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OBILIASA XAPAKTEPUCTHUKA PABOTbBI

AKTyaJIBHOCTL TEMbI HCCJICAOBAHUSA

Bosnesnn Muokapia SBIAIOTCA OJHUM U3 HamOolee TMEPCHeKTUBHBIX U JAMHAMUYHO
Pa3BUBAIOIIMXCS HAMPaBICHUI B COBpeMeHHOU Kapauoioruu. Emie Oonplinii uHTEpeC mpeacTaBiser
COueTaHWe pa3JIMYHBIX OOJe3Hel MHOKapAa, B YAaCTHOCTH, COYETaHHWE KapJUOMHUOINATUH C
MUOKapJIUTOM. 3a IMocieqHue 15 jer wyacrora 3ampoca «KapAMOMHUONATHST U  MUOKapauT» B
MEXIyHApOAHBIX Oubimorpaduyecknx 6azax JaHHBIX BO3POCIA MPAKTHYECKH 3KCIIOHEHIIUAIBHO.

AKTHBHO 00CyXaeTcsi TOT akT, 4YTO T€HETHYECKH U3MEHEHHbIN MUOKap/] B OOJIbILIEH CTeeHH
MOJIBEPKEH MPUCOCTUHEHUIO MHUOKApJUTa, KPOME TOTO, CaM MUOKapAUT MOXKET SBISATHCS TPUTTEPOM
JUTSL pealTi3alii aHOMaJIbHOM reHeTrndeckoi nporpammsl [Bondue A., 2018; Cannata A., 2019; Lopez-
Ayala J.M., 2015; Basso C, 1996]. [TokazaHo, 4T0 y JIeT€# ¢ OCTPHIM MHOKAPAUTOM JOCTOBEPHO YaIlle,
4YeM B 3/I0pOBOIl MOMYMSLWH, BCTPEYAIOTCS MYTAllMd B TE€HAX, ACCOLMHUPOBAHHBIX C Pa3IUYHBIMU
kapaunomuonarusamu: BAG3, DSP, PKP2, RYR2, SCN5A u TNNI3 [Belkaya S., 2017]. Ects nanusie, 4to
y TAIMEHTOB C KapJUOMHOIATHSMU, BBI3BaHHBIMH MyTtanusmu B reHax DSP, a takke LAMA4 u
MyBPC3, BcTpeuaroTcsi mpu3HaKi aKTUBHOTO MHOKapIMTa B BU/IE MIOBBIIICHHUS KapIHOCTICIH(PHIECKIX
(GbepMEeHTOB, THITUYHBIX BOCTIATUTENbHBIX U3MEHEHUH 110 TAaHHBIM MarHUTHO-PE30HAHCHOM ToMorpaduun
(MPT) u TO3UTPOHHO-DMHCCHUOHHOW Tomorpaduu, a Takke TMpud MNATOJIOTOAHATOMHUYECKOM
uccnenoBannu [Reichl K., 2018; Hata Y., 2019]. B EBpomeiickoM perucrpe KapJuOMHONIATHA U
muokapautoB (Cardiomyopathy and Myocarditis - Long Term (CMY-LT) Registry) coueranue
KapJIMOMHUOTIATHH U MUOKapAuTa ObLI0 BhIsBICHO Y 128 uen. (3,2 %), oHaKko 3Ta moArpyIma He Obuia
OTJEJIHO MTPOAHATN3UPOBAHA.

M3BecTHO, YTO TNpU ApUTMOTEHHOW KapauoMuonaTuu mpasoro xkenynouka (AKIDK),
TUCTOJIOTMYECKOE HCCIIEI0OBAaHUE BBISBISIET AKTUBHBIM MHOKapauT Oosnee yeM y 40% nanueHTOB
[Chimenti C., 2004; Mutpodanona JI. 2013]. Psan uccrnenopareneil paccMaTpuBaeT MUOKapAUT Kak
CBOEro pojaa «ropsuyio (azy» B nedrote 3toit kapauomuonaruu [Kostis WJ 2008; Lazaros G 2009;
Patrianakos, A.P., 2012]. Kpome Toro, rubenp KapAHOMHOLIUTOB B pe3ylbTaTe amomnTo3a ¢
IIPE3EHTAllMEeN X aHTUTCHOB B xon¢e ectecTBeHHOro teueHuss AKIDK moxer nmpuBoauTs K pasBUTHIO
BTOPUYHOTO BocayieHusi B Muokape [ Tamaru, Y., 1993]. Beicokas yactota muokapauta mpu AKIDK
U €ro CrnocoOHOCTh YCyryOnaTh TeueHHe 3a00JIeBaHMs IOJTBEPXKAECHBl HAIIUMHU COOCTBEHHBIMHU
nanubivu [bnarosa O.B., JIyroxuna FO.A., 2019].

