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BBEJAEHUE

[To coBpeMeHHBIM IpeACcTaBICHUAM HeKoMmakTHas kapauomuomnatus (HKMIT)
paccMaTpuBaeTcs Kak MEpBUYHAs, T'€HETUYECKH TIE€TePOreHHas KapAHOMHONATHS,
KOTOpasi XapaKTEepPHU3yeTCs BBIPAKEHHOW TUNEPTPaOeKySIPHOCTbIO B COYETAHHH C
INIyOOKMMH, BBICTJIAHHBIMH 3HIOKApIOM, MEXKTpPAOEKYJSIPHBIMU JIAKyHAMH, HE
CBSI3AHHBIMHU C KOPOHAPHBIM KPOBOTOKOM M MpepacroiaraioimMi K 00pa30BaHUIO
tpom6oB [Towbin J.A., 2015, Arbustini E., 2016].

Pe3ynbTaThl MONYJALMOHHBIX HCCIEIOBAHHUN, MPOBEIECHHBIX B Pa3IUYHBIX
CTpaHax, CBHUICTEIbCTBYIOT, 4TO pacnpoctpaneHHocTh HKMII B nomynsuun
cocrasisieT ot 0,014 g0 0,14 % [Bharucha T., 2015].

HKMII  sgBnsercs  KIMHUYECKHM TETEPOr€HHOM  KapAHMOMMOIIATUEN  C
MHO)ecTBoM (erotunoB. B 2016 r. skcnepramu ESC BbizeneHbl cleayrome
(¢eHoTUNBI 3a00JIEBaHMS: M30JIMPOBAHHBIA C HOPMAJIbHON (YHKLIHMEH JEeBOro
xemynouka (JIK), ¢ nunaraumeit u auchynkuueid JOK, nanpumep, cuaapom bapra; B
couetannn ¢  jguwiaranmonHHoW  (JAKMII), rumeprpoduueckoiri  (I'KMII),
pectpuktuBHON (PKMII) KapauoMuonaTHsIMH; B COYCTAHHH C BPOXKICHHBIMH
nopokamu cepana (BIIC); croxHble CHHAPOMBI C HECKOJBKUMH MOJUOPTraHHBIMH
nedekramu; MpuoOpPETEHHBIE U MOTEHIMAIBHO 00OpaTUMBbIE; TPABOT0 KEITYyI0UKa WU
ouBeHTpUKYIApHBIA [Arbustini E., 2016].

bonpmmacTBO onucanuit HKMII npencraBieHsl HEOOJNBIIMMU KOTOPTHBIMHU
HaOMIOACHUSIMU WJIM KJIMHUYECKUMH CIy4astMH, MHOTOLIEHTPOBBIE MCCIIEIOBAHUS C
OLICHKOM COCTOSIHMS B JMHAMHKE HEMHOTro4yucieHHbl. Jlo HacTosero BpeMeHu
BApUAHTHI TEUECHHS pa3nUuHbIX KinHu4Yeckux (popm HKMII ocratorcs HenocTaTouHO
OXapaKTEepU30BAHHBIMHU, HE HM3y4Y€Hbl HEOJAroNpUsTHbIE KapIHUalbHbIE COOBITUS U
MCXOJIbl TIPU MPOCMEKTUBHOM HAOJIOACHUM W HE OIpeAesieHbl (DaKTOphl pHUCKa UX
pa3BUTHSL.

Crpyktypy ocnoxsHeHHoro Tteuenuss HKMII onpepensitor 3  OCHOBHBIE
NpUYHMHBL: BHe3amHas cepaeuHas cmepth (BCC), mporpeccupyromas XpoHUYeCKast
cepaeuHas HegoctaroyHocTh (XCH), pedpakrepHas K J€UEHHIO, U Pa3BUTHE
TpomOoaMOommueckux ocnokHeHuin [Aung N., 2020]. B Hacrosimee Bpems
aKTyaJdbHbIM  SIBJISIETCS ~ NPOBEJECHHUE  HCCIEAOBaHWM,  HANpaBJICHHbIX  HA
cBoeBpeMeHHY10 auarHoctuky HKMII ¢ BBICOKMM pUCKOM pa3BUTHS OCHOKHEHHH,
YCOBEPILIEHCTBOBaHWE cHUcTeMbl cTpatugukauuu pucka BCC u  pa3paboTky
3¢ (pexTUBHBIX Mep 10 €€ MPOoPUITaAKTUKE.

[Iporno3 HKMII y mnauueHTOB [IOCTAaTOYHO BapuadeseH, 3aBUCUT OT
KJIMHUYECKON (opMbl 3a00JI€BaHMs, HACIEICTBEHHBIX ()aKTOPOB U COIYTCTBYIOIIEH
narosioruu. He pazpaboTanbsl MoieNI MPOTHO3UPOBAHUS HEOIArONPUSITHOTO TEUCHHUS
3a00JIeBaHUsl, OCHOBAHHBIE HA OLEHKE HOBBIX MPEAUKTOPOB, YCTAHOBJIEHHBIX C
IIOMOILBIO COBPEMEHHBIX METOJ0B BU3YaIU3alllN CEPALA.



OBILIAA XAPAKTEPUCTUKA PABOTHBI

CBs3b padoThl ¢ KPYNHBIMH HAYYHBIMH IIPOrPpAMMAaMHU H TEMaMHU

HuccepranmoHHas paOoTa BBINOJHEHA B JIA0OPATOPHUHM  XPOHUYECKOH
cepAaeuyHo HemoctaroyHocTH B pamkax 2 T1em HUOK(T)P: «3yuuts
dbeHoTUNIMYECKUE MPOSBICHUS T€HOTUIA Y MAIMEHTOB C Pa3IMYHBIMU BapUaHTAMHU
HEKOMITAKTHOTO MHOKapJa s pa3pabOTKA METoJa KIMHUKO-T€HETUYECKON
muarHoctukn» ['TIHU «®yHnaMeHTanbHBIE W NPUKIAJHBIE HAYKM — MEIULIAHEY,
noanporpaMmsl «Jluarnoctuka u tepanus 3adoneBanuin» ¢ 2019 no 2020 rr. (Homep
rocyfgapctBeHHoi peructpanuu 20190451); «Paspaborath W BHEAPUTH METOJ
JVUAarHOCTUKM W JICYEHUS HEKOMIIAKTHOM KapAMOMHONATUH C HCIOJIb30BAHUEM
Bu3yanmsupyromux texHoiorui» ['HTII «HayuHo-TexHuueckoe oOecneueHue
Ka4eCTBAa U JOCTYNHOCTHM MEIMIMHCKUX YCIyr», nomamnporpammsl «Kapauosmorus u
Kapauoxupyprus» (HoMmep rocyaapctBeHHor peructpauuu 20192088) ¢ 2019 no
2021 rr.

Heab, 3apa4n, 00bEKT U NPEAMET UCCJIeI0BAHUS

Hear wuccaepoBanus: pa3paboTatb MHOrO(QAaKTOPHBIE  MOJEIH s
MIPOTHO3UPOBAHUSI HEOJIArONPUSTHOTO TEYECHHS PA3IUYHBIX KIMHUYECKUX (HOpM
HEKOMITAKTHOM KapAUOMHUONIATHH.

3anaum uccjie10BaHuA:

1. Onpenenuts OCOOEHHOCTH KIMHUYECKOTO TEUYeHHUs, (PaKTOpbl pHUCKa
HEONMAronpusTHBIX KapAUAIbHBIX COOBITHM M TPEXJETHIOI BBDKMBAEMOCTH Y
MalUMEeHTOB ¢ pa3nuuHbiMu popmamu HKMII.

2. BpisiBUTH TeHETHMYECKHE BapUaHThl M HMX ACCOLMALMI0 C KIMHUKO-
¢byHkunoHansHbIMU Xapaktepuctukamu HKMII B koropte 6enopycckux naieHToB.

3. Y cTaHOBUTH HE3aBUCHMBIE IPEAUKTOPBI puCcKa pa3BUTHS
HEOIaronpusITHBIX KapuadbHbIX COOBITUN U pa3padboTaTh MHOTO(MAKTOPHBIE MOJIETU
MPOTHO3a MPU U30JIMPOBAHHOM U AusiaTainoHHOM peHorune HKMIT.

4. Onpenenuthb JOIIOJTHUTEIIbHBIE IIPEIUKTOPBI pHUCKa BCC
BU3yAIM3HpYOIMMU  MeTonamu y mnanueHToB ¢ HKMII u  npenukropsl
nporpeccupoBanuss XCH y nanueHToB ¢ aunataiidioHHbIM Gpenoturiom HKMIT.

5. Pazpabotath MHOrodakTOpHBIE MOJEIW JJII  MNPOTHO3UPOBAHUS
pPa3BUTHUS HEONArONpUsTHBIX KapJHUadbHBIX COOBITHM y MAIMEHTOB C Pa3IMYHBIMU
dbopmamu HKMIT.

OO0BeKT ucciae10BaHus
OOBEKTOM  HCCICIOBaHUS  SABJISIOTCS  MAIMEHTBI C  HEKOMIIAKTHOMU
KapJIMOMHUOTIATUEH.



IIpeamer ucciaenoBaHus

[TpenmeTom ucciieqoBaHMs SIBISIOTCA PE3yibTaTbl 00CIEIOBaHUS CEPACYHO-
COCYIUCTOM CHCTEMBI B KOropre OEJOpYyCCKMX MalM€HTOB € HEKOMIIAKTHOU
KapIHMOMHOIIATUEN.

Hayuynasi HoBu3HA

1. BrniepBbie ompezeneHbl 0OCOOCHHOCTH TEUEHHMS KIMHHUYECKHX (POopM
HKMII B xoropre 0elOpyCCKHX IMAalMEHTOB MPH MPOCIHEKTHBHOM HAOIIOJCHUU H
YCTaHOBJIEHBI ()aKTOPHI PUCKA PA3BUTHS HEOIATOMPHUATHBIX COOBITHI U UCXOIOB.

2. [Ipu w3ommpoBanHOM U aunatarmoHHoM  (eroture HKMII
ONpEeNeNeHbl HE3aBUCHUMbIE MPEIUKTOPHl pUCKA pPA3BUTHA HEOJIAroNpUATHBIX
KapJualdbHBIX COOBITUN (JKETYJIOUYKOBBIE TaXWapuTMuH, mporpeccupoanre XCH,
TPOMOOAIMOOINYECKUE OCIOKHEHUS).

3. Brnepsbsie n3ydeHo renerudeckoe paznooOpazne HKMII u nposenen
aHaJIM3 acCOLMAlMM MYTalUUld C KIMHUKO-(DYHKIIMOHAJIBHBIMU XapaKTEPUCTUKAMH,
BKJIFOYAsi pa3BUTUE HEOJArONPUATHBIX COOBITUI U UCXOJIOB, B KOrOpTE OEIOPYCCKUX
MAlMEHTOB. Y CTAaHOBJIEHO, YTO MATOTE€HHBIE M, BEPOSITHO, MATOr€HHbIE MYTallUU B
reie MYBPC3, xoaupytomieM MUO3WH-CBs3bIBatonuii 6emok C, 1 MyTanud B TEHE
TTN, ykopauuBaromue O€NOK TUTHUH, BKJIIOYAash UX COYETAHUE C TE€HETUYECKUMU
BapuWaHTaMH HEOMpeaeNIeHHON KiuHudeckoi 3HaunMoctTu B reHax DTNA, ACTA,
TMPO, DSP, RYR2, JPH2, sBnsaroTCS TEHETHYECKUMU MapKepaMH BBICOKOTO PHCKa
ocnoxxHeHHoro Teuenns HKMII u MoryT ObITh HUCTIOIB30BaHbI JJIs1 IPOTHO3UPOBAHUS
Pa3BUTHS HEOJATONPHUATHBIX Kap/IMaJbHbIX COOBITUH.

