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O0mas xapakTepucTuKa padoThl
AKTYaJIbHOCTBH TEMbI HCCJI€I0BAHMSA H CTEeNeHb ee Pa3padoTAaHHOCTH

OT cepaeyHO-COCYIMCTHIX 3a00JIEBaHUI EXKEroJHO YMHUpPAET OKOJO 17 MHUIMOHOB
YeJI0BEK [0 BCEMY MUDY, IpU 3TOM B 25% ciaydyaeB NPUYMHON SABIISETCS BHE3allHAsl CeplevHas
cmepth (BCC) (Zeppenfeld K., et al. 2022). XKenynoukoBble HapylICeHHS pPUTMa BHOCST
cyliecTBeHHbIN Bkiaj B cTpykTypy BCC.

Jnsi KynmupoBaHUST W TPOQMIAKTUKY PEIUINBOB JKEIYIOYKOBBIX TaXUAPUTMUHU IIpH
HeA(pPEKTUBHOCTH (PapMaKOIOrMUECKOT0 MOAX0/1a, TEMOIMHAMUYECKH 3HAUUMbIX apOKCHU3Max
xenynoukoBoit Taxukapauu (OKT) momMumo uWMILUTaHTAMM KapauoBepTepa-aedudpmisaTopa
(MK), nampaBieHHOM Ha MNpO(UIAKTUKY BHE3alHOM CMEpPTH, NPUMEHSeTCS KaTeTepHas
MoAM(UKAIMS apUTMOTEHHBIX 30H MHOKapAa *enynoukoB (Anderson R.D., et al. 2019).

D¢ddexTuBHOCT, PHIOKApAMATBHON KaTeTepHoil abnauuu cyoctpata KT Bapeupyer y
MAIMEHTOB C Pa3HbIMU HO30JIOTUSIMU CTPYKTYPHOTO NOPaKEHUSI MUOKap/ia, 4To, B PAJIE CIIy4aes,
00ycioBJIeHO TIyOOKMM  (CyOSIUKapIuadbHBIM)  PACIOJOKEHWEM  KPUTHYECKOW  30HBI
TaxUKapJIMu U OrpaHUYEHUEM TITyOMHBI TPOHUKHOBEHUS paanodacTtoTHoro (PY) Bo3neiicTBus (110
6-8 MM) TIpH PHIOKApANAIBHBIX anmurkanusax (Vaseghi M., et al. 2019).

B cBsa3u ¢ oTHUM, HM30JMpOBAaHHAs SHIOKApAHalbHAs allalus MOXKET OKa3aTbCs
Hed(pPEeKTUBHON Yy TMAalMEeHTOB C MPEUMYIIECTBEHHO CYOIMUKApIUAIbHBIM TOpPaKEHUEM
muokapaa (Romero J., et al. 2020; Romero J., et al. 2019; Hendriks A.A., et al. 2015). B takux
cllydasix [Mpejajaraercsi SIuKapAuaibHOEe KapThpoBaHMe U abnanus. PacrnpocTpaHeHHOCTD
snukapauanbHbX KT 3HaYMTENbHO 3aBUCUT OT 3THOJIOTUU M PACIPOCTPAHEHHOCTH MOPAKEHUs
muokapna u cocrasiser: AKIDK (60-40%), Oonesnr Yaraca (30-40%), aumaTaloHHBIE
kapauomuonatuu  (25-50%), mnoctundapktHeii  kapauockiepo3  (IIMKC) (mo  10%),
uanonaruueckue KT (1o 10%) (Zeppenfeld K, et al. 2022).

MeTo1nKa YpecKOKHOTO MUKAPAUATBEHOTO JOCTYTA TyTeM CYOKCH(BOUIaIbHOM MyHKIUN
o KoHTpoJieM ¢aroopockonuu it kKaptupoanus KT Obuia onrcana E. Sosa u coasT. B 1996,
YTO TMOJIOXKUIJIO HAYaJIO0 MPUMEHEHHIO SMUKApNAbHOM abnanuu 1 u3ydeHuto ee 3 HeKTUBHOCTH.
OnuKapIuaabHbIA JOCTYH, KaK MPaBUIIO, IPUMEHSETCS rocie 0e3yCenIHbIX IpealeCTBYOMNX
MOTBITOK AHAOKAPAUATBHOW paguoyacToTHOM abmanuu cyberpara KT wiu npu Hamuduu
MIPU3HAKOB CYORNUKAPANAIBHOTO/UHTPAMYPaIbHOTO PACTIONIOKEHUSI apUTMOI'€HHOIO CcyOcTpara.
[Ipennonoxute cyOsnukapauagbHOe pacnosoxkeHue cyocrpara KT MOXHO OCHOBBIBasCh Ha
STHOJIOTUU OCHOBHOT'O 3a00JIeBaHUs cepua, Ha »ekTpokapauorpapudeckux (OKI) kputepusix
TONWYECKON JMArHOCTUKU 30HBI BbIxoJa KT, Ha pe3ynpTarax OIEHKH 30HBI OTCPOUYEHHOTO

KOHTPACTUPOBaHUA MUOKAp/JAa raJ0JIMHUCM IIPpU MaPHI/ITHO-pCSOHaHCHOﬁ TOMOFpa(I)I/II/I cepana, a



TaK)K€ MHTPAOINEPAlIMOHHO HAa OCHOBAaHUM pE3YyJbTaTOB SHIAOKAPJUAIBHOTO BOJBTAKHOTO
KapTUPOBAHUS MUOKap/a.

OKI'-kpuTepun IMarHoCTUKU cyOs3nukapavanbHoro Beixona KT paHee npeanaraauch
Bazan V. u coaBropamu, a takxe Berruezo A. u coaBropamu (Bazan V, et al. 2006; Bazan V, et
al. 2007; Berruezo A., et al. 2004), koTopble onupanuch Ha mupuHy QRS-KOMIUTEKCa TaXUKApIUH,
MHTEpBAJIbHbIE XapaKTEpUCTHUKU HayalbHON YacTu kKoMmiuiekca QRS, a rtaxxke Mopdororuro
koMmiuiekca QRS XKT. OnHako yka3aHHbIE HHTEPBAIbHbIE KPUTEPUU HEIPUMEHUMBI Y MTALUEHTOB
C HeMIlIeMUYeCcKOM KapauomMuonaTHeil, B csi3u ¢ yeMm Valles E. 1 coaBTOpBI NpeyioKuIn HOBBII
4-x cTynmeHYaTbli KOMOMHHUpPOBAaHHBIA aNrOpPUTM, COYETAIOUMI MOp(OJOTHYEeCKHEe WU
uHTepBasbHble kputepuu (Valles E., et al. 2010).

MPT ¢ no3aHMM KOHTPacTHMpPOBAaHUEM TaJI0JIMHUEM SIBIISIETCS METOJOM BbIOOpa JUIs
OTpeJieNieHUs] PACIONIOKEHHUsI U pacrpocTpaHeHHOCTH cyOctpara JXT mnpu  CTpyKTYpHBIX
3aboneBanusx muokapza (Reithmann C., et al. 2016), ogHako nprMeHeHHE METO/1a OTPAaHUYEHO Y
MalMeHTOB ¢ HMMIUIAHTUPOBAHHBIM KapauoBepTtepoMm-aehudpuwisitopom (MKJI). bonee Toro,
HaJM4uue 3aJIep>KKU KOHTpacTa B CyOsMHMKapAHaIbHOM CJIO€ MHOKap/a JEBOrO JKeIyJo4yka He
rapaHTUPYeT HAJIMYKE 3IEKTPOPU3U0IOTMUECKH 3aeicTBOBaHHOTO B MexaHu3me KT muokapna,
a OTCYTCTBHE 3aJEpP)KKM TaJOJIMHMA HE MHCKIIOYaeT HAJIW4Me 3JIEKTPO(PU3HOIOTHYECKOrO
cyOcTpaTa TaXHapuTMUH.

B nurepatype wumerorcs pgaHHbie 00 3(G(EKTUBHOCTH KOMOWHHUPOBAHHOW DSHJIO-
SMMKapAHaIbHOMN adlaluy y NalMEeHTOB CO CTPYKTYPHOU MATOJIOTHEH cepala, a TaKKe HOIBITKH
BBISIBIIGHUSI KPUTEPUEB HEOOXOJMMOCTH JIHMKApAMAIbHOM abjalmuu 10  pe3yiabTaraMm
SHJOKapAualibHOTO KapTupoBanus (Miissigbrodt A., et al. 2017; Berruezo A., et al. 2016; Dinov
B., et al. 2015). C yderom TOrO (hakra, YTO SMHUKAPAUATHLHOE BMEIIATEILCTBO IMOYTH BCET/A
SIBJII€TCSI IOBTOPHBIM IIOJIX0JIOM K abjaliuu cyocTpaTa, 0CTaeTcs HEM3BECTHOM A0Sl PErUCTpaLluu
NIEKTPO(U3NOJIOTHYECKN JETEKTUPYEMbIX HM3MEHEHMH Ha CcyOsmMKapAuanbHONM HMOBEPXHOCTH
MHOKap/a xkeinyao4ykoB y naiueHToB ¢ JKT Ha (oHe cTpykTypHOI nmarosoruu cepauna. Hecmorps
Ha IpPUMEHEHHE KOMOMHHPOBAHHOM 3HJO-3MUKApIUAIbHOW abialuu y 4acTd MAIlEeHTOB B
OTJaJICHHOM IOCJIEONIEPallMOHHOM Niepuo/ie peructpupytores pernuaussl KT (Bai R., et al. 2011;
Shen L.S., et al. 2020).

Ha ceronHAmHMI N€Hb YPECKOXKHBIE DMMKApIUAIbHBIE BMELIATENbCTBA Y MALUEHTOB C
KENyJOUYKOBBIMU TaXUKapAUsIMM — T[IpeporaTuBa HCKJIIOUUTENbHBIX, Haubojee OIBITHBIX
9KCIEPTHBIX LEHTPOB JIEUEHUS CIIOKHBIX MAIUEHTOB.

Cpa3zy mocie pgocryna K NEpUKapJUaJbHOM TIIOJIOCTH W3 HEE aCHUPUPYETCS
NEePUKAPIUAIBbHAS JKUJKOCTh C EJIbI0 HA/JIEKHOTO KOHTAKTa KapTUPYIOIIETo U a0JIAlMOHHOTO

QJICKTPOAOB ¢ MUOKapAOM. HCpI/IKap,Z[I/IaHLHaH KHUIKOCTH obor alncHa OHOJIOTUYCCKH aKTUBHBIMH



MOJIEKYJIaMH, B TOM u4ucie cogepkur wmanble peryiastopasie PHK -  mukpoPHK,
BBICBOOOXK/IaeMble BO BHEKJIETOYHOE IIPOCTPAHCTBO, BBIMOJHAIOUINE BAXHYIO pOJb B
MEKKJIETOYHOM KOMMYHUKAIUU. B nureparype UMEOTCS JaHHBIE O BBIPDAXKEHHOU CBSI3U MEXKIY
maddepennnanbHo SKcnpeccupyeMbiMu MEKpoPHK 1 renamu, accounupoBaHHbIME ¢ GUOPO30M,
KOJUPYIOIIMMH  O€JIKM, OTBETCTBEHHBIE 3a PEMOJIEIMPOBAHME BHEKJIETOUYHOIO MaTpHKCa
(Kuosmanen S.M., et al. 2015). Omnpenenenue skcrpeccun MukpoPHK, conepxammxcst B
NEPUKAPIUAIBHON  JKHUAKOCTH  MOXET  OBITh  JIOTIONHUTENBHBIM  auddepeHnunanbHo-
JMarHOCTUYECKUM MPU3HAKOM.

Takum  oOpa3oM,  mOpeAcTaBiseTcs  akTyaJdbHbIM  HU3y4Y€HHUE  Hajduuusg U
pacnpoCTpaHEHHOCTH CyO3NUKapaAuaibHOro 3iekTpodusnonorudyeckoro cyocrpara XT npu
CTPYKTYPHBIX 3a00JI€BaHUIX Cepilla, NPEeIuKTOPOB IPPEKTUBHOCTH FHAO- U SMUKApAUATbHON
abmaruu KT, a Takke JOMOJHUTENBHBIX JUArHOCTHYECKHUX KpHUTEpUEB 3a00JieBaHUN Ha
OCHOBAHUU aHAJIM3a MOJIEKYJI ITEPUKaPIUATbHOMN KUIKOCTH.

