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Pesiome

Mponanc MUTPanbHOrO KiamnaHa onucaH B 70-x rogax MpoOLLIOro Beka Kak Jobpokaye-
CTBEHHOe 3aboneBaHuWe, BMeCTe C TeM B MOC/eAyoLMe roabl UCCiefoBaTeny coobanu
O C/yYasX >KeNyAOUYKOBbIX HapYLIEHU PUTMA CepaLa 1 BHE3AMHOW CepaeyHon CMepTu
y NaLMeHTOB C NpoiabrpoBaHNeM CTBOPOK MUTPANIbHOTO KianaHa. B HacTosLee Bpems
onucaH GeHOTUMN «aPUTMUYECKOTO», UM «3JI0KaYeCTBEHHOrO», MPOoJiarnca MUTPaNIbHOrO
KnanaHa C XxapakTepHbIMY feMorpaduuecknmu, SNeKTPoKapanorpapriyeckumm n Boisie-
NEHHbIMU NPV BM3yanm3auuy cepaua nprsHakamu. <KApUTMUYECKII» NPONIANC MUTPasib-
HOFO KJlamaHa YacTo BO3HVKAET Y XEHLLUVH MOJIOA0ro BO3pacTa C HapyLIeHUsAMU Penons-
puU3auny Ha 3NeKTPOKAPAMOrpamMMe, C AN3bIOHKLUMEN Y CUCTONTMYECKM CKPYUYMBaHMEM
(curling) muTpanbHoro KosnbLa, GrGPO30M NANWNIAPHBIX MbILUL Y 3afHe- U HUXKHeba-
3a/IbHOV CTEHKM JIEBOTO KEeJy[ouKa, ABASIOWNXCA MOPPONOrMYeckrM CybCcTpaTom »e-
NyAOYKOBbIX aputMuii. Cpean NaTtopu3noNornyecknx MexaHn3moB, 0OyCIOBMBAOLNX
MosiB/IEHNE 3NEKTPUYECKON HEeCTabuNbHOCTY CepAaua, BbIAENAOT Bbl3BaHHblE MeXaHU-
YeCKMM CTPEeCCOM M3MeHeHUs pedpaKkTEPHbIX MEPUOAOB XKENYAOUYKOB, 3N1eKTpodr3n0Io-
rMYecKrie N3MeHeHUs B BOJTOKHax [ypKrHbe, rmnepMobunbHOCTb GUBPO3HOro KosbLa U1
AQHOMaJIbHYIO TPAKLMIO MANWIIISIPHbBIX MbILLLL.

3HaHMe 0 PpaKTopax prCKa Pa3BUTMSA XKUIHEYTPOXKAOLLMX APUTMII 1 BHE3AMHOW cepaey-
HOW CMepTU 1 NX CBOEBPEMEHHOE BbIsIBJ/IEHNE MO3BONUT BbIOPaTb 3PpPeKTVBHbIE METOADI
NEeYEHUsI N YNYULWUTb MPOTrHO3 MaLUEHTOB C «APUTMUYECKUMY» MPOJSIANCOM MUTPANbHOIO
KnanaHa.

KnioueBble cnoBa: nponanc MAUTPasibHOrO KianaHa, apuTMnn cepaua, BHe3amnHas cep-
LEeYHasi CMepTb, CTPAaTUPMKALUA PUCKA, NeYeHNEe
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Abstract

Mitral valve prolapsewasdescribedinthe 1970sasabenigndisease, however,in subsequent
years researchers reported cases of ventricular arrhythmias and sudden cardiac death in
patients with mitral valve prolapse. A phenotype of "arrhythmic" or "malignant” mitral valve
prolapse has now been described, with characteristic demographic, electrocardiographic,
and cardiac imaging features. "Arrhythmic" mitral valve prolapse often occurs in young
women with repolarization disorders on the electrocardiogram, with disjunction and
systolic "curling” (twisting) of the mitral ring, fibrosis of the papillary muscles and the
posterior or inferior basal wall of the left ventricle, which are the morphological substrate
of ventricular arrhythmias. Among pathophysiological mechanisms responsible for
electrical instability in the heart are mechanical stress-induced changes in ventricular
refractory periods, electrophysiological changes in Purkinje fibers, hypermobility of the
fibrous ring and abnormal traction of papillary muscles.

Awareness of risk factors for life-threatening arrhythmias and sudden cardiac death and
their timely detection should allow choosing effective treatment methods and improving
the prognosis for patients with "arrhythmic" mitral valve prolapse.

Keywords: mitral valve prolapse, genetics, cardiac arrhythmias, sudden cardiac death,
diagnosis, risk stratification, treatment

B BBEJAEHWE

Mponanc mutpanbHoro KnanaHa (MMK) oTHoOCKMTCA K pacnpoCTpaHeHHbIM B MOMNynA-
Lmmn 3aboneBaHVAM 1 MO pe3ynbTaTam 3XoKapamorpadruyeckoro ncciefoBaHma BCTpeya-
eTca B 2-3% cnyyaes [1]. Co BpemeHu nepsoro onuncanus NMMK J. Barlow (1963 r.) nssect-
HO O reTeporeHHOM NPOrHo3e 3aboneBaHUA C KIMHUYECKMU UCXOAaMM, 3aBUCALLMMM
OT HecKoNbKux GpakTopOB, BKIIOUAOLMNX BO3PACT NaLMeHTa, CTeneHb TAXeCTU MUTPasb-
Hol peryprutauun (MP), ounataumio $GrMOpPoO3HOro Kosbla, AMameTp fieBoro npeacep-
s, dpakuumio Bbibpoca neBoro »enygouka (OB J1XK), Hanuume >kenynouykoBbIX apUTMUIA
(yacTas xenyaouKoBasA SKCTPACUCTONNA, KeJyAouKoBan Taxmkapamna) [2].

K HebnaronpuATHbIM 1cxofaam 3aboneBaHnsa OTHOCUMM MUTPAsbHYIO peryprutauumio,
OVNCOYHKLMIO NIEeBOro »Kenydouka / 3aCTOVHYK CepAeyHyl HedoCTaTOYHOCTb, MHObEK-
LMOHHbBIV SHAOKapAUT, dnbpunnaumio npegcepamin, TPoMo603mMO0NMIo, KenyaoUuKoBble
apuTMUK cepaua 1 BHe3anHyo cepaeyHyto cmeptb (BCC), BcTpeyatowytoca HevacTo [3].
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HecmoTtpsa Ha 10, uto 0 BCC npu NMMK un3BecTHO fecatunetus, B Nybnnkaumax no teme
nepBOHayYanbHO YKa3blBasiv Ha HEBbICOKUN puck cobbitua (0,2-0,4% B rog). CoBpemeH-
Hble HabnopaTenbHble UCCNefOBaHUA CBUAETENbCTBYIOT O ToM, uTo BCC u3-3a yctom-
UMBbIX XKeNyAOoUYKOBbIX apUTMNIA y NaumeHToB ¢ NMMK BO3HMKaeT 4acTo MO CpaBHEHUIO C
npeabiaywyMy yTBepKAeHNAMY, C NpegnosiaraeMbiM pUCKoM B TeueHue roga ot 0,2 go
1,9% [3-6]. Thamman R. B 2021 rofgy BbiCcKa3ana NpefnosioKeHne 0 TOM, YTO apuTMmye-
ckun BapuaHT NMMK cnepyeT paccmaTpurBaTb Kak HOBbIW «3/10KauyecTBEHHbIV» deHoTun
3abonesaHua [7]. MaTtoreHe3 aputmuin 1 BCC y nauneHTtoB ¢ NMK n3yuyaetcs, cloXHble
MeXaHMN3Mbl BO3HVIKHOBEHWA OC/IOXKHEHUI 06ycnoBneHbl pa3sutneM ¢prnbpo3sa Mrokapaa
W NanuanApHbIX MblLL, ocobeHHoCTAMU Mopdonorumn 1 GyHKUMM MATPanbHOro annapa-
Ta 1 aneKTpodusonormyecknmm HapyleHmamm [8]. HecomHeHHa LenecoobpasHoCTb 13-
yuyeHusa aputmuyeckoro cuHgpoma npu NMK, reHeTnkn, GakTopoB purcka, MexaHU3MoB
ONA paHHeln AMarHOCTUKM 1 NpeaynpeXKaeHna XnsHeyrpoxkatowmx aputmui n BCC.

B JVATHOCTUKA NMMK

KnuHuueckne npusHakm NMK maHndectupytot B 80% cnyyaes, 6eccuMnTomHoe Te-
yeHve oTMeuatoT y 20% nauMeHTOB, y KOTOpbIX 3aboneBaHmne BbIABAAIT MO pe3ynbTratamM
WNHCTPYMeHTasIbHbIX UCCeAoBaHUM 60 Npu HanpasieHHOM MOUCKe B CJlyyae pa3BuTuA
OC/TIOXKHEHUN.

K cybbekTMBHbIM cumnToMam nepsryHoro NMVIK oTHOCAT xanobbl naureHTa Ha 6onb
B JIeBOW MONOBUHE rPYLHON KNeTKN B BUAE Kapauanruy, ceppuebueHune unm nepebou B
paboTe ceppua, HU3KOe apTepuanbHoe AaBrieHne, BbICTPYI0 YTOMIAEMOCTb, FONIOBHYO
60nb, CMHKOMNE UKW NUNOTUMUK. [pn BHELWWHEM OCMOTpe HabnoaalT NPU3HaKKM CUCTEM-
HbIX U3MEHEH W, XapaKTePHbIX ANA HaCe[CTBEHHbIX HAPYLUEHWIA COeMHUTENbHON TKaHW
(KOCTHbIE, KOXKHble, FNasHble 1 Ap.), KoTopble No 6anbHON oLeHKe (<5 6annoBs) 1 gnarHo-
CTUYECKUM KPUTEPUAM He COOTBETCTBYIOT MOHOT€HHbIM CUHIPOMaM (Hanpumep, CUHAPO-
My MapdaHa).

