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HecuHapoMHbIA nponanc MUTpanbHoro knanaHa (MMVIK) oTHOCKTCA K pacmpocTpaHeHHbIM B Momynsumy 3a6oneBaHWsM. B GonbLUMHCTBE Clly4aeB OTMEYAIOT ero [10-
OpoKayvecTBEHHOE TeYEHMe, BMECTE C TEM UCCIe0BaTeny coobLatoT o ceazn Mexay MMK 1 kenynodkoBbIMU apUTMUSIMK, a TakKe BHE3AMHOW CEpAEYHON CMepTM
(BCC). KnuHundeckwve npusHaku (60nb B rpyaHOR KNeTke, CUHKOMNe/IMNOTUMIAS, CPEAHECUCTONMYECKUI LENYOK), Pe3ynsTaTbl MHCTPYMEHTambHbIX MCCIefoBaHNii
(3neKkTpoKapAmorpathYeckoro, 3XoKapaMorpadhrIeckoro, MarHUTHO-pe30HaHCHoOM ToMorpadum [MPT]) NO3BONSIOT BbISBUTL M3BECTHbIE ("CTapble”) dakTopbl prc-
Ka 1 HoBble (heHOMEHbI, BCTpeYaloLLmecs Npuy HapyLueHnsx putMa 1 nposogumocty npu NMMK. K nprsHakam "aputMumdeckoro” MMIK, 4acTo BbIABASEMbIX Y XEHLLMH
MOJI00r0 BO3paCTa, OTHOCATCH NPONabypoBaHme YTonLLieHHbIX 00enxX CTBOPOK MUTPaNbHOMO KnanaHxa, MHBepcus 3ydua T B HUXHeOa3anbHbIX OTBEAEHNSX Ha dMeK-
Tpokapanorpamme (3KT), AM3bIOHKLMA MATPATbHOTO Konbla, hrbpo3 nanuaiapHbIX MbilL, 1 MMOKapaa B HUXHeOa3anbHoM CTeHKe NeBOro XXenyaoyka, onpeae-
nsemblii npn MPT 1 B BronTatax Mrokapaa. B 2022 1. koHceHcycom akcnepToB European Heart Rhythm Association npefcrasneHa crpatudukaumns pucka v npuH-
LMMbl NeveHuns naumeHToB ¢ aputMmyeckum MMK, BblgeneHb! rpynmbl HA3KOro, NPOMEXYTOHHOTO 1 BbICOKOTO pUcKa, a B 2024 1. BbINONHEH NepBbI MeTa-aHanw3
MCCNEeoBaHUIA C LeNbio BbISBAEHMS NPOrHOCTUYECKMX PakTopoB prcka aputmmdeckoro NMMK. K Hanbonee 3Ha4MMbIM OTHOCATCS NO3LHEE HAKOMMEHWE rafonuHIs
npv MPT, uHBepcys 3ydua T Ha IKT, nponabrposaHme 0benx CTBOPOK MUTPANBHOMO KNanaHa v AU3bIOHKLMS MUTPabHOTO KonbLia.
Mpv BbIOOPE NeveHNs NaLneHToB ¢ apuTMmndeckinm NMIMK y4uTBIBAIOT KIMHUYECKME XapaKTePUCTUKA U MPUMEHSIOT NepCOHNPULMA-
POBaHHbIV NOAXOA C Lienbio npegynpexaeHns BCC 1 Taxenbix >kenynoykoBbix aputMmn. Kak npasuno, ans npodunaktnku BCC
y NaLMEeHTOB C apuTMudecknm NMMK paccmaTpriBaloT YeTbipe HanpaBneHus neqebHON TakTUKM: MeLKaMeHTO3Hoe fnedeHie (6eTa- E E
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a[peHobIoKaToPbI UK HEAMIMAPONVPUAMHOBbIE BNOKATOPbI MEANEHHbIX KaNbLMEBbIX KaHanos, KoMOUHaumio beTa-appeHobnoka-
TOpa W trekanHnaa, U aMMOAAPOH), PaAMOHacTOTHas abnaums, XMpypruyeckoe iedeHre MUTPaNbHOo KianaHa, UMnnaHTaums
Kapavoseptepa-aedrbpunasTopa (4ns NepBUYHON UM BTopU4HOM npodunakTvki BCC). OBOCHOBaHME XMPYpPrudeckix, MekTpo-
DVI3MONOTNHECKIIX 11/ Wi TepaneBTUHECKMX METOAO0B Ne4eHMs 3aBUCHT OT KOHKPETHBIX HApYyLUeHWA pUTMa.
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CTWKa, neveHye.
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Risk factors of ventricular arrhythmias in non-syndromic mitral valve prolapse
Trisvetova E.L.*
Belarusian State Medical University, Minsk, Republic of Belarus

Non-syndromic mitral valve prolapse (MVP) is a common disease. In most cases, its benign course is noted, however, a connection between MVP and ventricular
arrhythmias is reported, as well as sudden cardiac death. Clinical signs (chest pain, syncope/lipotymia, mid-systolic click), results of instrumental studies
(electrocardiographic, echocardiographic, magnetic resonance imaging) allow us to identify known ("old") risk factors and new phenomena encountered in rhythm
and conduction disturbances during MVP. Signs of "arrhythmic" MVP, often detected in young women, include prolapse of thickened both mitral valve leaflets, T wave
inversion in the inferior basal leads on the electrocardiogram, annulus fibrosus disjunction, fibrosis of the papillary muscles and myocardium in the inferior basal wall
of the left ventricle, determined by magnetic resonance imaging. resonance tomography and myocardial biopsies. In 2022, the European Heart Rhythm Association
Expert Consensus presented risk stratification and treatment principles for patients with arrhythmic MVP, identifying low, intermediate and high-risk groups, and in
2024, the first meta-analysis of studies was performed to identify prognostic risk factors of arrhythmic MVP. The most significant predictors of arrhythmias included
late gadolinium enhancement on magnetic resonance imaging, T-wave inversion on the electrocardiogram, prolapse of both mitral valve leaflets, and mitral annulus
disjunction. When choosing treatment for patients with arrhythmic MVP, clinical characteristics are taken into account and a personalized approach is used to prevent
sudden cardiac death and severe ventricular arrhythmias. As a rule, to prevent sudden cardiac death in patients with arrhythmic MVP, four treatment options are
considered: medications (beta-blockers or non-dihydropyridine slow calcium channel blockers, a combination of a beta-blocker and flecainide, or amiodarone),
radiofrequency ablation, surgical treatment of the mitral valve, implantable cardioverter — defibrillator (for primary or secondary prevention of sudden cardiac death).
The rationale for surgical, electrophysiological, and/or therapeutic treatments depends on the specific rhythm disorder.
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Kenydoukosble apummuu npu npoaance MUMpaabHo20 KNanaHa
Ventricular arrhythmias in mitral valve prolapse

BBegeHue

Mponanc mutpanbHoro knanada (MMK) oTHocuTca
K pacnpocTpaHeHHbIM CepaeqHO-CcoCyaAmnCTbIM 3abone-
BaHWAM, BCTpeYaloLwmmcs y 2-3% HaceneHus, OanHako-
BO YaCTO Y MY>XYUH U XeHLWKMH [1, 2]. JrarHocTnyieckim
npusHak MMK npwv gByxmepHOM 3xokapawvorpagude-
ckoM mnccnegosaHun (3xoKl) B napactepHanbHom no-
3ULMM MO AJIMHHOM OCW — CMelleHue 22 MM B CUCTO-
Ny OfHOW MnK 0Bemx CTBOPOK MUTPANIbHOrO KnanaHa
BbllLE MIOCKOCTM MUTPanbHoro konbua [3]. MMK pac-
CMaTPUBAIOT Kak CUHAPOMHbIN, BO3HMKAOLWMM NpU MO-
HOMeHHbIX HaC1eCTBEHHbIX HAPYLLUEHMAX COeONHNTENb-
HOW TKaHW, U HECUHIOPOMHbIA (NepPBUYHbIN), Kak camo-
cTosTeNbHOE 3aboneBaHWe, NpU KOTOPOM OnpefensioT
MWKCOMATO3HyI0 fereHepaumio (bonesHb Bapnoy) nnu
burbpo3anactniecknin gedbunumt [4]. Ong xapakrepucti-
ki MMK rMeeT 3HauveHMe TonuMHa nponadupytoLen
CTBOPKM (CTBOPOK), n3mepeHHas npu xoKI B anacrony:
npw TonwmHe >5 MM (Kak npaBumio, Npyv MUKCOMATO3-
HoW dereHepaumn) MMK c4mTaloT KNnaccnmyeckmm, B ciy-
4aax TONWWMHBbI CTBOPKM <5 MM — Heknaccnyeckmm [5].
MepBuyHbIV MMK OTHOCKTCA K HacneaCTBEHHbIM Hapy-
LUEHNSIM COeAVHNTENbHOW TKaHM C CUCTEMHBIMW BHECep-
[EYHbIMY  HapYLUEHUSAMW: BOPOHKOODpasHas rpyaHas
KNneTka, CKonmos, rmnepMobuIbHOCTL CYCTaBOB, AOMMXO-
CTEHOMENMSA, KOXHbIE MPU3HAKN — CTPUK, BEreTaTUBHbIE
paccTpouncTBa [6-8].