[Ipu runeprpoduueckoit kapanomuonatuu (I'KMII) naHHbIX 0 COMYTCTBYIOIIEM MHOKapAUTE
CYILIECTBEHHO MEeHbIIIE. JINIIb rpynmnoi uTanbsiHCKUX y4eHbIX noj pykoBojacTBoM A.Frustaci B 2007 r.
OBLJIO BBIMIOJIHEHO HcClenoBanue, B koropoM u3 119 manuentoB ¢ 'KMII (42 ¢ ocTpbIiM yXyAleHueM

COCTOSHUSL W 77 KIMHUYECKH CTAOWIBHBIX) IO JAaHHBIM SHIOMUOKapauanbHou Ouorncuu (OMDB)



AaKTUBHBIA MUOKapIuT ObLT oOHapyxkeH y 28 (23,5%) manuenTos. Ilpuyem cpenu 3Tux OOJIBHBIX HE
OBLJIO HU OJHOTO KJIMHUYECKH CTaOWUIIBLHOTO, YTO MOAYEPKMBACT BKIIAJ, MUOKAPIWTA B YXYAIICHUH
kiHu4Yeckoro teuenus 'KMII.

Junaranmonnass kapauomuonatus (JIKMII) kak cuHIpOM MOXET OBITh CIIEICTBHEM
MUOKapauTa, onHako uctuHHOUW JIKMII sBisitoTcsi mepBHUYHBIE, T€HETHYECKH JIETEPMUHHPOBAHHBIC
(GopMBbI, BBI3BaHHBIC MYTAIMSIMH B ITUPOKOM CHEKTPE TEHOB. B Takux ciydasx NMpHUCOETMHUBIIUNCS
MHUOKApJIUT MOXET UTpaTh BAXKHYIO pOJIb B TeueHWW 3aboneBaHus. llokazano, uro mpu JIKMII,
oOycrnoBiieHHON MyTanusamMu B reHax DMD u DYSF, Muokapy nmoasep:keH HH(PHUITUPOBAHUIO BUPYCOM
Kokcaku 3a cuer HapylieHus: CTPYKTYpbl MEMOpaHbl KapAMOMHUOILIMUTOB, YTO CIIOCOOCTBYET OBICTPOMY
pacnpoctpaHeHuto Bupyca B muokape [Badorff C., 1999; Wang C., 2016]. Takxe npu JIKMII B pamkax
muonarun Jlromena onucaHo 4 ciaydas BHUPYCHOTO MHOKapAuTa, I[PUBEIIIEr0 K ObICTpOMY
MPOrPECCUPOBAHUIO0 CUCTONMYECKON TuchYHKIMN U rubenu namueHToB [Mavrogeni S., 2010]. Haxe
npu JKMII ankoronbHO#l 3THONIOTHH, T€HETUYECKas MPEepacloioKEHHOCTh K KOTOPOW TOJIBKO
00CyX/aeTcst, ONMMCAaHbI CIy4an MOPQOJIOTHYECKH BEPHPHIMPOBAHHOTO XPOHHUYECKOTO MHOKApAWUTA
[Ware JS 2018].

Hexomnaktueiii muokapn (HKM) neBoro skemymouka, KOTOpBIA ObUl  BKIIOYEH B
knaccupukarnuio kapauomuonatuii 2008 r [Elliott 2008], Takxke sBasieTcs 61aronpusaTHBIM GOHOM ISt
NPUCOCTUHEHNST MHOKapIuTa BUPYCHON 3Tnonoruu (kapauorponHsie Bupycol [Patil K.G., 2014; Cho
H.J., 2015], mapamukcosupyc [Jemail L., 2020], SARS-CoV-2 [Bonnet M., 2020]). Bo Bcex onmucaHHbIX
KIIMHUYECKUX CllydasxX TMPUCOCTUHEHHE MHUOKApIUTa TMPHUBEIO K JIEKOMIEHCAIIMH CeplIedHON
HEJOCTATOYHOCTH. TakKe eCTh JaHHbIE, YTO OCTPbI MUOKapAUT y nanueHTkn ¢ HKM cripoBoumpoBan
pa3BUTHE HEMPEPHIBHO penuauBHpytomiei sxenyaoukoBor taxukapauu (JKT) [Glover B.M.; 2013]. B
Halllel cTpaHe cyuiecTByeT peructp naureHToB ¢ HKM, no pe3ynbraTam aHanmsa KOTOPOro MUOKapauT
ObLT MuarHoctTupoBaH y 53,4% MalMeHTOB M TIOCTOBEPHO yXy/IIall TeueHHUe 3a00JIeBaHUs U MPOTHO3
[brarosa O.B., ITaBnenko E.B. 2018].