Mpu ayckynbtaumm MMK grnarHoctupyoT MO HanMumMo UHTEPMUTTUPYIOLLEro CUCTO-
NMYECKOro LienyKa, cpefiHe- Uiy No3aHeCUCTONNYECKOrOo LWyMa B TOUKe MPoeKunn mMu-
TpanbHOro KnanaHa [2]. 3xokapanorpapuyeckas (3xoKr) guarHoctnka NMMK ocHoBaHa Ha
BM3yanu3auuy npornbaHusa ogHon nnm obenx CTBOPOK MUTPANbHOTO KnanaHa Ha 2,0 Mm
1 6onee 3a NNOCKOCTb GUOPO3HOrO Konblia B MOMOCTb JIEBOr0 Npeacepansa Npu uccnepo-
BaHMM B MapacTepHanbHOW NO31LMUM NO AANHHON OCU NNEBOTO »Kenyfouka [2].

CoueTaHue yTONLWEHUA CTBOPOK WA UX OTAENbHbIX Nopumii =5 MM 1 nponabrnposa-
HMA CTBOPOK WU X OTAENbHbIX MOPLUIA =2 MM MONYUYUISIO Ha3BaHMWe Knaccuyeckoro NMMVIK
N ABNAETCA XapaKTepHbIM MPU3HAKOM MUKCOMaTO3HOW JereHepaummn ctBopok. CoueTa-
H1e NponabupoBaHUA =2 MM ¥ TOMNLLUHbBI CTBOPOK <5 MM HOCKT Ha3BaHMe HeKJlaccmye-
ckoro MMK.

CoueTtaHue nponabnpoBaHna =2 MM Ha GOHEe Her3MeHEHHbIX CTBOPOK XapaKTepPHO
[J1A COCTOAHWIA, COMPOBOXAANLMXCA YMEHbLUEHNEM KOHEYHO-CUCTONIMYECKOro pa3me-
pa neBoro xenygouka (rmneprtpoduueckan KapgruommonaTtua, jedekT mexxnpeacepnHon
neperopopKku, nerovyHasa runepTeH3ns, HepPBHasA aHOPEKCUA, Aermapartalmnsa, BOPOHKO-
ob6pa3zHad rpygHas Knertka).

B cnyyae oTpbiBa CTBOPOYHOW XOpAbl AU NANUNAPHON MbILLbl BbIABAAIOT MOMO-
TAWYyto nny nopxatowyto (flail) cTBopKy muTpanbHoro knanaHa [1]. CBo6oAHbIN Kpali Mo-
NnoTALLeN CTBOPKYM BbIBOPaUMBaeTCA B NeBOe NpeAcepanie ns-3a HapyLeHnsa Koantauum
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cTBOpOK. CMelleHme TOUKM KoanTauumn B fIeBOe npefcepanie ConpoBOXAAETCA YMepeH-
HOW WA BblPaXXeHHOW MUTPaNbHOW peryprutayunen.

MNMMK BCTpeyaeTca Kak NepBUYHbIV WA HECUHAPOMHbIN (M30AMPOBAHHDIN) C GeHOTU-
NoMm, He COOTBETCTBYIOLMM AMNArHOCTUYECKUM KPUTEPUAM N3BECTHBIX MOHOTEHHbIX CUH-
ApomMoB (cuHapom MapdaHa, dnepca — daHno, MASS-¢eHoTUNA U T. N.); CUHAPOMHBbIN —
NpwW HacNeaCTBEHHbIX HaPYLIEHMAX COeAMHUTENbHOWN TKaHW, KaK OAHO U3 MHOTUX KNUHU-
yecknx nposasneHun cnHgpoma MapdaHa, dnepca - [laHno, HecoBepLIEHHOrO OCTeoreHe-
3a 1 gp.; obycnoBneHHbIn bonesHAMM MUOKapaa (rmnepTpoduyeckas Kapanommonartus,
nwemmnyeckan KapanoMmmonaTua 1 ap.) U Kak Manas aHomanusa ceppaua — npu MHorodak-
TOPHbIX HapyLIeHNAX COeAVHUTENbHON TKaHM (MapdaHOMoAoO6HbIN, 3nepconofobHbIN,
Heknaccubuympyembin deHotun) [9].

MepBuyHbIn NMMK - reTeporeHHoe 3aboneBaHune, ceMenHoe nnu HecemeHoe. Cemeit-
Hbin [MMK BCTpeuyaeTcA C ayTOCOMHO-AOMMHAHTHbIM (60%), ayTOCOMHO-peLeCcCUBHbIM
unn X-cLuenneHHbIM peLeccnBHbIM HacnegoBaHmeMm. [py ayTocoMHO-goMmnHaHTHOM MNMK
ONUnCaHbl TPY FeHHbIX NOKyCa C nokKanmsaumen Ha xpomocomax 16p12.1-p11.2, 11p15.4
(reH DCHS1), 13g32.1 (reH DZIP1) [10]. K peaknum peueccnBHbiM popmam NMMK oTHoCUT-
€A X-cuenneHHbIN C NOIOM C TIOKYCOM Ha Xpomocome Xg28 € MUCCeHC-MyTauAMN reHa
FLNA, FLNC » cuenneHHbIn c reHom PLD1 [10, 11].

MeHoTNUueckn pasnuyatoT bonesHb Barlow, xapakTepusyioLlyoca MUKCOMATO3HOM
[ereHepauueit, obycnosnuaaioLLell U3ObITOYHOCTb U PACTAHYTOCTb TKaHW CTBOPOK, Mpu-
BOZALLYIO K MHOrocermeHTapHoMy nponabrposaHuto. [ipyroi GeHoTUNMYecKnin BapuaHT —
dunbpoanacTmyeckan HeEAOCTaTOYHOCTb, BO3HMKAET B pe3ynbTaTe HapyLueHnsa obpa3oBaHmsA
COefIMHUTENIbHOW TKaHW ¢ fedULIMTOM KoMnareHa, snactiuHa 1 NPOTeOr/IMKaHOB, Bbi3blBato-
LNX MCTOHUYEHME TKaHV CTBOPOK M XOPA 1 X YacTble pa3pbiBbl [12, 13]. M3peaka ykasbiBatoT
Ha TpeTuin BapuaHT NMMK, KoTopbIii accoummnpoBaH ¢ MyTauuamu reHa dunammHa A [8].

B KEJTYJOYKOBbBIE APUTMUWN N BHESATTHAA CEPAEYHAA CMEPTb
MPU NMMK

Pe3ynbTaTbl CpaBHUTENbHbIX WCCEefOBaHWUIA CBUAETENbCTBYIOT O HamMuuMM 4acTo
BCTpeyaroLmnxca Npr3HaKkoB y naumeHToB ¢ NMMK 1 *eny[ouKoBbIMY HapyLUEHWAMUN PUT-
Ma nnu prckom BCC. K 0CHOBHbIM Npu3Hakam OTHOCATCA UHBepcus 3ybua T Ha IKT, npo-
nabupoBaHue obenx CTBOPOK MUTPANbHOTO KnanaHa, An3bloHKUMA ¢nbpo3Horo KonbLa
MUTpanbHOro Knanawa, curling — cnctonnueckoe fBMXeHNe MUTPANIbHOTO Kosbla 1 no-
KanbHbI UM PacnpoCTpaHeHHbIN Gprbpo3 Mnokapaa, BbIABEHHbIV NPU MarHUTHO-Pe30-
HaHcHon Tomorpadum (MPT) [5, 8, 14].

PacnpocTtpaHeHHOCTb }enyaoukosbix aputmuii 1 BCC npu NMMK n xapakrepu-
CTMKa NauneHToB