C mMomeHTa nepsoro onucaHus NMMK obcyxaaeTcs
BOMPOC O Te4yeHUM 3aboneBaHuns 1 ncxodax: nobpoka-
4ECTBEHHOM WM C HeONaronpuUsATHbIM MPOrHO30M AJ1s
KM3HW. B BONbLUMHCTBE ClyyYaeB UCCnefoBaTenn cymTa-
toT, 4To TeyeHue MMK nobpokayecTBeHHoe, BMecTe C TeM
n3pefka BCTPEYaloTCA BHe3anHad cephedvHas CMmepTb
(BCC, 0,4-1,9% — BHe3anHas octaHoBKa cepaua, 7% —
BCC), ocnoxHeHusi, oDyCNoBfieHHble Pa3BUTUEM M-
TpanbHOM peryprutaumm 1 cepae4yHor HefgoCTaTo4HO-
TN, apUTMUIM cepaua, MHMEKLMOHHOMO 3HAOKapANTa,
TpoMboambonum [8-11]. CoBeplLUEHCTBOBaHME AMArHO-
CTUYECKMX METOLOB WCCNeLOoBaHWA, pe3ysbratel Mpo-
CNeKkTUBHbIX HabnoaeHnn nauyenTos ¢ NMK nossonunu
BbIABUTb OCHOBHblE (haKTOPbl, BIMAIOLME Ha pPa3BUTHE
KenyaoykoBbix aputmum 1 BCC. BmecTe ¢ Tem B ony-
ONVKOBaHHbIX pPaboTax CyLIeCTBYIOT MPOTUBOPEYMBbIE
3aKsodeHms 0 3Ha4MmocT npu NMMK pasnuyHbix dak-
TOPOB — MPEAMKTOPOB XENyA04YKOBbIX apUTMUIA cepaLua
n BCC.

IAnarHoctnka pakTopoB pUcka pa3BuTus
xenyao4ykoBbix aputmum u BCC npu NMMK

KnnHnyeckmne npusHaku, BblSBNAEMbIE Y NaLMEHTOB
¢ NMMK, BkntovatoT 60sb B rpyaHON KneTke (kapananrus
NN CTeHoKapavs), cephuebueHne/nepedbon B pabo-
Te cepgua, cuHkone/aunotumnio [8, 12]. 2T1 nprsHa-
KM onpenensaiT y MHOrMX naumeHTtos ¢ [TMK ¢ apytMmun-
AMW 1 HOPMaJbHbIM CUHYCOBbIM PUTMOM. BMecTe ¢ Tem

C1HKoNe ¢ BorbLIEN BEPOSTHOCTLIO BO3HUKAIOT Y MaLu-
eHToB C NMMK 1 TaXenbiMK Xenygo4YkoBbIMU HapyLUEeHN -
amu putma [13]. CnegoBaTtensHO, NPpYt CUMOTOMHOM WA
0eccMMNTOMHOM KNTMHMYeckoM TedeHun TNIMK Heobxo-
LVMO UHCTPyMeHTanbHoe obcnefoBaHne Ons BbisiBre-
HUA apuTMKUI cepaua. Mpw ayckynstaumm cepaua y na-
UMeHTOB C aputMmndecknm NMK Hepefko BbIC/yLWMBAIOT
CPeAHECUCTONUYECKNI Wenyok [8].

SnekTpokapamorpaguyeckoe MCCnefoBaHe OTHO-
CUTCA K obs3aTeNibHbIM MeTofaM AMarHoCTvkm 3abose-
BaHMM cepaua. CnekTp HapyLeHUn prtMa 1 NpoBOAN-
MOCTM y nuL, ¢ MMK 0oCTaToOdHO ODLIMpEH: CUMHYCOBas
Taxu- UN BpafmKapams, HaOXKeNyAo4KOBas 1 Kenynoy-
KOBas 3KCTPaCUCTONMA, NapoKCM3MalbHas HagXxenynoy-
KOBasi Taxvkapus, Murpaums BoauTens putMma, 6no-
Kada aTpVOBEHTPUKYNAPHAA WMAM MPABOU HOXKWM MyY-
Ka lca. PaHee BbINOSIHEHHbIE MCCNEAOBaHMUA NMoKa3anm
3HAYUTENbHYIO PACNPOCTPaHeHHOCTb (oT 58% 1o 89%)
XKenyno4koBbIx 3kcTpacucTon npu MMK no cpasHeHMo
c obulen nonynaumen [14]. Y HebonbLIoW rpynnbl Nawu-
eHTOB C aputMmdeckmM MNMMK BCTpeyatoTcd XXKMU3Heyrpo-
>KatoLye xenyno4kosble aputmmn [15].

MpocnektneHoe (3,1 roga) wccnegoBaHWe BCTpeYa-
EMOCTW TSXKENOM Xenyao4koBOM apnUTMuUmM 1 akTopoB
pyCKa ee pa3BuTMA y naumeHtos ¢ NMK ¢ nToOMOLLbO M-
MNaHTMPYEeMbIX NeTNeBblX PErncTpaTopoB M UMMNAHTU-
pyembix KapauosepTepoB-aedubpunnatopos  (UKL)
BbinonHunu E.W. Aabel 1 coasT. [15]. PernctpmpoBanm
TAXKENYIO XENyAOYKOBYIO apUTMUIO: h1bpunnaums xe-
NYyOOYKOB, YCTOMYMBAsN XeNyLo4KOBas TaxMKapaus, He-
yCTON4YMBaA >XeNyoo4vkoBasi TaxVKapaus C npu3Haka-
MW reMOAMHAMUNYeCKON HecTabunbHOCT. Taxenas e-
NyOo4KkoBas apuUTMKS BriepBble Habnoganack y 12%
MNaUMeHTOB C WMMNAHTUPYEMbIMW METAEBbIMW  peru-
cTpatopamMu, 4% coObITUIN Ha YenoBeka B rof, NoBTOp-
Hble cobbIT1A y NaumeHToB ¢ VKM Habnoganu y 20 na-
LMeHToB, 8% Ha 4enoBeka B rof. [10 MHeHMIO aBTOPOB,
npeankTopaMM BMEPBbIE BO3HMKLLIEW TSXKENOW >Xeny-
[OYKOBOW apUTMWUWN C MPOAOIKUTENbHBIMU 3MNN30Aa-
MU Kenyao4KOBOW TaxmMKapamy M HacTon >Kenygo4ko-
BOW 3KCTPACUCTONMEN CNyXmMnn OONbLWINA  KOHEYHbIN
LVACTONUYECKNIA pa3Mep NEBOro enyaodka 1 661b-
LA MPOTHXKEHHOCTb AN3BIOHKUMN MUTPANbHOMO KOfb-
ua (AMK — nameHeHMe NpoOCTPaHCTBEHHOIO COOTHOLLE-
HUS Mexay (DUOPO3HBIM KOMbLOM MUTPAsbHOMO Kia-
MaHa, CTEHKOW NleBOro npeacepams, N BEPXHeN 4acTblo
CTeHKM NeBOT0 Xenyaodka) [15]. ABTOpbl OTMETUNN, YTO
o4aroBbIi hMOPO3 MUOKApAa, BbISBEHHbLIA METOLOM
MarHUTHO-Pe30HaHCHOM ToMorpadu (MPT), 1 UHBep-
cns 3ybua T, B OTNMYME OT pe3ynbraToB MHOMX UCCneo-
BaTenen, He BAVSN Ha NOSBIIEHME THXKENOM XeNyLo4KO-
BOWV apUTMUU.

