHHbIX Pe3ynbTaToB SieyeHus
60nbHbIX ¢ KIMTKT [10, 45].

Takum o6pasom, UK aBnsaetcs XU3HEHHO BaKHOWM
onepaunen ang 6onbHbix ¢ KIMXKT, ogHako B page cnydva-
eB Hannune WMK[I-accoumMMpoBaHHbIX OC/IOKHEHWN, B TOM
4yucne pucKa pas3BUTUS INEKTPUYECKOro WTopma, Tpebyet
onpegeneHns 6osee TOYHbIX NokasaHun ana UK/, a Takxke
pa3paboTKM OnTMManbHbIX MapaMeTpoB MNPOrpaMMMpPoBa-
HWS YCTPOWCTBA C LiENblO YCTPaAHEHUS HEMOTUBUPOBAHHbIX
cpabaTtbiBaHWN.

CEJIEKTUBHASA JIEBOCTOPOHHASA CUMNAT3KTOMUSA

[pyrum Xvpypruyecknm noaxofoM K NeYeHuto 60bHbIX
¢ KIMXKT aBnaetca neBOCTOPOHHAS cumnataktoMmusa (JIC3),
B XO4€E KOTOPOM PEe3eLMPYIOTCS HUKHAS TPeTb 3BE344aToro
raHrnusa, nNpeacTtaBnfaollero cobon CAWgHME nocnegHero
wernHoro (C8) n nepsoro rpyaHoro (Th |) raHrnnes, U BepxHUe
rpyaHble (Th I, Th lll, Th IV) raHrum, aBnsaolmMecs YacTbto
aBTOHOMHOW CMMMNATUYECKOM HEPBHOW CUCTEMbI YENOBEKA.
PeaynstatnBHocTb JIC3 y 6onbHbIX ¢ KIMXKT ob6ycnosne-
Ha yBenuMyeHnem 3OPEKTUBHOINO pedpaKTeEpPHOro nepuo-



[a Xenygo4ykKoB U aHTUOUOPUANATOPHbIM AEWUCTBUEM, YTO
6bI1/10 NPOAEMOHCTPUPOBAHO B UCCNEA0BAHNUM Ha MUBOTHbIX
Mogenax [46]. TakKe BaxKHbIM ABNSETCA CHUXEHUE BbICBO-
60XXOEHUSA HOpaApeHanunHa, KOTOpPbIKM MOBbIWAEeT TpUrrep-
HYIO @KTMBHOCTb YKENyAO4YKOB BCNEACTBME KaK PaHHMX, Tak
M NO34HUX noctaenonspuaauunn [47].

Uctopunsa paszsutua JICO cBsfi3aHa C WCCefoBaHUAMM
WU OTKPbITUAMKU B 061aCTU XMPYPruu U HENpPOPU3MONornu
B XIX—-XX BB. BnepBble B KIMHUYECKOW MNpaKTUKe 3TOT
MeToA O6bl MpeanoXeH U ycrnewHo npumeHeH T. Jonnesco
B 1916 r. 415 neyeHnsa 601bHOro, CTpagaBLuero npuctynamMmu
cTeHoKapauu [48]. AHTHaHrMHanbHbIN 3addeKT JICI 6bia noa-
TBEPXKAEH B NocreayoleM, OAHaKo B CBSA3W C BHEAPEHUEM
B 60-x rr. XX B. HOBbIX, 6o5ee 3PPEKTUBHbIX METOAOB
NleYeHUss CTEHOKapAMM, TaKMX KaK aopTOKOPOHapHoe
WYHTUPOBAHME WU NpPUMEHeHMe 6eTa-aapeHo6/0KaTopoB.,
MHTepec K BbinosiHeHuo JICI y 60/bHbIX CO CTEHOKapaAMeENn
CTan MNOCTENEHHO CHUMKaTbCA. AHTMAPUTMUYECKUN IDPEKT
JIC3 ocTtaBanca Heu3BecTHbIM BMAoTb Ao 70-x rr. XX B.,
Korga A.J. Moss u J. McDonald BnepBble ony6anKoBanu
KNWUHUYECKUIN cnydan 34-neTHen 6O0SIbHOWM C CUHOPOMOM
YANIMHEHHOrO MHTepBana QT, cTpagatoLen peLumanBupyroLLu-
MW CUMHKONanbHbIMK cOCTOSAHMUAMM [49]. ocne BbINONHEHUS
JICO oTMe4anocb He TONbKO MpeKpalleHne NocnegHux, HO
1 cokpauieHune nutepsana QT ¢ 640 go 440 mc, 4TO NO3BO-
nMNo aBTopaM caenatb BbiBO4 06 aHTMAPUTMUYECKOM Aen-
ctBun JIC3. Mo mepe HaKonneHusa onbita npumeHeHns JIC3
y 60/1bHbIX C CMHAPOMOM YANMHEHHOTrO MHTepBana QT Bce
6o/blle MccneqoBaHWM MNoATBEPXKAaNM aHTUOUOPUINATOpP-
HbIM addekT JICI [50, 51].