MHeHnA 0 reHgepHON 1 BO3PaCcTHOM PacnpOCTPAHEHHOCTM XeTyA0UKOBbIX apUTMUN
n BCC npu MMK npotuBopeumsblie. Avierinos J.F. et al. nokasanu, 4to «apUTMUYECKUN»
MNMMK BcTpeuaeTca B ciyyae nponabrpoBaHna 0benx CTBOPOK C MMKCOMATO3HOW fiereHe-
pauven, NpenMyLLeCTBEHHO Y XeHLUUH (COOTHOLLIEHNE MY>KUMNH U »KeHWwKnH 1:1,2), yacTo B
nepuof npemeHonaysbl [3]. Sriram C.S. et al. Takxxe oTmeTunu, uto cpeam nuu, ¢ BCC n NMMVK
npeobnapanu xeHwwHbl (65%) [15], BMecTe ¢ TemM B ApYrux UCCNe[0BaHUAX YMEPLUMX C
MNMMK B pe3ynbtaTe BCC Habnoganu paBHOe COOTHOLLEHMWE MYXUNH Y XKEHLLUH 1 MONOLOMN
BO3pacT nauneHToB [16].
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Han H.C. et al. peTpocneKkT“BHO aHann3MpoBanu faHHble 71 yenioBeka C NepBUYHbIM
MNMK, ymepuero B pesynbrate BCC 3a nepuog ¢ 2000 no 2018 rog. CpegHuin Bo3pact
yyacTHUKOB 49+18 neT, cpeamn nccnefoBaHHbIX XKeHLWMHbI cocTaBnanu 51%. B 94% cnyua-
€B NPUYNHOM CMepPTM YKa3aHa OCTaHOBKa cepua B NPUCYTCTBUM CBUAETENEN, BbI3BaHHasA
bdubpunnauren xenynoukos. PesynbraTbl rmcronormyeckoro nccnepgosaHua npu NMMVK
CpaBHUBaNM C NoKasaTenAMMU rpynn paHAOMU3NPOBAHHbBIX NO MONY, BO3PacTy 1 Becy Jto-
Liell, yMepLUMX OT BHeCEPAEUHbIX MPUYKH 1 OT ApYrvx 3aboneBaHuin cepaua. B cnyyasx c
MMK BbIssBUIM 6onee BbICOKY MacCy MMOKapAa No CPaBHEHUIO C YMePLUUMK OT Hecep-
LEYHbIX MPUYMH, HO PaBHYIO C yMepLwMm oT 3aboneBaHui cepaua (447 r npotus 438 r;
p=0,64), 6onee WNPOKOe MUTPaNbHOE KOMbLO MO CPAaBHEHMIO C YMEPLUUMHN OT Hecepaey-
HbIX MPUYKH (121 mm npoTme 108 mm; p<0,001) 1 ¢ cepaeuHbIMK 3aboneBaHUaMM (121 MM
npotus 110 mm; p=0,002) n 6onbLuyto pacnpocTpaHeHHOCTb GrMbpo3a M1MOKapaa neBoro
Xenygouka (78% npotus 38%; p<0,001) No cpaBHEHWNIO C yMEPLWMU OT HECepAEUHbIX
npuuuH [17].

MHoroneTtHee (21 rog) NpocneKTNBHOE KINHNKO-NAaTONOroaHaTOMMyeckoe nccnepo-
BaHWe (Bo3pacT naumeHToB o 35 net) B tanum nokasano, uto NMK asnaetca TpeTbum
(nocne apuTMoreHHoN KapanommonaTum — 24% n nwemmnyeckon 6onesHun cepaua — 20%)
Mo PacnpoCTPaHEHHOCTU CEPAEUYHO-COCYANCTbIM 3aboneBaHeM cpefn ymepLumx B pe-
3ynbraTe BCC, c 3abonesaemoctbio 12% [15].

Takrm 06pa3om, B 3aBUCMMOCTM OT METOL0B UCCNIef0BaHMA (MPUKN3HEHHOE C UCMOJSTb-
30BaHVeM COBPEMEHHbIX BU3Yanu3npyoLwmnx MeTOA0B UK ayTOMNCKA), aBTOPbI yKa3blBaloT
Ha HeEOJHOPOAHbIe CBeEeHMA NO reHAepPHON 1 BO3pPacTHOM AeTepMuHMpoBaHHoCTH NMMK
CO 3/10KavecTBeHHbIMU apuTMuaAMK 1 BCC. Pe3ynbTatbl HabnogeHUn CBUAETENbCTBYIOT O
TOM, UTO HEO6XOANMO YUNTbIBATb BOSMOXHOCTb Pa3BUTUA »KeNYyLOUYKOBOW apUTMUA U
BCCy nuy pa3Horo nona n Bo3pacta ¢ NMK.

MexaHn3mbl apuTMoreHesa

B 1999r. L.A. Freed et al. 06061wmnn nonyyeHHble K 3STOMY BPEMeEHU pe3ynbTaTbl ccie-
[LOBaHNA MeXaHN3MOB pa3BuTua aputmun npu NMK n npegnoxunm cxemy aputMmoreHesa
(pnc. 1).

B pabote L.A. Freed et al. cpean cnyuaes NMK ¢ aputmuammn npeobnaganu »eHwm-
Hbl MOJIOOro BO3pacTa, 3xoKapamorpaduueckme npusHaku BKAOYaANW paclimpeHue
¢unbpo3Horo KombLa MWUTPanbHOro KnamaHa, MP, cTeneHb TAXKeCTW KOTOpoW BAMAna
Ha nosABfeHMe HapylleHU puTMa, NponabrpoBaHre 1 N3BbITOYHOCTb 0Oenx CTBOPOK
MUTPANbHOMO KnamnaHa, Hannuve MMKCOMATO3HOW AereHepaunn 1 NoBpeXxaeHne 3HOo-
Kapgda neBoro »enyfaoyka yanvMHeHHOW CTBOPOYHON XOPAOW, a Takxe NpuU3HaKkun BereTa-
TUBHOW AnNCOYHKUMM [2].

3HaHWA, HaKoMEeHHble 3a AeCATUNETUNA, COBEPLUEHCTBOBaHME METOAO0B ANAarHOCTUKM
1 NpoCneKTUBHble HabnogeHWA 3a NnaureHTamm ¢ NTMK no3Bonnnm JONosHUTb N3BECTHbIe
MeXaHM3Mbl apuTMmoreHesa [18].

B 2020 rogy pe3synbTraTbl U3yUYeHUA PacnpPOCTPAHEHHOCTM XeyA0UKOBbIX apUTMUN 1
NPOCMNEeKTUBHOIO HabnogeHnA B Hanbonee obwmpHoON KoropTe nayuneHTos ¢ NMK npea-
ctaBun B. Essayagh et al. [19]. B uccnegosaHum yuactsoBanu 585 uenoBek ctapiue 18 net
(cpegHuin Bo3pacT 65116 neT; 278 XeHWMWH) C KINHUYECKUMU U UHCTPYMEHTaNbHbIMN
npusHakamu nepsuyHoro NMMK n aputmmnamun. KnuHnyeckne cMMNTOMbI B BUAE CUHKOMNE
B aHaMHe3e oTMeTunun y 11%, dnbpunnauumio npeacepamnin y 18%, nwemmyeckyto 6onesHb
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MoBpexaeHne PKeHLWmHbI
SHAOKapaa Monopoi Bospact

YAJIVIHEHHOW XOpAo

N

PaclmpeHne
BereTatuBHan MWUTPanbHOro KosbLa

AnchyHKLMA

MwukcomaTo3Has
fereHepauusa

M36bITOYHbIE CTBOPKM
MponabuposaHue
06eunx CTBOPOK

MwuTpanbHas
peryprutauua

Puc. 1. 3BecTHble «cTapble» npuynHbl aputmuin npu MMK
Fig. 1. Known "old" causes of arrhythmias in MVP

cepaua ¢ HU3KMM MHAeKcoM komopbraHocTtn (0,84+1,10) y 23% nauuneHToB. Obe CTBOPKY
MUTPANIbHOTO KiamnaHa nponabvpoBanu y 47%, nopxaiollas CTBOpKa BbifBeHa y 10%,
N36bITOYHOCTb CTBOPOK Y 48%, AN3BIOHKLNA GUOPO3HOrO KONbLia MUTPabHOro KanaHa
pa3mepom 7,5+2,8 mm y 31% naumeHToB. Pe3ynbraTtbl aXoKapamnorpadpuueckoro mcce-
[0BaHMA CBUAETENbCTBOBANIM O He3HauMTenbHon aunatauun JIXK, HopmanbHo Gpakuunm
Bbl6poca JTXK (62+7%). BbipakeHHast MP BbisiBnieHa y 28%, ymepeHHasi — y 28%, nierkas — y
8%, y octanbHbIx naumneHTos MP otcyTcTtBOBana.

K natonornueckmum nameHeHnam Ha SKI B 12 cTaHAapTHbIX OTBEAEHWAX OTHOCUIN ABY-
dazHble NN MHBEPTUPOBaHHbIE 3ybLbl T Ha HUXKHEW CTEHKe NIeBOro »enyaouka (20%),
penpeccuio cermenTa ST (15%), cuHgpom paHHel penonapusaumu (13%), npy 3Tom co-
yeTaHMe yKa3aHHbIX U3MeHeHWI 0bHapyxunu B 26% cnydyaes. Bo Bpems cyTouHoro mo-
HuTopupoBaHua SKI'y 39% naumeHTOB 3aperncTpupoBany SNU30Abl Kenya0UYKOBON Ta-
XYKapauu, npm 3ToM y 7% — xenypaoukosas Taxukapaua ¢ YCC =180 ya/muH. Snmsonbl
abopTtuposaHHo BCC Ha poHe xenyaoUukoBOn Taxmkapanm / Grbpunisauum xKenyaoukos
Mo AaHHbIM UMMNAHTMPOBAHHOTO KapanoBepTepa-gedubpunnatopa (MKO) pernctpupo-
Bann y 10 NaumeHToB C TAXKenbIM1 apuTMmamMn. OnpepeneHne NCTOYHUKOB apuTtMuin (y
76% nauuneHTOB) NOKa3aso, YTO HE3aBMNCMMO OT BUAa apUTMUM SKTOMMYECKNE oYarn Ha-
XoAmnucb B 06nact ¢Gnbpo3HOro KosbLa MUTPANbHOTO KNanaHa 1 NanuiiapHbIX MblLL
NeBOro Xenyaoyka.