K y>e 13BeCTHbIM NpUYMHaM Pa3BUTUA apUTMUA OT-
HOCATCA MMKCOMATO3Has AereHepauus, nponabuposa-
HMe 06enx CTBOPOK, paclUMpeHe MUTPaNbHOTO KOMbla,
yMepeHHas 1 3Ha4nTeNlbHas MUTpanbHas peryprimtanms,
BeretatmeHas aucdyHkuma [8, 16, 17]. K nprymHam no-
SIBMNEHNS XeNyao4KOBbIX apUTMWUN OTHOCUAW yAnMHe-
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Hue nHTepBana QT, KOTOpoe KOPPENMPYET C yBENNYEHN-
eM TOMNLWMHbI NepefHeln CTBOPKM MUTPANbHOMO KianaHa
11 bonee BbICOKOW CTemneHbto ee nponabuposaHus [18].

C. Guenancia 1 COaBT. O/19 BbISBIEHWNS CBA3W Xeny-
JOYKOBbIX HAPYLUEHNI pUTMa C MUTPANbHOW peryprmta-
UMeN BbIMOMHUAM CYyTOYHOE MOHUTOpUpOBaHKe KT, TecT
C dusmnyeckon Harpyskow, IxoKl, MPT y 179 naumeH-
T0B C MMK (CpeaHnin Bo3pacT 52 roga, 53 % XeHLHbI)
[19]. MponaburpoBaHne obenx CTBOPOK MUTPaNbHOrO
KanaHa BbISBUAM Y 53%, MUTPaNbHYIO peryprutaumio
nerkytoy 27%, ymepeHHyto y 37%, taxenytio y 12% na-
LMEHTOB, Y OCTallbHbIX MUTPanbHas peryprutaums oTcyT-
CTBOBana. ABTOpbI NMoKasanu LenecoobpasHoCcTb npose-
OeHus Tecta ¢ pr3myeckon Harpyskom ans obHapyxe-
HWA NpexXAeBpeMeHHbIX >XenyAo4KOBbIX COKPaLLEeHNN
1N MecTa MX NponCXoXaeHns. Y naumMeHToB C 1U30Mpo-
BaHHbIMU XXenya04KOBbIMW 3KCTPACUCTONAMM C YMepeH-
HOW MNN TAXeNow MUTpanbHOW peryprutaument, ¢ 0o-
nee BbICOKOWM CTerneHbto MponabupoBaHns M30bITOHHbIX
CTBOPOK BO BpemMs Tecta C M3MYECKOM Harpyskom Ya-
CTO BbISBASN HEYCTOMYMBYIO >XeNyAo4KOBYIO Taxykap-
avio. Cpeiv NaLMeHTOB C XKeNyA04KOBbIMY 3KCTPaCKUCTO-
namu, obHapy>XeHHbIMK BO BpeMsi TecTa C hm3ny4eckomn
Harpyskon (n=119, 66%), y 52% npexageBpemMeH-
Hble COKpaLLeHMsa >XenyaooykoB UCXOOAWMAM W3 3afHe-
neperopofoyHON ManUANSPHOW Mbllwupbl, Y 28% — n3
BbIHOCALLLEro TpakTa IeBOro xenyao4yka. [1o pesynsratam
MPT y 3TUX MaUMEHTOB BbIIBMEH JOKanbHbIN hrnbpo3
B 06MacTy 3aHe-NeperopofoYHON NanunAsPHON MbiLL -
bl 1 HUXKHe-0a3anbHOWM CTEHKU NIEBOTO Xenyaoyka, pac-
CMaTpVBaeMbI Kak Mopdonormieckinin cydctpar xeny-
004KOBbIX apuUTMuK npu MMK [19].

MOMUMO HapyLLeHUN pUTMa 1 NPOBOAVNMOCTU CEPA-
ua, y naumeHtoB ¢ MK Ha 3nekTpokapavorpamme
(3KT) B 12 CTaHOapTHbIX OTBEAEHUSAX W MPU CYTOYHOM
MOHWUTOPUPOBAHNM  PErUCTPUPYIOT HapyLUeHWs peno-
napusaumn. Kak npaBuno, MapKepoM XenyaoyKoBbIX
aputMum cepaua npu NMMK aBnsetcs oTpuuaTenbHbIN
nnu aydasHbii 3ydely T, nnbo genpeccus cermeHTa ST
B HuxHUxX (Il, I, aVF) n 6okosbix (I, aVL, V5, V6) oT-
BefdeHusx [8, 13]. bonblueMy KONMMYeCTBY OTBEOEHWM
C VIHBEPTUPOBaHHbIM 3yOLOM T COOTBETCTBOBANO 0OMb-
was npotsxeHHoctb AMK. UHBepcuio 3ydbua T 20,1 MB
B ABYX W Oonee nocnefoBaTeNlbHbIX OTBEAEHUSAX peru-
CTpupoBanu npun prubpose Muokapaa, Hanmyme KoTopo-
ro NoATBep>Xaanoch pesynsratamm MPT [17]. Takim 06-
Pa3oM, OTMeYeHa CBSi3b MEXAY >KM3HeyrpoXXaloLwmMy
KENyLOYKOBbIMU apUTMUAMU 1 UHBepcMen 3ybua T
B HUXHMX 1 DOKOBbIX oTBeAeHuax Ha DK C yBenuyeHn-
eM KonnyecTBa OTBefeHU C MHBepCren 3ybua Ty nauu-
eHToB ¢ MMMK (4acTto npu nponabupoBaHuK 0beurx CTBO-
POK) MOBbILLIAETCS PUCK Pa3BUTUS apUTMUKL. HapyLueHus
penonsapu3aumm B 80% cnydaeB oOHapyXMBaIOT y Naum-
eHToB C [TMK 1 BbICOKMM PUCKOM XeNyA0o4KOBbIX apuT-
mMu 1 BCC [16].

dparmeHTVpoBaHHbIM kommnekc QRS (fQRS, kom-
nnekc B BMAe 3a3yopuH 1 paculenneHus R 1 S) B AByx
noC/eOBaTeNbHbIX OTBEAEHMAX PACCMaTPMBAIOT  Kak

Mapkep PUOPO3HBIX UM BOCNANUTENbHbIX U3MEHEHUN
B Muokapae, obycnosnuvBaowmx npu MNMMVIK cnoxHble
Kenyno4koBble aputMunK (knacc no JlayHy-Bonbdy >3)
[20].

B cnyyae BbICOKOW CTeneHn MUTPanbHOW peryprura-
umm npym NMMK 3kcTpacncTonbl OnpenensioT Yalle, Yem
0e3 Hee [13]. VICTOYHMKOM MpexmaeBpeMeHHbIX CoKpa-
LLEeHNI XXenyao4KoB SBASIOTCA ManuspHble MbILWLbI,
BOMOKHA HOXek My4ka l1ca, BbIHOCALWMI TPaKT NEBOro
xenygodka [21].

OTMe4YeHo, 4TO XenyaoykoBas Taxukapausa B 70-
90% cny4aeB npu NMMK nosiBASETCH y XeHLWWH, 1 4TO
NpUYMHBI MOAOOHOW M3DKpPaTENbHOCTU MHOrodaKTop-
Hble [22].