PectpuxtuBHas kapauomuonatus (PKMII) sBnsiercs camoit peakoil u3 xapauomuonatuil. Tem
HE MeHee, Takke ecTh cBefieHus o couetanuu PKMII ¢ muokapautom. Tak, o pesynsratam OMB y 286
nanuenToB ¢ ¢peHorunioM PKMIT y 19 (6,6%) Obl1 o0HapysxeH muokapauT [Bennett M.K., 2013]. Eme
B OJIHOM HCCJIEIOBaHUM OBLIO MOKAa3aHO, 4TO y 7% OONBHBIX ¢ MOP(OIOTHUYECKH MOATBEPKICHHBIM
MuoKapauToM mpu sxokapauorpadun (OxoKI') Obutn BeisiBieHsl nmpuszHaku PKMIT [Pinamonti B.,
1988]. Onucan ciyvail BUpycHOro Muokapauta y HoBopoxkaeHHoro ¢ PKMII [Van Quyen P, 2017].
Cpenu Bropnunsix PKMII game Bcero Bcrpedaercss amMmuion103. Bmecre ¢ TeM, caM aMHIIONA MOKET
OKa3bIBaTh MPAMOE TOKCHUYECKOE BO3/ICHCTBUE HA KapIUOMHUOIIUTHI, a TAKXKE SBIATHCA CyOCTpaToM Asist
pa3BUTHSA HMMYHO-OIOCPEIOBAHHOIO BTOPUYHOTO BOCHAJCHUS, M HaJM4Hhe COMYTCTBYIOILETO

MHOKapJUTa y MallMeHTOB C aMIJIOMI030M JOCTOBEpHO yxymmaeT mporuos [Siegismund C.S., 2017;].
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Hakonertr, 203MHOGUIBHBIN YHAOMHOKAPIUT SIBISETCS HEOTHEMIIEMOM YacThIO B MATOTE€HE3€ BTOPUYHOM
PKMII B pamkax suuokapauta Jleddmnepa [Roblova L., 2020]. Ecte nmaHHbIE, YTO Jake NpHU
SHJIOMHOKapIuaibHOM GuOpo3e, Ui KOTOPOTo THIIEPI03UHOMMINS HE XapaKTepHa, Mopdoornyeckoe
UCCIICIOBaHKE MUOKap/a, Hapsaay ¢ (uOpo3oM, BeIABISCT npu3Haku Bocrnaienus [Lofiego C. 2005].
He wMeHpmmMii WHTEpeC MPEACTABISET CONYTCTBYIONIEE BOCHAJICHUE Y TMAI[MCHTOB C
KaHAJIOMATUSAMHU — <QJIEKTPHYECKUMHU OOJIC3HSIMU MHOKap/a», KOTOpPhIe Psii Kilaccu(UKauil Takxke
oTHOCUT K kapauomuonatusim [Oliva A. 2022]. Tak, y 12 u3 30 manueHToB ¢ cuHApOoMOM bpyrana
oOHapy>KeHbl BOCHAIHUTEIbHbIC HHOWIBTPATHI B MUOKApJE, MPHUYEM BOCHAICHHE TOCTOBEPHO Yalle
HaOJIF01a7I0Ch Y OOJIBHBIX, Y KOTOPBIX yhanochk uHAyIuposath JXT mpu 351eKTpodhu3noIornieckom
uccnenoBanuu [Pieroni M., 2018]. AKTHBHO 00Cy>KAaeTcs pOJIb BOCIIAICHUS U ayTOAHTUTEI B Pa3BUTUU
KT y nauuenToB ¢ cuaapomoM yanuHenHoro unrepana QT [Lazzerini P.E., 2015]. Onucan ciyuait
aJICHOBHUPYCHOTO MHUOKApJIMTa, CTABIIETO TpUrrepoM GpuoOpmuisnuu sxenynoukoB (DXK), y pedenka c

nonuMopdHoit katexonamuneprudeckoii KT [Bryant R.M., 2002].