Heab nccaenoBanmsi

VYcoBepieHCTBOBAaTh MOJAXO0/AbI K JIWAarHOCTHKE JIOKAJTU3alUuK cyOcTpaTa >KenydouKOBbIX
TaxMapuTMUH M TPOTHO3Y PELUAMBOB TMOCiIE ablaluu C MPUMEHEHHEM YPECKOKHBIX
SNUKAPAUATBHBIX BMEIIATEIbCTB.

3agaum ucciie0BaHUA

Ompenenuth  27eKTpOGU3UOJIOTUUECKHE  TMPU3HAKKM  CyOdmUKapauaabHOTO  cyOcTpaTa
YKEITYJOUYKOBBIX TaXUKAPAUM MPU SHAO0KAPAHAIBHOM KapTUPOBAHUU.
Onpenenuth BBISBISEMOCTh CYOAMHUKApIUAIBHOTO AJIEKTPOU3NOIIOTUYECKOTO  cydcTpara
KEITYIOYKOBBIX TaXUKapAUH y MAalMEHTOB C aHAMHE30M MH(apKTa MUOKap/a.
OueHuTth BO3MOXKHBIE paznuuus skcnpeccun MUkpoPHK B mepukapauanbHOM KUAKOCTH Yy
MAlMEHTOB C apUTMOICHHOW KapJUOMHOMATHEH MPaBOro >KemyJouka M TOCTUH(APKTHBIM
KapAMOCKIEPO30M, HAIMpABICHHBIX Ha KaTeTEepHYIO abjamuio cyocTpara KelyJa0YKOBBIX
TaxXUapUTMHUM.
N3yunth 3¢ (dekTuBHOCTS M 0€301aCHOCTh SMUKAPAUATILHOTO BMEIIATEIbCTBA, B TOM YHCIIE KaK
NepBOI JTMHUY a0nanuu cyocTpara ey J0uKOBOM TaXuapuUTMUH, y AIIUEHTOB CO CTPYKTYPHBIMH
3a00JIeBaHUSIMU MHOKap/a.
BbIsBUTH 251€KTpoU3HONIOrHYeckie U KIMHUYECKUE MPEAUKTOPHI PEIUIMBOB KEIYI0YKOBBIX
TaXUapUTMUI IPU KOMOMHUPOBAHHOM/3MUKAPANAIBHOM abalii apUTMOTEHHOTO cyOcTpaTa.

Hay4ynas HOBH3HA
BerpewaeMocTh cy0anuKapAMaNbHOTO 3IEKTPOPU3HOIOTHIECKOTO CyOcTpaTa y MalueHTOB C
NOCTUH(APKTHBIM PYOLIOM MpPHU HPSIMOM SIHKapAHATBHOM KapTHpOBaHMU cocTaBuia 82% B

HCCIIeJOBAaHHOM rpynre nanucHTOB.



Omnpenenenbl (haKTOPBL, ACCOLMHUPOBAHHBIE C PEIUIMBOM JKEITYJAOUYKOBOH TaxXHapuUTMHH, Y
MAIMEHTOB CO CTPYKTYPHBIMH 3a00JIeBaHUSIMA MHOKAp/1a TIPU SHJ0-3HKapAUaIbHON abiaum.
Okcnpeccust MukpoPHK, accoumupoBanHbIX ¢ cepaedHo-cocyaucTsiMu 3aboneBanusiMu (hsa-
miR-1-3p, hsa-miR-21-5p, hsa-miR-122-5p, hsa-miR-206 wu  hsa-miR-3679-5p), B
MEPUKAPIUAIBHON JKUIAKOCTH y TALMEHTOB C JKEIYJOYKOBBIMU TaXWApPUTMHUSAMH Ha (QoHe
apUTMOT€HHOM KapIMOMHOIIATUH IIPABOTO KEITYA0UYKa U MPU NOCTUH(APKTHOM KapIUOCKIEpO3€e
CYLIECTBEHHO pa3IMyaeTcsl.

TeopeTnueckas u NpaKkTU4ecKasi 3HAYUMOCTh
[TokazaHo, 4TO y MHAUEHTOB C NOCTUH(GAPKTHBIM KapJHOCKIEPO30M, MOMUMO THUIIUYHOIO
HErOMOTE€HHOTO 3HJIOKapAUalIbHOIO IMOPAXKEHUS MHUOKap[a, B IOAABISAIONIEM OOJBIIMHCTBE
cinydaeB (6onee 80%) BcTpedaroTcs CcyOdNUKapaAUalbHBIE apUTMOTEeHHbIE u3MeHeHus. OJIHaKo
OJIHOMOMEHTHAs 3HJI0-3IUKapaiaibHas MoauduKanus cyocTpaTa He aCCOLMUPOBAaHA C MEHBIIUM
PUCKOM peluarBa TAXHApUTMHUHU B CPABHEHUHU C U30JIMPOBAHHOM 3HIOKapIUalIbHOM alnanuen.
[Ipn mporHo3upoBaHuu 3(G(EKTUBHOCTH KAaTETEPHOIO BMEMIATEIbCTBA CJENYET YYUTHIBATH
(akToOpbl, AaCCOLUMUPOBAHHBIE C PELMIMBAMHU IKEIyJOYKOBBIX TaxXMAPUTMHUN TIpU SHAO-
AMUKApIUATBHOM abaIuu.
Oxkcnpeccusi MUkpoPHK B mepukapauanbHOW KUIKOCTH MOKET HMMETh JOMOJHUTEIBLHOE
JMAarHOCTUYECKOE 3HAYECHUE IPU ApUTMOTE€HHON KapIMOMHUOIIATUH IIPABOTO KETyI04Ka, B CIIydae
MOJATBEPXKACHUS Pe3yIbTaTOB HCCIEI0BaHUs Ha O0JbIlIel BIOOPKE MAIIUEHTOB.

Metogo/10rus 1 METOABI HCCIEI0BAHUS

Hacrosiee UCCIIEI0OBaHUE ABJIACTCS IIPOCIIEKTHBHBIM HaOII01aTebHBIM
HEPAHIOMHU3UPOBAHHBIM C II0CJIEI0BATENbHBIM BKIIOUYEHUEM TTALIMEHTOB B TPYIITY UCCIEI0BAHUS
U TPyNIy KOHTPOJIS,, B COOTBETCTBHUM C KPUTEPHUSAMM BKJIKOYECHHS M INHCBMEHHOM COIJIACUU
MAIMEHTOB HA IIPOBEJCHHUE YPECKOKHOTO SIUKAPANAIBHOIO JOCTYIIA.

Mertoapl cTaTUCTUYECKOH OOpabOTKU JNaHHBIX BKIIOYAIM AaHAIM3 TUIA paclpeaeieHus
JAHHBIX, IPOBEJCHUE [apaMETPUUYECKUX W HElMapaMeTpUUYEeCKUX TECTOB (3aBUCHUMBIX U
HE3aBUCUMBIX IEPEMEHHBIX), IOCTPOEHHE U aHaJIU3 KPUBBIX BelkMBaeMocTu Kamiana-Maiiepa.

OcHOBHBIE 110JI05KeHHS, BBIHOCHUMbIC HA 3AIHUTY
DneKkTpuuecKuil MTopM (HE0OXOIMMOCTh BBITIOJIHEHHS TPEX U OoJiee KapAuoBepcuit 3a 24 yaca
BBUJly PELUAMBHUPYIOUIEH >KEITylI0YKOBOM TaXxWKapIuu W/HWIU (GUOPUIUIALUHU SKETyJ0YKOB) B
aHaMHe3€ ABJIAETCS HE3aBUCUMBIM IIPEAUKTOPOM PELUANBA JKEITyJOUKOBOM TaXMapUTMHUH NOCIIE
KOMOMHUPOBAHHOM 3HA0-3MUKAPIUAIbHOM abnaruy.
Menspimass ammummryna komiuiekca QRS xemynouxoBoi Taxukapauu B Il crammaprHoM
OTBEJIEHUU  DJIEKTPOKApAUOIPAMMBI  aCCOLMMPOBAHA C BBICOKMM PUCKOM  peuuauBa

)KCHYHOQKOBOﬁ TaXukapauu B OTHAJICHHOM IICPHUOJC.



3. V¥V nauueHTOB ¢ mpeoOiajaHueM IUIOMAaN CyOAIHKapAHaIbHOTO AIEKTPOPHU3UOIOIHUECKOTO
ApPUTMOTEHHOTO cyOcTpara MO CpPaBHEHUIO C DJHJOKApAMAJIbHBIM BBIIIE PUCK pELUANBA
KeNyJOYKOBOU TaXUKApAUX B OTJAJICHHOM IEpHO/Ie HAaOIIOICHHS.

CreneHb 10CTOBEPHOCTH M anpodanusi pe3yJbTaToB

O0béM knuHMYeckoro wmatepuana (80 HAUUMEHTOB CO CTPYKTYPHBIM HOpa)KEHHEM
MHOKap/a, KOTOPBIM BBIMOJIHEHO AJIEKTPO(U3NOJIOTHIECKOEe HCCIEI0BaHNe, KaTeTepHas
Moau¢ukamus cyoctpata KT u mpocnekTHBHOE HAOIMIOACHUE) TO3BOJISIET CHIENaTh OCHOBHBIC
BBIBOJIBI.

Martepuansl quccepraluuyu ObLIIU MPEICTaBICHBI B BUJIE JOKIAI0B U TE3MCOB HA HAYYHBIX
koH(pepeHuusax: koHrpecc EBpomneiickoro Kapauonormueckoro Oo6mectBa 2020 roma (ESC
congress 2020 - onmaiftH koHrpecc), konrpecc EBpomneiickoit Accornmarnuun Putma Cepama 2020
roga (EHRA congress 2020 - onmaitn koHrpecc), kourpecc EBpomneiickoro Kapanonornueckoro
O6mectBa 2021 roga (ESC congress 2021 - onnaiin xoHrpecc), Poccuiickuii HallmOHaJIbHBIN
kapauosiorndyeckuid konrpecce 2020 r., Kazans; VIII Beepoceniicknii cbe31 apuTMOI0roB, TOMCK,
2019 r.; ®opym Momoabix kapauojoroB 2020 r. (onmaiiH-popym); IX Beepoccuuckun chesn
apUTMOJIOTOB «APHUTMOJIOTHSI 0€3 TpaHMIl: OT Hay4HOW JlabopaTopuu K KIMHUYECKUM
pekomenmanusim», Cankt-Ilerepoypr, 2021 1.

I[To pesymbraram pguccepranuui omyOiauMKoBaHO 22 paboTh, B TOM 4HCIE, &
MTOJTHOTEKCTOBBIX CTaTed B KypHaax, Bxomdamux B «llepedeHp BeaylIUX peLEH3UPYEMBIX
HAy4YHBIX J)KYPHAJIOB M M3JAAHUN, B KOTOPBIX JOJDKHBI OBITH OMYOJMKOBAHBI OCHOBHBIE HAay4YHbBIE
pe3ynbTaThl IUCCEPTALMU HA COUCKAHUE YUEHOM CTENEeHH AOKTOpa M KaHIuJaTa HayK», U3 HHUX 3
CTaThW HA aHTJIMHACKOM SI3bIKE, OIHA - B )KypHaJie kateropuu Q1 (SJR); circok myOaukanuii Takke
COJIEPKUT 2 MOHOTpaduu, 5 riaB B MOHOTpadusx, 1 CBUIETENICTBO O PETUCTPALIMU 0a3bl JaHHBIX.