4, [Tokazano, uto ¢ubpo3 muokapgaa no gaHHeiM MPT cepama c
OTCPOYCHHBIM KOHTPACTUPOBAHHMEM, HAJIMYUE CUHKOIMAIbHBIX/IPECUHKOTAIBHBIX
COCTOSIHUM M TAPOKCU3Mbl HEYCTOMYMBOM JKEIIYJOUYKOBOM TAXHUKAPAUHU SIBISIOTCS
HE3aBUCUMBIMU MPEAUKTOPAMH PUCKA PA3BUTHUS KU3HEYTPOKAIOIINX TaXUAPUTMHUI U
BCC y mammmentoB ¢ HKMII.

S. JlokazaHO, YTO HOBBIMHU JIOMOJHHUTEIbHBIMU MPEIUKTOPAMHU PHUCKA
nporpeccupoBanud XCH y mammentoB ¢ HKMII saBnstoTcst yBenmueHue MHAEKCa
chepuunoctu mo naHHbiIM MPT cepania v CHUXKEHHE TJI00AJIBHOM MPOJIOILHOMN
nedopmanuu Mmuokapza o aaHaeiM 2D Speckle tracking.

6. Pa3paboTansl MHOroakTOpHbIE MOJEIM, HOMOTrpamMMa W OHJIAWH-
KQJIBKYJIATOP JJIsl IPOTHO3UPOBAHUS HEOJArOonpUsTHRIX COOBITUIM U MCXOJIOB Y JIUII C
HKMIL.

ITos10:keHUsA, BBIHOCMMBbIE HA 3aIUTY

1. [IpocniekTMBHOE TpéxjeTHee HaAOJIOJAEHUE 3a 0EIOPYCCKON KOTrOpTOM
narrieHToB ¢ HKMII mo3Bonmiio BeIeIWTh 0COOCHHOCTH TEUYCHHs 3a00JCBAaHUS B
3aBHCHMOCTH OT KJIMHHYECKOTO BapuaHTa, (aKTOPHI PUCKA, OTPEACIISIONINE MTPOTHO3
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3a00JIeBaHus, U OLEHUTH TPEXIJIETHIOO BEDKMBAEMOCTb.

2. Haubonee 3HaYMMBIMU MPEIUKTOPAMU PHUCKA Pa3BUTHS OOJBIIMX
KapJuadbHBIX COOBITHI (KEITyJOYKOBBIE TaxHapUTMHH, IporpeccupoBanne XCH u
AMOOJIMYECKHE OCIOKHEHUS) y TMalMeHTOB ¢ u3onupoBaHHOM Qopmoit HKMII
SABJISIIOTCSL HaJIW4MEe OpU HCXOJHOM obcienoBanuu cumnroMoB XCH ®K II mo
knaccudukanuu NYHA, xenymouxoBoit skctpacuctoauu (JKI3C) > 500 B cyTku 110
naaaeiM CM OKI', cHmxkeHnne mokasarenedl (ppakmuu BBIOpOCa JIEBOTO KEITyJ0UYKa
(®B JIX) mo ganaeiM MPT cepama u ri1o0aibHON MPOJOIRHONW JepopManuu 1Mo
naaaeiM 2D Speckle tracking. ¥V mamuenToB ¢ nunatarmuorabsiM peroturiom HKMII
HanOoJiee 3HAYUMBIMU MPEIUKTOPAaMU pHUCKA Pa3BUTHS OOJBIINX KapAHAIBHBIX
coObITUM sABNsieTCs cHKeHue mokazarenedt OB JDK mo manueim MPT cepamna u
ro0ankHOM  mpojosibHOM  Aedopmanuu 1o gaHHeIM 2D Speckle tracking.
Pa3paboTanHbie MHOro()akTOpHBIE MOJIETM U HOMOI'PAaMMa, OCHOBAHHBIE Ha OLIEHKE
KJIMHUKO-UHCTPYMEHTAIBHBIX MIPEIUKTOPOB, MO3BOJISIFOT C BBICOKOM
MPEACKA3aTEeIbHOM  TOYHOCTBIO  MPOTHO3UPOBATH PUCK  Pa3BUTHS  OOJBIIHUX
KapJuadbHBIX COOBITUI MPH pa3IMYHbIX KIuHUYeckux Bapuantax HKMIIL.

3. [TanMeHThI ¢ MATOreHHBIMH M BEPOSITHO MATOT€HHBIMU MYyTalUsSIMU B
reie MYBPC3, myramusvu, ykopaunBaronumMu Oeinok B reHe TTN, a Takke ux
COYETaHWE C TEHETHYECKMMHU BapUaHTaMHU HEOINPEAECICHHOW  KIMHUYECKOU
snaunMoctd B reHax DTNA, ACTA, TMPO, DSP, RYR2, JPH2, umeroT Tsxkenoe
TeyeHue 3a00JIeBaHus U HEOJAroNnpUsTHBIN MPOTrHO3.

4, HaunbGosiee 3HAYMMBIM JOMOJHUTEIBHBIM TMPEIUKTOPOM BBICOKOTO
pucka BCC y mammentoB ¢ HKMII sBnsercs yBenuuenue oObema ¢GudOpo3a
MHOKapaa no nasHeiM MPT cepana ¢ oTcpoYeHHBIM KOHTPACTUPOBAHUEM, HA OCHOBE
KOTOPOro pa3paboTaHa MHOTO()akTOpHash MOJEIb MPOTHO3UPOBAHUS BEPOSTHOCTH
passutus BCC.

S. HosbiMu npennkTopamu pucka nporpeccupoBanus XCH y nmarueHTos
¢ HKMII saBnsitoTcst yBenuuenue unaekca cpepuunoct no ganasiM MPT cepana u
CHWKEHHUE TJI00abHON Mpoo0JibHON AedopManuu o gaHHeIM 2D Speckle tracking.
Pazpaborana MHorodgakTopHas MoOJelb, OCHOBaHHAas Ha OILICHKE HOBBIX
MHCTPYMEHTAJIbHBIX MPEIUKTOPOB, M MO3BOJISIONIAS C BBICOKOM MpeacKa3aTelbHON
TOYHOCTBIO MPOTHO3UPOBaTh puck nporpeccupoBannss XCH y manmento ¢ HKMII.

JIMYHBIA BKJIAJ COUCKATEJISI YYEHOH CTeNeHu

ABTOpOM CaMOCTOSITEILHO pa3paboTaHa 0a3a JaHHBIX HaOJI0JIaeMbIX
MalMeHTOB W BBHITIOJIHEHO HAaNMCaHWE BceX TJaB aucceptanuu. CTaTUCTHYECKHUE
pacueTbl MPOBOJUIUCH C KOHCYJIbTaTUBHO-METOJAMYECKON TOMOIIBIO BEIYIIErO
Hay4qyHOTO COTpyJaHUKa jaboparopuu OuonHpopmatuku [HY «OO0benuHeHHbIN
uHCTUTYT npobiem uHbopmatukm» HAH benapycwu, k.1.H., nouenra O.B. Kpacwsko
[1, 4, 5, 7, 22, 23, 26, 29, 30, 31]. MonekyasipHO-T€HETUYECKHE HCCIICIOBAHUS



BBITIOJTHEHHI B JIAOOPATOPUM T€HETUKH KUBOTHBIX HCTUTYTa T€HETUKU U ITUTOJIOTUU
HAH benapycu k.6.1. H.H. YakoBoii [2, 3, 9, 10, 11, 12, 13, 14, 15, 16, 17, 18, 20,
21, 25, 27, 28, 32, 33, 34]. TpancropakaibHas 3XoKapaworpadus BBHIIIOJHCHA B
oTAeJIeHNH ynbTpa3BykoBou auarHoctuku PHIIL «Kapauomorus», pe3ynbTaTel
OxoKI' wuHTEepnpeTHpoBaHbl ¢ KOHCYJbTaTUBHOM IMOMONIBIO  3aBEIYIOLIErO
orneneaneM T.B. Cerpyk [5, 7, 8, 26, 31, 32]. [Tog koHTpoIeM Bpada-paJHoiora
A.A. EdbumoBoii comckareseM caMOCTOATEIHLHO PAaCCUYUTHIBAICS 00BeM (ubOpo3a u
MAacChl HEKOMNIAKTHOrO MHOKapaa 1o ganHeiM  MPT ¢ oTrcpodyeHHBIM
KOHTpacTtupoBanueM [4, 26, 29, 31, 35, 36]. Bce pe3ynbTaThl pabOTHI J10J0KEHBI
COWICKATeJIeM Ha MEXKIYHAPOJIHBIX W OTCYECTBEHHBIX HAYYHBIX KOH(MEPCHITUSX.
JInyHoe yuacTue aBTOpa B JaHHOU padote orieHuBaeTcs B 80 %.

Anpobauusa aucceprauud " uHpopManus 00 HCHOIL30BAHMHU ee
pe3yJibTaTOB

OcCHOBHBIE pe3yJIbTaThl MPOBEIECHHOIO HCCIEAOBaHUS MPEACTABICHBI B BUJE
YCTHBIX M CTEHJOBBIX JIOKJIAJOB Ha MEXKIyHApOAHBIX HAyYHO-TIPAKTUYECKHUX
KoH(pepeHuusax: Ha EBponeidckoM KOHIpecce IO CEepAEYHOM HEIO0CTaTOYHOCTH
(Adunsl, 25 — 28 mas 2019 r.), Ha CeBepo-bantuiickom KOHTpecce KapIHOJIOTOB
(Xenmbcunaku, 10 — 12 wmrons 2019 1.), Ha PoccmiickoM HalMOHAJIBLHOM KOHTpPECCe
kapaunosioroB (ExatepunOypr, 24 — 26 centsiops 2019 r1.), Ha KOHTpecce
EBponeiickoit accormmanuu cepaeuHoro putma (Bena, 29 — 31 mapra 2020 1.),
EBponeiickom koHrpecce kapauonoroB (Amcrepaam, 29 asrycta — 1 ceHTa0ps
2020T.), Ha KOHTpecce EBpormeiickoil accomuanuu cepAaedHoro putma (23 —
25 anpens 2021 r.), Ha @DoOpymMe MOJOIBIX KapAHOJIOTOB, OpPTraHW30BAHHOM
Poccutickum kapauonornyeckum odmectBoM (3 — 4 mrons 2021 1.), Ha EBporelickom
KOHIpecce Mo cepaedyHoi HemoctaroyHocTH (29 utons — 1 wumrons 2021 r.), Ha
EBporneiickom konrpecce kapauomnoroB (27 — 30 asrycra 2021 r.), Ha Poccuiickom
HaIlMOHAJIBHOM KOHTpecce KapauosioroB (Kazanb, 29 centsadps — 1 okts6ps 2022 r.).

Pesynbprarsl UCCIIEI0BAHU BHEPEHBI B ne4eOHbII rporecce
kapauonorndeckux otaeneHuit I'Y PHIIL «Kapauonorus» u B yueOHBIN Tpoiiecc
st cyoopaunaTtopoB YO «bBI'MVY» r. Muncka (6 akToB BHEAPEHUS ).