Crenenb ee pa3padoTaHHOCTH

I/ICXOI{H n3 MPCACTABJICHHLIX BbILIC CBGI[GHI/If/'I O4YCBHUAHO, YTO COYCTAHHC MHOKapJauTa C
Ppa3IMYHbIMU KapANOMHUOIIATUAMHA HE ABJIACTCA PCAKOCTBIO. Bwmecte ¢ TCM, OOIBIIMHCTBO pa60T B 3TOH
obnactu CBOAUTCA K OIMMCAHUKO OTHCJIBHBIX KIIMHUYCCKUX CIIYYACB. He CCI)OpMI/IpOBaH KOMILIEKCHBIN
nmoaxoa K AMAarHoCTUKEC MUOKApAWTA y MAlMCHTOB C KapJAHUOMHUONATUAMH, HC M3YUYCHBLI OCOOCHHOCTH
KIMHHUYCCKUX HpOfIBJ’IeHI/Iﬁ MHOKapauTa MW C€ro BJIIMAHUC Ha IIPOrHO3 B 3aBUCUMOCTH OT THIIA
KapJAUuOMHUOITIaTUH. He p33pa60TaHBI nmoaxodbpl K JICHCHHKO MHOKapAWTa B COYCTAHUHU C
KapAUOMHUOIIaTUSAMU. I/ICXOI[H H3 3TOro, U3y4CHUC 0COOEHHOCTEH TEUEHHMS COUYCTaHUS MHOKapJauTa €
Pa3IMYHBIMU KapJUOMHUOITIAaTUAMU, pa3pa60TI<a JUArHOCTUKHU COIMYTCTBYIOIICTO MHOKapJAWTa, aHAJIN3
BJIMAHUA MHOKapAWUTa Ha TCUYCHHUC OonesHu u IIpOrHoO3 'y OOJILHBIX C KapaAuoMuonaTusaMunu

MNpEACTaBIACTCA HAM BCCbMa aKTyaHLHOﬁ HpO6J’ICMOI>i.

ean n 3agpaun

I/ISy‘-II/ITI) BKJIal MHUOKapaAuTa B TCUCHHUC 0OJIC3HN U BIIMSTHHE MHOKapJuTa Ha IIPOTHO3 Yy
ManucHTOB C IMEPBUYHBIMU T'CHCTUYCCKH ACTCPMHUHUPOBAHHBIMU KapAUOMUOIIATHUAMMU, pa3pa60TaTL

noAXOAhbI K €TI0 AMArHOCTHUKE U JICYCHHIO.



1. OnpenenuTs 4acTOTy Pa3BUTHA MHUOKAPAUTA U €0 BEAYIIHE MEXaHU3Mbl Y OOJIBHBIX C
pasNIUYHBIME (POPMaMHU KapJIUOMHUONATHI C NMPUMEHEHHEM CEPOJIOTMYECKHX, HMHCTPYMEHTAIbHBIX U
MOP(OJIOTHUECKUX METOAOB HCCIIECIOBAHHUS.

2. OueHuTh YacTOTy M POJIb MHOKapAWTa MpPHU PA3TUYHBIX HO30JIOTHYECKUX (opmax
CHHJIpOMa MepBUYHON Turneptpopuu muokapaa (ucrunnoii ' KMII u ee peHokonmsx).

3. VYCTaHOBHUTH BKJIQJ COIYTCTBYIOIIETO MHUOKApAHTa B (OPMHUPOBAHUE KIMHHUYECKOU
KapTHHBI, €r0 BIUsSHUE Ha ucxozpl y 0onbHbIX ¢ [ KMII u pe3ynbraTsl ieueHusl.

4. [Ipoananm3upoBaTh 4aCTOTYy M 3HaUYE€HHUE MUOKapauTa y nauueHTos ¢ HKM: ero Bkiazg B
TEUYEHHUE U UCXO/IbI 3a00JIeBaHNUs, Pe3yJIbTaThl JieueHus: Muokapauta nmpu HKM.

S. Y CTaHOBHUTD YaCTOTY U BIMSHUE MHOKapaAuTa Ha (opMHUpOBaHUe (peHOTHIIA y TTALIUEHTOB
¢ AKIDK, B TOM uuncie mpu pa3IM4HbIX KIMHUYECKUX (OpPMax 3TOM KapAHOMHONATUH, OLEHUTh €TO
BIIMSIHUE HA IIPOTHO3 U PE3YJIBTATHI JICUCHHUS.

6. N3yunTh yacToTy M BKJaA MHoOKapauta B TedueHwe nepBuuyHor JIKMII u ouenuts
pE3yJIbTaThl JICUEHUS MUOKApAUTa Y 3TON KaTErOPUH MalMEHTOB.

7. OueHUTh YacTOTy U POJiIb MHOKapIuTa B (POPMHUPOBAHUM KIMHUYECKOW KapTUHBI Y
nauueHToB ¢ nepBuyHoit PKMII, n3yuuts pe3ynbrarsl jeuenust Mmuokapauta npu PKMIL.

8. [Ipoananu3upoBaTh reHO(PEHOTUIINYECKHUE KOPPENALUU Yy NAlMEHTOB C MO3UTUBHBIMU
pesynpratamu  JIHK-nuarHocTMkM ¥ BBIIBUTH TI'€HETHMUYECKHE BAapUAHTBI, AaCCOLMMPOBAHHBIE C
IIPUCOEAVMHEHUEM MUOKapIUTa.