IxoKT npumeHsetcs ansg anarHoctukm NMMK n gans-
HerLero HabnoaeHNs, OLLEHKN MOPGOMETPUYECKINX Ha -
PYLUEHWM 1 BHYTPUCEPOEYHOW reMOAMHAMUKM, a Takxke
BbIABMIEHWS MPW3HAKOB, BAMSIOLLMX HA NOSBIEHME Xeny-
[JOYKOBbIX apUTMUIA. [1pn TpaHCTopaKanbHOW AByXMep-
Hov DxoKT BbISBASIOT MponabupoBaHie CTBOPOK B Ma-
pacTepHanbHOW NO3MLUMU MO AMMHHOW OCK WX B anu-
KanbHOM 3-KamepHou nosuvuuu [8, 23]. Mo anvHHOM
OCW B MapacTepHanbHOW MO3MLMM NPOBOAAT M3Mepe-
HMA AaMeTpa MUTPANbHOMO KOMbLA, AAVHbI U TONLWMHBI
CTBOPOK, OMNpefeneHne Hanu4ums 1 cteneHn MUTPanbHOM
peryprutaumn. Mpun TpexmepHor IDxoKI Gonee To4HO
onpenensioT cTeneHb NPonabupoBaHMs CErMeHTOB ne-
pedHen 1/unn 3agHen CTBOPKM MUTPANbHOMO KilamnaHa
1 CTeneHb MUTPaNbHOW peryprutaumm [24, 25].

CornacHo HabnogeHusam, BCC 1 XenynoykoBble
apuUTMUK BCTpedatotcd Yy nauweHtos ¢ NMMK npu mio-
OO cCTemeHW TAXECTM MWTPANbHOM peryprutaumm.
B nccnepoBaHun M.A. Miller n coaBT. y naumeHToB
c MMK (B 50% cnydaes nponabupoBani obe CTBOPKMU,
y OCTalbHbIX — 3a[HSS CTBOPKA) U NErkow Unm yMepeH-
HOW MUTPanbHOW peryprutaumen Habmonanm xenynoy-
KOBble apuUTMIK [26]. PaHee Y. Turker 1 coaBT., nccneno-
BaB naumeHToB C [MMK 1 xenyao4koBom 3KCTPaCHCTONN-
en NN XenygovkoBOW TaxMKapauen, No pesyfbratam
KT, XONTepoBCKOro CyTOYHOMO UM HENpPepbIBHOIO MO-
HUTOPMPOBaHNS, MPU MHOTOMEPHOM OrMCTUYECKOM
PerpecCcYIOHHOM aHanmse Nokasanu, YTo yMepeHHas 1nu
TAXENas perypruraums sBasetcs eAMHCTBEHHbIM He3a-
BUCUMbIM MPEANKTOPOM XeNyo4KoBbIX aputMuia (OLL
8,42, 95% WN: 1,49-47,64, p=0,01) [27]. BeposiTHo,
TAXECTb MUTPANIbHOW peryprimtaumm He cnegyet paccMa-
TPMBAaTb Kak eAMHCTBEHHbIV (haKTOp pUCKa Pa3BUTUA Xe-
NYO0YKOBBIX apPUTMUN.

MNpudnHamuy "aputmumyeckoro”™ MNMMK mn BCC cuuta-
0T MWKCOMATO3HYIO AereHepauuio CTBOPOK CO 3Hayu-
TeNbHOW M3DbITOYHOCTBIO, AMHOM U TOLWMHOM 0benx
NN OOHOM U30NMPOBaHHOW cTBOpKM [16]. Cpeamn cny-
yaee BCC npu MMK (7% ot Bcex cnyyaes BCC niogen
B Bo3pacte fo 40 neT, 3aperncTpypoBaHHbIX B TedeHue
31 roga B Beneto, Utanusa) C. Basso 1 COaBT. Npu Mop-
onorn4yeckoM 1CCNefoBaHUMU M30ObITOYHbIE, YTOSLLEH-
Hble, yOIMHEHHble 3afHMe CTBOPKKM otMmetunn B 30%
cnyvaeB, obe M3MeHeHHble cTBOpkM — B 70% cnyda-
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eB [16]. B atom xe nccnegosaHum y 30 nuu, ¢ MUKCOMa-
TO3HbIM TTMK 1 CNOXHBIMK XeNnygo4YKOBbIMY apUTMNG-
MK (yCTOMYMBAsS UMW HEYCTOMYMBAs XeNy[o4KoBas Ta-
XnKapaus, GUopUANALMa XenyaodkoB) C HOPManbHON
BennymHon QT nponabupoBaHue obenx MUKCOMATo-
3HbIX CTBOPOK Mpu DxoKI Habnoganu B 70% cnyyaes.

MpW BbINOMHEHUWN TPAHCTOPaKaNbHOW WM Ypecnu-
wesogHon IxoKl y nuy ¢ NMMK n xenyao4koBbIMU
aputMunamu onpegensior AMK 1 nsmepsior ee npota-
XEHHOCTb [28]. MI3MeHeHre npOoCTpaHCTBEHHOMO COOT-
HolweHna (>5 MM) Mexay CTeHKOW NeBOro npegcep-
Ons, NpYKpenaeHneM CTBOPOK MUTPASIbHOro KilanaHa
1 BEPXHEW HaCTbio CTEHKM NEBOro Xenyao4yka, CUCToNN-
yeckoe "ckpydmBaHme” (curling) durbposHoro KosbLa,
aHOMallbHOe CoKpallleHne Muokapfa B obnactu 3ap-
Hewr CTEHKM U MEeXOKeNnyqo4koBOW MeperopofKkm, OTHO-
CATCA K aKTOpaM prCka Pa3BUTUA XKENYyO0HKOBbIX apUT-
Mui [29, 30]. PacnpocTtpaHeHHocTs MK y naupeHToB
¢ NMMK no pe3synsrataM WUCCNEOOBaHWI COCTaBMASET OT
42% po 90% [31, 32].

B kayecTBe noTeHLManNbHOro Mapkepa pucka pas-
BUTUS XXenyao4koBbix aputmum 1 BCC npu MMK pac-
CMaTpUMBAIOT BbICOKOCKOPOCTHOM (216 cM/C) cucTo-
INYeCKMM MOTOK Ha NaTepanbHOM y4acTke MUTPasbHO-
ro konbua (npusHak Pickelhaube), koTopbin nosBnseTcs
B pe3yibTaTe aHOManbHOW TPaKLMM NanuansapHON MbliL-
Ubl 1 y4acTKa B 3afiHeba3anbHOW CTeHKe MU1okapa npo-
nabupyioLer MMKCOMAaTO3HOW CTBOPKOW MUTPanbHOro
knanaHa [33].

MpumMeHsas Metopn, speckle-tracking 2xoKI, nccneny-
0T CUCTONMYeckyo AeopMaLMi0 PasnyHbIX CEFMEHTOB
MWOKapAa, OTPaXkaloLLlylo 3MeKTpUYeckylo AMCIepCuio.
HeoOHOPOAHOCTL COKPALLEHWUI NEBOMO Xenyaodka (Me-
XaHnyeckas aMcnepcuns) B obnacTu Tpakumm nanunnsap-
HbIX MbILLIL, CTBOPOYHOM XOPAOW W B APYrUX PervoHax,
a TaKXe CHUXeHKe rnobanbHon NpoaonbHOM aedopma-
LMW1 NO3BONAIOT MAeHTUDMLMPpOoBaTL ny, ¢ NMMK 1 Bbl-
COKNM PUCKOM Pa3BUTUSA XeNyao4KOBbIX apuTMuia [34].
PaccymtbiBaeMbI  MOCTCUCTONMYECKN UHOEKC MO3BO-
NSeT KOAMYECTBEHHO onpefensTb CTeneHb YKOPOYeHWS
MWOKapAa nocsie MMKOBOMO CUCTONMYECKOro Hamnpske-
HMS BO BpeMSs CepAeyHoro Lkna. Miccnegosarenu cumta-
IOT, 4TO MOCTCUCTONMYECKOE COKpaLleHVe B ABYX 1 Bonee
CermMeHTax Mmokapfa acCouMMpoBaHO C HebnaronpusT-
HbIMU CepLEYHO-COCYANCTBIMU CODBITUAMN 1 BbICOKON
cMepTHOCTbIO [35]. Mpw aputMmndeckom MMK BbiiBNeHO
BbICOKOE MOCTCUCTONUYECKOe COKpallleHne B Ga3anbHOM
1N CpelHeOOKOBOM CErMEHTaxX MO CPaBHEHMIO C NalMeH-
Tamu ¢ NIMK 6e3 aputmumi cepaua [36]. Mpu nccneno-
BaHVM naumeHToB ¢ [MTMK 1 xenyaoo4koBbIMY apUTMUSA-
Mu MeTogom speckle-tracking DxoKT S. Ermakov 1 coasT.
OTMETUIV BbICOKYIO PacnpOCTPaHeHHOCTb MeXaH4eCKom
OMCNePCMM COKPaLLEHWI NeBOro xenydoyka (59+21 Mc
npotme 43+12 mc; p<0,001) no CpaBHEHMIO C NaLUMEH-
Tamu 6e3 aputMum [37]. Pe3ynsraTbl MHOrOMEPHOIO aHa-
N13a, BbIMNOSIHEHHOMO aBTOpPaMK, Mokasanu, YTo nosene-
HMe >XXenyao4KOBbIX apUTMWUI He 3aB1CENO OT CUCTONW-
4eckon (YHKLUMM NEeBOro Xenyaodka, nponadbrposaHus