Ony0/1MKOBAHHOCTH Pe3yJbTaTOB AUCCEPTALUMN

[To Teme nuccepranuu omyoiarkoBaHo 34 nevyaTHbie padboThl, U3 HUX: 10 crarei
— B HAy4HBIX )XypHajax, pekomeHaoBaHHbIx BAK Pb; a Ttaxxe tesucel — 24, B
Marepuanax HayudHbIX cbe3l0B U KoH(epeHuud (Poccus, benapycs, I'penus,
Ounnsaausi). OOumit 00beM OnmyOJMKOBaHHBIX PabOT cocTaBuiad 5,3 aBTOPCKUX
JUCTOB. YTBEPKAECHbl 2 MHCTPYKIMM TIO0 IPUMEHEHUIO B COAaBTOPCTBE C
pykoBoauteneM: «MeTox IMArHOCTUKA HEKOMIIAKTHOM  KApAMOMHOIATHH  C
IOPUMEHEHUEM MarHUTHO-pPE30HAaHCHOW ToMorpapum» (Ne rocymapcTBEeHHOU



peructpaunn 0480522 or 16.06.2022); «Meton omnpeneneHus BEPOATHOCTH
BHE3AITHOW CEPACYHOM CMEPTH y MAIMEHTOB C HEKOMIIAKTHOW KapJIHOMHONATHEI
(Ne rocymapctBenHoit peructpaiun  047-0522 ot 16.06.2022). Pa3zpabotans
«Anroput™m auarHoctuku paznudabix popm HKMII Ha ocHOBE BU3yanM3HpyIOMIMX
TexHoJorui» u «Anroputm npodunaktuku BCC y mauuento ¢ HKMIDy.

CTpykTypa 1 00beM AHCCEPTALUH

Huccepranmst  wm3noxkeHa ©Ha 150  cTpanmmax = medyaTHOro  TEKCTa.
HucceprannonHas paboTa COCTOMT M3  OIJIABJIEHUS, MEPEeYHs  YCIOBHBIX
0003HaYeHUH, BBEICHUS, OOIIEH XapaKTEPUCTUKU padOThl, 4 TaB (aHATUTUYECKUM
0030p JUTEpaTyphl, MaTepual M METOAbl HCCIEIOBaHUSA, 2 TJaB COOCTBEHHBIX
MCCJIEI0BAHMI ), 3aKIIF0OUEHUS, OUOIMOrpaduyecKoro Crucka auTeparypsl. Marepuan
wurrocTpupoBal 33 pucyHkamMu W 47 Tabnumamu. buOmmorpadudeckuii crimcox
BKJIIOYAeT 97 UCIOJIb30BaHHBIX UCTOYHUKOB, 34 COOCTBEHHBIX ITyOJIHMKaALMK aBTOpA, 2
WHCTPYKIMHU TI0 TPUMEHEHHUIO.

OCHOBHOE COAEP) KAHUE PABOTbI

KinHu4veckasi XapaKTepUCTHKA MALMEHTOB U METO/IbI UCCJIeI0BAHUSA

Hacrosmee uccnenosanue nmposoauiiocs B I'Y PHIIL «Kapauonorus» 3a nepuon
c okrsaops 2019 mo centsopp 2022 TOmAa W SABIUIOCH  OJHOIICHTPOBBIM,
HEpPaH/IOMU3UPOBAHHBIM, OTKPBITHIM M TIPOCHEKTUBHBIM. Meanana HaOmOICHYS
cocraBuna 36 mecsieB (ot 6 1o 96). B uccrenosanue BKIrO4YeHO 216 maIMEHTOB C
HKMIT (140 my>xunH 1 76 >xeHuH) B Bozpacte oT 18 no 72 ner (Me 37,9 [28,4; 50,1]),
u3 Hux: y 94 (43,5 %) nuarHoctupoBaHa u3ojupoBaHHas dopma, y 104 (48,1 %) —
AUIaTaluoHHbIN GeHotwt; y 14 (6,5 %) — runeprpoduueckuii penotun u 'y 4 (1,9 %)
narreToB — coyeranne HKMII ¢ BIIC (nedext MexnpencepIHON MNEPEropoiKud U
aHoManus D6mreitHa). Kimuandeckuit auarno3 HKMIT ycranaBimBaics B COOTBETCTBUU
¢ pexomenpausmu skcriepro ESC 2016 1. [Arbustini E., 2016]. ¥V Bcex nammeHTOB
MOJTy4YeHO UH()OPMHUPOBAHHOE COTJIACUE HA YYACTHE B UCCIIEIOBAHUU.

Kpurepusimu BriTtoueHus nareHToB ¢ nuarnozomM HKMIT O6butn: Bo3pacT crapiie
18 ner ¢ nanmmurem IxoKI' 1 MPT— kputepnes HKMIT:

— cootHomenre HekomnakTHoro (NC) u komnaktHoro (C) cinoeB NC/C > 2,0 B
KOHIIE CHCTOJbI, MHOTOYHCIICHHBIX YPE3MEPHO BBIAAIOUIMXCS TPaOEKysl M TITyOOKHX
MEXKTpaOeKyJISIPHbIX YIIIyOJieHui; Haiuuue Oosee 2-X TpaOeKyJsSpHBIX YIyOJIeHUH,
CHa0’KaeMbIX BHYTPIDKEITYJOYKOBOM KPOBBIO MO JAHHBIM I[BETHOTO JOIIUICPOBCKOTO
anaym3a [Jenni R., 2001] npu DxoKT;

— KOHe4YHO-auacroamdeckoe cootHomieHuss NC/C > 2.3 B 0JHOM U3 CETMCHTOB
JDK o mymaHbIM ocsim MPT-uzo0paxenus [Petersen S., 2005] u 107151 HEKOMIIAKTHOTO
muokapna > 20 % [Jaquier A., 2010] npu MPT cepana.

Kputepusimu uckmrodenus Owbutd: Bo3pacT menee 18 mer; XCH ®K IV no



NYHA; undapkr muokapga B TeueHHE 3-X MeCALEB 0 BKIIOYEHHUS; OCTPOE
HapyIlIEHUEe MO3rOBOTO KpOBOOOpAIIeHUs] JaBHOCTBIO MEHEe 3 MeECSUeB [0
BKJIFOUEHMS.

B rpynimy cpaBHEHMsI BOIUTY MALMEHTHI C MOBBIILIEHHON TpadeKysipHocThio (I1T)
¢ cootnomenneM NC/C < 2,0 B koHie cucronsl mo gaHHeM DxoKI' mmm < 2,3 mo
nanabeiM MPT cepana, He nocturaromue auarnocrnyeckux kpurepue HKMILL

B kauecTBe KOHEUHBIX TOUEK, OTPAKAIOMINX HEOIArONPUITHBIN IPOTHO3, OBLIH
orpeelieHbl: xenyaoukoBbie Taxuaputmun (JKTA) (meycroiuuBas XKT, ycroitunBas
KT/ pubpumursanus xemynoukos (DXK), TpeOyromas UMIUTaHTAIIMN KapHOBEpeTepa-
nepudpriLIATopal PECHHXPOHU3UPYIOIIETO YCTpOHCTBA C byHKIIIEH
nepudpumatopa (MKJ/CPT-M); BCC; nporpeccupoBanne XCH ot ©K I-II mo 11
nmo NYHA, TtpelOyromee rocnuTaiv3aldy; BBIIOJHEHUE  OPTOTOMUYECKON
tpancutantanmu  cepana (OTC); cmepth BenenctBue mporpeccupoBanus XCH;
TpoMOoIMOomueckue  ocioxkHeHus (TDO)  (3mOoNMyYecCKUi  MHCYJIBT — HIIU
TPAH3UTOPHAS HILIEMUYECKasl araka, 3MOOJIMYECKH WMH(ApKT MHUOKapaa, dMOOIHs
nepudepuueckux aprepuii). KomOnHupoBaHHas KoHeuHas Touka Bkiroyana: JKTA,
BCC, cmepts, cBasanHas ¢ XCH, u rocnimranu3anyuu no moBoAy MpOrpecCUpOBaHUs
XCH.

BceM mnamueHTamM BBINONHSJIOCH KOMIUIEKCHOE OOCIEeIOBaHME, BKITIOYABILIEE
aHaJIU3 XKajlo0, aHaMHe3a, O0BEKTUBHBIN OCMOTP ¥ UHCTPYMEHTAIbHOE 00CIeIOBaHHE.

Ox0oKI' wuccnenoBaHne BBINOMHAJIOCH  YJIBTPa3BYKOBBIM ckaHepoM «IE-33»
(PHILIPS, CIIA) mo JUIMHHOK W KOPOTKOW OCSM C HMCHOJIB30BaHHEM Jartuvika S 5-1 u
COIIACHO OOBEAMHEHHBIM PEKOMEHIALMSAM AMEPUKAHCKOTO 3XOKapauorpaduieckoro
obmectBa (ASE) wu EBporeiickoii acconmanuy 3XoKapauorpapu 1mo KOJIMYeCTBEHHOM
OLICHKEe CTPYKTYpbl W (yHkmmu kamep cepamna [Lang R., 2006] u Brirouano: M-
MOJIAJIbHOE U JIByXMEpPHOE HMCCIIEZIOBaHMsI, LIBETHOE, JOMILJIEPOBCKOE HCCIEIOBAHUS U
HEJIOMUICPOBCKYIO OIeHKY jaedopmanmu Muokapaa meromom 2D Speckle tracking.
N3mepenne rnodanbHON mpoposnbHor aedopmarmu (GLS) mmokapma meromom 2D
Speckle tracking ocymiecTBISAIOCH B TpPeX aNMKAIbHBIX MMO3HMIMUAX (AIMHKAIbHOM
YETBIPEXKAMEPHOW, AllMKAJIIbHOM JBYXKAMEPHOM MNO3ULMAX W IO3ULMM JJIMHHOW OCH
JDK) Ha ynpTpa3BykoBOM cucteMe skcrieptHoro kiacca Vivid 7 Dimension (General
Electric, CIIIA) cornacuo pekomenmanusm ASE [Gottdiener J., 2004].

Cyrtounoe monuropupoBanue IKI' npoBoamnock Ha perucrparopax «Oxford
Medilog AR 12» (BenukoOputanusi) u «Philiphs Zimed» (CIIA) B Teuenue 24
4acoB, ObUI MPOAHAIM3UPOBAH CTAaHJAPTHBIA HAOOP MOKa3aTeNeH.

UccnenoBanuss MPT cepana ¢ orcpoueHHbIM KoHTpacTupoBanuem (OK)
rajIoJJMHUEM MPOBOJAMIMCH HA MAarHUTHO-pE30HAaHCHOM Tomorpade Magnetom Aera
1,5 T (Siemens, I'epmanusi) ¢ wucnosnb3oBanueM karymek Body 18 u OKI
CUHXpOHM3alMell. AHanu3 H300paKeHUM TMPOBOJWICA Ha YyAAJICHHOW paboueit
CTaHIMU C UCIIOJIb30BAHUEM OPUTMHAJIBHOTO MPOrpaMMHOTo obecnedenus ayisgs MPT-



uccienoBanus cepana (Syngo.via — Siemens, ['epmanmus).

JlabopaTopHass JMAarHOCTHKAa BKJOYana ompeaereHue KoHueHTpauuu N-
KOHIIEBOTO (pparMeHTa mpeiecTBeHHUKa MO3TOBOTO HATPUHYPETUYECKOTO MENTHIA
(Nt-proBNP) B mmasme KpOBH METOJAOM HMMYHO(DEPMEHTHOTO  aHajM3a.
MounekyJIIpHO-TE€HETUYECKHE UCCJIEI0BAHHUS IPOBOJIUIINCH METO10M
BBICOKOIIPOU3BOAUTEIBHOTO CEKBEHHUPOBAHMS (NGS) B KOJIUPYIOLIEN
nocneaoBareabHocTd 174 rtenoB y 51 manmeHta ¢ paHHeld MaHudecTanuei
3a0oneBaHuss Ha reHeTtmdeckoM aHanmuzarope MiSeq (Illumina, CIHA) c
ucrnosb3oBanueM Habopa «TruSight™ Cardio Sequencing Panel» (CIIIA).