B BbIBOfax aBTOPbI yKasanu, Yto }enyfoukosble aputmum npu nepsuyHom NMK sctpe-
YaSINCb YaCTO, HO PeAKO ABMAANUCH TAXeNbIMU. <ApuTMnyeckniny NMK He3aBrncmmo ceA3aH
C OCHOBHbIMY XapaKTepPUCTUKaMK: n3meHeHnaMUN Ha IKI (uHBepcumsa 3ybua T n/unu ge-
npeccua cermeHTa ST), M36bITOUHOCTbIO CTBOPOK MUTPANbHOO KnanaHa, AW3bloHKLMEN
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$1bpO3HOro Konblia MUTPANbHOTO KflanaHa v Npu TAXKeNbIX apUTMUAX — HU3KOW BbIKU-
BaeMOCTbIO.

Pe3ynbratbl MHOMMX MCCnefoBaHWI NoKasanu, YTo PacnpoCTPaHEHHOCTb aHOManNun
3y6bua T npwu MNMK BapbupyeT ot 24% po 83% [5, 16, 20]. BmecTe c Tem yKa3aHHble n3-
MEHeHUsA ABNAITCA Hecneunbunyeckumm ana «aputMmmdyeckoro» NMMK n HabniogatoTca B
40% cnyvaeB y naymneHToB ¢ [TMK 6e3 3/10KaueCcTBEHHbIX XKenyL0UYKOBbIX apuTMui [21].

HapylweHua putma B BMAE »KeNyAoYKOBOW SKCTPACUCTONNN 1 SMN30A0B HEyCTONUN-
BOW KeNyA0UYKOBOW TaxmMKapanm B Apyrnx nccnegosaHunax (n=97) onncaxbl y 43% nauu-
eHToB ¢ [MK, Ho nnwb B 6% cnyyaes pa3susanacb BCC [22].

Basso C. et al. yka3anu Ha CNOXHOCTW BbIABIIEHNA XeNyAOUYKOBbIX apUTMUIA Y UL, C
MNMMK v oTcyTCTBME CUCTEMaTM3aL MM NONyYaeMblX B Pa3HbIX UCCNef0BaHNAX Pe3ynbTaToB.
B Lienom no ony6nnKoBaHHbIM pe3ynibTaTamM CyTOUHOro MoHuTopupoBaHua JKI y B3poc-
nbix nogen ¢ MMK yacToTa 3aperncTpupoBaHHbIX XKenyA0UKOBbIX IKCTPACUCTON Bapbupy-
eT oT 49% po 85% [5]. Mpwv aHanu3e mopdonornu »enyaouKkoBoi SKCTPACUCTONNN MO pe-
3ynbTaTaM 31eKTpodM3NONOrnYeckoro NcciefoBaHna OTMeYeHo, YTo Hambonee YacTbiM
MEeCTOM ee BO3HVMKHOBEHNA ABNATCA HUXHeOOoKoBan 1 6a3zanbHasA CTeHKa JIeBOro Xeny-
[04YKa, 06nacTb MANUANAPHbBIX MbILLULL, BBIXOAHOIO TpakTa, GMOPO3HOro Konblia 1 BOSIOKHa
MypKrHbe neBoro xenygouka [2, 5, 23].

Taxkenan xenygoukoBas apuTMnUA — XKesyfouKkoBaa Taxnkapaua ¢ yactotom =180 ya/
MVH, 3HaUMTeNbHO MOBbIWana cMepTHOCTb naumeHToB ¢ NMMK (OLU 2,94, 95% OW: 1,36-
6,36) [19].

HoBble faHHble 0 MexaHU3Max apuTMoreHesa y nu, ¢ MMK nocny»kunm o6ocHoBaHneM
cxeMbl pa3BUTUA xenyfoukosbix aputmuin A.K. Chakrabarti et al. (puc. 2) [24].

AHatommnyeckune 1 GyHKUMOHaNbHble 0CO6EHHOCT MUTPaNbHOro KnanaHa npu MNMMVIK
C YASIHEHMEM U U30bITOYHOCTbIO CTBOPOK, YBENNYEHMEM UX TONLWMHBI 13-32 MUKCOMa-
TO3HOW flereHepaL M OTHOCATCA K BaxHbIM dakTopam aputmoreHesa [2-4, 12]. [ponabu-
poBaHue CTBOPKM (CTBOPOK) CMOCOOCTBYET aHOManbHOMY HaTAXKEHWIO CTBOPOUHbBIX XOPA,
NCXoALWMX M3 NanUANAPHbIX MblLUL, NMOABEPraloWMXCA B CBOIO oyepelb aHOMasbHOM
TPaKUUM BMeCTe C YY4aCTKOM MpuieratoLlero Mmrokapga. MostopstoLeeca n3bbiTouHoe
MexaHnyeckoe pasgparkeHune cnocoOCTBYeT HaNPAMKEHWNIO CTEHKI (YaCTO HUXKHEW U HUXK-
He6OKOBOW) B MeCTe HaXoXAeHNA NanuIIAPHON MbILLLbI 1 NMOABIEHNIO BOCMANeHUsa Unm
ULEMKKM B yYaCTKe MMOKapAa, Ha MecTe KOTOPOro B AasibHelLeM pa3BUBaeTCA 3aMecTu-
TenbHbI Gropo3.

lMcTonornyeckre nccnenoBaHuA NOATBepAWUNN Hanuune ¢mbposa n runepTpodun
MMOKapAa B MeCTe pacrnonoXeHna NanuiiapHON MbiLiLibl C aHOManbHOW TPaKumen CTBO-
pouHon xoppgbl [5]. Peaynbtathl rmbpuaHOro nccnegoBaHUA NO3UTPOHHO-IMUCCUOHHONM
ToMorpadum / MarHUTHo-pe3oHaHcHon Tomorpadum (M3T/MPT) y naunMeHTOB C MUKCO-
MaTo3HbIM [TMK, BbipaxeHHON MP 1 xenygoukoBbIMM HapyLLEHUAMW pUTMa MoKasanu
Hanvume NprM3HaKkoB BocnaneHua/nwemmum n ¢pnbposa B 3TUX U NPUSEraloLLmMX yyacTKax
Mrokapgaa [25].

B paHHux paboTax no NMMK nokasaHa cBA3b »enyaoukoBbix aputmuia ¢ MP, pemogenu-
pOBaHMEM KenyLoYKOB 1 CEpAeUYHON HeQOCTAaTOYHOCTbIO [2, 26]. XpoHuyeckas obbemHasn
neperpyska Bcrefctere MP Bbi3biBaeT yxygleHve GyHKLMN NeBOro enyaoyka, cospa-
BaA Npeanocbinkn gna passutua aputmmin n BCC[19]. CnegyeT oTMETUTD, YTO Y MHOT X Na-
LIMeHTOB BHe3amnHylo OCTaHOBKY cepAua Habnoaanu npy MP MUHUManbHOM CTeneHn nunu
nocne onepatusHoOro feyeHuna NMMK. BaxHbll BbIBOA B pe3ynbTaTe SKCneprMeHTanbHbIX 1
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Tpurrepbi aputmun

MaTtonornyeckas Tpakuma
CTBOPKM, HaTsxeHune MM
n3MeHstoLLee JIoKabHO

pedpakTtepHbI nepuog JTXK

DKTONUA KNeToK
MypkuHbe

Tuneptpodus un

l
—

MaTonornyeckas M
MexaHMKa KnanaHa AnGY3HbIi M MenyRouKosan
N3BIOHKLINS ! NoKanbHbIN Gprbpo3 aputmuA
A s, MM, HWXHen n
CUCTONNYECKUIA .
curling Konblya HUXKHEBOKOBOW
cTeHkm JI2K

Cy6cTpar aputmun

Puc. 2. Cxema MexaHU3Ma pa3BUTUA XKeNyL04YKOBbIX apuTMUiA, BKJloUYalowas cy6cTpaT u Tpurrepbl
aputmunu [n3 40 c usmeHeHnamu]; MM - nanunnapHaa mbiwua, JIXK - nesbii xKenyaouek

Fig. 2. Scheme of ventricular arrhythmia mechanism including arrhythmia substrate and triggers [from
40 with changes]

KIVHUYECKNX HabnogeHNn CBUAETENbCTBOBAN O TOM, YTO OCHOBHbIM GpaKTOPOM apUTMO-
reHesa ABnAeTcAa He MP, a yannHeHne CTBOPOK C TpaKLMer NanuiiAapHbIX MbILUL, 1€BOrO
MXenyaouka, BbiABfieHHoe 1 n3mepeHHoe npu DxoKI [27].

Pesynbratbl IxoKIm npu NMK cBnaeTenbCcTBYIOT O HANMYUM CUCTONTIUYECKOTO «CKPYUn-
BaHMsA» (curling) $MOPO3HOro KoMbLia MUTPANIbHOIO KilamnaHa, 00yCc/oBfIeHHOrO aHOMaJslb-
HbIM [BVXeHMeM 6a3anbHOM HUXXHEOOKOBOWM CTEHKM NEBOrO Xeny[ouka, Bbl3BaHHbIM
B3aVMOZLENCTBMEM C MPOAbUPYOLWMUN CTBOPKaMK, GUOPO3HBIM MUTPaNbHbLIM KOJIbLIOM,
NanuIAAPHLIMUA MbllLaMn 1 Mmrokapgaom [28]. Cuctonnyeckuin curling ¢nbposHoro mu-
TPanbHOro Kosblia 0ObIYHO CBA3AH C AU3BIOHKUUEN U MPUBOAUT K FMNEPMOOUNBHOCTY
Konbua [5].