0benx CTBOPOK MUTPASIbHOO KfanaHa W Hanuyans mMu-
TpanbHOW peryprutaumm. BbiBogbl paboTbl cBMAETENb-
CTBOBaNM O TOM, YTO MeXaHu4eckas AUCNepcusi, OLLeHU-
BaeMas MeTofoM speckle-tracking DxoKr y naumeHToB
c NMMK, aBnsaetca akTopoM BbICOKOIO pucka apUTMUi
[37].

SnekTpodU3MoNornmyeckoe NCCeaoBaHne, COrnacHo
BbINOMHEHHBIM Hay4HbIM paboTam, MPOBOAMTCS MO Moka-
3aHMAM N5 BbISIBEHUS XM3HEeYyrpoXKatoLWmX aputMumm,
HeobxoammocT B VIKL /1N MCTOYHNKOB 3KTONMK (Na-
AUNASAPHbIE MbILLLbI MW BOMOKHa MypKuHbe) [38].

Meton MPT ¢ ncnonb3oBaHMEM MO3OHEro Hakomne-
HUs ragonuHug (late gadolinium enhancement, LGE) ot-
HoCUTCA K Hambonee WMHHOOPMATUBHBIM HEVHBA3UBHbLIM
NcCnefoBaHNAM A1 OLEeHKM MOPhONorMm MUTPaNbHOro
KnanaHHOro KoMnnekca, PyHKLMM XenyqoykoB, Hann4ms
1 CTeneHu MUTPaNbHOW peryprutalmm, NopaxeHns M1o-
kapga. OuarHoctnky MMK ¢ 2 MM NOPOromM 3KCKypcum
CTBOPKM(OK) B NeBoe npeacepame BbiNOMHSIOT METOA0M
MPT co 100% 4yBcTBUTENBbHOCTBIO U 100% Cneumdmy-
HOCTbIO A/19 3aAHEN CTBOPKM N 78% 4HyBCTBUTENBHOCTbIO
n 97% cneundnYHOCTbIO ANS NepefHen CTBOPKM Mo OT-
HOLIeHMIo K TpaHcTopakanbHou OxoKr [10, 39]. C no-
molpbto MPT npn MMK obHapyxmsatoT MK, cnctonn-
Yyeckoe CKpyyMBaHue, M3MEPSIOT AMaMeTp MUTPanbHOro
KOMbLA, AIMHY 1 TOALLMHY CTBOPOK MMUTPanbHOro Knana-
Ha, Hanu4me drbpo3a, KNMHUYECK MaHUdeCTMpyoLLEero
N CYOKNMHMYECKoro (MNKPOCKOMNYECKOro).

B 2008 r. Y. Han v coaBT., nprMeHns metog MPT npu
ncanegoBaHM naumeHtos ¢ NMMK, onucan yTosileH-
Hble (3,2+0,1 MM npotve 2,3£0,1 MM) U YOINHEH-
Hble (10,5+0,5 mMm/mM2 npoTtuB 7,1+0,3 MM/M?2) 3a-
[lH/e CTBOPKM MUTPASbHOro knanaHa, Oonbwun Ama-
MeTp urbpo3Horo konbua (27,8+0,7 MM/M?2 npoTuB
21,5+0,5 MM/M2 no gnavHHOWM ocu; 22,9+0,7 MM /M2
npotne 17,8+0,6 MM /M2 NSt KOPOTKOW OCK) MO CpaBHe-
HUIO C rpynnon 6e3 NponabupoBaHNs CTBOPOK MUTPaIb-
Horo knanaHa [39]. Y 63% nauueHtos ¢ NMMK n cnox-
HbIMM XenyaodkoBbiMK (>3 knacca no JlayHy-Bonbdy)
HapyLLeHNaMM pUTMa cepdLua 1ccnefoBaTeny BbISBUIN
0bnacT 04aroBoro hrbpo3a NanusPHbIX MbILLL,

C. Basso v coaBT. conocrtaBunu pesynesratel MPT v ru-
CTONATONOMMYeCKMX [aHHbIX B Fpynne MOMOAbIX Jo-
nen ¢ MMK, ymepLuvx B pe3ynsraTe XXM3HEeYrpoXKatoLmMx
apuTMUI Kak npuarHbl BCC [16]. NccnepoBaTtenn Bbisi-
BUNN hUOPO3 NanunnsapHbIX MblllL, B 88% unu hnbpos
B HWXHeba3anbHOW CTeHke Muokapaa B 93% cnyda-
eB. B opyrom nccnegoBaHnM npyi CPaBHEHUM pe3ynbra-
ToB MPT y MaumeHTOB C NEPBUYHOW MUTPANbHOW peryp-
rmTaumern 3amMectutenbHbIi hrUopPo3 MMoKapha NEBOro
xenypnodka onpegenunu 'y 36,7 % nauneHtos ¢ NMMK no
CpaBHeHMio ¢ rpynnon 6e3 NMMK (6,7%; p<0,001), oT-
MeTUB yBenuyeHue nnowaan hbunbposa Hapsay C NoBbl-
LeHneM CTeneHn THXeCTM MWUTPabHOW peryprtaumm
[40]. Nokanu3aumio dhrbposza B OaszanbHOM, HUXKHen
N HUXXHEDOKOBOW CTEHKAaX NeBOro Xenyao4ka, T.e. B cer-
MeHTaX, HemoCPeACTBEHHO MpUIeraloLLmX K 3agHeMen-
anbHOWM ManunNapHON MbllLe, OBHaPYXMUAK Npenmy-
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Bbicokuni puck

e Yctonumsag XT, nucxopaiuas
He 13 MpaBoro NN NeBOro
XKenyno4ka;

e CrioHTaHHaA

nonnmopdHas

HeycTomymnsas XT;

e bbicTpas MoHoMop@dHas
HeycTonumsas XXT

MpomeXyTo4YHbI pUCK

* [NonnmopdHble
>KeNnyaoyKoBble
3KCTPaCUCTONbI;

e MoHomopdHas
HeycTomymnsas XT

(<180 ya/muR);

e OyeHb YacTble NN CJTIOXHbIe
XenyAo4KOBble 3KCTPaCUCTObI

® YacTble He CIOXHbIe
Xenyao4YKoBble
3KCTpPacUCTONbI

(6e3 mopdonornyeckmx
NMPWU3HaKOB, XapaKTepPHbIX
LN 6onee BbICOKOro pucka).

(>180 ya/mMuH), cBizaHHasn
c nocnepyoLen CMepPTHOCTbIO.

(bureMmmHUs, KynneTbl).

NMMK — nponanc mutpanbHoro knanaHa, XT —>xenyao4koBas Taxmkapans

PrcyHok 1. CTeneHu pycka nNpu Xenyao4ykoBbIX apUTMUsX, obycnoBneHHbix MMVIK [41].

LLIECTBEHHO Y NaumeHToB ¢ NMMK 1 ycTomymnsom xenyaos-
KOBOW Taxumkapamen unmn hrubpunnaumen Xenyno4kos.