Cratuctuyeckass oOpa0OTKa TMOJMYYEHHBIX PE3yJbTaTOB IPOBOJAMIACH C
ucnoap3oBanreM nakera npukiaagaeix nporpaMmm STATSOFT STATISTICA Bepcus
12.0, SPSS (Bepcusa 23.0), Microsoft Excel 2021 u B cratuctuueckom mnakere R,
Bepcuss 4.1 ¢ wucnonb3oBaHueM TmakeroB survival, cmprsk u maxstat.
[lapameTpuueckue  MOKa3aTeNHM,  MMEIOIIME  HOPMAJIbHOE  pACIpECIICHHE
NPEJICTABICHBI CPETHUM U CTaHIApTHBIM OTKIOHeHHeM (M=+c). Hemapamerpuueckue
KOJIMYECTBEHHBIE MMOKA3aTENM MPEACTaBICHbl MEIUAHON M KBapTWISIMU B Buie Me
[LQ; UQ]. KayecTBeHHBIC ITOKA3aTeIM OINMCAHLI aOCONIOTHBIMH 3HAYCHUSMHU U
noisimu B mporieHTax (N, %). CpaBHeHHE ABYX TPYII MPOBOJWIOCH C MOMOIIBIO
kpurepust Ilupcona u kpurepuss MaHHaA-YUTHH, CpaBHEHHE KOJWYECTBEHHBIX
IokKaszaresied B 3 rpynmax C¢ noMouipto kpurepus Kpyckama-Yosnuca. Ananms
BbDKMBAEMOCTA  OCYWIECTBISICA €  momomliblo  oueHku  Kamnnan-Maitepa,
ompejaensiach 3-IETHAS KyMyJISTHBHAs BEPOSTHOCTh NOXKHTUA ¢ pacueToM 95 %
noBepuTeabHbIX uHTepBaoB (JAM). MuorodakTtopHbiii aHamu3 moOKa3aTeseH,
ACCOLIMMPOBAHHBIX C PA3BUTHEM HEOJArONPUATHBIX COOBITUIA, TPOBOIUIICS HA OCHOBE
perpeccuu NnponopuuoOHANBHEIX pUCKOB Kokca. /{1 OleHKM BIMSAHUS MOKA3aTeleH,
CBA3aHHBIX C pa3JIMYHBIMM HUCXOJaMH, HCIOJb30BaH IMOAXOA Ha 0Oaze
KOHKYPHUPYIOIIUX PUCKOB C MCHOJb30BaHueM KputepueB I'pes u Mantel-Kox. [lns
YCTAHOBJICHHSI YPOBHEW MOKa3aTesiel, CBSI3aHHbIX C HEOIaronmpHsITHBIMH MCXOJaMH,
MCIIOJIB30BAJICS AJITOPUTM MAaKCHUMaJIbHOIO paHra M cTaTUCTUKU. Jlns co3gaHus
MPOTHOCTHUYECKUX MOJIENIEH UCTIOIb30BAJICS TIOTUCTUYECKUN PEerpecCUOHHBIN aHaAIN3.
VYpoBeHb CTaTUCTHYECKOM 3HAUMMOCTHU B UccaeaoBaHuu npunumaics p < 0,05.

PE3YJIbTATBI HCCJEIOBAHUN
3a nepuoj HaOoIeHus U3 o01Iero yucia nanueHToB ¢ HKMIT (n = 211) y 24
(11,4 %) ObUTH 3aperUCTPUPOBAHBI HEOJATONPHUATHBIC MCXOJbI, B TOM 4ucie y 1
(0,5%) — BCC, y 10 (4,7 %) — BCC ¢ ycnemHoi peaHuMaIiueii 1 UMILIaHTaMeH
WK, y 13 (6,2 %) nammentoB XCH nporpeccuposana no ®K -1V no NYHA u
BeimostHeHa OTC, y 5 (2,4 %) — cmeptb or XCH. AnHanu3 HeOIaronpusTHBIX
MCXO0/0B B 3aBUCUMOCTH OT KiuHu4eckux popm HKMII npencrasnen B Tadbnuue 1.



Tabnuna 1. — Mcxoasl B 3aBUCHUMOCTH OT KiuHHYecKux popm HKMIT

Ncxonsr WN3onupoBannas | unarannonHas luneprpoduyeckas
HKMII, n=94 HKMII, n=103 HKMII, n=14

BCC, n (%) — 1(1) —

BCC ¢ ycremnoit peannmarueii | 1 (1,1) 6 (5,8) 3(21,4)

u uminiaaraiei UK/, n (%)

IMporpeccupoBanne XCH mo I1I- | — 13 (12,6) -

IV ®K NYHA, BeinonaHeHuE

OTC, n (%)

Cwmeptb ot XCH, n (%) - 1(1) 4 (28,6)

TpéxneTHss BBDKUBAEMOCTh B 3aBUCUMOCTH OT KIMHUYECKOW (HOPMBI

MpeJICTaBIICHA HA PUCYHKE 1.

06uan BLKMBAEMOCTH

Mzonuposarman

HKMA —+ HKMM/AKMA HKMM/FKMA

p = 0.0012

KymynaTuBHas BepoATHOCTb
[
n
o

) 12 24 36
Mecaubl

Yucno nabnwaaembix(uncno cobeiTuit)

HKMN/AKMI

) 12 24 36
Mecaubl

PucyHnok 1. — TpexJieTHsIs1 BBZKHBA€MOCTH B 3aBUCHMOCTH OT KJIMHHYecKoil (popmbl HKMII

TpexneTHsis BBKUBAEMOCTh B IpyMIe MalMEHTOB C U30JIMPOBAHHOM (QopMoit
HKMII cocraBuna 98,9 [96,7-100] %, w 3HaumMoO pas3nidyaiach ¢ TPYNION
NaIMeHToB ¢ auiataiuoHHeiM Geroturmom HKMIT — 86,5 [79,6-94] %, u ¢ rpymmoit
nanueHToB ¢ runeprpoduyeckum ¢penorunom HKMIT - 72,9 [50,7-100] %,
p<0,001. B To ke Bpems 3-JIE€THSS BBDKMBAEMOCTh B TPYIIIAX C AWIATALIUOHHBIM U
runeprpopuyeckum penorunom HKMII mexay coOoit 3HauuMo He pa3inyaiuch.

IIporHo3dupoBaHue PHCKOB Pa3BUTUS OOJBIIUX CEPAEYHO-COCYAUCTHIX
coObITHIl Y manMeHTOB ¢ u3oaupoBaHHoi ¢opmoit HKMII B ycaoBusix 3-
JIETHEro Ha0J/Il0AeHus

3a nepuoa Habmonenusa u3 90 nauueHToB ¢ u3oaupoaHHou Gopmoit HKMII y
47 (52,2 %) nui 3aperucTpUpoBaHbl HEOJIArONPUATHBIC KapaAHadbHbIe COOBITHS, U3
HuX y 22 (27,8 %) — nporpeccupoanne XCH no @K Il mo NYHA, xenynodkoBbie
taxuaput™Mud — y 14 (22,2 %), TpomOoamObomuueckue ocnoxkuenuss —y 7 (8,9 %)
nanueHToB. [1o qaHHBIM 0/1HO(AaKTOPHOTO aHanu3a (haKTopamMu, aCCOIMUPOBAHHBIMU
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¢ porpeccupoBanneM XCH Opumn: Hanmune cumntomoB XCH @K Il mo NYHA npu
ncxoaHom obciemoBannu (OP 2,2; 95 % JI1 4,8-10,3; p < 0,04), camkenue @B JDK
< 50 % mno mamaeiM MPT cepama (OP 9,1; 95 % 1AW 3,2-26,0; p < 0,001),
yBenuderne KCP JDK > 44 mm (OP 1,1; 95 % JIN 1,03-1,17; p < 0,003) u cHmkeHne
ypoBast GLS <11 % (OP 0,89; 95% /1N 0,8-0,99; p = 0,036). HauGonee 3HaunMbIMU
(dbakTOpamMu, OMPEACISIONUMH PA3BUTHUE >KETYIOYKOBBIX TaXHAPUTMHKA SBIISIIUCH
TaKue XapakTepucTuku, kak yactora KOC > 500 B cytku (OP 5,8; 95 % AU 1,9—
17,6; p = 0,002) u camxkenne ypoBus GLS < 11 % (OP 0,79; 95 % AU 0,66-0,96;
p<0,018) mo manueiM 2D Speckle tracking. dakropamu, accOMUPOBAHHBIMH C
TpoMbodIMOOTMYecKuMH OocinoxHeHussMu Obuti: cumntombl XCH @K 11 mo NYHA
npu ucxoaHom uccienoanun (OP 12,7; 95 % AN 1,6-102; p = 0,017) u Hanuuue
¢ubdpo3a muokapaa JIK (OP 5,8; 95 % AU 2-29; p = 0,032).

3a nepuon HaOmoacHus y 43 (47,8 %) manueHTOB NMPOU3OILIM He MeHee |
MACE (major adverse cardiovascular events; Oonpiine HeOJIArONPUATHBIC
KapAMOBACKYJISIPHBIC COOBITHS), BKIIOYABIINX KOMOMHHPOBAHHYIO KOHCYHYIO TOYKY
(>xemynoukoBble Taxuaputmuu, nporpeccupoBanne XCH no ©K Il mo NYHA u
TPOMOOIMOOINYECKUE OCIIOKHEHUS ).

[Tpu MHOTO()aKTOPHOM aHaIM3e C HCITOJTh30BaHUEM MOJEIH
MPOMOPIMOHANEHBIX pUCKOB Kokca HezaBucuMbIiMu nipeaukTopamu pazsutus MACE
3a MePHO/] HAOIIOCHHUS ONPE/ICIICHBI CIICAYIONIUE XapaKTepUCTUKH (Tabuia 2):

Tabnuia 2. — OTHOCUTENBHBIN PUCK PA3BUTHUS CEPICTHO-COCYAUCTHIX COOBITHI

@akTOpBI, ACCOLMUPOBAHHBIE C MHuorodakropHslii aHanu3 Kokca
HeONaronpusATHBIM UCXOJA0M OxkonyarenbHasi MHOTO(aKTOpHAsI MOAEIb
B OP (95 % JIN) p
®K CH Il mpotus ®K CH | 0,89 2,4 (1,2-4,7) 0,009
nanuune XKOC > 500/cyTku 0,70 2,0(1,1-37) 0,026
GLS, na 1 % ymeHbIIeHUs 0,08 0,92 (0,86 — 0,98) 0,013
®B JIK, 5a 1 % cHmXeHUs 110 0,05 0,95 (0,92 — 0,99) 0,006
nanHeiM MPT cepana

[IpoBepka MOJEIM HAa COOTBETCTBHUE MPEAIOIOKEHHM, JeXalluX B OCHOBE
Mojenu Kokca, mokasana BRICOKYIO IPOTHOCTUYECKYO TOUHOCTb.

Jlnst  Gonpled  OCTYNMHOCTM METOJAa TMPOTHO3UPOBAHUS pa3zpaboTaHa
HOMOTpamMMa, KOTOpas TMO3BOJISICT CTPATH(PUIMPOBATh TPYIIBl PHCKA PA3BUTHUS
MACE B koropte nauuenToB ¢ uzonuposanHoit HKMII (pucyHoxk 2).

Homorpamma maer oreHKy pucka coObiTuii uepes 1, 2 u 3 roma. Homorpamma
OblTa BaJIUIUM3MpPOBAHA C TMOMOINbIO Metoguku Bootstrap wa 1000 coyuaiino
CT€HEpUPOBAHHBIX BHIOOPKAX.
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Homorpamma BeposiTHOCTM NporpeccupoBaHus

-] 18 20 30 48 58 60 70 80 90 100
L | L L L L L L L L '

r T T T T T T T 1
.1 2.2 0.3 9.4 9.5 @.e 0.7 o.8 .9

Pucynok 2. — Homorpamma, nporunosupyomas pazsutue MACE

Bo3MOXXHOCTP pacyeTa HOMOIpaMMbl peaju30BaHa B BHUJEC OHJIAMH-
KaJIbKYJISITOPA, PasMCIICHHOT' O B OTKPBITOM AOCTYIIC 10 CCBIJIKEC
https://mace.nadiiarineiska.com/.