Pesynbrathl ncciaenoBaHUs BHEIPEHBI B KIMHUYECKYIO MPAKTUKY OTAEIEHUS PEHTIEH-
XUPYPTUUECKOTO JICUEHHUS CIJIOKHBIX HAPYLIICHHH pUTMa U 3JeKTpokapanoctumyisinuu @I'bY
«HMUL[ um. B.A. AnmazoBa» MunzapaBa Poccun (Caunkrt-IlerepOypr), a Takxke B
oOpa3oBaTeNbHBIM Mpolecc Ha Kadeape cepAedyHO-cocyaucTol xupypruu HHcTUTyTa
MeaunuHckoro oopazoBanust PI'bY «HMULL um. B.A. AnmazoBa» Munszapasa Poccuu (CaHkT-
IlerepOypr), cozmana 6aza BepuU(UIMPOBAHHBIX CHHXPOHHBIX 3amuced 12-xaHambHbIX OKI
CUTHAJIOB BBICOKOTO pa3pellieHts U BHYTPUCEPICUHbIX 3JIEKTPOrpaMM (pErucTpalioHHbIN HOMep
cunerenbcTBa 2021621884).

PaboTa BBINIONHEHAa B paMKax IpaHTa MHHHMCTEpCTBA HAyKH M BBICIIErO O0Opa30BaHUS
Poccuiickoit denepanuu — KpymHOro HaydyHOro mpoekTa «Pa3paboTka HOBBIX TEXHOJOTHI

Npo(UIAKTUKA UM JIEYCHUS CEepACYHONH HEJOCTaTOYHOCTH HAa OCHOBE HEHpOMOMYISAIIUM»

(cornmamenue Ne(75-15-2020-800).
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JInuHoe yuyacTne aBTopa

ABTOp mpUHUMAJT HEMOCPEJCTBEHHOE YUacTHe B pa3paboTKe KOHLIENIINH, TU3aiiHa 1 IJIaHa
UCCIIEIOBAHMUS, MPOBOJAWI KOHCYJIbTUPOBAHME U OOCJIEIOBAaHME TALMEHTOB; IPOBOMII
ANIEKTPO(HU3HNOIOTHIECKUE HCCICIOBAHNUS, TIOCTPOCHUE M aHAIIN3 AIIEKTPOAHATOMHYECKHX KapT;
OCYILECTBJIST HAOMIO/IEHNE NAMEHTOB B MOCJIEONEPAIMIOHHOM MEPUO/IE; IPOBOANI HAYUHBIA U
CTaTUCTUYECKUN aHaJM3 MOJYYEHHBIX [JaHHBIX; NyOIMKOBaJll pe3yJabTaTbhl IPOBEIEHHBIX
HCCIIEA0BaHUMN.

CTpykTypa u 00beM AuccepTaunu

Huccepranus us3noxeHa Ha 116 cTpaHuMIax MaIIMHOMKCHOTO TEKCTa U COCTOUT W3
BBE/EHUs, 0030pa JuTEepaTypbl, MaTepuaIoB M METOJOB, pe3yJbTaTOB COOCTBEHHBIX
UCCIIEIOBAaHUM, OOCYX/IEHUS, 3aKIIIOUEHUs, BBIBOJIOB, NMPAKTUYECKUX PEKOMEHJAlUM, CIHCKa
mutepatypsl. Pabota comepxxkutr 10 Tabmui, 13 puUCYHKOB, OJHO MPHUIIOKEHHE. YKa3zaTelb
JIUTEPATYpPHI BKIIFOYAET 91 UCTOUHMK, U3 HUX 19 OT€UeCTBEHHBIX U 72 NHOCTPAHHBIX.

Coaep:xkanue padoTbl
Marepuanbl 1 MeTOAbI HCCJIeI0BAHUS

Ju3aiin ucciaenoBanus. VccnenoBanue sBISETCS NMPOCHEKTUBHBIM HaOIIOAATEIbHBIM
HEpaHJIOMU3UPOBAHHBIM. B nccnenoBanue ObIIM BKIIIOUEHBI OOJIBHBIE C HATHYUEM CTPYKTYPHOTO
3a0oneBanuss Muokapna (uHpapkr wmuokapaa B aHamuese, AKIDK, munmatanmonHas
KapIMOMHUOTIATHUSI, MUOKAPAUT B aHAMHE3€ U Jp. ), TOKa3aHUAMU K KareTepHoit adbmanun XKT.

Kpurtepuu BriIouyenuss naumeHToB. Hanmnume mroboro w3 cinepyromux (akTopoB B
COYETAHHUH C MUCbMEHHBIM COIIACHEM HA Y4aCTHE B IPOCIEKTUBHOM HCCIIEI0BAHUM C U3YYEHUEM
pe3ynbTaToB abialuu cyocTpara Kenya0uKOBbIX TAXUAPUTMUMN:
- Hannuue mnokazanuii k abnamuu cyOcTpaTa >KETyJOYKOBOM TaxuHapuTMUU Ha (¢oHe
HEHUIIEMHYECKOTO HEKJIAMIaHHOTO CTPYKTYPHOTO 3a00JIeBaHUsI MUOKAP/a;
- Hanuuue nokazanumii k abmamuu cyOcTpara >KEITyJAOYKOBOM TaXWapUTMHHM IPH aHAMHE3e
uH(papKTa MHOKapAa;

XapakTep HEHMIIEMUYECKUX CTPYKTYpHBIX 3a00JeBaHUN MHOKapAa B HCCIEIOBAHUH
OTPAaHWYMBAJICS APUTMOTEHHOW KapAMOMHOMATHEH MPaBOro MKEIyAodka (B COOTBETCTBHH C
KpuTepusMu MexxayHapoaHoi paboueit rpymmbel 2010 roma — «OIpeeNeHHBIN» TUarHos;
«definite» diagnosis, 2010 International task force criteria for the diagnosis of ARVC/D),
JUIATAlIMOHHOW KapIMOMHUONATHEHN, TOCTMUOKAPAUTHIECKUM KapIUOCKIEPO30M.

[lucbmMeHHOE corjacue MalMeHTa Ha SNUKAPAUAIBbHBIA JIOCTYI SBJSJIOCH KpPUTEPUEM
pacmpesienieHuss B TPYIIY OJMHUKAPIUAIBHOTO KApTUPOBAaHUA M abnanuu, B TO BpeMs Kak

HECOTIJ1aCuc Ha BHHKap,Z[I/IaJ'IBHHﬁ JOCTYII — KPUTCPUCM PACTIPCACIICHHUA B TPYIIITY KOHTPOJIA.



Kpurtepun HeBK/II0YeHHUS] NALMEHTOB:
- HecrabunbHas creHokapus wim MeHee 30 qHel ¢ MoMeHTa nH(apKTa MUOKap/Ia;
- ¥V manmueHToB ¢ MOCTHH(APKTHBIM KapAWOCKIEPO30M HEH3BECTHAs aHATOMHS KOPOHAPHBIX
apTepuil WM HAJIMYUE CTEHO30B KOPOHAPHBIX apTepHil, TPEOYIOINX PEBACKYIISIPU3AIIH;
- Hannyue noaBuxHOro TpomM0a B MOJIOCTU CEPJILIA;
- Ilepukapaut B aHamMHeE3E;
- [lepuxapauoromusi B aHaMHE3€;
- IlpenumiecTByromas ay4yeBasi Tepanusi B 00JaCTH IPyIHOM KIETKH;
- Hanumune TpPEeXKOMIOHEHTHOW AHTUTPOMOOTHYECKON Tepamuu 03 BO3MOXKHOCTU €€
MIpEephIBAHUS;

CxeMmbl BKJIIOUYEHHS U HAOJIO/IEHUS TAllMEHTOB MpecTaBieHbl Ha pucyHke 1. [lanuentam
MPOBOAMIIOCH cTaHAapTHOe obcnenoBanue: DKI' B mokoe; OxoKI'; cyrouHoe MOHUTOpHUPOBaHKE
OKT (CMOKT'); koponaporpadus (KAI'); mporpaMmmupoBaHie HMIUIAHTUPOBAHHOTO YCTPOHCTBA
UK]l/ kapauopecunxponusupymomero ycrpoiictsa ¢ ¢pynkuueid MKJ (CPT-/1); MPT cepaua c

KOHTPAaCTUPOBAHUEM T'aJIOIMHUEM (TIPU OTCYTCTBUU OTPAHUYEHU).

CTPYKTYPHBIM
3a6oneBaHremM MUOKapaa

MNauuveHTsbl € KT 1 ‘

@ MokasaHa PYA

ANuUKapananbHbIi
JuAOKapAUanbHOE AOCTYN BO3MOMNEH?

KapTuposBaHue u MauynueHT cornaceH Ha

Inpo-anMKapamMansHoe
KapTupoBaHuve v

- abnauua
abnauun yuactue? v

rd
Peumans KT ] CexBeHupoBaHne mvkpoPHK

Jla nepukapananbHon XUOKOCTH

fromopuan g

Pucynoxk 1 - Cxema BKIIIOUEHHS NALIUEHTOB C JKEIYA0YKOBOM TaXUKapIUEH U CTPYKTYPHBIM
3a0o0JieBaHMEM MHOKapa
Ha6monenne. Ilocne BKIIOYEHHS B MCCIEJOBaHUE W IMPOBEACHUSA PAJUMOYACTOTHOM
KaTeTepHod Mojudukauun cyoctparta, koHTpois CMOKI' npoBoawics B mepBble TPO€ CYTOK
IIOCJIE OIIEPALMU B CTAllMOHApE, Jajee MalMeHThl IPOXOJMIA KOHTPOJIbHBIE BU3UTHI uepes 6, 12
u 24 mecsua. Perucrpanus penuansos KT nposoaunacs npu nporpammuposannu UK/, CPT-/1
n npu nposeneHun CMOKI'. IlanueHTHl M3 yJaJEHHBIX PETMOHOB OTIPABISUIA PE3YIbTaThI
IIPOrpaMMHPOBAaHMSI UMIUIAHTUPOBAHHBIX yCTpoHCTB U npoTokoiasl CMOKI' mo anexTpoHHOM
noure. [IporpaMmupoBaHie UMIUIAHTUPOBAHHBIX YCTPOMCTB NMPOBOIMIIOCH INIAHOBO 1 pa3 B rox
i vaie npu cpabarsiBannu UK/,
KarerepHoe BMemaTenbCTBO MPOBOAWIOCH B YCIOBUSX PEHTTEH-ONEPALMOHHON IOJ