Taknum obpa3oM, BbinonHeHve MPT uenecoobpas-
Ho y naumeHToB ¢ [MMK Ans TO4HOW OLEHKM CTPYKTYPHbIX
1N (DYHKUMOHAMbHBIX HapyLUeHU 1 BbisBNeHWs Mopdo-
NOMMYeckoro cyocTpata apuUTMIMIM — 04aroBoro Nnbo pac-
npocTpaHeHHoro hrbposa M1oKapaa.

Crpatudgumkaumsa pucka
XenyaoukoBbix aputmmm n BCC

MccnenoBaHWA, BbIMOSIHEHHbIE 3a NEPUOL C MOMEH-
Ta nepsoro onucaHug NMMK, nokasanm, 410 onpeneneH-
Hble hakTOpbl PUCKa, Takme KakK U3ObITOYHOCTb 1 yaAIu-
HeHWMe CTBOPOK MUTPASIbHOMO KJanaHa, MMKCOMATO3Has
nereHepauus, nponabunposaHue obenx cteopok, OMK,
nHBepcus 3ydbua T Ha DKT, LGE B onpeneneHHbIX cermeH-
Tax Mrokapaa npy MPT, 4acTo BCTpevatoTcs Npu TAXeSbIX
XKeNyLo4KOBbIX HapYyLLEHUAX PUTMa U MOTYT YYUTbIBATb-
cs npu nporHose 3aboneBaHus. HescHOW OCTaeTcs KOM-
OnHauWs akTopoB pUCKa, MOBBILLIAIOWMX BEPOATHOCTb
OVarHoctukmy aputMmmdeckoro NMMK.

B koHceHcyce skcneptoB EHRA B8 2022 rogy npen-
CTaBfieHa CTpaTUdUKaLMa PUCKa U NPUHLMMbI NIe4eHus
nauneHTos C aputMmudeckmm MMK, BblgeneHsl rpynnbl
HMU3KOI0, MPOMEXYTOYHOTO U BbICOKOrO pucka (puc. 1)
[41].

Mpw obcnegoBaHnK NauveHTos ¢ MMK ong nporHo-
31POBaHNSA XXeNyO4KOBbIX aPUTMUNI cepALa Heobxoam-
MO Y4UTbIBaTb:

— aHaMHecTM4eckMe faHHble C YKa3aHUAMMU Ha CUH-
kone unu nunotuMmun (Mnbo BCC y poaCTBEHHMKOB),
CPefHeCcUCTONMYECKUA  LWeNYoK  MNpU  aycKynbTraumu
cepaua;

— pe3ynbratbl DK MOHUTOPMPOBAHUSA B TeHEHMe Cy-
TOK (UNW AnNnTenbHee) AN onpefeneHus Hanu4ms 1 xa-
pakTepa apuUTMUM CepALA, BbISIBNEHNS MHBEPCUM 3yD-
ua T Oonee, YeM B [BYX NOCNefOBaTENbHbIX OTBEAEHNSAX
(4acTo B HMXHUX 1 DOKOBbLIX oTBeaeHmax), TQRS;

— [aHHble TpaHcTopakanbHown IxoKI: noMmnmo onpe-
nenenus crenenu NMMK, Tsxecr MUTpanbHoW peryp-
rMTaunn, M3MepeHms TONWMHbBI U OIMHbI CTBOPOK MW-
TpanbHOro KnanaHa, Auametrpa (ubposHoro Kombla,
onpefeneHns pa3MepoB Kamep cepdua, nokasaTteneu
reMOAMHaMUKN, HEODXOAMMO BbISIBIIEHME U N3MEPEHNE
npotsxkeHHocTn MK, BbICOKOCKOPOCTHOrO (216 cM/c)
CUCTOAMYECKOrO MOTOKA Ha naTepasibHOM ydacTke MU-
TpanbHoro konbua (npusHak Pickelhaube), nocrcucronu-
4ecKoro VHAEeKca, MexaHU4eckon amcnepcumn, rmobanb-
HOW NpoAonbHOW AedOpMaLLMM MUOKAPAA;

— pe3synbratbl MPT-LGE — yTouHeHme XapakTepa
MOPONOrM4eckx M reMogMHaMUYeCckmMX XapakTepu-
CTUK cepALa, obHapykeHWe y4acTkoB hrbpo3a B nanmn-
NSPHOM MbILLILE, HUXHEW UK HUXHEeOOKOBOW CTeHKax
N ApYrnx cerMeHTax Mr1okapaa NeBoro Xenyao4ka.

B 2024 r. onybnkoBaH nepsbIvi MeTaaHann3 10 uc-
cnefoBaHuii € yqactem 1715 naumeHToB, HanpaBneH-
HbI Ha BbISBNEHME MPOrHOCTUYECKNX (DAKTOPOB PUCKa
aputMmnyeckoro NMMIK [42]. K npu3HakaMm, Heobxoau-
MbIM AJ151 aHanM3a 1 CTaTucTnyeckom obpaboTkm, oTHeC-
nn cnefyowme: UHBepcKs 3ybua T 1 KOPPUTMPOBAHHBIN
nHtepsan QT, NponabrpoBaHne ogHON UNK 0benx CTBO-
POK MWTPANbHOMO KnanaHa, AAvHY U TOALWMHY CTBOPOK,
rnoGanbHyio NpoAoNbHYO AedopMaLmIo MUOKapAa, Me-
XaHWYeCKylo ONCAepCUio, MUTPANbHYIO peryprutaumio
(no pe3synsratam TpaHcTopakanbHor IxoKI). Opakuumio
BbiOpoca neBoro enymodka, Avametp rbposHoro
Kofibla, npotsxeHHocTb MK paccmatpusany no pe-
3ynsratam OxoKl mnm MPT. OueHmBanu Hanuyre 1 pac-
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| MaumeHT ¢ npojlancoM MUTPaNbHOrO KilanaHa |

¥

| beccumMnTOMHBIV |

C cumnToMamu

| CepgauebueHue | | CuHKOone/nunoTumMmms

Y

4>| CyTquoe XOJiTepoOBCKOE MOHUTOPUPOBaHME |

MNosTOpATH

nepmnoanyecku

TecT ¢ pusnyeckom HarpysKom |

v

| HeT xenypoukoBomn aputmMum |

v
|

| ECTb)Ke.Hy,D,O‘-IKOBaﬂ apuTMuma I

Y
L 4 [ | | L 4
JleyeHue KT OxoKr MPT-LGE NeyeHne
He MpoBOAMTCSA || — OTpULATENbHbIN — nponabupoBaHue obeunx — Mo3pHee ycuneHve || — MeguKamMeHTO3HOe,
3y6eL, T B HUXKHUX M30bITOYHbIX YATMHEHHbIX ragonuHmusa - PYA,
oTBeAeHUsIX, MUKCOMaTO3HbIX CTBOPOK, B NManuispHom — XMpYypruyeckoe,
— XenypoyKoBble — MUTpanbHas peryprutaums, ||| mbiwLe, B HUXHEN — UMNAaHTaums
3KCTPaCUCTONbI - OMK, WA HUXHEDOOKOBOM KapanoBepTepa-
nonMMop@Hble, — npwu3Hak Pickelhaube, cTeHke JIX, Jebunbpunnsatopa.
MHO)XECTBEHHbIE, — MexaHu4yeckas aucnepcus, - oMK,
Xenyao4ykoBa — |rnobanbHoM NpofonbLHOM — rnospgHee ycuneHue
Taxnkapams, aedopmaumn, ragosinHus B pyrux
— yanuHeHuve QT — pemopenupoBaHue yyacTkax Mrmokappaa.
KOPPUTrMPOBaHHOIO.| | NeBOro xenygoyka
n/vinv npepcepams.
Y

3J'IEKTPO¢I/I3VIOJ10FVI‘-IGCKOE ncaiegoBaHmMe: onpegeneHme NCToO4HMKa aputMmmu,
nanmigapHbli€ MbllWLbl N1 BOJIOKHA nypKVIHbe

PYA — paguouactoTHasa abnaums

JKI —anekTpokapanorpadunyeckoe nccnegosaHue, IxoKln —sxokapanorpaguyeckoe nccnegoBaHume,
OMK — gu3bloHKLMS MUTpanbHoro konbua, MPT — MarHMTHo-pe3oHaHcHas Tomorpadus, JIXK — neBbil xxenygoyek,

PucyHok 2. Cxema MeTOL0B ANArHOCTUKM (DaKTOPOB pUCKa Pa3BUTUS XeNTyAOUKOBbIX apUTMUIN 1 Ne4eBHOM TakKTUKK Y NaLu-

eHToB ¢ MMK [13], [38].