B 1986 r. G.M. Hutchins et al. npu natonoroaHatoMmyeckom nccnegoaHum 900 cep-
[eL, NOMyYEHHbIX MPU ayTONCUM B3POC/bIX JIIOAEN, 06HapyXunu B 92% cnyyaes npuv nep-
BMYHOM [TMK OM3bIOHKLMIO MUTPANbHOrO KianaHa. ABTOPbI Onvcany AN3bIOHKLUMIO du-
6PO3HOro MMTPasIbHOIO KOJbLLA — U3MEHEHUA MPOCTPAHCTBEHHOIO COOTHOLIEHNA (=5 MM)
MeX[y CTEHKOW NIeBOro nNpefcepAans, MpuKpenneHmeM CTBOPOK MUTPaNbHOMo KnamnaHa v
BEPXHEW YaCTblo CTEHKWN NTEBOTO enyfAouKa (BO3HMKaeT B pe3ysibTaTe YaCTUUYHOrO pasb-
e[JMHeHWA CTeHKN NeBOro Npeacepana N MATPaSIbHOTO KnarnaHa ¢ MecToM NpuKpenaeHuns
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CTEHKWM JIEBOTO »KenyfouKa) Kak BO3MOXHbIA GpakTop pa3BUTUA MUKCOMaTo3a, 06ycnos-
nvBaloLero noasneHve enygoukosbix aputmuii npu MNMK (puc. 3) [29]. Ju3bloHKuMio
MUTPaNbHOrO KflanaHa AnarHocTMpoBasnu B cJiyyae nponabuposaHmsa 06enx CTBOPOK Mu-
TPanbHOrO KJlanaHa C MMKCOMATO3HOW fiereHepauuen.

JTa KOHLeNnuma He nosyyuna NnoaTBep>KAeHUA, MOCKOSbKY B lanbHelLeM NPy TPaHC-
TopaKkanbHo 3xoKI cMornn BbISBUTb U U3MEPUTb AU3BIOHKUMIO GUOPO3HOro Kosb-
ua MuTpanbHoro knanaHa y nuy ¢ NMMK 1 yacton »enygouykoBOWN SKCTpacuUcTonuen m
HeyCTONYMBON Xeny[o4KOBOW Taxmkapanen ¢/6e3 mmkcomartosa [30]. PaccunTtaHa Benw-
UrHa OM3bIOHKLMK >8,5 MM, KOTOpas ABNAETCA HE3aBNCKMMbIM MPefUKTOPOM HeyCTonUn-
BOW eNy4ouKoBOW TaxuMKapAuu, Bo3HMKatLlwen y naymeHTos ¢ [MMK 6e3 mukcomaTosa
n MP. Essayagh B. et al. B cBoem nccnegoBaHum npy MHOorogpakTopHOM aHanu3e nokasanu,
YTO AM3BIOHKUMNA GUOPO3HOro Kosblia MUTPANIbHOrO KanaHa CBA3aHa C CEMUMKPATHbIM
MOBbILIEHNEM PUCKa Pa3BUTUA XKeNyL0UYKOBbIX apuTMuia [19].

Basso C. et al. Ha ocHoBaHUN MOP$ONOrMYECKOro 1 NPUKN3HEHHOTO UCCeaoBaHNA
naumenToB ¢ NMMK pokasanu, uto npu «aputmuyeckom» NMK muTpanbHbI annapart xa-
paKkTepusyeTca An3bloHKLMeln GUbpPo3HOro KosbLa, cCUcTonuyecknm curling n Mmkcoma-
TO3HbIM YTOSILLEHEM CTBOPOK MUTPAsIbHOTO KNanaHa 1 NpeasioxXuny runotesy (rmnotesa
Padua) nocnepgoBatenbHOCTY Pa3BUTUA NATONOMMUYECKUX U3MEHeHUI (puc. 4) [8].

Aun3bloHKUMA GUOPO3HOro Konblia 1 CUCTONMYECKOE «CKPYUMBaHMe» NPUBOAAT K Na-
pafoKcanbHOMY YBeNMyYeHUo Arametpa GprOpPO3HOro Konbla BO BPEMA CUCTOSIbI, NPO-
rpeccupytoLeMy MUKCOMATO3y CTBOPOK M AunaTauuy MUoKapAa B HukHebasasnbHOM

JleBbll1 xenynouek Atpuym

7

NS/

Puc. 3. CxemaTuyeckoe nsobpaxeHuve TpaHcTropakanbHoi IxoKl B napactepHanbHoli No3uyun no
ANVIHHON OCK NIEBOTO XeNyAoYKa. ismepeHne MUTpanbHOI aHHYNAPHOW AN3BIOHKL W NPOBOANTCA

OT OCHOBaHUA 3aiHell CTBOPKMN MUTPaNibHOrO KNanaHa [0 rpaHuLbl MUOKap/a 3afHel CTeHKI 1eBoro
XKenyaouKa B KOHLE CUCTONbI

Fig. 3. Schematic representation of transthoracic EchoCG in the parasternal position on the long axis of
the left ventricle. Mitral annular disjunction is measured between the base of the posterior mitral valve
leaflet and the border of the posterior left ventricular wall myocardium at the end of systole
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[M3bIOHKUMA MUTPanbHOro GU6PO3HOro KosbLia

y

Cuctonuyeckuia curling

v

MaTonornyeckan TpakumMa CTBOPKM MUTPaNbHOrO KnanaHa («KNMK»)

v v

JlokanbHoe pactaxeHune mnokapaa JIXK / TpeHne MwukcomaTo3Has fereHepauna
(HyKHeba3anbHaA CTeHKa 1 NanUINAPHbIE MbILLLbI) CTBOPOK MUTPAJIbHOrO KnanaHa
Tnneptpodusa n Grnbpo3 SKTOonMyeckmne poKychl HekomneTeHTHbIN MK ¢
MUOKapaa B BOJIOKHax [ypKrHbe pemogenupoBaHuem JIXK

3noKayecTBeHHble XenynoykoBble aputMnun

Puc. 4. MocnepoBaTenbHOCTb pasBUTUA NaToreHesa xenyaoukosbix aputmuii npu MMK (runoresa
Padua) [u3 8 c usmeHeHnaAMU]

Fig. 4. Sequence of ventricular arrhythmias pathogenesis in MVP (Padua hypothesis) [from 8 with
changes]

CermMeHTe NIEBOrO XenyAouka B 06/1acTi NanuiiAapHbIX Mbllwd. KombrHauma aHaToMu-
yecknx 1 GYHKLMOHANbHBIX HapyLWeHWN YBENNUMBAET Harpy3Ky Ha HUKHeba3asnbHYyo
CTEHKY NIeBOTO XeslyouKa 1 NanunnapHble MbiwLbl, rae dopmmpytoTca Grubpos u runep-
Tpodua MroKapgaa. leHes 3nokayecTBeHHbIX aputMuii npu MNMK, BeposTHO, 06ycioBneH
COBOKYMHOCTbO dakTopoB: Mopdonormueckum cybctpatom — ¢Grubpo3om mmokapaa u
TPUITEPOM — MEXaHNYECKUM PacTAXKEHNEM.

M3meHeHnA MroKapaa neBoro xenyaouka (runeptpodus HuKkHebasanbHom 1 6oko-
BOW CTEHKM, AnnaTauua NeBoro Xeny[ouka), An3bloHKumA Grubpo3Horo KonbLa 1 nosbl-
WeHHaA 6a3anbHaa gedopmauua no pesynstatam MPT y naumeHToB ¢ MMK BbifiBNeHbI B
OTCYTCTBUE 3HAYMMOWN MUTPabHON peryprutaumm n Hesbicokon cteneHun NMMK. MNMonyyeH-
Hble AaHHble NOATBEPXKAAIOT BOBIEYEHE MUOKAPAA, @ He TONbKO MUTPAJIbHOTO KnanaHa
npv nponabrupoBaHUM ero CTBOPOK [31].

Takum 06pa3om, MPUYNHBI Y MEXaHW3Mbl BO3HVMKHOBEHNA XeNyLoUKOBbIX apUTMUIA
npu MNMK ocratotca cnopHbimMu. CymMUpOBaHUE MpeanoXeHHbIX unccnefoBaTenamm
CTPYKTYPHbIX 1 QYHKLMOHaNbHbIX GakTopoB, 0OYCOBNEHHbIX N3MEHEHUAMUN Ha YPOBHE
KnanaHa v Ha ypOBHe NIeBOrO enyAouKa, yHacTBYIOLMX B Pa3BUTUN XKeNy[0UYKOBbIX apuT-
muin n BCC, npepcTaBneHo B Tabnuue.