IIporHo3dnpoBaHue PHCKOB pPa3BUTHS OOJBIIMX CEPAEYHO-COCYAUCTHIX
COObITHI Y MALUMEHTOB ¢ AWJaTauMOHHbIM ¢enorunom HKMII B yciaoBusx 3-
JIETHEro Ha0J/II0AeHUs

3a nepuoj HabmoaeHus u3 104 manueHTOB ¢ AWIATAIMOHHBIM (PEHOTHUIIOM
HKMII y 84 (80,7 %) nuu 3aperucTpyupOBaHbl HEOIArONpUSTHBIE KapJUajbHbIE
coObITHs, n3 HuxX nporpeccupoBanne XCH no ®©K Il mo NYHA —y 47 (45,2 %),
KEJTYIOYKOBBIE TAXUAPUTMUU — Y 26 (25 %), TpoMO0OAIMOOIMUECKHE OCIIOKHEHUS — Y
11 (10,6 %) narueHTOB.

[Io paHHBIM OAHO(AKTOPHOro aHaidu3a (aKTopamu, aCCOUMUPOBAHHBIMH C
nporpeccupoBanneM XCH, sSBusnuch ciaeayronme XapakTEPUCTUKHU: HAJIUYHE IPU
ncxomgHom obcaenoBannn XCH ®K Il mo NYHA (OP 3.4; 95 % AU 1,9-25,3;
p = 0,0002), myxkckoii mox (OP 4,6; 95 % AU 1,3-16,1; p = 0,01), ®B JIK < 40 %
(OP 1,3; 95 % AN 1,1-1,4; p = 0,0004), yBenuueHue HHACKCA KOHEUHO-
auacronnyeckoro oonéma (OP 1,02; 95 % JAU 1,01-1,04; p = 0,0262), unackca
KOHEYHO-cHcToMueckoro ooréma (OP 1,04; 95 % AW 1,01-1,06; p = 0,0080),
(dbpakiuy U3MEeHeHUs IIomaau npasoro xenyaouka (OP 0,9; 95 % AU 0,8-0,99; p =
0,0478) no nanueiM IxoKT', camkenne ypoBus GLS < 11 % (OP 4,7; 95 % 1N 1,2—
17,4; p = 0,0207) mo manubiM 2D Speckle tracking u wHamuume ¢uoOpo3a Muokapa
JIXK o nanueiMm MPT cepama ¢ OK (OP 0,94; 95 % JI1 0,9-0,99; p = 0,0329). Takue
xapakTepuctuku, kak yactora K9C > 500 B cyrku (OP 2,1; 95 % AU 1,1-4,7; p =
0,0345), camwkenue ypoas GLS < 11 % (OP 5,3; 95 % JAU 1,03-27,4; p = 0,0282)
no pganabiM 2D Speckle tracking Obuim acconMHMpoOBaHBI C  KENTYAOYKOBBIMH
taxuaputMusiMu.  DakTopaMu, acCOLUMUPOBAHHBIMH C TPOMOOIMOOIUYECKUMHU
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OCIIO’KHEHUSIMU, ObLIH: Hanuuue pubpusuianun/Tpeneranus npeacepaus (OP 7,2; 95
% AN 1,8-28,4; p = 0,0001), yBenmmyenue uHaekca o0bEMa jgeBoro npeacepaus (OP
1,03; 95 % 1A 1-1,06; p = 0,0352) u camxenne ®B JIXK < 40 % no manaeiM MPT
cepana (OP 1,33; 95 % JIU 1,03-1,7; p = 0,0269).

[lo nmaHHBIM MHOTO(AKTOPHOTO aHaIMW3a C MCHOJIH30BAHUEM MOJICIH
MPOMOPLUMOHANIBHBIX pUCcKOB Kokca HezaBucuMbIMu nipeaukTopamu pazsutus MACE
3a Mepro/1 HAOIIOACHUS OTIPEICTICHBI CASAYIONNE XapaKTEPUCTUKH (Tabmura 3).

Tabmuma 3. — Pe3ynprarel MHOTOGaKkTOpHOTO aHanm3a Kokca myst omneHku ¢GpakTopoB
pUCKa pa3BUTHS KOMOMHUPOBAHHOW KOHEYHOM TOYKHM Yy TMAIMEHTOB C
nunataiMoHHbIM eHotunom HKMIT

[Toka3zareinb Muorodakropusiii anann3 Kokca

Exp (B) OP 95% AN p
GLS, Ha 1 % ymeHbIICHUS 0,898 0,898 0,808—0,997 0,045
®B JIK, na 1 % cHMKEHHS 10 0,966 0,966 0,934—0,999 0,045
nanHeiM MPT cepana

JI7sl OLIEHKH KauyecTBa KAIMOPOBKU MOJIENIM NPUMEHSII KPUTEPUUM Ccorjacus
Xocmepa-Jlemenioy, KOTOPBIH MMOKa3an JOCTUTHYTHIA ypoBeHb 3HauuMocTu p > 0,05
x2=10,7, p=0,2213).

HN3yuenue reHeTHYeCKuX MapKepoB NMPoOrHo3a pa3BUTHUsA
He0JIaronpUATHBIX COOBITHI M HCX0A0B Yy manueHnToB ¢ HKMII

VY 51 nepoacteennoro nanueata ¢ HKMIT (menuana Bo3pacta 37 [28; 47] ner;
myxuuH (54,9 %), xxenmun (45,1 %) mpoBelr MOUCK T€HETUYECKUX BapHAHTOB
merogoM NGS. B pesynbrate uccinenoBanus y 24 (47,1 %) nui oOHapykeHbl 27
myTaruit [V u V kiaccoB MaToreHHOCTH COTJIacHO Kiaccu(ukanum AMEpUKaHCKON
koyieruu meauimackoi renetukn (ACMG, 2015) [Richards S., 2015], npu stom y
21 (41,2 %) oOcrienoBaHHBIX MyTallMi HAXOAWIUCh B TEHAX CAPKOMEPHBIX OCIKOB, Y
3 (5,9 %) nanuMeHTOB MyTallMW BBISBICHBI B T€HAX, KOAUPYIOIIMX CTPYKTYPHBIC
O€NIKN ¥ CyObheTMHUIIBI MOHHBIX KaHAJIOB.

M Mytamm [V V

KJIacCOB B CApPKOMEPHBIX

TeHax 5,9%
M Mytamm IV V

KIIacCOB B

HeCcapKOMEPHBIX TeHax

/_7,8% /_17,7%

M BapuanuTs! 111 knacca B
CapKOMEePHEIX FeHax

M BapuanTe! I1I knacca B
HEeCapKOMEPHBIX TeHax
41,2% 27,4%
® Het MyTarmit

Pucynok 3. — Pacnipoctpanennocts mytanuii 111-V ki1accoB maToreHHoCcTH B rpymnie

nanuenTos ¢ HKMII
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YV 14 (27,4 %) manmueHTOB HE OBUIO BBISBJICHO 3HAYUMBIX TCHETHYECCKHUX
BapuaHTOB (puUCyHOK 3). Jloms MyTauumid B TIe€Hax CapKOMEpPHBIX O€nKoB ObLia
HanOombmed u coctaBuna 88,9 % (24 u3 27 myranuii). B rene MYBPC3 6buto
cocpenoroueHo 37,5 % (9 uz 24); 8 rene MYH7 — 25,0 % (6 u3 24); myTaiiuu B reHe
TTN, npuBomsmme k ykopoueHHomy Oenky (TTNtv), cocraBwim TpeTh u3
ycTaHoBIeHHBIX MyTanui (33,3%). V¥V 10 u3 21 (47,6 %) manWeHTOB MyTallMH B
CapKOMEpHBIX T'€HaX COYETAJIUCh C JOIMOJHUTEIbHOW MyTaleil Wil BapHaHTOM
HeonpenenenHoro 3Havenus (VUS, Il kiacc) B 1pyrux reHax, acCOMUpPOBAHHBIX CO
CTPYKTYpPHBIMH ~ W/WJIHM  DJIEKTPOPHU3NOIOTUYECKUMU  HAPYIICHUSIMH  MHOKap/aa
(ACTAL, LDB3, TMPO, DSP, RYR2, RBM20, TGFB3, DTNA, JPH2).

[Ipu cpaBHUTEIHHOM aHaMM3€ KIMHUYECKUX XapPaKTEPUCTUK Yy TMAIMEHTOB C
MyTalMsIMA B T'€HaX, KOJAMPYIOUIUX CapKOMEpPHbIE OE€IKH, BBIABIECHO, 4yTO y 83 %
Hocuteneir myrtanmit TTNtv nabmioganace munartanusa JOK, y 67 % Hocurenei
BoIsIBIIeHO CHIbKeHMEe DB JIXK < 40 %, 4TO cTaTUCTUYECKH 3HAYMMO OTJIMYAJIOCh OT
octanpHbIX rpym (P = 0,003; p = 0,03, cOOTBETCTBEHHO). Y HOCHUTEJICH MyTallMid B
reie MYBPC3 wuame peructpupoBaimm mnporpeccupoBanne XCH, TtpeOytomee
rocnuTanuzanuu (25 %), u ciydyau kapauanbHoi cMmeptu (25 %). Hanbonee Tsoxenbie
KJIIMHAYECKHE TpOsBICHUsS 3a0osieBaHust ¢ pas3ButueM ycrtouumBod KT w
nmmutantaiued UK (27,3 %), a taxxe mnporpeccupoBanue XCH, TpeOyromiee
rocunutanuzanuu (36,4 %), perucTpupoOBaIMCh Y MAlMEHTOB C COYETAHUEM OJIHOTO
WM IBYX TE€HETHYECKMX BapUaHTOB BHIIIE YKa3aHHBIX T€HOB. B rpyrme mamueHToB ¢
npeodialaronuM apuTMudeckuMm (peHotunom 3adosieBanus (44,7 %) Haunbombinas
4acToTa HEONAronpHsTHBIX COOBITHI HaOMI0Janach y MalMEHTOB C HECKOJbKUMHU
reHeTH4ecKuMu BapuaHTamu (64,5 %), npu 3ToM 0JHa U3 MYTAallMi JOKAIH30Balach
B TeHax capkoMepHbix 0enko: MYBPC3, TTN.

Pesynbrathl mccnenoBanus MoKa3aid, YTO OOHAPYKEHHBIE MyTallid B Te€HaX
MYBPC3 u TTN, ykopaumBatomme Oemok TutuH (TTNtv), a Taxke coueTaHue
HECKOJIbKUX TEHETHYECKUX BapHAHTOB SBISAIOTCS TEHETHUYECKMMH MapKepamu
BBICOKOT'O PHCKa pa3BUTHA 0ci0KHEHHOTO TeueHnst HKMIL.

IIporHo3upoBanme KU3HEYIPOKAIOMIUX KEJTYT0UYKOBbIX TAXHAPUTMHMH Yy
NALUEHTOB ¢ HEKOMIIAKTHOM KapauoMuonaTuen

3a nepuon HabmoaeHus u3 155 nun y 15 passunuck ycroitunseie XKT/DXK, u3
Hux 8§ wummiantupoBad WK, 7 mnammenram — CPT-/I. B kauectBe HOBOro
MPEIUKTOPA, HAMPABICHHOTO Ha BBIABJICHUE IMAIIMEHTOB C PUCKOM Pa3BUTHS
KUZHEYTPOKAIOIMINX SKEITYJOUKOBBIX TaXHMapUTMUH, MpPOaHAIU3UPOBAH TOKa3aTelb
obbema (Qubpoza mwuokapaa mno gaHHeiIM MPT ¢ OK, nokaam3oBaHHOTO
CyO3MMKapIMaIbHO U HUHTPAMUOKAPIUAIIBHO.