9. Onpenenuts 4acTOTy MUOKapAuTa P aMUJIOUJ03€ C IIOPaKEHUEM CepALa U OLICHUTH
€ro BKJIaJ] B Te4eHUE OOJIE3HU.

10.  M3yuuTh OCOOEHHOCTH NOCTKOBHIHOTO MHOKApAMTA Yy MAlMEHTOB C MEPBUYHBIMU
TE€HETUYECKU JE€TEPMUHUPOBAHHBIMUA KapIHMOMUOIIATUAMH.

11.  BpiABUTH NPEAUKTOPHl HEOJArONMPUSTHBIX HCXOJOB Y MAllMEHTOB C IEPBUYHBIMU

KapJAUOMHUOITIaTUAMHU C YIYCTOM HaJIMYUA UJIK OTCYTCTBUA MUOKApAUTA.

Hayqﬂaﬂ HOBH3HA

1) BmepBble Ha OCHOBAaHMM HAONIOMCHUS 3a OOJBIIMM KOJUYECTBOM MAI[MEHTOB C
KapAMOMHUONATUAMHU ycTaHOBJIeHa yactoTa Muokapauta npu AKIDK, 'KMII, IKMII, HKM u PKMIT;
2) BIEpBbIC M3YYEHO BIMSHHE MUOKApAWTAa Ha (PEHOTUI MAIMEHTOB, OCOOCHHOCTH TCYCHUS

3a00JIeBaHUs U MPOTHO3, B 3aBUCUMOCTH OT THUIA KapAUOMHUOIATHH, TPU KOTOPOH pa3BUIICS MUOKAP/IUT;



3) BHEpBbIE MPOAHATU3UPOBAHBI 0OCOOEHHOCTH TECUCHHUS MHOKAPIUTA U ITOKAa3aH Pa3IMYHbIN BKJIa]
BUPYCHOT'O U AyTOMMMYHHOT'O MEXaHU3MOB MIOPAXKEHUSI MUOKap/ia B pa3BUTHE BOCIIATICHUS ITPU PA3TUUHBIX
Kap/IMOMUONATHUSX;

4) BHEpBBIE OLICHEH CIIEKTP aHTHKAPIHAIbHBIX aHTUTEN Y MAI[MEHTOB C COYECTAHHEM MHOKAPIUTa
Y KapIMOMHOIIaTHH, B 3aBUCIMOCTH OT THIIa KapIMOMHOIIATHH;

5) BrepBbIe U3y4eHbI OCOOCHHOCTH CIIEKTPa MATOTCHHBIX MYTALlUi Y MAIMEHTOB ¢ MUOKAPAUTOM
B COYETAHUM C PA3TUYHBIMU KapAUOMHONATUIMU;

6) BIEpBbIE OILIEHEHBI PE3YIBTATHI JICUCHHUS MUOKAPIUTA [IPH PA3IMYHBIX KAPIHOMHOIATHSIX H
BIIMSIHHC JICUCHHS HA MCXObI 3a00JICBaHNS,

7) BHEpBbIE MPOJAEMOHCTPHPOBAHA  IIEJICCOOOPAa3HOCTh H  IPPEKTUBHOCTh  JICUCHHUS
COMYTCTBYIOIIETO MHOKAPANUTA MPU BCEX KapAHMOMHOIIATHSX;

8) BHepBble M3yuYeHA YaCTOTa HEOJATOMPHUATHBIX MCXOJO0B, B 3aBUCHMOCTH OT HAJIWYUS HJIH
OTCYTCTBHUSI MHOKApAHTa, OOHApYKEHbl HOBBIE MPEIUKTOPHI HEOIATOMPHUSATHBIX HCXO/AOB, a TaKXKe
pa3paboTaHbl MaTeMAaTHYECKUE MOJENHU JUIsl pacueTa BEPOSITHOCTH HEOJAronpUsSTHBIX MCXOAOB IpHU
I'KMII, HKM, AKIDK u IKMII, yuuTsiBaroniye HaIu4ue Ui OTCYTCTBUE MUOKAPIUTA;

9) BmepBbIe ycTaHOBJIEHA YacToTa cMemanubix Gperorunos (AKIDK u HKM; 'KMIT u HKM;
I'KMIT u PKMII; PKMII u HKM) npu AKIDK, 'KMII, PKMII u HKM, u3yuensl ux 0COOEHHOCTU U
OIICHEHA YacTOTa ¥ POJIb MUOKAPAMTA MPHU dTUX (PEHOTHUITAX;

10) BrepBbIC U3yUEHO BIMSHUE HOBOM KOPOHABUPYCHOM MH(DEKIINN HAa Pa3BUTHE MUOKAPIUTA Y
MalMeHTOB C KApJUOMHOIATHAMH, a TAaKXKE MPEJIOKEHBI TOJIXOAbl K JICUCHHIO TOCTKOBHIHOTO

MHOKapAuTa.