Cpean npuvumH NOABREHWA NIOKanbHOro ¢rnbpo3a NeBoro »enygoyka 1 dKTonuye-
CKnx GoKycoB B BOSIOKHax [lypKuHbe, onpegensembix y MHorux naumeHtoB ¢ MMK n
XKeNyAoUKOBbIMU apUTMUAMY, BEPOATHO, CriefyeT OTMETUTb CTPYKTYpPHble HapyLueHWA
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OcHoBHble paKTOPbI, y4acTBYOLE B Pa3sBUTAN XKeNy04KOBbIX aputmui u BCC npu MMK
Main factors involved in the development of ventricular arrhythmias and SCD in MVP

®akTopbl, o6ycnosneHHbie MMK
YAnviHeHWe CTBOPOK MUTPAbHOTO KNanaHa
MponabrpoBaHve 06enx CTBOPOK

PaclumpeHve muTpanbHOro KosbLa

KnanaHHbIn annapat [N3BIOHKLMA MATPANbHOIO KonbLa

lMnepmo6unbHocTb/curling MuTpanbHOro Konbua

Lwnactonnyeckasn Aenonapunsaumna MbllleYHbIX BOTOKOH B N306bITOYHBIX CTBOpPKax

CnOHTaHHbI pa3pbiB CTBOPOYHON XOPAbI

UpesmepHoe HaTAXeHVe NanuAPHbIX MbiLUL, NPOIabypyoLWmMMm CTBOpKamMm

MexaHunyeckoe pa3jpaxkeHne sHaoKapAa yANMHEHHbIMU XopAamMu
I'Iospe)KneHme SHAOOKapAa TpeHnem

MwukcomaTo3Hoe nopaxxkeHune coefMHNTENIbHOW TKaHN

Mwemus MmoKapga BCleAcTBre MMKposMGonv3aLumy TpomGoLutamu/pnbprnHom

JleBbilt xenynouex DUBPOMYCKYNAPHAA ANCMNA3NA MESTKIX KOPOHAPHbIX apTepuii

®nbpo3 MroKapaa Ha yPOBHE NaNMANAPHbIX MbiLUL, U 3aHe- UK HKHe6a3anb-
HOW CTEHKI NIeBOrO »Keslyfouka

PemopennpoBaHue neBoro xenyfouka BCeAcTBME Neperpyskn o6beMom ns-3a
MUTPasnbHO peryprutayum

[ncnepcna nHtepsana QT

QaKTOpr, He CBA3aHHble HenocpeacTBeHHOo C ﬂpOﬂaGlIlpOBaHllleM CTBOPOK MUTpPaJsibHOro KnanaHa

[ncdyHKUMA BereTaTBHON HEPBHOW CUCTEMBI

AHOManuu NpoBoAsALLe CUCTEMbI cepaua
YonuHeHve nHtepsana QT
Kapaguomuonatus

JKTOMNMYecKkmne GoKycbl BOMOKOH [ypKrHbe

MEXKJIETOYHOrO MaTpUKCa CoeVHUTENbHOWN TKaHW, KOTOpble Nog, BAUAHMEM NOCTOAHHO-
ro MexaHU4YecKoro pasfpakeHus (@HoMasbHas TpaKumMA NanuIAPHbLIX MbILWL) U pacTa-
XeHuA N3MeHsAIT anekTpodusnonornyeckme CBONCTBa MrMoKkapaa. Yacto Habnogaemble
n3meHeHus 3ybua T B 06nacTu HUXKHE CTEHKIM NeBoro xenyaouka Ha 3Kl B 12 ctaHpapT-
HbIX OTBELEHMAX CBUAETENIbCTBYIOT O HapyLIeHUN penonsapr3sauum obnactn ¢ HapyLleH-
HOW NTOKaNbHOW COKPaTUMOCTbIO MMOKapaa.

3HaunTeIbHOE CHUXEHMe COKPaTMMOCTU 6a3anbHON CTEHKM NEBOTO Xenygouka npu
BbinonHeHumn Speckle tracking 9xoKI Habntopan S. Fukuda et al. y naymeHToB ¢ MMK n
Avnatauven ¢rnbpo3Horo Kosnblia MUTpanbHOro KnanaHa [32]. B kauectBe ¢akTopa pu-
CKa OLleHMBanacb MexaHnyeckas AuCcnepcus, 3SHaueHme KOTopo OKa3anoch 3HaUNTENIbHO
BblLLe y NaUMeHTOB ¢ «aputMmnyeckm» NMMK. Takune e fgaHHble y naumnmeHToB C «aputMmmnye-
ckum» MMK nonyueHsl npu nccnegosanm metogom MPT [33]. MposasneHna gedopmauun
N HapyLIeHWI NOKanbHOWM COKPATMMOCTU MUOKapAa paccMaTprBalOT Kak HesaBuUCUMble
baKTopbl pUCKa Pa3BUTUA »Kely[oUYKOBbIX apUTMUIA y naumneHTos ¢ MMK.

Blomme B. et al. B 2019 . BbIsiBUNM BpeMeHHOe NOBbILEeHNE aKTUBHOCTU TpaHChopmu-
pytowero ¢paktopa pocta B, (TGF-B,) n 6onee npogomk1TeNbHYyO 3KCNpeccuio GakTopa
pocTa coefmHuTenbHon TkaHu (CTGF) B cnyvae pa3suTua ¢pubposa Mrokapga nog snvsa-
HVeM MexaHn4yecKkoro ctpecca [34].
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WccnepoBaHune 6riomapkepoBs y naumeHToB ¢ [TMK 1 gu3bloHKUen MUTPanbHOTO KoJlb-
La C XenyaoukoBbIMU apUTMUAMUN (KeHLMHbI 67%, cpefHUn Bo3pacT 55 neTt) nokasano
MoBblLUEeHNE KOHLeHTpaumm sST2 No cpaBHeHMIO C NaumeHTaMm 6e3 kenyoUYKoBoW apuT-
M (31,6£10,1 Hr/mn npoTtus 25,3+£9,2 Hr/mn; p=0,01) [35]. PactBOpuMbI SST2 ABNAeTcA
NOBYLLKON-peLLenTopoM ANA NHTepnerknHa-33, KoTopbi Bblgensetca ¢pmbpobnactamm
cepaua 1 KapamommoLmMTaMm B yCNoBUAX OioMexaHMYecKoro cTpecca. JKCnpeccus reHa
sST2 B cnyyae mMexaHuyeckon fepopmMaLmm cepaua yBenmumMBaeTca B KapanmoMmoumTax
n ¢pnbpobnacTtax, B CBA3N € 3TUM SST2 paccMaTprBalOT Kak MapKep BblparkeHHOCTU du-
6po3a, peMofenmpoBaHMA 1 0OBEMHON Harpyskmn Ha kamepbl cepgua [36]. MNosbiweHne
YPOBHA sST2 yKa3blBaeT Ha yyacTue MeXaHU3MOB PacTAXEeHNA MMOKapaa B apuTmoreHese
13-3a M3MEHEHUI aHaTOMUN U GYHKUMM MUTPanbHOro Komnnekca. Miccnepgosatenn pac-
cumMTanm 3HauveHne sST2, paBHoe 26 HI/MA, XapakTepHOe ANA »KenyAoUKOBbIX apUTMNI C
UyBCTBUTENbHOCTbIO 68%, cneundryHoOCTbio 58%, 1 OTMETUIM, UTO YPOBeHb SST2 He Kop-
penvpoBsan ¢ Hannyem MP.

Bropoit umpkynupylowmii B Kpoey nokasatens TGFB, He pasnuyanca y naumeHTos ¢
apuUTMUAMK 1 6€3 HIX, HO NOBbILLEHME ero YPoBHA Habntoganu npu 6asanbsHom ¢pnbpose
MMOKapaa 1 NanuaiAPHbIX MbiLL, BbIABAEHHOM MPY NO3AHEM YCUNEHUN FrafoNNHNA Me-
TogoM MPT (3,35 Hr/mn (2,21-6,64 Hr/mMn) No CpaBHEHWUIO C NauMeHTamm 6e3 apuTMUn 1
dunbposa mrnokapga (1,89 Hr/mn (1,45-2,35 Hr/mn); p<0,001). UntoknHy TGF[31 oTBOAUTCA
Ba)KHasA POJib B Pa3BUTUM MUKCOMATO3HOW AereHepauun MUTPasbHOro KnanaHa. leHe-
TMYeCKMe, brnonornyeckre N MexaHnyeckre GpakTopbl yBennumneaioT akcnpeccuio TGFp,
B MUTPANbHOM KnanaHe, CTuMynunpysa agubdepeHuMpoBKy SHAOTENMANbHbBIX 1 MHTePCTU-
LManbHbIX KNETOK BO BHEKNETOUHbI MaTPUKC, npoayumpyowmin mmodunbpobnacTsl. MNa-
TOreHes AM3bIOHKUMM MUTPANIbHOMO KOJblLia HEAOCTAaTOUHO M3YYeH, BEPOATHO, yyacTne
aktmeaumy TGF, nyTn aHanorMyHo nNpoueccy MMKCOMATO3HOMN AereHepaumny MuTpab-
HOrO KnanaHa. B cBA3n ¢ 3TUM NOHATHO, Nouemy yposeHb TGF(, nosbiwaeTca npw pac-
TAXKEHMN GUOPO3HOro KoMbLa 1 yBENNYEHUN QN3 BIOHKLNY, ONpefensemMol MO OKPYKHO-
ctn. TGFB, - MHOroGyHKLMOHabHbBIA GAKTOP C PasHOHAMPABIEHHbIM AENCTBYEM, B TOM
yncne NpodprnbPOTUYECKNM, EFO aKTUBALMA MPOUCXOAUT NP NOBPEXAEHUN TKaHe. Y na-
LMEHTOB C AM3bIOHKLUMEN MUTPASIbHOMO KOJbLIa, N3MEPEHHOM Mo OKpYyXHOoCTK >180° (Mo
JaHHbIM MPT), Habnoganu 6onee BbICOKNI ypOBeHbTGFB1 (4,20 Hr/mn npoTnB 2,02 Hr/mn;
p=0,003) 1 KoppenAaum1Io C BEIMYNHON OKPYXKHOCTU AN3bIOHKUMN [35]. ABTOpbI Npeano-
XnUnn B Mogenb CcTpatudrKaLmm pucka *KenyoukoBbiX apuTMuin y naumeHTos ¢ NMMK n
LAV3bIOHKUMEN GUOPO3HOro KosbLia MUTPANIbHOIO KilanaHa BKAOUYMTb 3HaYeHus sST2, Ha-
nuuve Gprbpo3a Mnokapaa 1 NanUNAPHbIX MbIL, No pe3ynstatam MPT.