NPOCTPAaHEHHOCTb CErMeHTOB Mrokapaa ¢ LGE npu MPT,
YYUTbIBaM MOMOBYIO OETEPMUHUPOBAHHOCTb, aHaMHe3
hrdbpunnaumm npeacepanin.

B utore k Hanbonee 3Ha4YNMbIM PACCHUTAHHBIM MPO-
FHOCTUYECKUM (hakTopaM apuUTMKKM y naumeHTos ¢ NMMK
OTHOCMIUCB CliefytoLpe:

— Mo3fHee HakonneHWe ragonuHus (oTHoLeHMe
waHcos (OLL) 16,67; p=0,005),

— uHBepcua 3ybua T (OLL 2,63; p<0,0001),

— nponabupoBaHve obeunx CTBOPOK MUTPANbHOro
knanaHa (OLL 1,92; p<0,0001),

— OMK (OLL 2,60; p<0,0001).

Y naumeHToB ¢ MMK BbiSBUAK Oonee ONMHHYIO ne-
PeLHIo 1 3a0HIOK CTBOPKM MUTPAIbHOMO KianaHa,
OOnbLUYIO TONLMHY NepefHen CTBOPKK, 6ONbLLYO Npo-
TaxeHHocTb OMK 1 06nbllylo pacnpocTpaHeHHOCTb
LGE, NOBbILLEHHYIO MEXaHWYECKYI0 OMCNepcmnio M1MOKap-
[0a No CpaBHeHWO ¢ naumeHtamu ¢ NMMK 6e3 apuUTMnn
cepaua [42]. WccnepoBaTtenu OTMETUAM, HTO Hanm4me
cerMeHToB Mmokapga ¢ LGE npu MPT B 16 pa3 noBblLla-
€T BePOATHOCTb Pa3BUTUSA XXeNya404KOBOW apUTMUML y Na-
umentos ¢ MMK [42].

OpHOM U3 NMPUYKH nosiBneHus obnacrer mMuokapna
C 04aroBbIM UMW PACNPOCTPaHeHHbIM hKOPO30OM ABNS-
eTcsa NpefLecTByioLLee BOoCNaneHune ¢ M30bITOYHOM Npo-
nudepaupen Grbdpobnactos, KOTOpPoe ABNAAETCSH Pe3yilb-
TaTOM aHOMasbHOIO HaTFXEHWS NanUNSPHON MblLLLbI
N MMOKapAa CTBOPOYHOWM XOPA0W NponabdbrpyoLllero Mu-
TpanbHoro knanaHa [26, 43]. pyron npn4rHon pa3su-
TS NHTEPCTULMANBHOTO hrbpo3a, He orpaHnYMBatoLLEe-
rocsi HYXKHEM U HuKHe-0a3anbHoOM CTeHKOoM, a pacnpo-
CTPaHEeHHOTO Ha NepefHIoo 1 NepefHe-00KOBYIO CTEHKY
CYUTAIOT NePBUYHOE NOpPakeHMe MMOKapa B B1Ae Kap-
onommonatum [44]. NccneposaHue naumeHtos ¢ NMMK
(80% >eHLmMHbI) MeTogom MPT Ge3 Taxenon Mntpanbs-
HOW peryprutaumm C XXenygo4koBov apuUTMKMEN Nokasa-
no OonblK 06beM BHEKNETOYHOrO MaTPUKCa MNOKap-
[la Mo CPaBHEHWIO C NaumeHTamMu 0e3 apuTMuUIM cepaua
(31% npotune 27%; p=0,002). daHHas CBA3b onpene-
NANack XEHCKUM MOSIOM M He3aBUCMMO acCoLMMpoBa-
nacb nocnie Koppekunmn Ha akTopbl pUcka CepaeqHo-
COCyamnCTbIX 3abonesBaHnin ¢ MK n LGE (p<0,01) [44].

Hanuune 3amectutenbHoro cdubposa B MMOKap-
e OObACHAET MOBbILIEHNE MexaHNYeckon aucnep-

254

Rational Pharmacotherapy in Cardiology 2024;20(2) / PayuoHansHaa @apmakomepanus 8 Kapouonoauu 2024;20(2)



Kenydoukosble apummuu npu npoaance MUMpaabHo20 KNanaHa
Ventricular arrhythmias in mitral valve prolapse

TN N CHMXeHWe rmobanbHoW npoaonbHoM aedopma-
LMW MUOKapAa Y NauMeHToB ¢ aputMmmnydeckm NMMK [29,
36]. E. Scheirlynck v coasT. B 2019 . BnepBble nokasanu,
YTO Yy MaLMEHTOB C XXefyao4ykoBon aputMmen npu MMK
1 OMK Bblle KOHLEHTPaUMA B KPOBU CTUMYNMPYIOLLEro
hakTopa pocTa, kKoampyemoro reHom 2 (sST2), no cpas-
HeHwuto ¢ naumeHTamu ¢ NMMK 6e3 apntMmm cepaua [45].
B HacTosLee Bpemsi sST2 paccMaTprBaeTCsa Kak Mapkep
XenyaoykoBow aputMum npu NMMK, Bo3HMKatoLen B pe-
3ynbTaTe pPacTsxkeHUs MMokKapaa npy NaTonornyeckmx
npoueccax, 0byCnoBAEHHbIX BOCMAIEHVEM, arnoMnTO30M
N pacTsXeHWeM KapaMoMuoumntoB, GUOPoO3oM MKo-
kapma [45, 46]. B opyrom nccnenosarumn M. Chivulesku
M COaBT. [0Ka3anu, YTO YPOBeHb LMpPKyAVpytoLe-
ro B KpOBW TpaHcdopmupytoLlero daktopa pocta-teTa
(TGF-B), cnocobcTByIOLLETO MNKCOMATO3HOW ereHepa-
UK, Koppenunpyet ¢ npotsaxeHHocTbio MK 1 durbpo-
30M y nuy, ¢ NMMK » xenygo4koBsbiMy aputMuamMm [17].

MpennoxeHHble PakTopbl PUCKa Pa3BUTUA XENyL04-
KoBbIX aputMuit 1 BCC BCTpeYaloTcs C pas3fiMyHOM 4a-
CTOTOM U OLEHKOW 3HAYMMOCTW Yy 1CCnefoBaTenen, no-
CKOMbKY BO MHOIMX CJly4asx OTCYTCTBYET CTaHAapTV3a-
UM MeTOLOB BbIfBNeHMA. CXxeMa OCHOBHbIX METOOOB
NCCNefoBaHNs 1 NPU3HAKOB, BCTPEYAOLLMXCA NpuU Xe-
JIYOO4YKOBbIX apuTMusax, y nauneHTos ¢ [MMK npencras-
NIeHa Ha puc. 2.

OpUEeHTUPYSACb Ha xapakTep BbISBAEHHbIX apUTMUN,
NpoBOAAT AasbHellliee HabNOOeHVE U fledeHe nauu-
eHToB ¢ [TMK.

MpuHUMNbLI NevyeHUs

Mpu BbIOOpE neveHWs NaUMEHTOB C apUTMUYECKUM
MMK y4nTbIBaIOT KIIMHUYECKME XapaKTePUCTUKA U NMPpU-
MEHSIOT  MEePCOHNMULIMPOBAHHBIM  MOOXOA C  Lefblo
npenynpexgeHna BCC 1 TaxenbIx Xeny4o4KoBbIX apuT-
MU, Kak npasuno, ong npodunaktnky BCC y naumeH-
TOB C apuTMmyeckum NMMK paccmaTprBaloT YeTblpe Ha-
npaBneHus ne4ebHoOM TaKTUKU: MeIMKaMEHTO3HOE neve-
HUe, pagmodacToTHas abnaums (PYA), xupypriveckoe
fie4eHme MutpansHoro knanaHa, VIKI. lNMpennoxeHHble
METOAbI JIeYeHNA HanpaBlieHbl Ha yny4lleHne KayecTBa
KU3HW 1 BbIKMBAEMOCTU MALMEHTOB C apUTMNYECKUM
MMIK.