YpoBenr obobema (pudposa JDK, acconunpoBaHHOTO € JKM3HEYTPOXKAOITUMU
coobiTusiMU, cocTtaBuil 30 % 1O MaHHBIM OMpeaeNeHUs MaKCHMAaJIbHOTO paHra
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cratuctuku. Ilpu  MHOroakTOpHOM  aHanmuse  BbIABIEHO 3 (hakTopa,
ACCOLIMMPOBAHHBIX  C  BBICOKMM  PHUCKOM  Da3BUTHS  >KHU3HEYTPOXKAIOIIUX
KEIyIOUKOBBIX ~ TaxHapuTMuii, moTpedoBaBmux uMmiantauun  WKI/CPT-[
(Tabmmma 4).

Tabmuma 4. — MuoOrodakTOpHBIM aHaMM3 pUCKA PA3BUTHS >KU3HEYTPOKAIOIIUX
coObITii, morpeboBapmmx nmruiantaruu UKJI/CPT-]]
®DakTopsI OP (95 % AN) p
Hanuuue cuHkore 12,5 (3,9; 39,7) <0,001
Hanuuwne ueycroitunboii KT 11,8 (1,5; 95,1) 0,021
% ¢ubposa muokapaa JIK > 30 3,23 (1,01; 10,4) 0,048

Ha ocHoBe MHOrO(akTOpHOTO aHaiM3a OBUIM CTPATU(DUIIMPOBAHBI TPYIIIHI
pHUCKa KU3HEYyTrpoKaronux aputMudeckux coobituit mpu HKMII. Ycranoneno, uro
rpyImmna BBICOKOTO PUCKA OMPENENsATCs HaiuuueM 3 HeOJIarompusiTHhIX (aKTOPOB.
Tpéxnetnsisi 6eccoObITHITHAS BBDKMBAEMOCTh TPYMIIBI BBICOKOTO PHCKAa COCTaBUJIA
77,8€5,8 %. I'pymnma HU3KOrO puUCKa HE MMela HEOJIarompUsTHBIX COOBITHHM Ha
MPOTSDKEHUM  BCEro  Mepuoja HaOmoaeHus, u  3-JeTHIs  OeccoObITHiHAs
BbDKHBaeMOCTh cocTaBmiia 100 % (pucyHOK 4).

®

& )

CHA

-+

HH

KymynaTueHas eepoaTHOCTL

— Huskun puck
-1 == Beicokun puck

T T T I T
2} 10 20 30 40

S

MecAus nocne AuarHosza

Pucynok 4. — KymyJiiTHBHAs1 BEPOATHOCTb PA3BUTHS KM3HEYTIPOKaIOLIei
JKeJIyJ0YKOBOM TAXMAPUTMHUH C HEOOX0AMMOCTHI0 MMILJIAHTALIMU KapauoBepTepa-

nepuOpUIATOPA B rpyIile NAMEeHTOB BHICOKOr0 M HU3Kkoro pucka HKMII

Ha ocHOBe BBIIBIEHHBIX MPEAUKTOPOB METOAOM JIOTUCTHYECKOU PErPECCUU
pa3paboTaHa MPOTHOCTUYECKAsE MOJEIb BEPOATHOCTH PA3BUTHS KU3HEYTPOXKAIOIINX

KEJTYIOYKOBBIX TaXHapUTMUN ¢ HeoOxoaumMocThio umiiantaiuu UKJ] y marmeHToB
¢ HKMII.
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YpaBHEHUE UMEET BU:
P =

1rey’ €

P — onenka BeposATHOCTH;

y =6,48 — 3,02xX1 — 3,33xX2 — 0,05xX3, rae:

X1 — cunkorne (1 — ectp; 0 — HET);

X2 —neycrovtunBas KT (1 —ects, 0 — HET);

X3 — nporeHT pudpo3a muokapaa JIK (> 30 %).

JInst OLleHKM KadyecTBa MOJEINH, MOCTPOCHHOM € IMOMOIIBI JIOTUCTUYECKON
perpeccun, 0bu1 ucnonb3oBaH ROC-ananus. Ilo manusiM noctpoennst ROC-kpuBoi
nokazatenb AUC cocraBmi 0,919+0,034 (A1 95 % 0,852—-0,986; p < 0,001). ITopor
otcedyeHus: paBeH 0,7. UyBCTBUTENBLHOCTh MOJIENH cocTaBuia 83 %, cnenu@uaHocThb
— 77 %. Takum obpazom, npu P > 0,7 — BEpOSTHOCTh Pa3BUTHS KUZHEYTPOKAIOIIIX
KEIyTOYKOBBIX TaxwapuTMUil BbicOKast, a mpu P < 0,7 — nHmskas. IIposepka
aJIeKBATHOCTU MOJIENM Oblla MPOBEAEHA C MOMOIIbI0 TecTa Xocmepa-Jlememoy u
MoKa3aja 3HAYUMYI0 aJeKBaTHOCTh (3HauuMocTb 0,572). Pa3zpaGoTaHHass Mojielnb
ObUla BaJMIU3UPOBAHA C TIOMOIIBI0 MeToauku Bootstrap (maker SPSS 23),
ocHOBaHHOW Ha reHepauuud 1000 ciiydailHBIX BBIOOPOK W3 T'PYIIBI HAOIIOJAEMBIX
naruentoB ¢ HKMIL.

IIporHocTnyeckoe 3HaYeHHe NMOKa3aTeseil HHAEKCAa C(PePUIHOCTH JIEBOI0
JKeJIyI0UYKAa U TIJI00aJIbHOM NPOAOJbHOM AedopManMu B ONpede/IeHHH PHUCKA
NMPOrpeccCUpoOBaAHUS CePAeYHON HeA0CTATOYHOCTH Y nmanueHToB ¢ HKMII

W3mepenune mokazatens uHaekca chepuunoctr (MC) JDK mo manaeiMm MPT
cep/ilia B JOMOJHEHUE K CTaHAAPTHOMY MPOTOKOJIY MCCIEIOBAHUS CEP/ILIAa MO3BOJISIET
MPOTHO3UPOBATh PUCK PA3BUTHA HEOIArONPUSITHBIX COOBITHH.

[Ipu MHOTO()aKTOpHOM aHanuse HE3aBUCUMBIMHU MpEeAUKTOPaMU
nporpeccupoBanuss XCH gBIsIMCH  CIIEMyIOIIME XapaKTEPUCTUKHA: CHUXKEHUE
GLS <10 % (OP 5,1; 95 % AN 1,6 — 16,7; p = 0,007) u ysenuuenne UC JIK > 0,5
(OP 9,0; 95 % 1M1 2,2 — 37,8; p = 0,003) (Tabnwuma 5).

Tabmuua 5. — MHOrogakTOpHslii aHanu3 pucka nporpeccupoBanus XCH,
TpeOytolel rOCIUTaTU3aIuN
(DaKTOpBI Hpeﬂfﬁ};if_[ebnbliaﬂ OxoHuYaTenLHas MOJICIb
B P B P OP (95 % JTN)
GLS, %, <10 0,98 0,238 1,63 0,007 51 (1,6 -16,7)
UC JIX >0,5 1,68 0,036 2,20 0,003 9,0 (2,2 -37,8)

Ha ocHOBe aHanmm3za MakCHMajJIbHOI'O paHra CTaTUCTUKKU OIPCACIICHbI YPOBHU
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GLS< 10 % u UC JIXK > 0,5, acconmnpoBanusie ¢ nporpeccupoBanuem XCH.

Tpéxnetnsist 6eccOOBITUITHAS BBDKMBAEMOCTh B 3aBUCUMOCTH OT KOMOWHAIIUU
(haKTOpOB pHCKa MPEICTABICHA CIIEAYIOMUM 00pa3oM (PUCYHOK 5):

1. st tpynmet 6e3 OGP (GLS > 10 % u UC JIXK <0,5) — 95,5 % (95 % A1
88,6-100);

2. s rpynmsl ¢ oqauM OP (GLS < 10 % u UC JDK <0,5) — 79,2 % (95 %
JI1 56,9-100);

3. s rpynmsl ¢ oqauM OP (GLS > 10 % u C JIXK > 0,5) — 64,4 % (95 %
JI1 41-100);

4. aust rpymst ¢ asymst @P (GLS < 10 % u UC JDK > 0,5) — 12,3 % (95 %
JIN 6-25,3).

- —
i ';
B Y
Ly ]
0 ¥
1-1
m = :
'\‘. .=
Wil il
m L
w : I
p '
o A
L
X .
2] =
IJ.: L
[ & !
ik L]
L} =
L = = §
il ¥ |j-
1I
e | Thmsm .h
. beemi log-rank, p<0.001
]
i N
e — HMC<=0.5% & GLS >=10 fememy
5 MC>0.5 & GLS >=10 = T
2 _ MC<=0.5 & GLS <10
e MC»0.5 & GLS <10
| I | I |
0 1 2 3 4

JaT < MOM@HTA IHATHOIA

PucyHnok 5. — BeccoObITHIiHASI BBIXKHBA€MOCTh MAIIHEHTOB B 3aBUCUMOCTH OT

koMOuHanuu ¢pakTopoB pucka nporpeccupoBanust XCH

MeTonoM JOTUCTHYECKOW perpeccun pazpaboTaHa MPOTHOCTHYECKAs MOJIEITh
BEPOSITHOCTH pa3BUTHS MIPOTrPECCUPYIOLIEN XPOHUYECKOU CeplICYHOM
HEJIOCTaTOYHOCTH Yy nanueHToB ¢ HKMII.

YpaBHEHUE UMEET BUA!
— 1
= 17 e-(132-075x1—01xx2) » T/

— P — BepOsSTHOCTH pa3BUTHUS HEOJIATOTPUIATHOTO COOBITHS;
— € — OCHOBaHUE HaTypajabHOTO Jiorapudma (e = 2,7183);
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- x1 — GLS, %;

- x2 — HUC JDK, nnacrona.

[Tnomans mox ROC-kpuBoit 3Toit moaenu coctaBuina 0,875+0,071 (AN 95 %
0,74 —1,0; p = 0,002). UyBcTBHTEIRHOCTH MO 78 %, cienuduanocts 80 % npu
nopore orceyeHus 0,45.

Takum oOpazom, mpu P > 0,45 y nmanmenta ¢ HKMII, yBenuuuBaeTcst puck
nporpeccupoBanusi XCH ¢ HeoOxoaumocThio rocnurtanuzanuu. [IpoBepka
aJICKBaTHOCTU MOJENU Oblla MpOBEJEHA ¢ MOMOIIbI0 Tecta XocMepa-Jlememoy u
MoKa3aja 3HAYMMYyl  aJeKBaTHOCTh (3HauuMocth 0,673). Mogens Obuia
BAJIMN3UPOBAHA C TOMOIILI0 MeTonuku Bootstrap (maker SPSS 23) ma 1000
CITy4aifHO CT€HEPUPOBAHHBIX BBIOOPKAX W3 TPYMIIHI HAOIIOAACMBIX TTAIUEHTOB.

Paspaboran anroputm omnpeneneHus BeposiTHocth pasButusi MACE y
narueHToB ¢ pasabivMu popmamu HKMIT (pucynok 6).