MepBble nccnegoBaHus adPpeKTMBHOCTM JICI y 60MbHbIX
¢ KIMNXKT 6binn ony6nnkoBaHbl B 2008 r., B pe3ynbrate KoTo-
pbIX Ha HEBONbLIOM KONMYECTBE NaLMneHTOB Oblo NoKa3sa-
HO CHU)KEHMWE Yncna apuTMOreHHbIX COObITUI B pedynbTate
onepaTtuBHOro BMelarensctsa [52, 53]. B nocneaytouwem
G.M. De Ferrari 1 coaBT. NPOBEN PETPOCNEKTUBHOE KOropT-
Hoe uccnegoBaHne 3pPeKTMBHOCTM U 6e3onacHocTn JICI
y 63 60nbHbIX ¢ KITKT [45]. Ha ¢oHe onTumanbHON Meau-
KaMEHTO3HOW Tepanuu B Te4yeHue B cpegHem 37 MecC
J1C3 no3Boanna AoOUTbLCA CHUKEHUA KonnyecTBa 60NbHbIX
C apUTMOrEeHHbIMW COOGBLITUAMKU Ha 68% (3PPEKT HuKe
y 60/bHbIX ¢ HeENonHoM JIC3, T.e. ¢ YaCTUYHbIM UCCEYEHUEM
3BEe34aToro raHrmus), Konmyectea cpabaTbiBaHUM Kapamo-
BepTepa-gednbpunnaropa — Ha 93%, Konnyectsa cpaba-
TbiBaHWM Ha 4yenoBeka B rogq — ¢ 3,6 go 0,6. Kpome Tor0,
OTMeYeHo, 4To JICO He TONIbKO CHUMKaeT PUCK pasBUTUSA
XU3HEYrpoXKaLwmnx cobbiTU, HO U MNOBbIWAET KavyecTBO
XU3HU 60nbHbIX ¢ KIMKT [45, 54].

TexHnKa npoBeaeHus JICO npetepnena 3HayYUTENbHblE
M3MEHEHUSI C MOMEHTa BbIMOMHEHUS MEPBbIX onepauni 4o
HacToslero BpemeHu [55]. B paHHUX paboTax ynoMUHaeTcs
npoBeAeHne NEeBOCTOPOHHEN CTENNIKTOMUM — yaaneHus
WCKNOYUTENBbHO NEBOr0 3BE3AYATOr0 FaHMus, YTO HEMUHY-
€eMOo BeNo K pasButuio cuHapoma lopHepa [55]. B nocneay-
owemM 6blna NpMMeHeHa neBas LWenHO-rpyaHas CMMNaTaK-
TOMMUS, B X04€e KOTOPOW yaanstoTcs BECb IEBbIM 3BE344aTbIn
raHruM, a TakXe nepBble YeTblpe-NaTb NEBbIX FPYAHbIX
raHrnues [55]. XoTa aTa MeToAMKa TaKXKe npuBoauna K pas-
BUTUIO cMHApPOMa [opHepa y HEKOTOpbIX 60/bHbIX [55], ¢ ee
NPUMEHEHWEM yaanocb LOCTUYb NyYLIEero aHTUapUTMuye-
cKoro addekTa [55]. B HacTosllee e BpeMs WWMPOKO pac-
npocTpaHeHa METOAMKA C yAaNeHMEM TONbKO HUMKHEN YacTu
3Bes3gyatoro raHrma u -1V rpyaHbix raHraves. bbino
NMOKa3aHO, YTO PEe3eKLUNUS UMEHHO HUXKHEW MOMOBUHbI MK
TpeTn 3Be344aToro raHrmusa obecnevynBaeT HaMbONbLLUM
AHTUPUOPUNAATOPHBLIN 3PODEKT, CHUKAA PUCKM NOABAEHMUS
cuHagpoma [opHepa Ao MuHMmyMa [55]. Takon pesynbrat