HapKO30M C HCKyCCTBCHHOfI BEHTUJISILUEH JIeTKUX. BEINOIHIINCH AOCTYIIbI IIO0 MCTOIHKE
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CenpauHrepa: K npaBoi OeipeHHO BeHe, MpaBoil OeapeHHoN apTepun. YpecKOoKHBIA T0CTYI K
NEPUKAPIUAIBHOMY MPOCTPAHCTBY OCYIIECTBISJICS MyTeM CYOKCH(OUIATBHONW IMyHKIWH.
Hcnonp3oBancs ABOMHONM SHIAOKAPAUAIBHBIN TOCTYII K JIEBOMY KEIYJOUYKY - TPAHCCENTAIBHO U
peTporpagHo TpaHcaopTaibHO. [locie 3Toro BHYTpUBEHHO OOJIOCHO BBOJWJICS TE€apHUH B J103€
80-100 ME na 1 kr maccel Tena ¢ AajdbHEHIIMM IOJJIEP’)KaHUEM AKTHBUPOBAHHOTO BPEMEHU
CBepTbIBaHUs KpoBU Oonbiie 250 c. BwmemarenbcTBO NPOBOAMIOCH MOJ KOHTPOJIEM
Heduroopockonmuyeckoit cuctemsl Tpexmeproit HaBuranun CARTO 3 (Biosense Webster, CLLIA).
Jliig kapTHpoBaHuUs U abJlalliy UCTIOIb30BaNICS 3,5-MUITUMETPOBBIN a0JIalliOHHO-KAPTUPYIOIUN
opormraemseiii anektpoa NaviStarThermocool unu SmartTouch (Biosense Webster, CIIIA). ¥V
4acTW MAlUEHTOB JJIs SMUKApAUaATbHOTO KapTUPOBAHHS OBLI HCIIOJIB30BAH MHOTOMOJIOCHBIN
HaBUTaMOHHBIN 3nekTpon Pentaray (Biosense Webster, CIIIA). Brimonssiiacek TpexmepHas
PEKOHCTPYKIUS SHAOKAPAMAIBLHON MOBEPXHOCTH MHOKap/a JIEBOIO WM MPaBOro KeIyJdoyka ¢
BOJIbTAKHBIM KapTHpPOBaHUEM (TpaHUIIbl IETEKIUU PyOIOBBIX U U3MeHEeHHbIX 30H: 0,5 — 1,5 MB
pu OUMOJSIpHOM peructpanuu curiaios u 5,0 — 9,0 MB ans xapT yHUDOJIIPHBIX CHUTHAJIOB),
3aTeM MPOBOJWIACH PEKOHCTPYKIUS SINUKAPAHAIBbHON TOBEPXHOCTH JIEBOIO M IIPaBOTO
JKEIYIOYKOB C BOJIFT@XHBIM KapTUpoBaHHeM. Ha kaprax oOTMedanuch 30HBI PETUCTPAaLUU
M3MEHEHHbIX NoTeHuuanoB. [Ipyu Hanuuy pyOIOBBIX M3MEHEHUH Ha NEPEropoJ0vYHON CTEHKE U
uHaykiuy KT nocne abianuu B JIEBOM JKETylOYKE NPOBOAMUIIOCH KapTHPOBaHUE M abiaius B
IpaBoM >xenynouke. KaprupoBaHue npoBoaniaoch Ha (DOHE CHHYCOBOTO pUTMa WM Ha (oHE
CTUMYJISILIMM TIPAaBOrO WM JIeBOro >xemaynouka. Ompenenenue obGnactu jokamuzanuu KT
IIPOBOJWIIOCH 110 PE3Y/IbTATAM AKTHBALIMOHHOTO U CTUMYJISLIMOHHOIO KAPTUPOBAHUS, a TAK)KE Ha
OCHOBAHUHU NOJOXKUTENbHOrO 3¢ddexra or abmaumu. OuneHHBaNIAch IUIOIIAAb APUTMOTEHHOIO
cyoctpara Ha Ou- M YHUNOJSIPHBIX KapTax, IUIOAAb OOJAcTH PEerucTpaluuu IO3JHUX U
(parMeHTUPOBAaHHBIX NOTEHIIMAJIOB HAa OUIIOJISAPHBIX U YHUIIOJISPHOM KapTax.

Jnsa wagykuun KT mpoBoaunace mporpammupyemas crumyiasiuua ¢ 1, 2 u 3
9KCTPACTUMYJIAMH U3 BEPXYIIKHU IIPABOTO KEJIyT04Ka U BBIXOJHOTO TPAKTa IMPABOT0 KEITyAOUYKa
WM U3 JIEBOTO JKEIIyJ0UYKa, a TAKKE YacTasl 3ajI0Bas CTUMYJIALUSA KeIyqoukoB. [Ipu nnaykuun
remoanHamuuecku nepeHocumoit KT mpoBoamioch entrainment-kaptupoBaHue. CTUMYISAIMS
IIPOBOJWJIACH € MOMOIIBI0 MYJIBTUIPOIrPAMMUPYEMOTO MHOTOKAaHAJIBHOTO CTUMYJISITOpa
Micropace EPS 320 (Micropace, ABcTpanus).

CenexkTuBHas KopoHaporpadus NpUMeHsJIach 0 SMHUKApAUAIBbHOTO BO3ICUCTBUS, AT
YTOYHEHHS] aHATOMUU COCYJIOB M MPEJOTBpAIlEHHs UX MOBpeXAeHUs. bezonacHbiM ais abnanun
ObL10 IPUHSATO paccTosiHue Oojiee 10 MM 10 KOpoHapHOH apTepun. PagrodyacToTHbIE BO3AeHCTBUS
HAaHOCWJIUCh B MECTaX pEerucTpaluy TMO3AHUX M (ParMEHTUPOBAHHBIX IOTEHLUAIOB JIO

HCUYC3HOBCHUA WJIM 3HAYUTCIIbHO CHMWKCHHUSA aMIUIMTYAbl INOTCHIMUAJIOB (Ha 85% un 60.]'[66). B
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cllyyae KapTHpoBaHHs 30H Bxoja/Beixoga KT M xaHaloOB 3aMeUIEHHOTO MPOBEICHHS BHYTPH
pyO11a, B 3THUX 30HAX TaKke MpoBouiIachk abmauus. Eciu npoBoaunocs kaprupoBanue mukia XT,
TO BO3/ICHCTBUS HAHOCHUJIMCH B OOJIACTH «KPUTUUYECKOTO» UCTMYCA TaXUKAPIUH.

[Tapamerpsl paanouacTtoTHOro BozaeucTBus: 40-50 BT, IIUTENBHOCTh KaXIOTO
BozneiicTBusl 10-40 cekyH, CKOPOCTh OPOIICHHS JEKTpoia (PU3HOTIOTHIECKHM pacTBopoM 30
MwiI/MHH. AOnamus cuurtaigach I(PQPEKTHBHONH IPH OTCYTCTBHUH PETUCTPALMH TO3JHUX U
(bparMeHTUPOBAaHHBIX TOTEHIMAIOB M OTCYTCTBHUS 3axBaToB cTuMymsnuu (amrumaryaa 10B,
JUIATENbHOCTh cTUMYIa 1 Mc, nuki 500 Mc) mpy HOBTOPHOM KapTHUPOBAaHUM 30HBI aOJIAIUU.

[locne mpoBeneHust abianuu MPOBOAMINCH MOBTOpPHBIE MOMNBITKM MHAYKIuH KT. B
OCTpPOM IEpHOJIE MPOLEeaypa CUNTANACh MOJHOCTHIO 3PPEKTUBHON NMPHU OTCYTCTBUU WHIYKIIHMH
moboit KT; yacTuuHO A(PQPEeKTUBHON — TpU OTCYTCTBUM HUHAYKUMU kinHu4yeckoit XKT;
Hed(h(PexkTHBHOM — mpu mpojosikaromeics wHAyKnuu kimandeckor XKT. WMugyrupoBanHas
GubpMIIIALNS )KEeTyI0YKOB CUMTANIACh Hecrieu(UIecKol apuTMUEH U He yYUTHIBAJIaCh B OILICHKE
octporo 3 dexTa.

I'enernueckoe ucciaenoBanue. Y 9 namuento (6 manuentoB ¢ AKITK u 3 manuenTa c
[TUKC) nocne ocymiecTBICHUS YPECKOKHOTO SMUKAPAUATBHOTO JIOCTYIA OBLTN B3STHI 00pa3Ilhl

SAMUKAPJIUANBHON JKMAKOCTH Juisi  mpoBeneHus aHanuza MukpoPHK. Tlocme 3abopa

MepUKapINATBHYIO KHUAKOCTh IeHTpudyruposann 3000 g npu 4°C B Teyenume 15 MuH.

Hasoca1ounyo )KUIKOCTh coOupanu, aeruapatuposant, xpanumy npu T -80 °C. 'eromuyro JJHK

BBIJISSUTA M3 KpoBHW Tipu momonty Habopa FlexiGene (Qiagen). LleneBoe cekBenupopanue 108
IEHOB, acCCOLMUPOBAHHBIX C KapAMOMUOMNATHEed W apuTMUed, ObUIO BBINOJHEHO C
HCIIOJb30BaHueM oOoramienus mumeHeid Haloplex (Agilent) ¢ mocnenyronumM CeKBEHUPOBAHHEM
¢ ucnonb3oBanuem MiSeq (Illumina). Ilepen skcrpakiuueit PHK oOpa3iusl A0MONIHUTETHHO
uentpudyruposanu npu 3000 g npu 4 °C B TeueHue 15 MHH M TONYyYEHHBIH CylepHATAHT
ucrnoab3oBany ais dkcTpakimu PHK. Mansie PHK Obutn u3Biedensl ¢ nmomoibio Habopa PLIT
RNA Extraction Kit (Lexogen). KomuuectBo BbiOpanHbix MukpoPHK onenuBanu merogom
kosmyectBeHHON IILP. IIpoBoauiica KOppENALMOHHBIA aHAIU3 Ul U3YYEHHUs CBI3U MEXKIY
naHHbIMU cekBeHHpoBaHus MaiblXx PHK u nanneMu [P B peanbHOM BpeMeHN.

KoHeuHnble TOYKH mHcC/IeI0BAHUSI M JIONOJIHUTEIbHbIE TAapaMeTpPbl OLEHKH
pe3yabtaroB. [lepBuunas xoHeuHass Touyka — peruauB KT Ha MOMEHT MOCJIEIHEro BU3WTA
narueHTa (He MeHee 6 MecsleB nocie abiaanun).

BropuuHbie KOHEUHBIE TOYKH — TMIOJIHBIM BHYTpHOINEpANHOHHBIH d(hdekt admanuu
(orcyrctBue wuHAyKnuu IOOBIX JKT); KOJNMYECTBO TOBTOPHBIX MPOIENYp; HEXKelaTeIbHbIS

SIBJICHUS1, CBA3aHHBIE C MPOLIEAYPOMd; CMEPTb.
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Craructuyecknii anaau3. CTaTUCTUYECKUM aHANU3 MPOBOIWICS C HCIOJIb30BAHHEM
craructuyeckoro makera STATISTICA 12 (StatSoft Inc., Tulsa, Oklahoma, CIIIA).
KareropuanbHble Moka3aTenu INpeACTaBIEHbl YacTOTaMH M IPOLEHTAMU OT OOILero yucia
HaOmoneHnii. KonndecTBeHHbIC TOKAa3aTeM MPOBEPSUIUCh HAa HOPMAJIbHOCTH C IOMOIIBIO
kputepusi Konmoroposa-CmupHoBa. J[aHHbIE OTTMCaHBI B BUAE CPEIHET0 3HAUEHUS £ CTaHJapTHOE
otkioHeHue (M£SD) B cirydae HOpManbHOTO pacnpeneiaeHus; meauansl u 25% u 75% kBaptunei
B ClIy4a€ HEHOpPMAJbHOIO pacnpeneneHus. JUis aHanu3a pas3iauuuil  [oKasaTeneu ¢
pacrmpeiiefieHdeM, OTJIUYHBIM OT HOPMaJbHOTO, TPUMEHsJICSA TecT MaHHa-YUTHH WU
Bunkokcona, s mokaszareneil ¢ HOPMaJbHBIM  paclpeneieHueMm t-kputepuil. s
KaTerOpUAIBbHBIX TIEPEMEHHBIX TPOBOAWJICS aHamW3 XW-KBajpaT. Pa3nwuus cyuTanuch
3HaunMbIMK Tipu 3HadeHuu P<0,05. PacueT oObeMa 3KcriepuMeHTaIbHOM BEIOOPKU OTIPEACIISIICS
cienyomuM obpasom: mpu npeanonaraemMom 3ddekxre mapamerpoB 0,2 (T.e. 3¢deKT BhIIIe
CpPEeIHEro 3HAYeHMs), CTATUCTHYECKOW MomIHOCTH wuccienoBanus 80% W mpeanosiaraeMom
KOJIMYECTBE MPEIUKTOPOB B MOJENH, paBHOM 3 (Hampumep, 3THOJIOTHs 3a00JieBaHUS cepila,
IO/ Ib U3MEHEHHOW DIIEKTPUYECKON aKTHBHOCTH MHOKApP/Ia, HCHHIyIIUPYEMOCTh TaXHKapIun
mocie abyianuu), HEOOXOTUMBIM pa3Mep BBIOOPKH [UIsi TPOBEACHHS MHOTOBAPUAHTHOTO
pErpeccCMoOHHOro aHanuiza — 76 manueHToB. C y4eTOM BO3MO’KHOTO BBIMIAJICHUS W3 TPYIIIbI
AMUKapIUaIbHOTO KapTupoBaHus - 10% manueHToB, 00beM IUIAHUPYEMOIl BHIOOPKU COCTaBIISET
80 marueHToB, no 40 NanMeHToB B TPYNIEe UCCIEIOBAHUS U TPYIIIE KOHTPOJIA.