IlanuenT ¢ xmHMYeckuM apargsozoM HKMII

A 4

Aunamnes, DKI'-12, DxoKT, 2D Speckle tracking, CM 3KIT,
MPT cepaua ¢ OK, reneTnueckoe TeCTHpOBaHHE

Y Y

M30JIMPOBAHHAas JWJaTalMOHHAs runeprpoduueckas
HKMIT HKMIT HKMII

A

[IpeauxTopsl BeIcOKOTO pucka pa3sutua MACE

Y h 4 A 4

GLS <10 % IlaToreHHsle U BEPOSITHO Hammame CHHKOTC
UC DK > 0.5 MaTOreHHbIE MyTallUK B reHe Hamraue HeycToRMBOR KT
’ MYBPC3, myraimu ®udpo3 muokapaa JIK > 30 %

yKOpaduBaroue OeIoK B
rene TTN, a Takike HaU4YHE
h 4 HECKOIILKHUX I'eHETHYECKHX ,| Kusneyrpoxaromme KTA ¢
ITporp e;CCPEOBaHHe < BAPHAHTOB puckoM paszputust BCC

Pucynok 6. — Aaroput™m onpeaesaenns BeposstHocTu pazputusa MACE y nanuentos ¢ HKMII

L

A
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3AK/IIOYEHUE

OcHOBHBIE HAYUYHBbIE Pe3yJIbTaThI

1. [To pganHBIM 3-X JIETHETO TIpOCHeKTHBHOTO HaOmoaeHus y 11,4 %
nareHToB ¢ HKMII nmpousonumn HebnaronpustHeie ucxo sl 3aboneBanus: y 0,5 %
narueHToB — BCC, y 5,2 % — pa3BuTHe €Ty J0YKOBbIX Taxuaputmuii ¢ puckom BCC
u nmrtantanuent UK/, y 6,2 % — nporpeccupoanne XCH no @K I1-1V mo NYHA
C HEOOXOJAMMOCTBIO BBINIOJIHEHHSI TpaHCIUIAaHTaUMM cepaua, y 2,4 % — cMepTh OT
XCH. MACE (kxenmymouykoBble Taxwaputmuu, mnporpeccupoBanne XCH wu
TPOMOOAIMOOJMYECKHE OCIIOKHEHUS) 3aperucTpupoBansl y 47,8 % manueHToB ¢
m3onupoBanHot Gopmoit HKMII, y 80,7 % mnamueHTOB ¢ JauiIaTalldOHHBIM
denoturiom u y 57,2 % c runeprpopudeckum derHorunom HKMIIL. Tpéxmetnss
BBDKMBAEMOCTh B TPYIINE MAlMEHTOB ¢ n3ojaupoBaHHou ¢opmoit HKMII cocraBuia
98,9 % (95 % AU 96,7-100; p < 0,001); B rpymme MarMeHTOB C JAJIATAITHOHHBIM
dbenorurniom HKMIT - 86,5 % (95 % AU 79,6-94; p <0,001) u B rpymme mainueHToB ¢
runieprpodudeckum pernoruriom HKMIT — 72,9 % (95 % AN 50,7-100; p < 0,001)
[5, 26, 29, 31].

2. 3HaunMbIMU TpeaukTopamMu pucka pa3sutus MACE ans u3onmpoBaHHOU
dbopmbr HKMII sBisitoTCst Hau4ue npu UCXOAHOM oOcnenoBanuu cumntomoB XCH
OK IT mo NYHA; XKX9C > 500 B cytku; cHmxkenue nokazareneit @B JUK no nanaeim
MPT cepana u GLS mo mamaeim 2D Speckle tracking. OtHocuTenbHBIH pHCK
pasButuss MACE yBennuuBaercs B 2,4 pasza nmpu XCH @K II mo NYHA mno
cpaBaenuto ¢ XCH @K I mo NYHA (OP 2,4; 95 % AU 1,2-4,7; p = 0,009), B 2 paza
npu XKOC > 500 B cytku (OP 2,0; 95 % AU 1,1-3,7; p = 0,026), na 5 % npu
cuwkennn OB JIK na xaxnaeiit 1 % (OP 0,95; 95 % 1 0,92-0,99; p = 0,006) u Ha
8 % npu camwxennn GLS Ha kaxwiii 1 % (OP 0,92; 95 % JIU 0,86-0,98; p = 0,013).
[Ipu aunarauronHom gpenotune HKMII 3HaunMbIMK peUKTOpaMH pUCKa Pa3BUTHSA
MACE sBastorcs camxkenue nokasareneit ®B JIK no ganaeim MPT cepama u GLS
no nanHeiM 2D Speckle tracking. OrtHocutenbHblii puck paszButusi MACE
yBenuunBaetcs Ha 14 % npu camxenun ©B JDK na xkaxasiii 1 % (OP 0,86; 95 % A1
0,83-0,99; p < 0,05) u yBenuuuBaetcs Ha 11 % npu cumxenun GLS Ha xaxasiii 1 %
(OP 0,89; 95 % IM 0,81-0,99; p < 0,05). PazpaboTanbl MHOTO(pAaKTOPHBIE MOJICTIN U
HOMOTpamMMa, MO3BOJIAIONINE BBIACIUTh CPEAU MAIMEHTOB C W30JMPOBAHHOM H
aunatarmonnoit HKMIT rpymmer Beicokoro pucka passutust MACE [7, 10, 17, 30].

3. B xoropre Oenopycckux mnammentoB ¢ HKMIT y 24 w3 51 (47,1 %)
BBISIBJICHBI TMATOT€HHBIE WJM BEPOSITHO MAaTOrE€HHblE MyTallMM B  TIEHax,
accouuupoBanHbix ¢ HKMIT (MYH7, MYBPC3, TTN, ACTCI, LMNA, KCNHZ2, PLN,
KCNQ1), mpu »tom y 21 00CneI0OBaHHOIO MyTalid HaXOJWIUCh B TeHax,
Koaupyromux capkomepuelie oenku (37,5 % B rene MYBPCS3, 25 % B rene MYH7 u
33 % B rere TTN). V 41,7 % narueHToB ObIJI0O OOHAPYKEHO COYCTAHUE MYyTAllMid B
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reHaX CapKOMEpHBIX OEJIKOB C TEHETHUYECKHMMU BapHaHTAMHU HEOMPEIeICHHOM
knnHndeckor 3Haunmoctd B remax DTNA, ACTA, TMPO, DSP, RYR2, JPH2. V
44,7 % manueHToB ¢ MpeodIagaronuM apUTMUIECKUM (PEHOTUIIOM HanboJIee 4acThie
apUTMUYECKUE COOBITUSI HAOMIOJANINUCh y JHUI[ C HECKOJBKUMH Te€HETHUYECKHUMU
Bapuantamu (64,5 %), npu >TOM OJHA W3 MYTalMi JIOKAIW30Bajdach B TIEHAX
capkoMmepHbix OenkoB: MYBPC3, TTN. V mnanweHtoB ¢ runepTpopuuecKum
denorunniom HKMII n ux Onmxkallmx poACTBEHHUKOB ¢ MyTanusmMu B renax MYH7
u MYBPC3 omnpenensercs BHyTpuceMeiHasi (EHOTHIIMYECKAsh T'€TepOTreHHOCTD
3a00JieBaHUsA. Y CTAHOBIICHO, YTO MATOI€HHBIE WJIM BEPOSTHO MATOT€HHBIE MYTallUU B
rerax MYBPC3 u TTN, ykopauuBaromue O€NOK THTHH, a TakXKe COUYCTaHHE
HECKOJBKMX  TEHETHYECKMX  BAPUAHTOB,  aCCOLMHPOBAHBI C  Pa3BUTHEM
HEOIaronpUsITHBIX coOBbITHI (>Kemy10YKOBBIE TaxXUapUTMHUH, BCC,
nporpeccupoBanne XCH) um MoOryT ObITh HCHOJB30BAaHBI IS MPOTHO3UPOBAHUS
HeOmaronpusTHoro teuenns HKMII [2, 3, 9, 11, 12, 13, 14, 15, 16, 18, 20, 21, 25,
27, 28, 32, 33, 34].

4. 3HaYNMBIMU ~ TPEIUKTOpPAMU  PHUCKA  Pa3BUTHUA  KU3HEYTPONKAIOUIUX
xemynoukoBblx TaxuaputMui 1 BCC y manmentoB ¢ HKMII saBnsiroTcst yBenmuenue
nokaszarensa oobema ¢uobpo3a muokapaa JDK > 30 % mo mamaeim MPT ¢ OK
(OP 3,23; 95 % JAM 1,01-10,4; p = 0,048), mamuuue cunkome (OP 12,5; 95 % AU
3,9-39,7; p <0,001) u meycroruusoii XKT (OP 11,8; 95 % AN 1,5-95,1; p = 0,021).
YcranoBieHo, 4ro Tpymma Beicokoro pucka BCC ompeaensarcs Haauumem 3-X
HEONMaronpusATHBIX  (AKTOPOB, Yy  KOTOPBIX  TpEXJETHAA  OeccoObITHitHAs
BBDKMBAEMOCTh cocTtaBwina 77,8+5,8 %. I'pynma HU3KOro pucka HE uUMena
HEONIaronpusTHBIX COOBITUM Ha MPOTSHKEHMHM BCEro Nepuoja HaOmojaeHus, u 3-
neTHss OeccoObITHITHAS BEDKMBaeMOCTh coctaBmia 100 % [1, 8, 19, 22].

5. PazpaboranHass MHOrogakTopHasi MOJENb IO3BOJSET BBLACIUTH TPYIIIbI
BBICOKOTO PHCKa >KU3HEYTPOXKAIOUIMX KETYJOUYKOBBIX TaXMAPUTMUUA HA OCHOBE
nokasarejsei oobema prudposa muokapaa JIK (LGE > 30 %) mo manueim MPT ¢ OK,
HaIM4Msl JOoKyMeHTupoBaHHOM HeycTtonuuBorl KT mo panueim CM OKI' u
CHUHKOMAJIbHBIX cocTosiHui [1, 8, 19, 22].

6. JlonosHUTENbHBIMU TpeIuKTOpaMu pucka mnporpeccupoBanuss XCH 'y
namureHToB ¢ HKMII saBnsitores cHmkenne GLS muokapaa o nanasiM 2D Speckle
tracking < 10 % (OP 5,1; 95 % AW 1,6-16,7; p = 0,007) u yBenuuenne MC JIK mo
nanaeiIM MPT cepama > 0,5 (OP 9,0; 95 % AU 2,2-37,8; p = 0,003). TpéxaetHss
OeccoObITHIIHAs BBKMBAEMOCTh B 3aBUCHMOCTHM OT KOMOMHanuu (haKTOPOB PHUCKa
cocraBuia: 1) mist rpymmsr 6e3 ®P (GLS > 10 % u MC JIXK < 0,5) — 95,5 % (95 %
JIN 88,6—100); 2) nnsa rpynmsl ¢ ogaum OP (GLS <10 % u UC JIK <0,5) - 79,2 %
(95 % AU 56,9—-100); 3) msg rpynmsl ¢ ogaum OP (GLS > 10 % u YUC JIXK > 0,5) —
64,4 % (95 % AU 41-100); 4) nns rpynnsl ¢ nsymsa OP (GLS < 10 % u UC JIK >
0,5) — 12,3 % (95 % AU 6-25,3) [4, 23, 24].
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7. PazpabotanHas MHOro¢akTOpHas MOJEIb TMO3BOJSET BBIICIUTH TPYIIIbI
BBICOKOTO pucka nporpeccupoBanus XCH Ha ocHoBe yBenmuenus mnoxazatens VC
JDK > 0,5 un ymenbmenus mokasarens GLS < 10 % y nanuwentoB ¢ HKMII [4, 23,
24].