06YyCNnOB/IEH TeM, YTO OpraH 3peHus MnosydyaeT cumnaTtu-
YeCKyl0 MHHEepBaLUMIO B OCHOBHOM M3 BEPXHEN MOSOBUHbI
3Be3a4artoro raHrmus [55].

lNepBble onepaumn MNO cUMNATUHYECKOW AeHepBaLumu
cepaua NPoBOANIM NMYTEM OTKPbLITOrO XMPYPrnYecKoro 4oCTy-
na, Yyalle Bcero 31o 6bla 1E€BbIN HAAKNOYMYHbIM focTyn [56].
Ona obecnevyeHns p[docTyrna K CUMNATUY4ECKOMY CTBOJY
BbIMOMHANCA HEGONbLION pa3pes, nocne Yero oToasBuranncb
nepeaHss NecTHWYHas Mblwua U anadparmanbHbli HeEpB.
B panbHenweMm, ¢ pasBUTUEM MaNOMHBA3MBHbLIX TEXHOMO-
rMN, WWPOKOE pacnpoCcTpaHeHWe nonyvyuna BUAEOACCUCTU-
poBaHHas TopaKocKonuyeckas cumnaTakTtomus. C Havana
NPUMEHEHNSA B KIIMHMYECKOM npaktuke ¢ 1990-x rr. meTo-
OWKa npowna psjg ycoBepLeHCTBOBAHUI M BNepBble Oblia
Mcnofib3oBaHa y 60MbHbIX C MEPBUYHBIM 3NEKTPUHECKUM
3aboneBaHneM cepgua (CMHOPOMOM YAJIMHEHHOIO WMHTEp-
Bana QT) B 2003 r. [57]. Onepauua BbIMNOJHAETCA C NPU-
MEHEeHMEM 06Len aHecTe3nn, NooKeHUe naumeHTa B Tpu
4yeTBEPTU Ha NpaBoM BOKY. B neBon NonoBUHE FpyaHON KNeT-
KW NO CpeAHeN aKCUNNSPHON NUHUKU BbINOMHAIOTCA ABa WK
TpU HebonblMX pa3pesa AN pas3MelleHns TOPaKonopTos
ANS Kamepbl ¥ MHCTPYMEHTOB. HWXKHAS YacTb 3Be344aToro
FraHrus U BEpPXHUE TPYyAHble FaHruMuM BU3yannaupyloTcs
W yOoansaoTes, Nocse Yero NpoBoOAMTCS ylMBaHWe paH [57].