Pe3yabTarnl
B wuccnenoBanme BkiatoueHo 82 manueHTa: 39 - BBIIOJIHEHO SHJIO-3MUKApIUATIBHOE
KapTUpOBaHue, 43- TOJIBKO YHA0KapAUaIbHOE (TPYIIa KOHTPOJIS).

Kiannuyeckasi XapakTepHMCTHKA MNAaUMEHTOB. ['pynmy uccienoBaHUs COCTaBUIH
nanueHTsl ¢ [IMKC - 15 mauuentos (38%), AKITK — 14 nanuentos (36%), Muokapautom — 6
nanueHToB (15%) u ¢ qpyrumu 3ab6osieBaHUSMU MHUOKapaa Obulo BKIOYeHO 4 manuenTta. bonee
MIOJIOBMHBI MAIMEHTOB UMEJIH COMYTCTBYIOIIYIO TUIEPTOHHYECKYIO 00J1e3Hb (54% ManueHToB), y
15% mnanuMeHTOB MMeNla MECTO HemapokcusmanbHas (opma QUOPIILISIUU  TIpeacepauii,
ANeKTpUYeCcKHil mTopM B aHamHe3ze Obul y 11 manmentoB (28%). XCH II-IV ®K (NYHA)
otMeueHa y 19 nanmenToB (49%), mpu 3Tom 14 u3 vHux umenu [1 ®K (NYHA). KomOunupoBanHas
SH/I0-AMHKApIUaIbHAs ablalus MpUMEHsUach nepBuyHO y 17 manuentoB. [IpeamecTByromue
nonbITkM PY Monudukanuu apuTMOreHHOro cyOcTpaTa ¢ BpeMEHHbIM 3(dekroM mim 0e3
addexTa panee nmpeanpuHUMAIUCh y 22 manueHToB (56%) (ot 1 1o 4-X mporenyp B aHaMHe3e).
CpenHuii Bo3pacT Ha MOMEHT OIEPATHBHOTO BMeIIATeNbcTBA cocTtaBun 50+£16 met, cpemHsis
OBJIK - 46+£14%, mennana unnekca oobema nesoro mpencepaus - 40 [MKJ1:32;54] MI/M2, a

MenuaHa JnuHbl 1ukina kauHudeckon KT - 375 [MKJ:332; 471] mc. Taxxke oLeHHUBAINUCH
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napametpsl OKI' (cpennss mupuna QRS Ha cunycoBoM putme - 115+33 mc, a meauana QTc Ha
cUHyCOBOM putMe - 462 [MK]1:438;513]mc).

B rpymme 9HAO-3MMKAPAMANBHOTO KAPTHPOBAHUS AHTUAPUTMHUYECKAs — Tepamus
aMHOJIapOHOM TpoBojauiach y 21 mamueHnrta, U3 HUX 15 HalMEeHTOB MOJIydyald amMHOJApOH B
couetaHun c Oera-Onokaropamu, 11 manMeHTOB MoJiyyald TOJbKO OeTa-Onokartopsl Uy 4
OOJIBHBIX MPUMEHSUICS aMHOJApOH B aHaMHe3e, HO ObLI OTMEHEH M3-3a Pa3BUTHUS MOOOYHBIX
a¢dekToB. Bee manueHTsl Ha MOMEHT TIPOBEJICHHS BMEIIATEIIbCTBA MOTYYaIl OeTa-0J0KaTOPHI.
['pynmy koHTpOJIST (M30TMPOBAHHOM SHIOKAPANAIBHOM abJlallii) COCTABIIIM 43 MalMeHTa, U3 HUX
31 mauuent (72%) ¢ IIMKC B anamHuese, octanbHble 3a00eBanus Mmuokapaa (AKIDK, muokapaut
u Jpyrue) OblIM TMpelacTaBi€Hbl B paBHbIX J0JsaX. ComyTcTByromias HaTrojorus Oblia
MpeACTaBIeHa TUIIEPTOHUYECKOM 001e3HBI0 Y 8 1% marmenToB, caxapubiii quadet 2 Tuna u XObJI
BcTpedanuch y 23% manueHTOB, HemapoKcu3ManbHas (opma (GUOpWILISIUN Tpeacepauil u
aneKTpudeckuil mropm otMeuyanuch y 18% narnuentos. Knuanueckyro kaptuny XCH II-IV ®K
(NYHA) umenu 34 nauuenta (79%), npu stom 25 u3 Hux umenu I ®K (NYHA). Cpennuit
BO3pacT Ha MOMEHT OIEPATHBHOIO BMemarenbcTBa coctaBuin 59+10 sner, cpeansis @BJDK
coctaBuna 38+15%, a Mmenuana uHIeKca oobeMa JieBoro npencepaus - 52 [MKI: 42; 64] MI/M2,
a Meauana JuHbl ukiaa kimHudecko KT - 333 [MKJI: 300;392] mc. IIpeamecTtByromue
noneITk PUA aputmorenHoro cyocrpara Obliu y 6 manueHToB. CpemHss MMpHHA KOMILIEKCa
QRS na cunycoBom putMe coctasisia 13637 mc, a meauana QTc - 476 [MK]1:445;511] mc. B
IPyIIE TOJbKO AHAOKAPAUAIbHOIO KapTUPOBAHUSA (KOHTPOJS) HCXOJHO AHTHAPUTMHUYECKYIO
Tepanuio aMUOJIaPOHOM MOJydyalu 29 MalueHToB, MPU 3TOM Y 24 MalueHTOB aMHOJApOH ObLI
Ha3HayeH B coueTaHuu Oera-Onokaropamu. bera-Ojgokatopbl, Kak  €IWHCTBEHHBIH
aHTHAPUTMUYECKHI penapar, UICXOIHO Moay4aiu 14 manueHToB.

KapTupoBanue n abaanust

YcnemHbli anuKapIuaibHbIi 10CTYyH ObLT ocyiecTBiIeH Y 37 u3 39 manueHToB B rpymie
UCCleoBaHusl. AHAIN3 3HJIO- U MHUKAPIUAIBHBIX KapT B TPYIIE UCCIEI0BaHuUs ObLT TPOBEIEH Y
34 mauuentoB. M3 aHanu3a BbINaIK 5 MAIMEHTOB, Y KOTOPBIX HE OBIJIO BO3MOKHOCTH MPOBECTU
aHaJM3 PHJO0- W SMHUKApJUAIBHBIX KapT KelyJOYKOB B CBSI3U C TEXHHUUECKUMH CIOXKHOCTIMHU
(orpaHMueHHOE KapTUPOBaHHE IOBEPXHOCTH ).

VY 27 nmauyeHToB rpynmsl uccienoBanus (69%) perucTpupoBaIiCh MO3IHUE MOTEHIIUAIIBI
MpU JMHUKAPIUATLHOM KapTUPOBAHUH, BBIIIOJIHEHA aONalus ATHX Y4YacTKOB. DQQeKTUBHAs
abnanus B OCTpOM Iepuo/ie Obljia 0OTMEUeHa y 32 maueHToB (0TCyTcTBUE MHAYKIUH JT1000i1 XKT),
y 4 manueHTOB mpollenypa Oblla 4acTUYHO ycrmemHoi. B 1 ciaydae BMmemaTenbcTBO OBLIO

MPEKpalICHO B CBA3U C PA3BUTHUCM TaMIIOHAABI ITOCJIC Hey;[aquﬁ TpaHCCCHTaHBHOﬁ IMTYHKIIUU.
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B rpynmne 3HI0-3MHMKapAXaIbHOTO KapTUPOBAaHUS, B 6 CilydasX apUTMOTEHHBIA cyOcTpat
pacnoJjiarajcsi U30JMpOBAHHO HA SIUKapANaIbHON NOBEPXHOCTU M Yy TPEX NAIMEHTOB CyOCTpaT
ObUI BBISBJICH TOJIBKO Ha SHIOKApIUAIbHOW MOBEpXHOCTH. OTHOCHTENbHAS IJIOMAIb «PYyOIa»
(ammuryna <0.5MB) Ha snukapauanbHOW MOBEPXHOCTH Ipeoliajana Haa dHIOKApAHAIbHOMN:
12,5% [MK/:4,2 — 18,9] npotus 5,4% [MK/: 1,3-13,4], P=0,04 (Pucynok 2). Takxke oTMeY€HO
npeobaaHue TUIoa i MUOKap/Aa C aMILTUTY10# curHana menee 0,5 MB Ha kapTe YHUITOISPHBIX
CUTHAJIOB 10 CPAaBHEHUIO C KapTOW OMIOJSPHBIX CUTHAJIOB HA SHAOKAPANUAIbHOW NOBEPXHOCTH!
TOJIBKO y 3 MAallMEHTOB BBIUUCISIEMbIN KOIPPUIIMEHT OB C OTPUIATEIbHBIM 3HAUYEHUEM.

B rpynme TosIbKO 3HIOKapaualbHOTO KapTUpoBaHWs (KoHTpousig) y 30 manueHToB
BBISIBJICHO IMpeoOsiajjaHie IUIOMAg «pyOlla» Ha YHMIIOJISPHON KapTe, IO CpPaBHEHUIO C
ounosspuoit 30,8 [MK/I:14,8;45]% npotus 7,8 [MK:4,5; 12,4]1%, p=0,000001. OuenunBanoch
COOTHOILIEHHE Tuiomanaeil curnaigoB <0.5MB (yHUTIONAPHBIX UM OUMONSPHBIX MO Gopmyne (A-
B)/(A+B), takxke oTpaxaroliee mnpeobiagaHue apUTMOIE€HHOro cyOcTpara Ha YHUIOJISPHOU
kapte. Ilpu cpaBHEHHUM COOTHOLIEHHS IUIOIIANAEH «pyOna» Ha yHU- U OUIOJSPHON KapTax
SH/I0KAPANATILHOM MOBEPXHOCTHU B TPYIIE MCCIEI0BAHUS U B IPYIIe KOHTPOJS Obula MoIydeHa
CcTaTUCTUYEeCKU AocTtoBepHasa pasnuna: 0,51 [0,4; 0,8] mpotus 0,31 [MK]/I:0,23;0,54], P=0,003.
Takum o6pazoM, cyOCcTpaT Ha YHUIIOJISPHOW KapTe MPEeBATMPOBAN HaJl TAKOBBIM Ha OUIIOISPHON

KapTe, U B IPYIINE UCCIEI0OBAHUS ATO COOTHOIIEHHE ObIJI0 00Jiee BBIPAXKEHO.

% naouwaam P<0.05
100 1
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Pucynoxk 2 - I'uctorpaMMsl, XapakTepHU3yOIIHEe OTHOCHTEIBHBIC TUIOIIAH PACTIPOCTPAHCHHUS
HU3KOAMILTUTYAHBIX AIEKTPUUECKUX CUTHAIOB BO BCEH IpyIe MalleHTOB
[Ipumedanue: OTHOCUTENbHAS TUIOMIA/IE (B MPOIIEHTaX OT OOIIEH MIO0MIa i TOBEPXHOCTH)
perucTpaluu deKTpudeckux norennuanos <0,5mMB u <1,5MB Ha 5HI0- U SIHKaApIUATBHBIX
KapTax KelyJT04YKOB

Oc10xHeHNs.
B rpynne uccienoBanus ObLIIO 3apETHCTPUPOBAHO 2 TAMIIOHAABI CEPALIA: B OJHOM CIIydae
B pe3ylbTaTe HEyJAaYHOW TMOTBITKA TPAHCCENTATbHOW MYHKIIMH TIOCTE BBIMOJIHEHHOTO

SMUKApAUATBHOTO KapTUPOBaHUs (MOTpedoBaIa XMPyprudeckoi KOppeKLnn), B APYroM ciiydae -
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reMomepuKap/ Mocie MPOBEACHHUS SHIOMHOKAPAUAIBHON OHONCHHM B KOHIIE BMENIATEIbCTBA
(BBITIOJTHEHO YPECKOKHOE JIpeHrupoBaHue). He ObUI0 0CI0KHEHUH, HEMOCPEICTBEHHO CBSI3aHHBIX
C SMUKapIUATBbHBIM JOCTYIIOM WK a0ianuei.