TeopeTuquKaﬂ H MPAKTHIECCKasA 3SHAYUMOCTD paﬁoTbI

1) nokazaHa 1e7ecO00pa3HOCT JUArHOCTHKHA MHOKAapAUTa Yy NAalUeHTOB C JFO0OM
KapHHOMHOHaTHeﬁ B ClIydac NCKOMIICHCIUH U MMOSABJIICHUA CUMIITOMOB cepz[equfI HEJOCTAaTOYHOCTH
W/WIIM TIOSIBJICHUS WJIM HapacTaHUs HapyIIEHU pUTMa U POBOAMMOCTH;

2) Ha OCHOBaHMM aHAJIM3a OCOOCHHOCTEH KIMHUYECKOW KapTUHBI TMPHU  Pa3IMYHBIX
Kap/IMOMUONATUSAX C MMOKapIUTOM M 0e3 pa3paboTaHbl KPUTEPUH AWATHOCTUKM MHOKapIHUTa B
3aBUCUMOCTH OT THIIa KApJUOMHOIIATHH, TP KOTOPOH OH pa3BUIICS;

3) ompeneneHbl TEHETUYECKUE BAPHAHTHI, IPEPACIIONIararolie K pa3BUTHIO MUOKAPIUTA IPU
Pa3IMYHBIX KApJAUOMUONATHIX;

4) TpOJEMOHCTPUPOBAHA HEOOXOIUMOCTD JICUCHHSI MUOKAPIUTA MPH BCEX KapANOMHUOIIATHSX;



5) mposenena oreHka sddexrruBHOCTH HMMyHOCYyNpeccuBHOi Teparmu (MCT) mMuokapaura y
OOJIBHBIX C PA3IMYHBIMH KApANOMHUOMATHSIMH, YTO TIO3BOJISIET AU(M(PEPEHITMPOBAHO MOIXOIUTH K JICUCHHIO
MAIMEHTOB, B 3aBUCUMOCTH OT TUTIA KapJUOMHUOTIATHH;

6) ycraHOBIEHO  OOJBIIOE  YHCIO  CMEIIAHHBIX  (DEHOTHUIIOB  CpeAd  MMAlMEHTOB ¢
KapJOMHOMNATUSIMH, YTO YKa3bIBaeT Ha HEOOXOAMMOCTh MPOBEICHUS Pa3BEPHYTOrO JHATHOCTUYECKOTO
MOWCKA, €CIM Te4YeHWs] 3a00JieBaHMsl y TAIMEHTAa BBIXOMUT 3a PAMKHA TUIWYHOTO JJIsi JaHHOU
KapMOMHUOTIATHH;

7) ToOKa3aHa BHICOKAs 4aCTOTa MHOKApAUTA U €r0 HETaTUBHOE BJMSHKIE Ha IIPOTHO3 MPU CMEIIAHBIX
(dbeHoTumnax;

8) mnpomeMoOHCTpUpOBaHbl ATHONOTHYECKass poib SARS-COV-2 B pa3sBUTHH MTOCTKOBHIHOTO
MHUOKapuTa Yy TMalUeHTOB C  KapauoMuomartussMu W A(G(GEKTHBHOCTH  €r0  JICUCHHS
rimokokoptukoctepougamu (I'KC);

9) BBIABICHBI NPEAUKTOPHI HEOJATONPHUSITHBIX WCXOAOB y MAIMEHTOB C KapJAHOMHOIATHIMH,
YUUTHIBAIONIME HATMYME MHOKAPIUTA UM €r0 OTCYTCTBHE;

10) pa3paboTaHbl KaabKyIaTOPBl Ui CTpaTU(HUKAIMU PUCKAa HEOJAronpHATHBIX HCXOIO0B Y

ManUCHTOB C KapAUOMHUOIATHUAMU, YUUTBIBAIOIIUC HAJIMYNEC UJIKM OTCYTCTBHC MHUOKapaAUTa.

MeToa0J10THSI 1 METOAbI HCCIeI0BAHNS

[IpoBesneH aHanu3 perucrpa HNalMEHTOB ¢ KapauomuonatusMu (N = 342), HaObop B KOTOPBIH
ocymectisics dakynpreTckoil TepaneBTHueckoi kiuHukU (OTK) um. B.H. Bunorpanosa B nepuoa
¢ 2008 r. mo 2023 r. [TanmeHTsl ¢ KapIMOMHOIIATUSIMU B COYETAHUN C MMOKAapAUTOM (OCHOBHAS IpyIa)
COIOCTABJSUIUCh C MAIMEHTaMHM C aHAJOTMYHBIMU KapAMOMHMONATHUAMH 0e3 MuoKapauTa (Tpymnmna
cpaBHeHMs). OLIEHUBAINCH YaCTOTa MUOKApIUTA U €ro BIUSHHUE HA KIMHUYECKYIO KapTHUHY O0JIE3HU U
IPOTHO3 3a00J€BaHMs, H3Y4alIUCh TIE€HO(MEHOTUIINYECKUE KOPPEISLUM, OCYHIECTBISUICS IOHMCK

MIPEAUKTOPOB HeOIaronpusaTHeIX ncxonoB y manueHToB ¢ AKIDK, 'KMII, JIKMII, HKM u PKMII.