Bnarogaps aBOMOLMM XMPYPrMYECKMX MOAXOA0B B HACTO-
auee spems JIC3 cuntaetca 6e30nacHbIM BMeLLaTEeIbCTBOM,
PUCKM Pa3BUTUA CEPbE3HBIX OCIIOKHEHUI KOTOPOro CBEAEHbI
K MUHUMYMY [45, 54]. CneayeT 3aMeTUTb, 4TO B CBSI3U C U3Me-
HEHWEM cUMMaTUYEeCKOM MHHepBauum nocne JIC3 y 60/bHbIX
OTMeYaeTcsa psa HapyleHuin. Hanbonee 4acto B nuteparty-
pe ynoMMHalOTCA WM3MEHEHUs rnppatauun 1M Temneparypbl
Tena ¢ ogHoM cTopoHbl. Tak, no gaHHbIM K.E. Waddell-Smith
M coaBT., n3 44 nauuneHToB, nepeHecwux JIC3, y 66% oTme-
yanacb CyxOCTb N1I€BOW CTOPOHbI Tena, y 59% — oAHocTo-
POHHAA runepemus nuua, y 55% — KoHTpanatepanbHbli
rmneprnapos, y 39% — pasHuua Temnepartypbl Mexay pyKa-
MK, ¥ 11% — noCTOAHHbIN U Y 9% — npexoaswmnin nTos,
y 11% — nameHeHune Tepmoperynsauunu, y 9% — napecresuns
NIeBOM PYKK, Y 7% — CHUXKEHWE CMMMNATUYECKON peaKLmn Ha
GoHe aMoumnoHanbHOM Harpysku [58]. OQHUM U3 TPEBOXHbIX
nocneactemn JICI asnsaetcsa HenponaTuyeckasa 60/b, BO3HU-
Katowas y nouytn 30% 60nbHbIX [54], npuyem 3TOT NOGOYHbIN
3ddEKT He onucaH Npu UCNOSIb30BaHWKU peTponieBpasbHO-
ro goctyna. o HaweMy MHEHWIO, 3TO CBA3AHO C TEM, YTO NpH
TOPaKOCKOMMUYECKOW onepaLmm xupypr 60osee akTMBHO BO3-
AENCTBYET Ha CMMMNATUYECKYIO LIeNb Nepej ee pa3pe3aHnem.
Tem He mMeHee, no gaHHbIM PJ. Schwartz n M.J. Ackerman,
HenponaTtnyeckas 6onb y 30% 60nbHbIX peayuupoBanacb
B NepBble HECKONbKO MecsiueB nocne onepauunu [54]. Ana
CHUXXEHWS PUCKa pa3BUTUS 3TOro Nob6o4YHOro adpdekTa aBTo-
pbl PEKOMEHAYIOT NCMONb30BaTh HU3KME A03bl rabaneHTMHa
3a 24 4 po onepauuu, 0CO6EHHO Y MALMEHTOB C HU3KUM
6oneBbiM noporom [54]. CuHapom [opHepa, KOTopbIK, Kak
6bIN0 CKa3aHOo paHee, HepeaKo Habnaancs Npu onUcaHum
nepBbIx cnyvyaes nposeaeHus JICI v gaxe cumtancs Kpute-
prem adpPEeKTUBHOCTM BMeLLaTeNbCTBa, B HacToslee Bpems
NPaKTUYECKM He BCTpedvaeTcs B CBA3M C YCOBEPLUEHCTBO-
BaHMEM TEXHUKM OMnepauuu, XOTs Npexoaslime MpuU3HaKu
cvHapoma [opHepa Bce e MOryT pa3BuTbCS B pesyibra-
Te CAABNEHUS M OTeKa BepxHen MNONOBWHbI 3BE344aToro
raHrnns meHee 4yem B 2% cnyyaes [59].