B rpynne koHTposs ObLIO 3aperucTpUpoBaHO 3 OCIOXKHEHMS: y | manueHTta pa3BuiicA
remMonepukap/ Ha (oHe abranuu, moTpeOOBABIINN YPECKOKHOTO IPEHUPOBAHMS, y | MaienTa B
00JTacTH COCYAMCTOTO JIOCTyNa pa3BHJIACh JIOKHAs aHEBpU3Ma IpaBod oOmeld OenpeHHOU
apTepuu, moTpeOOBaBIIasi XUPYPrUUECKOW KOPPEKUWH, W y | MamueHTa COCYIUCTBIH IOCTYI
OCJIOKHWIICS JTUCCEKIMEN IOAB3JI0IIHON apTepuu. Pas3inumii B 4acTOTE OCJIOXKHEHUN MEXIY
rpynnaMu He 6s110 (P>0,05).

OTaaneHHble pe3yJabTaThl.

B rpymnmne sHAo-3nMKapaManibHOrO KapTHPOBaHUS B OTJAJIEHHOM IOCJIEONEpallMOHHOM
MepHOo/Ie OIIEHUBANIHU Psill GaKTOPOB U X accounanuto ¢ peuuauBoM KT yepes 6, 12 u 24 mecsna.

Ha pucynke 3A mpezacraBieHa kpuBas Kaplan-Meyer, xapakrepusyromas cBoOOIy OT
KEITYI0UKOBOM TaXMapUTMHMM HOCJe WHAEKCHOM abnmaruu. OOpamiaetr Ha ce0s BHUMaHHE, YTO K
700 nHio HaOmogenus (23 Mecsla) MOYTH Y TOJOBHHBI MAallMEHTOB BO3HHUKAET IOBTOP
KENynouKoBOM aputmuu. IIpu aHanmm3e pucka MOBTOpa apUTMHHM y TMAILMEHTOB C PA3THMYHOMN
stuonoruel KT, oTMmedaercs 3HAUUTEIBHO MEHBIIEE KOJUYECTBO PELUANBOB Y JIUI C
nocTuH(apKTHBIM Kapauockiaepo3oM (Pucynok 3B). 3HauuTenbHO Oo0Jiee BBICOKHM PHCK
petuauBupoBanus KT oTMedasncs y mamueHToB ¢ dJIeKTpudeckuM mropmom (PucyHnok 3B).

B teuenune mepBeix 6 MecsueB peunuauBbl KT Obutn 3apeructpupoBansl y 7 (18%)
nanueHToB (6 M3 HHUX C HEWIIEMUYECKMMH KapAUOMUOTATHSAMH), TpU OSTOM yalle
peructpupoBanuck peuuauBbl KT y marueHToB ¢ COMyTCTBYIOINIECH HEMApOKCU3MAIbHOU (hOpMOit
bubpuwmauuent npencepauit (43% peuuauBoB TPOTHUB 7% pEUUIMBOB Yy MalMEHTOB 0e3
nepcuctupytomieit popmel, P=0,03).

VY manuentoB ¢ peuuarBoM JKT Obuio Oosiee BbICOKOE 3HAYEHHE HOPMAIM30BAHHOTO
OTHOLLUEHHUS IUJIOMAAN peructpauuu noreHuuanos <0,5 MB Ha snukapauanbHOM MOBEPXHOCTU K
TaKOBOH IJIONIA/IX HA SHOKAPIUAIBHOMN MOBEPXHOCTH, YEM y MAIIMEHTOB 0€3 PEUANBOB, a TAKXKE
ObUTa OTMeueHa MeHbIIe amrunTyaa komriekca QRS na ¢one XKT B Il otBenenun. Ilpu atom y
MAIMEHTOB C peIUANBaAMH cama Mo cede OTHOCUTENbHAS TUIONIaAb «pyOlia» Ha SIHKapAUaIbHOMI
MOBEPXHOCTH MMeJa TeHJCHIIMIO K MPEeBATMPOBAHUIO B CPAaBHEHHUH C I'PYMION 0e3 peluauBOB
(menuana 18% mpotuB 12,6%, Ha rpaHuile cTaTUCTUYECKOM 3HaunMOocTH, P=0,05).

K 12-my mecsiy Habmonenus: peuuausbl JKT daie perucTpupoBaIucCh Y MAIUEHTOB C
YaCTUYHBIM OCTPBIM 3P HEKTOM, 4eM y JHIl ¢ oJHBIM 3 dexToM (33% npotus 7% NalueHToB ¢
permauBamu, P=0,02). XoTs Ha rpaHulle CTATUCTUYECKON 3HAYMMOCTH, OTMeUanach TEHACHIUS K

6onee yacteiM perauBaM KT y manueHnToB co cHuxkeHHOW DB. bbina BbIsSBICHA TEHACHIUS
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acconuanuu 0oJiee BEICOKOU JT03bI OeTa-aapeH0OI0KaTOPOB (B MPOIEHTAX OT IEJIEBOM O3Bl KaK

B MOMCHT BKIIIOUCHHA B HCCICIOBAHHUC, TaK W HAa MOMCHT 12-MecssuHOTO Ha6JIIOI[eHI/ISI) C

peunauBoM KT B Teuenue roaa.

B Teuenune 24 MecsiieB mocie abianuu yamie BcTpeuaauch penuauBbl KT y manueHToB ¢

HauOOJBIIMM KOJHYECTBOM IMPEAMISCTBYIOMUX MONMbITOK PYA cybcrpara B anamHese (Tabnuima

1). Takxxe Oblia BBISIBIIEHA 3HAYUMAS MPSAMasi KOPPEISIIUS MEXy JUTMHON IUKJIA KIMHHYECKOU

XT wu npeBanupoBaHueM pyOla Ha SNUKApIUAIBHONW IOBEPXHOCTU

sHAoKapauansHou (p=0,58).

QTcyTcTBHe peunaneos T
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Pucynok 3 - Kpusas BeikuBaemoctu Kaplan-Meyer: cBo6oa OT peliuIuBOB KTy J0UKOBOM

TaXuKapaAnuu 1ocje 3H)10—31'II/IKap)II/IaJ'IBHOI7I a6nau1/n/1

[Ipumeuanue: A - orcyrcrBue peunausa JKT B oOmielt rpynme naueHToB. b - puck peunausa

TaXUKapJuy B rpymnme nanueHTos ¢ noctuHdapktabiMu JKT (rpynma 1) u manueHTos ¢

Henmemudeckumu KT (rpymma 2). Log-rank test: P=0,02. B - puck pennanBa Taxukapuu B

IpyIIe MalueHTOB ¢ HATMYUEM dJIeKTpHUecKoro mropMma (rpynmna 1) u 6e3 Hero (rpymnna 2) Ha

momeHT abmammu XKT. Tect Kokca: P=0.01. I - puck peruanBa TaxukapIuu B TPYIIe

anuECHTOB C 3H,HO-3HHKapZ[HaHLHOﬁ a6J'IaI.IPIeﬁ KaK BMCIIAaTCJIIbCTBOM nepBoﬁ JIMHUU U Y

nanueHToB ¢ nonbiTkaMu PYA B anamuese (Log-rank test: P=0,05)

II0 CpPaBHEHHIO C
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B rpymme ToibKO 3HIOKApAUATHLHOTO KAPTHUPOBAHUS TAKKE ONECHUBAIU Psiji (PaKTOPOB U
UX B3aUMOCBs3b ¢ peruauBoM KT B OTAaIEGHHOM THOCII€0NEpallMOHHOM Tiepuojie (uepe3 6 u 12
MmecsieB). Tak, y 16 manmuentoB (37%) 3a Bce BpeMsi HAONIOJCHUS OBbLTH 3apETUCTPHPOBAHBI
PEIUINBBI )KEITyTIOYKOBON TaXUAPHUTMHH.

Yamie peructpupoBanuch peuuaubl KT uepe3 6 mecsiieB mociie onepanuu y naiueHToB
¢ mpeo0IalaHueM IUIOMAIH «PyOIay Ha YHUTIOJSIPHOU KapTe 10 CpaBHEHUIO ¢ OumoisipHoi (0,54
[MKI:0,43;0,69] nmpotus 0,3 [MK/I: 0,23; 0,53], p=0,04). CooTHOIIEHNUE TIJIOIA/ICH OIIEHUBAJIOCH
o ¢hopmye:

(A-B) /(A+B), (1)

rae A — miomaas «pyoiiay Ha YHUIIOJSAPHOU KapTe;

B — momans «pyOiia» Ha OUMOJISIPHOM KapTe.

Hannas ¢opmMyna Obla MpEAJIOKEHA B HACTOSIIEM HCCIEIOBAaHUH, MOCKOJIBKY B HEKOTOPBIX
ClIydasx TUTOMJb PErHCTpaIlii U3MEHEHHBIX TMMOTSHITMAIOB cocTaBiisia «0» Ha TOW WIIM WHOM
MTOBEPXHOCTH.

Uepes 12 mecsieB vamie Bo3HUKamU penuauBbl KT y manueHToB ¢ UCXOJHO OOJBITNM
HHIEKCOM 00BbeMa JeBoro npeacepaus (61 [MKJI:56; 66] ma/m? npotus 48 [MKJI: 41;56] mn/m?,
p=0,03). UYepe3s 24 wmecsua peumaubl KT dame perucTpupoBauch y TMaIMEHTOB C
CONYTCTBYIOIIEH HemapokcumMaabHO# popmoit DIT (p=0,03).

[To cpaBHEHMIO C TPYMNIOW HMCCIENOBaHUs (PHIO-IMHKAPAUATBLHON alnanuu) B TPymre
KOHTpPOJIS (M30JIMPOBAHHOM SHIOKapAUANIbHON abilaluu) KOJMYECTBEHHO Yalle BCTPEyYaluCh
petaussl JKT B 0TJaJIeHHOM MOCIIEOTIEPAIIMOHHOM MEPHO/IE, OJHAKO MPHU OLIEHKE JIOT-PAHTOBBIM

KpUTEpUEM pa3Hulla CTaTUCTUYECKH He3HauuMa (PucyHoxk 4).

PHCK periiea TaamEp/ i B [pYIHe nectenosam (rpymna 1) 1t s rpymme xontpons (rpyrma 2)
o Complete + Censcred

Log-rank test:
P=0.85

06 ° 3HIo-3nM abmaima

& SEVIFRCUURE TR +

Otcyterene permamnea KT

0.4 SHpo abmarma

——+

0 200 400 600 800 1000 1200 1400 1600 1800 2000 2200 Group 2,
Tem ---- Group 1,
Komiecteo TIALMEHTOE C PHCKOM PELIMIOHMEA

0 Gmec. | 12mec. | 24 mec. | 36 mec.
3Hao-3nv abnauwna 33 27 23 18 8
310 aBnauma 3 31 21 12 4

Pucynoxk 4 - Kpusas BeixuBaemoctu Kaplan-Meyer: cBoOo1a 0T peliinBoB

)KGHYHOHKOBOﬁ TaxXuKapauu 1mociie 3HI[O-3HI/IKapILI/IaHBHOI7I a6nau1/m (rpynna HCCICA0BaHUs,
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rpynna 1 Ha rpaduke) 1 H30JIMPOBAHHOMN SHAOKAPIUAIBEHON abianuu (Tpyrmna KOHTPOJIs,
rpymnna 2 Ha rpaduke). Log-rank test: P=0,85

B rpynmne koHTpoJisi 0OHapy:xeHa cinabasi KOppeIsIUOHHAs CBsI3b MEXIy mupuHoin QRS
Ha CHHYCOBOM PHUTME W IUIOMIAJBIO «pyOma» Ha yHHUNOJspHOH kapte (p=0,45) u ymepeHHas
KOppensiuoHHas cBsi3b Mexay amiumtygnod QRS B III crammaptHOM oTBencHwum Ha (OHE
CHHYCOBOTO pUTMa M IUJIOMIAJBI0 «pyOllay Ha SHIOKapAUaibHOW OunosispHoit kapte (p=0,64).
Taxxe oTMeuasiachk yMepeHHas MpsiMasi KOppesslMOHHas CBSI3b MEXAY MIMpUHOM Kommuiekca QRS
KETYJOUYKOBOM TaxWKapJIMyd M TUIOMIAAbI0 «pyOiiay kak Ha oumomnsipHout (p= 0,55), Tak U Ha
yaunosipHoit (p=0,51) xaprax. BeisiBieHa ymepeHHas OTpHIaTelbHas KOPPEISAIHOHHAs CBS3b
MEXTy IUIOMIAIbI0 «pyOriay Ha yHunoJsipHoit kapte u BJDK.