Crpatudukaumsa pucka BCC n xxenygoukosbix aputmuni npu MMK

OcHoBHaA 3afaya Bpaya 3aK/ioyaeTca B paHHEM BbIABIEHMM NaLUEHTOB C CUMMNTOM-
HbIM 1N 6eccMnTOMHbIM TeueHrem NMK ¢ BbICOKMM PUCKOM Pa3BUTUA XKesTyJoUYKOBbIX
aputmunii n BCC. Chakrabarti AK. et al. B 2022 r. npegnoxunu cxemy ctpatndurkaumm pu-
cka BCC n »Kn3HeyrpoxxaloLwmx »enyaouykoBblx aputmmi y naumeHTos ¢ MMK (puc. 5) [24].

Crpatndurkaumio pucka MHANBUAYaNU3NPYIOT, yUYMTbiBasA pe3ynbTaTbl NepBOHaYab-
HbIX UCCNeaoBaHUN. AHanNM3 PYTUMHHbBIX UCCNefOoBaHUIN ABNAeTCA 0O6OCHOBaHMEM [AA
npogonKeHna yrnybneHHoro nsyyeHuns Hannuma daktopos pucka BCC n xenygoukoBbix
apuTMui. OueHKy cTeneHn pucka (HU3KUIA NN BbICOKNIA) NPOBOAAT NO COBOKYMHOCTU pe-
3yNnbTaToB NccnefoBaHunaA (puc. 6) [M3 24 c nsmeHeHnamn].
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MepBoHavyanbHoe TecTUpOBaHNe

EL
KnuHunueckne  [lemorpaduyeckue IxoKI oKos CXM
[LaHHble rokasartenu |
SO e aeon
Hble cuHKone, | HaxofKun 3y6uaTra 3annen Heyctonumnsas
CemeitHas HUMHbI KOMMeKC byHKLMM 1 3aaHe60KoBOW XT
Monopon CTeHKe
OTAroLleH- Mynbtudo-
HOCTb Bospact YpnuHeHve %
QT KanbHasa K3
no BCC Mpona6uposatue “HTEpBana Qlc K3 >5%
ABYX CTBOPOK Cucronuue- | | b b e Matonoruyeckan
[nsbloHKums/ cKas nc- ok Aucnepcus QT
curlin HKumA JHK
9 dyHKy MNatonornye-
MUTPanbHOro Ounatauus
CKas o6Lasn
koneua JIK npogonbHas
Taxenasa MP [Aunatauma n§¢o MaLvA
[InHHbIE CTBOPKM nn P

MepBoHavanbHoOe TeCTMpOBaHMe C O[HUM UMM HECKONbKNMM ¢paKTopamMu pucKa

3amepaneHHoe ycuneHue ragonuHnem MV,
HVPKHEN/HKHe6a3anbHo cTeHKn JHK
[nzbloHKuMsa Gprbpo3Horo Konbua MK

[ipyrve obnacTu ¢ 3ameAneHHbIM yCUNeHneM ragonnHma

MPT cepgua  ——

MPT ceppaua ¢ BbICOKMM PUCKOM WJIN HECKOJIbKO CUJIbHBIX paKTOopoB npu
nepBoHayanbHOM TECTUPOBaHUN

20U WKI npu nHpyunposanum yctoinumsoi XT/OX
(PKD/XKT abnauyms Matonoruueckoe HanpsxeHve JIK
npv HanVyMn K3 13 nanuAnapHbIX MblLwLy
nokasaHui) MoTeHumanbHbIN NCTOYHUK K3 — KneTkn MypKrHbe

Puc. 5. Crpatndukauuma pucka pasBuTrA XKU3HeYrpoxalowmx xenyaoukosbix aputmuia n BCC npu NMMK;
BCC - BHe3anHas ceppeuHas cmepTtb, MP - muTtpanbHas peryprutauus, IxoKr - axokapguorpadus,

3KT - anekTpokappauorpapus, CXM - cyrouHoe moHutopupoBaHue K, KT - »kenyaoukoBas
Taxukapgaus, JIXK - nesbiii xxenypouek, JIlM - nesoe npeacepane, X3 - enyaouKkoBas SIKCTPacMCTONNA,
MPT - MarHuTHoO-pe3oHaHcHas Tomorpadusa, SOU - anekrpodpusmonornyeckoe nccnepgosaHume, OXK -
dunbpunnayun xxenygoukos

Fig. 5. Risk stratification of life-threatening ventricular arrhythmias and SCD in MVP

VMccneposatenn otmeyatoT, UYTo ana naymeHTos ¢ [TMK HensBeCcTHO NporHocTnyeckoe
3HaueHMe VHAYUMPYEMbIX XKeNlyJoUYKOBbIX apUTMUIA, B CBA3M C 3TUM SNEKTPOPU3MOIIO-
rmyeckoe NccnefoBaHne He MOXeT PeKOMeH0BaTbCA A1 PEerynsapHOro NpuMeHeHna n
OLleHKM pucKa [8, 23].

MNMocnepgoBaTenbHOE BbIsiIBIEHME BO3MOXHbIX GpAaKTOPOB PrICKA PA3BUTUA KMN3HEYrpo-
Xarowmnx aputMmmii n BCC no3Bonnt 060CHOBaTb MEPOMNPUSTUA MO MEAULIMHCKON Npodu-
NaKTUKe cepbe3HblX ocnoxkHeHnn NMMK.
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Huskuni puck: Bbicoknii puck:
—  KonwuyectBo X3 <1% B cnyyae HannumnAa paKkTopoB prcka npn —  YnomuHaHums o OXK
—  Ortcytctytor K3, KT P HOM TecTup n vnun yctonymsas KT
—  OrtcytcTBylOT —  CuHkone ¢
NPK3HAKUN BbICOKOTO JIOKyMEeHTUPOBaHHOMN
pucKa npwm nonumopdHon KT
BM3yanu3aLmn MPT ——— T[lo3aHee ycuneHue raponuHma — 30My naumenTos
- OrcyTcTayer B 1M, BGHVI)KHEIU/I mnn " € pyBLOBbIMM
apuTMMyeckoe HKHeboKoBOI CTeHke J1 Y3MeHeHNAMM Ha JKT:
CUHKORNe [N3bIOHKLMA MATPaNbHOTO ~ nonumopdHas
e KT/DX, nhay-
Mo3aHee ycuneHme rafonmHmua UMpoBaHHas 1-2
SRR TREIALER XKeNyA0UYKOBbIMU
MNatonornyeckoe T1- SKCTpacTUMyna-
HaKOICHUE mu ¢ C12200 mMc
nnm
—  VHAyuMpoBaHHasA
ycTonumnBas no-
X
B cnyuaer T pesynbratoB MPT cepaua, Hannuna numopdHas KT
BbICOKOrO prcKa npu nepBoHa TecTnpc

VKA npu nHayumpoBaHn

dnekTpodursnonornyeckoe yctonunsoin XKT/OXK
nccnegoBaHne MaTtonornyeckuii BonbTax 3y6Los JIXK
(abnAuua no nokasaHuam npu XKT/2K3) Ko u3 MM

K3 n3 knetok lMypkrHbe

Puc. 6. Huskuin n Bbicokuin puck BCC n xKnsHeyrpoxaowmx xenyaoukoBbiX apuTmuil o pesynbtatam
nccnegoBaHuii nayneHToB ¢ MMK (cokpalleHuna Takmne e, Kak Ha puc. 5)

Fig. 6. Low and high risk of SCD and life-threatening ventricular arrhythmias based on the results of
MVP patient surveys

B JIEMEHUE

JNleueHue nayuneHToB ¢ NMK npoBoaAT cMMNTOMaTUYECKUMI NeKapPCTBEHHbIMU cpel-
CTBaMW B COOTBETCTBMM CO CTaHAAPTHLIMU PEKOMEHAALMAMY MO apUTMUAM U NPeRYNpPexX-
AeHno BCC. KOHKpeTHbIX pyKOBOAALLMX JOKYMEHTOB Mo neveHunio aputmun npu NMMK He
pa3paboTaHo.

OrpaHnyeHus obpasa xum3Hu npu NMK He pekoMmeHAO0BaHbl, MOCKOJbKY NMPU 3Hauu-
TeNbHbIX GU3NYECKNX Harpy3Kax, Hanpumep, y npodpeccroHanbHbIX CNOPTCMEHOB C He-
cuHgpomHbIM TIMK, HebnaronpuaTHble cepAeYHO-COCYAUCTble COObITUA pPa3BMBaOTCA
penko (0,5% B rog) [37]. BCC npu NMMK Bo3HUKaeT yacto He npu GU3NYECKON HarpysKe,
a B COCTOAHMUN MOKOA Unmn BO BpemaA cHa [5]. MporHo3 naymeHToB xyxe B ciyyae NMK co
3HaunTenbHom MP 1 xenygoukoBon apuTMuen.

MepunKameHTO3Haa Tepanus, BKoJalowasa 3-agpeHo6noKaTopbl, NonesHa, HeCMoTpA
Ha TO YTO OTCYTCTBYIOT PaHAOMU3MPOBAHHbIE NCCIEA0BAHUA MO NIeYEHUIO NaLMEHTOB C
«aputMnyeckumy NMMK.