BbIGop rpynn nekapcTBeHHbIX CPEACTB AN NeYeHus
KenyooYKOBbIX apUTMUM Cepala HampaBieH Ha pe-
KOMeHZyeMble Mpu Apyrux 3aboneBaHUsX aHTUAPUT-
MUYecKme npenapatbl, Yacto GeTa-anpeHobnoKaToOPSI
UNU  HEOUTMOPONUPULMHOBbLIE OnokaTopbl MefneH-
HbIX KanbLmMeBbIX kaHanos [9, 41]. ®dnekanHma, npo-
nagPeHoOH M aMMOLaPOH YMEHbLLAIOT KONNYECTBO Xeny-
[LOYKOBbIX 3KCTPACKCTON W YNyYLIAloT YHKLMIO 1€BOrO
xenypouka [47-50]. KoHKpeTHble yka3aHus, OCHOBbI-
BaloOLLMecs Ha [AokasaTefibHom Dase MccenoBaHni no
3bdekTMBHOCTU DeTa-aapeHobnoKaTopoB UK Opyrux
AHTUAPUTMUYECKMX npenapaTtos Yy naumeHtoB ¢ MK,
OTCYTCTBYIOT.

Bo Bcex cuTyaumax npuv BbIABIEHUN XXeNya04KOBbIX
apUTMNIN HeobXoaMMO paccmatpmeaTb WKL onsg nep-
BUYHOM MNKM BTOpUYHOW npodunaktmnkn BCC. CornacHo
pekoMeHAaUMaM, nepBuYHas npoduiakT1ka nokasa-
Ha B C/ly4ae CUMMNTOMHOW CEPAEYHOM Hed0CTaTOYHOCTA
C dpakupen Bbibpoca <35%, npu HeahdeKTUBHOCTM
ONTUManbHOM MeOMKaMEHTO3HOW Tepanun B TeveHue
Tpex MecsueB [51]. HensBecTHO, OTHOCATCA N K 3TOW
rpynne nauveHTbl ¢ [IMK, NOCKONbKy 3Ha4yuTenbHoe
CHUXeHVe dpakumm BbIbpOCa NEBOro Xenyaodka Ha-
bnogaetcs peako.

BropuuHag npodgunaktika ¢ WKL nokasaHa npu
aHAMHECTUYECKMX YKa3aHWAX W LOKYMEHTANbHOM MOA-
TBEPXXOEHMM OCTAHOBKM cepALa C prubpunnaLmen xeny-
LLOYKOB 1IN XXENyL04KOBOW Taxmkapamer 6e3 kakmx-nm-
00 Apyrnx NpuUHKMH y naumeHTa ¢ NMMIK [52].

TaknM obpa3oM, ybeouTenbHble OaHHble O MoKa3a-
Huax Kk VKL ans nepemuyHon npodunaktukn BCC y na-
umeHToB ¢ NMMK B HacTosilLiee BpemMsi He pa3paboTaHsbl.
Ycranosky WK ona BTopudHom npodunaktikm BCC
NPOBOLAT COMMACHO CyLLECTBYIOWLMM pPeKOMeHOaLMAM
NPW OPYrX COCTOSHUAX C TAXENbIMU XeNnyao4KOBbIMM
APUTMUAMMU.

MeTton PYA mpvMeHSAoT Npu MynsTUGOKabHbIX Ya-
CTbIX >KeyOQo4KOBbIX 3KCTPACUCTONax, >XenynoyKoBOM
Taxvkapamm, GuopunaumMmM enynodkos. [MokasaHus
K PYA MoryT BKJOYaTb pedpakTepHOCTb UM Herepe-
HOCMMOCTb MeAMKaMEeHTO3HOW Tepanuu, NpeanoyTeHns
NauMeHTOB B CBA3WN C HEXENaHWeM OJIUTENIbHOro npue-
Ma aHTUapUTMUYeckunx npenapatoB [53]. MexaHn3mbl
Xenyno4ykoBon aputMum npu NMMK Hepegko obycnoB-
neHbl GUOPO30M MANUAMISAPHBIX MbILLL, WAV BOSIOKOH
[ypkvHbe, roe BbiNonHeHre PHA ABNAeTCA TeXHUYeCKN
CNIOXHOW 3aader 13-3a rnyboKoro pacrnonoxXxeHus oda-
FOB 3KTOMUM, K TOMY Xe€ 3KTOMMYecKne o4aru MoryT no-
Kanu3oBaTbCs B Apyrvx obnactax (BbIHOCSALUMIA TPaKT,
hrnbposHoe KonbLo) [54]. DdhdekTnBHOCTL PYA nokasa-
Ha NpW PeLnanNBUPYIOLLEN XeNya04YKOBOWM TaxmMKapamm
npu MMK, obycnoeneHHOW 3nekTpru4eckon Hectabunb-
HOCTbIO MMOKapaa, Bbl3BaHHOW (hMOPO30OM B HMXKHEDO-
KOBOW CTEHKe NeBOro xenygoyka [55]. Mpu npocnekTms-
HOM MccnegoBaHum nocne addekTreHom PYA y naumeH-
ToB C [MMK 1 MynsTUOKanbHOW 3KTONMEN pa3BMBatOTCS
reMOAMHAaMMYECKM 3HaYMMble XEenyao4KoBas Taxmkap-
Vs /brbpunnaums Xenynoo4kos, 0OyCIOBIEHHbIe MPo-
rPeccpoBaHMeM U3MEHEHWI MUOKapAa N Xenyoo4ko-
BbIX apUTMUIA [56]. PeunamBbl Xenyao04KoBOW apUTMni,
BEPOSATHO 0DOYCIOBNEHHble PacnpoCTpaHeHHbIM hropo-
30M MWoKapaa no pesynsratam MPT-LGE, HabniopatoT
B 26-32% cny4vaes [53-55].

OnepatnBHoe nedeHne NMMK gns npenynpexgeHus
Keyoo4KOBbIX apUTMUIN OCTaeTCs NPeaMEeTOM AMCKYC-
cuun. B npencraBneHHbIX MCCeOoBaHVAX NOoCne onepa-
TnBHoro neveHmsa NMMK vacToTta XXenyao4KoBbIX apUTMAIA
CHUXanacb y Monodblx nmogen (~42 roga), y noxunbix
(~62 roga), Takoro addekta He Habnoganu [57, 58].
Mporpeccupytoli anddy3HbIn GUOPO3 NanUINAPHbIX
MbILLUL, 1 CErMEHTOB MWOKapLa B MecTax WX NoKanmsa-
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umm, B 06NacTy MUTPaNbHOMO Komblia, XopAax ¢ Bo3pac-
TOM W Hanu4muemM COMyTCTBYIOLLMX 3a00neBaHnn, Bepo-
ATHO, OTHOCWUACS K MPUYMHAM Xenyao4KOBOW apuUTMUML
[59]. Ponb pasnuyHbIX XMpYpriyeckux MeTofoB fevyeHus
Ha MUTPASIbHOM KJlanaHe B NpefynpexaeHn Xenynou-
KOBbIX apUTMUIN OCTAETCS HeoNpeaeneHHOW.

3akJodeHne

MauneHTtol ¢ TNIMK 1 >XenygoykoBbIMU  apUTMUNA-
MW COCTaBNAT HebOoMbLUYIO TPYnny HaceneHus, Bme-
cte ¢ Tem passutre BCC 1 CHMXEHME KavecTBa XMU3HN
y NOAen MONOAOro BO3pacTa ABMASAOTCA COLManbHO 3Ha-
YyMMOM npobnemMon Kapauonorin. B Hactosillee Bpe-
M$§l COBEPLUEHCTBOBaHME AMArHOCTUYECKMX METOL0B Mo-
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