OnpeaeneHne nokasaHWn M ONTUMasbHbIX CPOKOB MPO-
BefeHus JIC3 y 60nbHbIX ¢ KIMKT ocTtaeTtca cnoxHow 3aga-
yen. CornacHo MexayHapoAHbIM KIMHUYECKMM peKoMeHaa-
umam, JIC3 MoXKeT 6bITb paccMOTpeHa Yy 60/1bHbIX C HU3KUM
OTBETOM Ha Tepanuio 6eTa-agpeHobnokaTopamun U daeKau-
HUOOM WMAN NPU HEBO3MOMXHOCTU LOCTUKEHNUS ONTUMaANbHbIX
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003 MeMKaMeHTo3HOM Tepanuu [2]. [Nog BONpocoOM ocTaeT-
cs 060cHOBaHHOCTb NpoBeaeHns JIC3 y 6onbHbIx ¢ KMKT go
MK/, B KayecTBe Mepbl, MO3BONSAOWEN WU OTCPOYUTb, NN
otMeHuTb MK/ [41]. Mo Hawemy MHEHWIO, BHEAPEHME 3TOr0
noaxoAa MOXeT Cnoco6CTBOBATb MOBLIWEHUIO KayecTBa
WU3HKU 60sbHbIX ¢ KIMXKT B cnydyae coxpaHeHus aHTUOUO-
punnatopHoro addekta JICO Ha NPOTAKEHUU ANUTENbHO-
ro BpeMeHu. HecmoTps Ha MHoroob6ellatoume pesynbraThbl
nccnenoBaHum addbeKTUBHOCTM M 6e3onacHocTu J1ICI, Heob-
X0OAMMO AanbHenlwee naydyeHune ponu J1ICI B cTpaternun neve-
HUSA 60nbHbIX ¢ KIMXKT.

NEPCNEKTUBHbLIE METO4bl JIEYEHUA

CoxpaHeHMe BbICOKOrO OCTAaTOMHOIO pPUCKa pPasBUTUS
WUBHEYrpoXKalLUmMX COCTOAHMM Ha (GOHEe pPEKOMEeHAOoBaH-
HOro neyenus 6onbHbix ¢ KIMXKT npuBeno K paspaboTke
M TECTUPOBAHMIO CPEACTB reHHOM Tepanuun. PasnnyHble noa-
Xxoabl K reHHow Tepanuu KIMKT MOXHO pa3aenuntb Ha YeTbipe
OCHOBHbIX Knacca [60]:

1) 3amMeHa NopaKeHHOro reHa Aas BOCCTaHOB/IEHUS YPOBHSA

PYHKUMOHaNbHOro 6enKa;

2) nofaBfieHWe JOMUHAHTHOIO NaToN0OrMYECKOro annens;
3) pepaktnpoBaHue reHa ¢ nomouwbto CRISPR/Cas9 ans

M3MeHeHus nocnegoBatenoHoctn JHK v npegotBpalle-

HUA 06pa3oBaHUsa AUCPYHKLMOHANbHOMO 6€enkKa;

4) nopaBfieHWe MONIEKYN-MULIEHEN B CBA3a@HHbIX 6GMONOrM-

YECKMX NyTSX.

B HacTosiwee BpeMs adPEKTUBHOCTb M 6€30MacHOCTb
nepeyvymcneHHbIX Moaxo4oB SBASETCS OOBLEKTOM M3yYeHus
UCKIOYUTENBbHO Ha NPUMEPE KNETOYHbIX NN UBOTHbIX 9KC-
nepumeHTanbHbix Moaenen [60].

3AK/TIOYEHUE

JNleyeHne 6GeTa-agpeHobNOKaToOpamMn SBASETCS OCHOB-
HbiM B Tepanuu nauuneHToB ¢ KIXKT, ogHako y 6onee yem
O[IHOW TPETU NaLMEHTOB B AO/ITOCPOYHOM NEPCNEKTUBE OTME-
yaeTcs HepgocTatoyHas 3PdEKTUBHOCTb MpenapaTtoB 3TOM
rpynnbl. B Takmx cnydasax nepcneKkTMBHOM CHYUTAETCH KOMOK-
HUpoBaHHasa Tepanusa KIMKT ¢ npumeHeHnem dnexkavHuaa,
Toraa Kak adp@eKTMBHOCTb nponapeHoHa OKOHYaTeNbHO He
onpegeneHa. JaHHble 06 adpdpekTnuBHocTM MK/ y naumeHToB
¢ KIMXKT npotuBopeunBbl. HeKoTOpble NCCneaoBaHUs noKa-
3bIBAOT BbICOKYIO 3GDEKTUBHOCTb METOAA, B TO BPEMS KaK
OpyrMe yKasblBalOT Ha BbICOKMW PUCK OCNOXHEHWHW, TaKMUX
KaK pas3BUTUE 3NIEKTPUYECKOro WTopMa. CHUKEHMEe 3Toro
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