WK Ha3HauatoT naumeHTtam ¢ NMK, nepeHecluim oCcTaHOBKY CepALa, B KayecTBe BTO-
puyHoN NpodunakTuku. PesynbraTbl NPOCNEKTVBHOrO NCCNefoBaHNA O YacToTe NOBTOP-
HbIX OCTAHOBOK CepLa Y NaLneHTOB € «<apuTMmyeckum» NMMK noka oTcyTcTBYIOT.
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PapnouactoTHasa abnauua Bo3amokHa y nauymneHToB ¢ [TMK 1 pe3ncteHTHON K MeaunKa-
MEHTO3HOMY JIeUEHMIO XeNyAoUYKOBOWN apuTtmuen. [Npu NpocnekTMBHOM MccnefoBaHnU
(9 neT) naumenToB ¢ MNMK, nepeHeclIrx pagMoyacToTHYIO abnALMo MO NOBOAY »enyaou-
KOBOW apuUTMUN C MynbTUGOKaNbHOWM SKTOMMEN, OTMEUYEHO pa3BUTIE reMOgUHAMUYeCKN
3HaUMMOW XeNTyAoUKOBOWN TaxMKapAaumn nnn GpubpunAaLmun »enyaouykos, YTo cBuaeTeNb-
CTBOBAJIO O NPOrpeccupytoLLeM XapaKTepe XeNlyAouKOBbIX apUTMUI C MynbTUdOKanbHOM
sktonuen npu MNMMK [38]. CornacHo pe3synbratam mMeTaaHanm3a UCXOA0B »KenyAoUYKOBbIX
apUTMUI NoCe pagnoYactoTHom abnaumm npu NMK, HeobxoaNMOCTb B MOBTOPHO Mpo-
uenype Bo3HuKana B 12,5-40%. MNpenpacnonoXeHHOCTb K peunanBamM »KenyaoukoBblX
apuTMuiA Habngany B NOXMIIOM BO3pacTe MaLMEHTOB, B C/lyyae reHeTMYeCKMX 0CcobeH-
HocTen (MyTauum B reHe dunamumHa C), rnyboKMX apUTMUUYECKIX 0YaroBs, MynibTUdOKasb-
HOMO NPOUCXOXKAEHNA KENYAOUKOBOWN aputmMmun, andoysHoro pubposa mmnokapaa 1 Ha-
NNYMA AU3BIOHKLAN MATPaNbHOIO KonbLa [39].

Xupypruyeckoe neueHmne NMMK cH/XaeT BEpPOATHOCTb Pa3BUTUA »KeNy[0YKOBbIX apUT-
MW, BEPOATHO, 3a cyeT KoppeKkumn MP, ymeHbLUeHNA aHOManbHOM TpakumMy nanunnap-
HbIX MbILLL, 1 PEMOAENMPOBAHNA NIEBOrO XeJlyAouka. Tem He MeHee He Bcerfa onepaumum
Ha MUTPaNbHOM KflanaHe yCTpaHANM Xenyfoukosble aputmum 1 annsoasl BCC [40].

Brunec-Keller M. et al. aHann3npoBanu 4acToTy BO3HMKHOBEHWA »KeNY[0YKOBbIX apUT-
M n BCC go n nocne onepatmBHoro nedyexHna NMMK [41]. YuacTBoBanm 82 naumeHTa
(cpepHWIn BO3pacT Npu onepaTMBHOM JlieueHUn 62+14 net; My»umnHbl 61%) C NePBUYHBIM
MMK (6one3Hb Barlow) 1 »enynoukoBow apuTMmel, NepeHecLInX onepaTuBHoOe nedyeHne
B BUIe NnacTuky MUTPaNbHOro KnanaHa. MponabuposaHve obenx CTBOPOK ANArHOCTU-
poBanu y 54%, AM3bIOHKLMIO MUTPanbHOro Kosbua y 37%, dpakumio Bbibpoca neBoro xe-
nypouka <50% y 12% naumeHToB. [TOMMMO NAacTUKM MUTPaNbHOro Konbua y 48% nauu-
€HTOB BbIMOHWAN NPOTE3UPOBaHNE UCKYCCTBEHHbIX XOPA MUTPanbHOro knanaHa. Cpeg-
HWIA Nepuof nocsieonepaLnoHHOro HabnogeHnsa coctasun 3,1 roga (o1 0,2 go 14,2 ropa),
CyTOUYHOe MoHUuTOopupoBaHue JKI BbinonHWAM 67% nauneHToB. YacToTy XenygouyKkoBou
aputMumn =10% Habnoganun y 26% o 1 32% nauneHTOB Noc/ie onepaTUBHOrO feyeHunsa
(p=0,44). *KenypoukoBas apMTMMA MNOCSe ONepPaTMBHOIO JIeUeHMsA KoppenmpoBsana ¢ npo-
nabupoBaHuem 06enx CTBOPOK MUTPaNbHOro KnanaHa (p=0,009) n He 3aBucena ot An3b-
IOHKLMM MATPANbHOrO KoMbLa, ppaKkLmm BbIOpOCa NeBOro XenyaoUka, NpoTe3npoBaHHbIX
NCKYCCTBEHHbIX XOpA, BO3pacTa MauyeHTa Ha MOMEHT onepauuu n/unu pesunayanbHon
ymepeHHol MP. Y 3 nauneHToB Habnoganu cepbesHble ocnoxHeHua: BCCy 2, umnnaHTa-
uma KapanosepTepa-aedunbdpunnatopa y 1 ¢ ycTonumsomn NonnmopdHON xenyaoukoBon
Taxuvkapaven. ABTOpbl OTMETUIN COXPaHAIOLLMECA »KeJly[OUYKOBble apuTMMK Nnocsie nna-
CTUKW MUTPAJbHOIO KflamnaHa 1 NpoTe3rpoBaHMA NCKYCCTBEHHbIX XOPA Y MPULLIM K BbIBO-
[y O HeOOXOAMMOCTIN HAabMIOAEHNA 3a NaLUeHTamMy € NponabrpoBaHnem oberx CTBOPOK
MUTPaNbHOTO KnamnaHa B TeUeHvie BCe XXMU3HY ANA NpefoTBPaLLeHNA Cepbe3HbIX OC/TOX-
HEHWI.

B 3AKJTIOMEHUE

MNMMK aBnAeTcA pacnpocTpaHeHHbIM reTeporeHHbIM 3aboneBaHnem, B 6ONbLIMHCTBE
cflyyaeB npoTekalowmm AobpokayecTBeHHO. Cepbe3Hble OC/IOKHEHWA B BUAE XKeny-
poukoson aputmum, BCC BcTpevaloTca HeyacTo, BMeCTe C TeM C/IOKHO MPOrHO3npo-
BaTb M NpeaynpeauTb UX passBuTue. 3a TpuauatuneTHuin nepuop usydeHuna NMMK pas-
BuTne BCC 1 XenyfouykoBOW apuTMnM Habloaanmn 4acto y NaLyeHTOB »KEeHCKOro nona,
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MOJI0Z0ro Bo3pacTa, Npu NponabrpoBaHnm 06enx CTBOPOK C MMKCOMATO3HOWM AereHepa-
unen MuTpanbHoro knanaHa, MP, nHeepcuen 3y6ua T Ha IKI. 3a nocnegHme rogbl MeTo-
famu OxoKl n MPT BblfiBNeHbl AONONHUTENbHbIE MPU3HAKY, ONpeaenaemble NpenmylLle-
CTBEHHO Y MaLMEHTOB C eny[ouKoBbIMY apuTMuaMn 1 BCC, BKovatoLe aHoManbHyo
TPaKLUMo NanuINIAPHbIX MbILLL, C pa3BUTEM NoKanbHoro ¢pnbposa B 3TOM yyacTke MUO-
Kapda, CHUKEHME COKPATUMOCTLX TaM »Ke 1 PEMOAENNPOBAHNE MMOKapAa, AN3bIOHKLNIO
¢1bpo3HOro KosbLia MUTPANbHOrO KiamnaHa Cco CKpy4rBaHWEM 1 FMNepMobUnbHOCTbIO.
PaspaboTaHHble cxembl cTpaTndurKaumm prcka BCC n xenygoukoBon apuTMmMm OCHOBbI-
BAlOTCA Ha AlaHHbIX, MONyUYeHHbIX nccnefoBatenamu npu nsyderum NMK. o HacToALwwero
BPEMEeHW OTCYTCTBYIOT PaHLOMU3MPOBaHHbIE KINHUYECKUe UCCNefoBaHnA 1, COOTBET-
CTBEHHO, peKoMeHAauuy Mo npeaynpexaeHunio 1 neveHunio BCC 1 xenygouKkoBbIX apuT-
MuI y nauymeHToB ¢ NMK. MegnkameHTO3HOe neyeHre NPOBOAUTCA aHTUAPUTMNYECKNMN
npenapatamu (Npenapat Bbibopa 6eTa-agpeHO6N10KaTOP) B 3aBMCUMOCTM OT BUAA apuT-
mMun. PagrnoyactotHaa abnauma n onepatmeHoe nedyeHune NMMK He npuBoaAT K nonHomy
YCTPaHeHMIo »KenyfouyKoBOW apuTMmn. Heobxoaumbl nccnefoBaHna C NPOCNeKTUBHbIM
HabniogeHneM AnA nepcoHann3MpoBaHHOIO NOAXoAa 1 Bbibopa MeTofa neyeHnsn xeny-
[O0YKOBbIX apuTMnIA 1 NnpegynpexgeHna BCC.
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