HOJ’IO)KCHI/IH, BbIHOCUMMBbIC HA 3alIIUTY

1. MuokapauT sBISETCS BAXHEHIIMM SIUTeHETHYECKUM (akTopoM MaHHpecTaruu |
NPOrPECCUPOBAaHNS IEPBUYHBIX TEHETUUECKH JETEPMUHUPOBAHHBIX KapAHMOMHONATHIA U MOXKET UMETh KaK
NEPBUYHYIO (BUPYCHYIO), TaK M BTOPUYHYIO (AyTOMMMYHHYIO) Npupoay. Yacrora MUOKapauTa Ipu

CHHJpOME TIepBUYHOMN runepTpodun muokapaa coctapnser 30% (B T.u. mpu I'KMII 30,9%), mpu HKM —



54,4%, npu AKIDX 74,3%, npu nepeuunoit JIKMII — 56,7%, a npu kapamoMuonaTusx ¢ peCTPUKTUBHBIM
denorunom — 37,5% (B 1.4. nmpu nepuuHoit PKMII 33,3%).

2. OCHOBHBIMHU KIMHUYECKHUMH MPOSBICHUSMU MHOKapAUTa y TAIUEHTOB C TEPBHUYHBIMH
TeHETUYECKU JICTCPMUHUPOBAHHBIMUA KapIMOMHUOIMATUSIMH SBISIOTCS TOSIBICHUE/ TIPOTPECCHPOBAHNE
CUMITOMOB CEpACYHON HEJOCTATOYHOCTH W/WIM HapylIeHUH puTMa cepiaua (MpeuMyLIeCTBEHHO,
HKEITYT0YKOBBIX apUTMUH).

3. He3aBucuMo OT Tuma MEPBUYHOM T€HETHMYECKH IETEPMUHHMPOBAHHOM KapJAMOMHOIIATHUH, MPU
HaJIMYUM COITYTCTBYIOLEr0 MuoKapauTa uenecooOpazHo HazHaueHue MCT, mockonpky MCT cHukaer
BEPOSITHOCTb JIETAIBHOIO MCXOJ@, II0O3BOJIIET YIYYIIUTh WM, KaK MHHHUMYM, CTaOWJIM3HUPOBaTh
cuctommueckyro pynkimo JOK 1 ycriensee KOHTPOJIMPOBATD JKEITyJOYKOBBIE APUTMHH.

4. Tlpu cmemannbix ¢enorunax (KMIT + HKM, AKIDK + HKM) wyacrora mmokapmuta
IpeBbIaeT TakoBylO mpu «aucThix» ¢Genorunax ['KMIL, HKM u AKIDK, a ero BiusiHMe Ha TeuyeHHE
3a00JIeBaHUs U IPOTHO3 ellle 0oJiee arpeccuBHOe. Tspkenoe TeueHue 000 NepBUYHON KapAHMOMUOTIATHH
TpeOyeT UCKITIOUEHHUS HE TOJBKO MPUCOEAMHEHHUS MUOKAPIUTA, HO M BOBMOXKHOTO COYETaHHUSI HECKOJIBKUX
KapAMOMHUONATHIA.

5. HoBast kopoHaBupycHast HHPEKIUS MOXKET IPUBECTH K PA3BUTHIO TOCTKOBUIHOTO MHOKApIUTa Y
MAIMCHTOB C TICPBUYHBIMU T'€HETUYCCKU JICTCPMUHUPOBAHHBIMUA KApIMOMHOIIATHSAMH, B TOM YHCJIC U B
Mo3/IHKE CPOoKH 10 12 MecsreB nocie nepenecenHoro COVID-19.