PexoMeHganuM 10 NPAKTHYECKOMY MCII0JIb30BAHUIO Pe3YyJIbTATOB

1. JlJis IpOTHO3UPOBAHUS PHUCKA Pa3BUTHS HEOJArOMPUATHBIX COOBITUH U
UCXOJ0B (KEIyJOUYKOBbIE TaxuapuTmuu, nporpeccupoBanue XCH, TO0) vy
MauMeHToB ¢ u3oiaupoBaHHoi Gpopmoit HKMII neoOxonumo omnpeaenars @B JIK mo
naHaeiM MPT cepnna, mokazarenu GLS muokapna mo mannaeiv 2D Speckle tracking
n kosmmuecTBo JKOC > 500 3a cytku npu CM OKI'; y manmeHToB ¢ JHIATAlMOHHBIM
dbenorunom HKMII nononnutensno k @B JIK neoOxoaumo ompenenste MC JDK
npu MPT cepama u mokaszarenu GLS muokapnma mpu 2D Speckle tracking. Ipwu
camwkennn GLS wmmokapma < 10 % wu yBemmuennu HC JDK > 0,5 manmeHTsI
OTHOCSTCS K TPYIITE BRICOKOTO prcka nporpeccupoanust XCH [4, 7].

2. K rpynne Beicokoro pucka BCC crnenyer OTHOCHTH NAaIllMEHTOB C
HanuureMm HeycroilunBoil KT, CHHKONMAIbHBIX COCTOSIHMM, IOKa3aTens o0bema
¢uodpo3a muokapaa JK mo manasim MPT ¢ OK > 30 % [35].

3. Hnst  crpatudukanuu rpynn  pucka y mnanueHtoB ¢ HKMII
PEKOMEHJIOBAaHO HCIIOJIb30BaTh MPEIJIOKEHHbIE MOJEIM W HOMOIpaMMy JJis
MPUMEHEHUsI B KapJIUOJIOTMYECKUX, KaApAHUOXUPYPTHMUECKHX M TEePareBTUUYECKUX
neyeOHo-npodrmakTiueckux yupexaeHusx Pecnyonuku bemapycb. Bo3aMokHOCTB
pacyeTa HOMOTpaMMbl pealn30BaHa B BUJIE OHJIAMH-KAIbKYJISTOPA, Pa3MEIIEHHOTO B
OTKpPBITOM JI0CTyMeE Mo cchliike https://mace.nadiiarineiska.com/.

4, Pa3paboTanHslil anroputm onpeaeneHus: BeposiTHOCTH pazsutus MACE
C y4YEeTOM  pe3yJbTaTOB  KIWHUKO-MHCTPYMEHTAJIBHOTO M  MOJIEKYJISIPHO-

TCHETUYCSCKOTrO OOCIIC/IOBaHMS IMOKa3aH K MPUMCHCHHMIO Yy TAIlMCHTOB C Pa3HBIMH
dbopmamu HKMII [6, 36].
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P33I0OM3

Poineiickasa Hanzes Mixaiisiayna
IPATHA3ABAHHE HECIHPBISIIBHAM ILJIBIHI PO3HBIX KJITHIYHBIX
®OPMAY HEKAMITAKTHAM KAPABISIMISAIIATBII

KirouaBblisi ¢JI0BbI: HEKAMITAKTHASL KapIbIAMISIAThIS, HECTIPBISUTLHBIS Maj3el 1
3BIXOJIbl, pamTOyHas capAd4yHas CMEpIlb, KaIyAauKaBblsid TaxXiapbITMil, XpaHiuHas
capp4Hasl HeacTaTKOBACIb, TPOMOAdIMOTIUHbIS TTaa3el.

Mbra jgacienaBaHHsi: pacopanaBailb  IIMaT(aKTapHBIL — Majdal IS
MparHa3aBaHHs HECNPbIUIbHAN IUIBIHI PO3HBIX KIIHIYHBIX (hopMay HEeKaMIaKTHA
kapapisiMisinatelii (HKMIT).

Metaabl JaciaexaBaHHs: KJIIHIYHBIS, IHCTPYMEHTAIbHBIS, CTATHICTBIYHBIS.

Broiniki. Ha nagcraBe npaBea3zeHara koMIieKkcHara adciaeaBanHs Oenapyckait
karoptel nanpieHTay 3 HKMII Ba yMoBax mpacnekTblyHara 3-rajoBara Has3ipaHHS
BBISIYJIEHA YacTara pasBillsi HECNHPBLUIBHBIX 3bIXOJAYy 1 maa3eld 1 BbI3HAYAHBI
(dakTapbl, HECHPbIsUIbHA YTIUIBIBAIOYBIS HA MPAarHO3 3aXBOPBaHHSA. BbIByyaHbl CHIEKTP
BBISYJICHBIX MYTallblii y TeHax, acanplipaBanbix 3 HKMIT (MYH7, MYBPC3, TTN,
ACTCI, LMNA, KCNH2, PLN, KCNQ1). VYcraHoymeHna, ImTO TMaTarcHHBIA 1
BeparoaHa marareHsbiss MyTanbli ¥ renax MYBPC3 1 TTN, ykapouBaroubisi OsII0K
mimiH - (TTNtv), a Takcama cHamydsHHE HEKaJdbKiX TIEHETBIYHBIX BapbIsSHTAY
3’AYISAIOLNA TEeHEThIYHBIMI MapKepami BBICOKAM pBI3BIKI pa3Billsd YCKIaJHEHAM
TJTBIHI 3aXBOPBAHHS.

3 [jamaMorail cy4acHbIX HEIHBa3iyHbIX MeTajaay Bizyamizaubli (yHKUbI 1
cTpykTypbl Misgkapaa (2D-Speckle tracking, marniTHa-pa3aHaHcHail Tamarpadii 3
aATIpMIHABAaHbIM KAHTPACTABAHHEM) BBISYJICHbl HOBBIS JAIaTKOBBISA MP3JbIKTAPHI
pPBI3BIKI  panToyHal — capJP4Hail  cMepil, JKaldyJauyKaBbIX  TaxlapbITMiH,
TpoMOasMOamiunbix mnaazed 1 mparpacaBaHHd XCH y mnansientay 3 HKMIL
PacnpanaBanbl mmatdakTapHbis MaJ3J11, HOMOTpama 1 ajnrapbITMbl, sIKiS 1a3Bajsiolb
3 BBICOKAM JakiaJHacIo 1PHThI(iKaBalb ITpynbl pbi3biki nanbieHTay 3 HKMIT ps
MpaBsI3eHHs NpadiIaKTBIYHBIX MEpaNpbIEMCTBAY.

Bo0aacub npbIMsIHEHHSI: KapAbISJIOTiS, TIparisl.
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PE3IOME

Puneiickasg Hage:xxna MuxaiijioBHa
INPOTHO3UPOBAHUE HEBJAT'OIIPUATHOI'O TEYEHUS
PA3JIMYHBIX KJIMHUYECKUX ®OPM HEKOMIIAKTHOM

KAPIUOMMUOIIATUHA

KioueBble cj10Ba: HEKOMMAKTHAs KapJUOMHUONATHSA, HEOJIaronmpusiTHbIC
COOBITHSI ¥ MCXOJbBI, BHE3AIHAsI CEPACUYHAS CMEPTh, JKEIYJAOYKOBBIE TaXHAPUTMHUH,
XPOHHMYECKas cepJieuHas HeJIOCTATOYHOCTh, TPOMOOAIMOOINUECKUE COOBITHS.

Hear wuccaexoBanmsi: pa3paboTaTh MHOrO(aKTOpHbIE MOJEIH IS
MPOTHO3UPOBAHUS HEOJArONMpUATHOTO TEUEHUS PA3MUYHBIX KIMHHYECKUX (opM
HekoMmnakTHOU kapauomuonatuu (HKMIT).

MeTOHLI HccjIeJ0Banu. KIIMHUYCCKUC, HHCTPYMCHTAJILHBIC,
CTaTUCTHUYCCKHUC.

Pe3syabtarbl. Ha ocHOBaHMM NpPOBEIEHHOTO KOMIUIEKCHOTO OOCIeAOBaHUS
6enopycckoi koropthl nmanueHToB ¢ HKMII B ycnoBusix mpocneKTUBHOTO 3-JIETHETO
HaOJII0ACHUS BBISIBJICHA YACTOTA Pa3BUTHUsI HEOIArONPUATHBIX UCXOAOB U COOBITHH U
onpeneneHsl (pakTopbl, HEOJATONPHUATHO BIUAIOIIME HA MPOTHO3 3a00JEBAHMUS.
N3ydeH cniekTp BBISIBICHHBIX MyTalluil B reHax, acconuupoBanubix ¢ HKMIT (MYH7,
MYBPC3, TTN, ACTCI, LMNA, KCNH2, PLN, KCNQ1). YcraHoBieHo, 4YTO
NMaTOTEHHBIE W BEpOSTHO maToreHHsle Mytammu B Tenax MYBPC3 u TTN,
ykopauuBarone Oemok TutuH (TTNtv), a Takke codeTaHHe HECKOJIbKUX
IF€HETUYECKUX BAPUAHTOB SIBISIOTCS T€HETUYECKMMU MapKepaMu BBICOKOTO PHUCKA
Pa3BUTHS OCIOKHEHHOT'O TeUEHUS 3a00JIeBaHUSI.

C moMonipl0 COBPEMEHHbBIX HEMHBA3UBHBIX METOJOB BU3yallU3alluu (PYHKIIHH
U CTPYKTypbl MUOKapaa (2D-Speckle tracking, MarHuTHO-pe30HAHCHON ToOMOTpaduu
C OTCPOYEHHBIM KOHTPACTUPOBAHUEM) BBISBJICHbI HOBBIE JIONOJIHUTEIbHBIC
NPEAUKTOPHl PUCKA BHE3AMHOW CEPIEYHOM CMEPTHU, KEIYIOUYKOBBIX TaXUAPUTMHH,
TpoMOOosIMOONIMYecKkux coObiThil U nporpeccupoBanuss XCH y narmentos ¢ HKMIL.
Pa3paboTtanbsl MHOTO(AaKTOPHBIE MOEIH, HOMOTpaMMa U alrOPUTMBbI, MO3BOJISIOIINE
C BBICOKOW TOYHOCTBIO MACHTU(PUIMPOBATH IpyIibl pucka nanuentoB ¢ HKMIT ps
MpOBeICHUS MPOPUITAKTUYECKUX MEPOTIPUATUH.

O0J1acTh NpUMEHEHMsI: KapAUOJIOTHs, TepaIusl.
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ABSTRACT

Rineiska Nadiia
PREDICTION OF THE ADVERSE COURSE OF VARIOUS CLINICAL
FORMS OF NON-COMPACTION CARDIOMYOPATHY

Keywords: non-compaction cardiomyopathy, adverse events and outcomes,
sudden cardiac death, ventricular tachyarrhythmias, chronic heart failure,
thromboembolic events.

Objective: to develop multi-factor models for predicting the adverse course of
various clinical forms of non-compaction cardiomyopathy (NCCM).

Research methods: clinical, instrumental, statistical.

Results. Based on a comprehensive examination of the belarusian cohort of
patients with NCCM in a prospective 3-year follow-up, the frequency of adverse
outcomes and events was revealed and factors adversely affecting the prognosis of
the disease were determined. The spectrum of identified mutations in genes
associated with NCCM (MYH7, MYBPC3, TTN, ACTC1, LMNA, KCNH2, PLN,
KCNQ1) was studied. It has been established that pathogenic and likely pathogenic
mutations in the MYBPC3 and TTN genes shortening the titin protein (TTNtv), as well
as a combination of several genetic variants are genetic markers of a high risk of
developing a complicated course of the disease.

New additional predictors of the risk of sudden cardiac death, ventricular
tachyarrhythmias, thromboembolic events and progression of CHF in patients with
NCCM have been identified using modern noninvasive methods of visualization of
myocardial function and structure (2D-Speckle tracking, magnetic resonance imaging
with late gadolinium enhancement). Multi-factor models, a nomogram and algorithms
have been developed that allow identifying risk groups of patients with NCCM with
high accuracy for preventive measures.

Field of application: cardiology, therapy.