Hpemukropsl peunausos KT B oTnajieHHOM nepuojie B NOMYyJISIUA 00C/IeJOBAHHBIX
NAlMEeHTOB.

B rpyre o0cJeloBaHHBIX  TAlMEHTOB VHUBApUAHTHBI  PETPECCHOHHBIN
MIPOMOPLIMOHANIBHBIN aHamu3 puckoB Kokca BBISBUI ClleyIOIME TapaMeTphl, aCCOLIMMPOBAHHbIE
¢ peruauBamu KT ¢ HanOoJbIel CTaTUCTHYECKOW 3HAYUMOCTBIO: DHIOKapauaibHas aliarus
cyocrpata KT (p=0,02) u mnuna nukia XKT Ha rpanurne cratuctuyeckor 3Haunmocta (p=0,09).
[Ipu TecTpoBaHUY TaPAMETPOB B MYJIbTUBAPUAHTHOM MOJIENTN HE ObLIO BHISIBJICHO HE3aBUCHMOTO
npeaukTopa peruausa XKT.

I'pynna uccienoBanusi, HOArpynmna nanueHToB ¢ nocrungapkrroi XKT.

B nmoarpynne manuenToB ¢ umemuyeckum rene3oM JKT (15 marueHToB) cpeHuii Bo3pacT
coctaBui 59,5+10,0 net, ¢ppaxius Beiopoca JIK —38% [MK: 31-44%], nnuna uuxia XXT — 400
mc [MKJI: 368-474 mc], MOJIII — 51 ma/m? [MKJ1: 40-63]. Beina BbIsBIeHA IpAMas KOPPeaus
MEXIy JUIMHOW IKJIa KiiuHuYeckoi JKT v cooTHOIEHHEM IUIONIaid pyoOla Ha YHUIIOJSAPHOW 1
OUIOJISPHOI KapTax Ha SHIOKapauaNbHON moBepxHOCTH (p= 0,57), a Takxke 3aMeTHas oOpaTHas
CBS3b MEXAYy WHUpUHOM KomIiuiekca QRS Ha cHMHYCOBOM pHUTME M COOTHOIIEHHEM ILUIOIIAN
«pyO11a» Ha YHUIIOJSIPHOM U OUIOJNISIPHOM KapTax Ha SHIOKapaUaIbHON noBepxHOCTH (p=-0,606).

I'pynna uccaenoBanus, noarpynna nanueHToB ¢ KT Ha donHe Hemmemuveckoit
KAPpAHUOMHUOINATHM.

B rpymnmne nanuentoB ¢ KT Ha done Henmemuyeckoit kapauomuonatuu (15 mareHToB)
CPEIHMI BO3pacT Ha MOMEHT omepanuu coctaBui 45+15 ner, cpegnsiss @B JDK 51+13%, mmna
nukia KT 360 [MK/1:332-450] Mc. beina npoeMoHCTprpoBaHa 3aMeTHas MpsAMasl KOppesnus
Mexay mumHoW mukina KT ©u cooTHOIIeHHMEM IUIOMIaau pyOlla Ha DJNHKaApIUAIBHOW U
SHAOKApAUATBHOU MoBepxHOCTAX (p=0,57) u 3aMeTHast oOpaTHasT KOPPETSAIUS MEXAY ITUPHHON
koMmrekca QRS KT u cooTHomIeHHEM muTomaan pyolia Ha STUKapAMaTbHON U SHAOKAPAUATHLHOMI

noBepxHocTAX (p=-0,54). OOpamana Ha cebs BHUMaHHE 3HaYMMast 0OpaTHask KOPPEISLU MEXTY
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amruTyor komiuiekca QRS B III oTBeieHMM Ha CHHYCOBOM PUTME U COOTHOILIEHUEM ILIOIIA TN
«pyOl1a» yHU — ¥ OUTIOJIIPHOM KapT Ha YHAOKapAUaIbHOM noBepxHocTH (p=-0,7). Takum oO6pazom,
yeM MeHble amiuintyna komruiekca QRS B Il orBegenuun Ha cuHycOBOM puTME, TeM O0Jiblile
wiouaap pyodla Ha YHUIOJSIPHOM KapTe MO CpaBHEHHIO C OWIOJISIPHOM KapToW Ha
SHIOKAPAUATEHON MTOBEPXHOCTH.

I'pynna uccienoBanusi, NOArPynina 3MUKAPANATBHOI0 BMEHIATEIbCTBA KAK MEepPBOM
JIMHUM a0Januu

[IepBuuHO SHAO-dNMKapAMAIbHBIA JOCTYNn HpuMmeHsics y 17 nanuenrtoB. ['pynmy
coctaBuiu 10 marenToB ¢ [IMKC, 4 manuenta ¢ AKIDK u 3 ¢ Muokapautrom. Y oHOTO arMeHTa
OBLIT DIIEKTPUUECKHN IITOPM B aHaMHe3e. Yepes 6 MecsiieB Mociie BMENIaTeNbCTBA y 2 MallUeHTOB
peructpupoBanuck peruausbl JKT. B maHHON moarpymme manydeHTOB HE OBLJIO OCIOKHEHH,
ACCOIMUPOBAHHBIX C OJNUKAPJUAIBHBIM JIOCTYIIOM, HH B paHHEM, HH B OTJAAJCHHOM
MIOCJIEOTIEPALIMOHHOM TEPUO/IE.

MMpenukropsl peuuausoB KT B oTaajeHHOM mnepuoae B TIpymnne 3H/IO-
IMUKAPAMATBHOT0 KAPTHPOBAHMS

Cpennuii iepuo; BpeMeHH HaOJI0JICHUS MallMeHTOB cocTaBmi 22,8+15,2 mecsues, oT 3
MECSIEB 70 S JIeT. YHUBAPUAHTHBIN PErpeCCUOHHBIA MPONOPIUOHATBHBIA aHann3 puckoB Kokca
BBISIBWJI CJICNIYIOIIME TapaMeTphl, acconuupoBaHHble ¢ peruauBamu KT ¢ HamOosbmien
craructuyeckoil 3HaunMocThio: DBJIK <35% (Ha rpaHuile CTaTUCTHYECKONW 3HAYUMOCTH,
P=0,07) u snexrpuueckuii mropm (P=0,04) no abnamuu. O6a mapamerpa ObLIIM TECTHPOBAHHBI B
MYJIbTUBAPUAHTHON MOJENH, MPU 3TOM E€AUHCTBEHHBIM HE3aBHUCHUMO aCCOILMMPOBAHHBIM C
petuauBoM KT dakTopom ObLT (HAKT FJIESKTPUIECKOTO MITOPMA HA MOMEHT abjauu (OTHOIIICHUE
puckoB 4,32; 95% JIU: 1,06-17,48; P=0,04).

I'enernueckuii anaaus. Cexkpenupopanue PHK nepukapanaibHoil :xKuAKOCTH.

VY 4 u3 6 nmauuentoB ¢ AKIDK Obutn BBISIBJICHBI T'€HETUYECKUE BapUAHThI 3a00JICBaHHS
(PKP2, DSG2, and JUP) ¢ Mmyrauusmu B reHaX, KOAUPYIOIIUX IECMOCOMHBIE MPOTEUHBI —
IIaKO(WINH-2, NECMOIJIEUH-2 M COCAMHUTEIbHBINA IJIAKOTJIO0MH. Y OJHOTO MalueHTa ObLI
BbIsIBJIEH BapuaHT myrauuu reHa FLNC, koaupyromiero aktuH-cBsi3piBatonuii punamun C. Y
OJIHOTO TAllMeHTa He OBLJIO BHISBJICHO CHEM(UIHOTO IS 3200J1eBaHUS TE€HETHUECKOTO BapHaHTa
MOCJIe TIOJTHOT€HOMHOTO CEKBEHHPOBAHUS. Y MallMEHTOB C MOCTHH(APKTHBIM KapIHOCKIEPO30M
He OBbIIO BBISBJIEHO MyTalui, accoruupoBanHbix ¢ AKTDK.

CexBennpoBanne MukpoPHK BbIsBUIO uX mpucyrctBue BO Bcex oOpasiax
nepuKapaIuabHON kuakocTH. B kaxxaom oOpasue Obuto obHapyxkeno 145-411 muxpoPHK u
uneatudummrponano 19 cemeiictB MukpoPHK, mpencTaBieHHbIX B TepUKapIUATbHON KUAKOCTU

nsyms wim 6osee MukpoPHK. TTockonbKy nepukapananbHas jKHIKOCTh MOXKET OBITh O0OramieHa
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cepaeunbiMd  MUKpOPHK, omenuBamoch  HanmmuMe  W3BECTHBIX, CHEHUGHUUHBIX  JUIs
kapauomuorutoB, MUKpoPHK: hsa-miR-1-3p, -133a-3p, -208a-3p, -208b-3p, -486-5p u -486-3p.
Amnanu3 skcnpeccun BoisiBUI mTh MUKpoPHK, muddepennmansno skcnpeccupyromumxcst Mexmay
AKIDK wu woutpomsnoit rpymmoii (IIMKC). Cpemn muddepeHIHaIbHO 3KCIPECCUPYEMBIX
MukpoPHK hsa-miR-1-3p u hsa-miR-21-5p ananu3 oOorameHusi BBISSBHJI BBIPAKCHHYIO
accoranuio Mexay auddepeHnuansHo dKcnpeccupyeMbiM Habopom MukpoPHK u cepaeuno-
COCYIUCTBIMH 3a00JICBaHUSMH, BKIIOYAs MEPCUCTUPYIOMIYIO (GuOpmmisnuio mpeacepani,
UIIEMHYECKYIO 00JIE3Hb cep/ila, HEYyTOYHEHHbIE 3a00JIeBaHMsI cep/illa U apuTMHUH. Bbln npoBeieH
KOPPESLUOHHBIN aHanu3 maTH AuddepeHuanbHo dKcnpeccupyeMbix ypoBHed MuxkpoPHK,
M3MEPEHHBIX € MOMOIIBIO cekBeHMpoBaHusa Manbix PHK u nmosmmepasHoi nenHoi peakuuen B
peasibHoM BpeMeHu (kIILIP). HaGmionanack yactuuHas Koppenslus MEX]y CEKBEHHPOBaHHEM
Manbix PHK wu pesynpratamu kIILP: Tonmpko tpu u3 maru mukpoPHK, muddepenumansuo
skcnipeccupyemsbix Mexay AKIDK u rpynnon [IMKC, nokasanu CHIIBHYIO KOPPEISILIUIO MEXKITY
IBYMsI METOJaMH, MCIOJIb3yEMBbIMH JJIsi KOJIMUYECTBEHHOH OlleHKH. B pesynbrare mpoBeneHHOM
pabotel Obu1 ommcaH coctaB MukpoPHK nepukapauanbHON >KMIKOCTH M BBISBJICHBI ISTh
muddepennranbHo SKenpeccupyeMbix MEKpoPHK.
3akiouenue

Paznuunas sdpdextuBHOCTF PUA B neuenun «cyoctpatueix» XT (mpu cTpykTypHOM
MOpAKEHWM MHOKapjaa) BO MHOroM oOycioBiIeHa JTHojJorue cyocrparta. I[locne
KOMOMHUPOBAHHON 3HI0-3NUKapauanbHOi abmanuu cyocrpara KT waiie peructpupoBaiuch
pPELUANBBL KEIYNOYKOBOM TaXMAPUTMUU Yy NAUUEHTOB C HEHUIIEMUYECKHM CTPYKTYPHBIM
3a00JIeBaHMEM MHOKAp/ia [0 CPABHEHHUIO C NALMEHTAMHU C [IEPEHECEHHBIM HH(ApKTOM MHOKapa
B aHaMHe3e.

Hanuune aneKTpuyeckoro mropmMa sBisieTcs He3aBUCUMBIM ITpeAUKTOpoM penuansa KT
IIpU HAOJIIOAEHUH JI0 5 JIET MOCIIe 3H0-3MUKapAUaIbHOM abarum.

Hannuue  mepcuctupyromei/moctosHHod  ¢opMbl  QUOPHIIISALMKM  [IpeAcepanit
accounnpoBaHo ¢ peuuanBoM JKT B TeueHue nepsoix 6 MecsALEB.

VY npauMeHToB ¢ MNpeolbsajaHueM SMHKapAUaIbHOTO apUTMOTEHHOIo cyOcTpara Haj
SHAOKAapAMAIbHBIM Bbllle puck penuausa JKT B TeueHue mepBbIX 6 MECSLEB IOCIE HJIO-
SMUKapAUaIbHON abianuu.

Y nanMeHTOB €O CTPYKTYpPHBIMH 3a00JI€BaHUSIMH CEpAlla OTIMYAeTCd COCTaB
NEepUKapIUAIbHON JKUIKOCTH B CBSI3U C Ppa3IM4HOM cTreneHplo skcnpeccun MuxkpoPHK.
KonnuecTBEHHBI M KauyeCTBEHHBIM aHAIN3 COACPKALIUXCA B INEPUKAPAMATIBHON KUIKOCTH
MukpoPHK MoeT ObITh HCHIOIB30BaH KaK JIOTOIHUTEIbHBIM HHCTPYMEHT B UG depeHIInaTbHON

ANArHOCTUKC CTPYKTYPHBIX 3a00JIeBaHMI cepana.
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BriBoabI
[Ipeobnananue IO PETUCTPALIMN CHIDKCHHON aMIUTUTYIBI 3J€KTPUUYECKON aKTUBHOCTH
Ha YHUIIOJISIPHOM BOJIbTAXXHOM KapTe kenyJoukoB (<9 MB) 1o cpaBHEHHIO C MIJIOMIABI0 30HbBI
CHIDKEHMsI OMMONISIpHOM anekTpuyeckoil axtuBHOocTH (<1.5 MB) Ha sHIokapauanbHON
MIOBEPXHOCTH CBUJIETEJICTBYET O HAIMYMM CYO3IUKApIUAIbHOTO 3JIEKTPO(PU3HOIOTHIECKOr0
cyOcTpara )KemyI0YKOBBIX TaXUAPUTMHI.
VY nanMeHToB ¢ aHaMHE30M HHpapkTa MUOKapaa B 82% ciaydaeB BBISBICHO HalMYWe
ANEKTPO(U3NOIOTHUECKUX MPU3HAKOB apUTMOTIEHHOTO cyOcTpara Ha SNUKapAHalIbHON
MTOBEPXHOCTH JIEBOTO XKEJIYI0UKA.
B nepukapananeHoil xuakoct BeisiBieHO NATh MUKpOPHK (hsa-miR-1-3p, hsa-miR-21-5p,
hsa-miR-122-5p, hsa-miR-206 u hsa-miR-3679-5p), muddepeniinanbHo 3KCIPECCUPYIOITUXCS
y HAaIMeHTOB C apUTMOTEHHOM KapJMOMHOINATHEN MPaBOro >KEeNyJ0uKa M MOCTUH(APKTHBIM
Kapauockiaepo3om. [lpu moOATBEpKIEHMHM JAHHOTO pe3yjabTara Ha OOJbIIeH BBIOOPKE
nanueHToB, aHanu3 skcnpeccun MUKpoPHK Mosketr ObiTh moneseH B auddepeHnanbHON
JIMarHOCTHKE apUTMOTE€HHOM KapAMOMHUOTIaTHH.
KomOuaMpoBaHHasE 3HIO-dNUKapauanbHas admamuss - d()QPEeKTUBHBIA METOJ KyMHPOBAHUS
KEITYTOYKOBBIX TaXMapUTMHUHM y MAallMEHTOB CO CTPYKTYPHBIMU 3a00JIEBAHUSIMHU CEpALa.
YacToTa peruauBoB KeyJOYKOBBIX TaXUAPUTMHI B OTJAJIEHHOM MEPHO/IE HUXKE Y MAIUEHTOB
¢ MOCTUH(APKTHBIM KapIUOCKIEPO30M, YEM Y IMALUEHTOB C HEHIIEMUYECKHM IMOPaKEHUEM
muokapna (13,3% npotus 37,5% npu Habmogenun 10 5 jner). B kadecTBe mepBoil JIMHUU
abnmanuu cyOcTpaTa JKeIyJOYKOBOM TaXHMapUTMUH, SHIO0-3MHUKApIUAIbHOE BMEIIATEIbCTBO
1enecooOpa3Ho y HEKOTOPBIX MAIEeHTOB C aHaMHe30M HH(apKTa MHOKapAa, MOCKOJIbKY
MopaKeHUe MHOKap/a MOXKET HOCHTD TpaHCMYpaIbHBIN Xapakrtep u
ANeKTpOoU3UONIOTHUECKUN CcyOcTpaT, TpeOyromuii abnanuu OyaeT pacmoJyiaratbes Ha
CyOdMHKapIUabHOW  TMOBEPXHOCTH, a TakkKe NPU HEUIIEMHUYECKUX CTPYKTYPHBIX
3a00yieBaHUSIMU MUOKapaa, ¢ 3ddekTuBHOCTHIO 86% B TeueHUE MEPBBIX 6 MECAIEB IMOCIE
abnmaruu. Kak mepBas nuHuA a0nanuu, SHUKapAUaIbHOE BMEIIATEIBCTBO MOXKET OBITh
OTHOCHTEJIbHO O€30TaCHBIM B YUPEXKJICHHUSIX CO 3HAUUTEIbHBIM OIBITOM BBIMIOJIHEHUS TaHHBIX
BMEIIIATENIbCTB.
Hannuue snextpudeckoro mropma (Heo0X0AUMOCTb BBIIIOJHEHU 3 U 6oiee KapAHoBepcuit 3a
24 yaca BBUIY pPEUUIUBUPYIOLIEH KEIYIOUKOBOW TaxXHKapIUU W/WIH QUOPHILISIIUU
KEIyJJOUKOB) SIBJISIETCS] HE3aBUCUMBIM IpeukTopoM peunausa JXXT npu HabmoaeHuu 1o 5 net
MoCIIe HI0-3MHUKapAUaIbHON abnanuu. B o6mieit nonynasiuyu nanueHToB, HaPaBJISHHBIX Ha
KaTeTepHYI0 abnanuio cyOcTpara *KenyZoYKOBOM TaxWKapIuu, dMHUKapIualibHas adnanus -

(baKTop, aCCOI_[I/II/IpOBaHHHﬁ C OTCYTCTBUCM pCUHUANBA TaXUAPUTMHUHU, OJHAKO 3TO HE ABJIACTCH
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HE3aBHCUMbIM IPEIUKTOPOM  ycliexa  JICYEHMS. Hpyrue KIIMHUYECKUE U
aNeKTpo(u3noIornyeckue (PakTopbl aCCOUMUPOBAHBI C TOBBIIICHHBIM PHUCKOM PELUNBA
KEITYT0UKOBBIX TaxXUapUTMUI nocie AMUKapIUAIbHON abnanuu: aHaMHe3
HEMapOKCU3MAIBHOU GUOPWILISIINY NIPEACepInid, MpeodiiajaHue III0IAIN SUKAPIMaIbHOTO
ApPUTMOTEHHOTO CcyOcTpara (HU3KOAMIUTUTYJHOU SJIEKTPUIECKON aKTUBHOCTH) HAJl TNIOIA/IBIO
SH/I0KAPAMATILHOTO cyOcTpara Mnpu OUIOJISIPHOM KapTUPOBAaHUU.
IIpakTHyeckne peKoMeH AU

[Ipn mpoBeneHUH SHAOKAPAUAIBLHOTO BOJBTAXKHOTO KAPTUPOBAHUS Yy MALUEHTOB C
KEITYT0YKOBBIMU TaXUAapUTMUSMH U CTPYKTYPHOW NAaTOJOTHEN cepiaua cieayeT MpOBOAMTH
CpPaBHEHME IUIOLIAAN HHU3KOAMIUIUTYJHOTO MHOKapAa Kak Ha OWIOJSpHOM, Tak W Ha
YHUMOJISIPHON KapTax (IOpOru aHajau3a aMIuTyasl curHana 1,5 MmB u 9 MB, cooTBeTcTBeHHO),
Tak Kak MpeobfafaHue TIUIOMAJ CHW)KEHHOM aMIUIMTYAbl YHMIIOJSPHOTO CHUTHala
aCCOLIMMPOBAHO C HAJIMYMEM CyO3NMKapAMaibHOTO apUTMOTEHHOro cyoctparta. s oneHku
COOTHOILIEHHUS IUIOWIAZe perucTpalvd U3MEHEHHBIX [OTEHIMAJOB  LeJIeco00pa3Ho

HCIIOJIh30BaTh (hopmyy:

(A-B)/(A+B), (1)
rae A — TIoOmanas PETHCTPAllid HM3MEHEHHBIX ITOTEHIIMAJOB Ha KapTe YHHUIOJSPHBIX
MMOTEHIIHAJIOB;

B — nnomane peructpanui U3MEHEHHBIX OTEHIMAJIOB Ha KapTe OUIOJISPHBIX CUTHAJIOB.
dopmyra MO3BOJISAET OLEHUTHh COOTHOLIEHUE IUIOIAIeH B HOPMAJIM30BAHHOM JIMAIa30He OT -1
o +1.
VY nanueHToB ¢ NOCTMH(APKTHBIM KapAHMOCKIEPO30M M IKEIyJOYKOBOW TaxuKapauen
BBIMIOJIHEHUE KOMOMHHMPOBAHHOM 3HJ0-3NMKapUaibHON abimanuu 1eaecooOpa3Ho  IpU
He3(p(PEeKTUBHOCTH NEPBUYHON 3HAOKAPIUAIBHONW IPOLIETYpHI.
VY nanueHToB C )KeTy10YKOBBIMU TAXUAPUTMUSAMU Ha (POHE HEUIIEMUYECKON KapIMOMUOIIAaTUI
u HedhPEKTUBHOW aHTUAPUTMHUYECKOM Tepanuel cienyeT HHIMBUAYaAJIbHO OIpENeiTh
1€J1eC000pa3HOCTh H0-3MUKAPAUATBHON a0slaliuy Kak epBOd JIMHUM JICUSHHUSL.
IlepcnexkTUBBI AaJbHeIEH Pa3padOTKH TeMbl HCCICA0BAHUSA
B nmanpHeHmMX ucclegoBaHUAX 1eJdecoo0pa3HO TNpoBeleHHE aHaiau3a A(PPEeKTHBHOCTU
SMUKApAUATBHOIO KapTUPOBaHUS M abJalluy B KauecTBE NEPBOIl TMHUM MHBA3UBHOTO JICUCHUS
JKEIYJOUYKOBBIX TaXMAapUTMHUKM B TpyNIaxX M[AlUEHTOB C OTHCIBbHBIMA HO30JIOTMSAMU
HEUIIEMUYECKUX 3a00JIeBaHUN MHOKap/ia C 0YEeHb OTAAJICHHBIMU CPOKAMHU HAOIIOACHUS.
Ienecoobpa3zno wuccaenoBanue skcrpeccud MukpoPHK nepukapauanbHON SKHUAKOCTH Y
NAIMEHTOB C JKEJYJOYKOBBIMU TaXMKapAMAMU TPU JPYTUX CTPYKTYPHBIX 3a00JI€BaHUSIX

MHOKapJa (HOCTMI/IOKap,Z[I/ITI/I‘-ICCKI/Iﬁ KapAuOCKIIEpO3, aMHUJION03, CAPKONI03 U I[pyTI/IC), qTo
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MOKET UMCTh BAXXHOC JTMarHoOCTHYCCKOC 3HAYCHUC U CII0COOCTBOBATH PA3BUTHIO 00Jiee TOUHBIX

KpUTEPUEB TMArHOCTUKHU 3a00J1€BaHUM.
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