6. Hanbonee 3HaunmMbIMu He3aBUCUMBIMU TpeukTopamu cmeptu npu ['KMI sBnsitoTes Hanuyue
muokapauta (HR 6,0), camkenue dpakiuu Beiopoca (PB) nesoro xenymouka (JIXK) <45% (HR 7,2),
CHJIA > 35 mm pr.ct. (HR 6,7) u dynkumonansHoro knacca (PK) xpoHuueckoil cepaedHon
HepoctatoyHocTu (XCH, NYHA) > 3 (HR 6,8); npu HKM - nanuuue muokapaura (HR 5,8), cHnxenue
®B JIK <30% (HR 5,8), nanunune neycroiuusoit KT (HR 4,3) u dpubpunoren > 3.67 r/n. [Ipeauxtopsl
cmeptu win Tpanciuiantanuu cepana (TC) Benenacteue XCH npu AKIDK: mpaBoe npencepaue (I111) >
138 mu (HR 36,3), neBoe npeacepaue (JIIT) > 96 ma (HR 35,8), koHeuHbIil nuacTonndeckuii pazmep
(KIP) JDK / IIKX < 1,5 (HR 17,9) u wnamnuue dubpmmisiun npeacepauit (OI1, HR 16,2).
HezaBucumbimu npeaukropamu cmeptd uiu TC y manuenTtos ¢ nepsuunoit JIKMIT siBistiroTcst Hanmuune
Mopdosoruuecky BepuduurpoBanHoro Mmuokapauta, craaust XCH > 11b, ®K XCH > |Ib, cunxenune

OB < 36% u Hanmmuue neroyHoi perypruramuu (JIP) > | cr.

CooTBeTcTBHE JUCCEPTALMM NACIIOPTY HAYYHOH CNIENUATbHOCTH

Hayunble momnoxeHusi quccepTalii COOTBETCTBYIOT MAcHOpTy HAY4YHOM crneruaibHocTH 3.1.20.
Kapauonorus. Pe3ynbrartel NpOBEIEHHOTO HCCIEIOBAHUS COOTBETCTBYIOT OOJACTH HCCIEAOBAHUS

CHEUAIbHOCTH, KOHKPETHO — ITyHKTaM IacropTa kapauosoruu 4, 7, 11.
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CreneHb 10CTOBEPHOCTH M anipodauus pe3yJbTaTOB

Pe3ynbratel, OMyYeHHBIC B XO/I€ JUCCEPTAIMOHHOTO MCCIEIOBAHUS, SBISIOTCS JTOCTOBEPHBIMHU.
DTO MOATBEPXKIIEHO JIOCTATOYHBIM KOJIMYECTBOM HAOIIOJACHUA M COOTBETCTBYIOIIUM MOCTABJICHHBIM
3a7a4yaM BBIOOPOM METOOB CTAaTHCTUYECKOW OOpabOTKH MOJIy4eHHOM HH(OpMAalMu, B YaCTHOCTH,
UCTIONIb30BaHUE HEMapaMEeTPHUECKUX METO/IOB IPU CPaBHEHUU HEOOJBIIMX TPYIN M KpalHe aKKypaTHBINA
MOJXOJl K MHTEPIPETAllMU MOTY4YEeHHBIX JaHHbIX. OCyIIecTBIEHa MPOBEPKa JOCTOBEPHOCTH IMEPBUYHOM
JOKYMEHTAIMU (KOMMU BBIMHCOK W3 HMCTOpHUN OOJIE3HH, KypHAJ ydeTa MallMeHTOB, WHAWBUAYabHBIC
PETHCTPAIlIOHHBIC KapThl, 0a3bl JAHHBIX MAIIMEHTOB C PAa3IMYHBIMU KapJAUOMHUOIATHIMH, MPOTOKOJBI
7a00paTOPHBIX M MHCTPYMEHTAIBHBIX UCCIICIOBAHHMIA).

OCHOBHBIE pe3yJbTaThl JUCCEpTAlMU IpeacTaBieHbl B Buae 18 (13 yCTHBIX M 5 IOCTEpHBIX)
JMOKJIagoB Ha Poccuiickux HalmoHaNbHBIX KoHrpeccax kapauonoroB (ExarepunOypr, 2019 r.; Kazanb
(onmaiin), 2020 r.; Cankt-IlerepOypr, 2021 r.; Kazanb, 2022 r.), xonrpeccax Kapaunoctum (CaHKT-
IMetepOypr, 2020 u 2023 rr.), EBporeiickoM KOHIpecce 1o cepiaeuHoi Henocrarounoctu (Heart Failure
Congress (online) 2020), Esporeiickom korrpecce kapauosoros (ESC Congress (online) 2021), The 2019
International Congress on Electrocardiology (bearpan, 2019), ICHAMS (Mpnanaus, omHiaiiH),

AnMa30BCKUN MOJIOIeKHBIN MeauimHckuii popym (Cankt-IlerepOypr, 2022).

JIM4HBIi BKIag

ABTOPOM CaMOCTOSATENBFHO BHIOPAHO HAIPaBJICHHE UCCIIEOBAHNS, pa3padOTaHbl €r0 METOHOIOTHS
W JW3aifH, COCTaBIICH TIPOTOKOJN OOCIEIOBAHUS TAIMEHTOB C TIEPBUYHBIMH KapANOMHOIATHIMH,
BKJIIOYEHHBIX B UCCJIEJOBaHUE, NIPOBE/IEH NTyOOKUH, BCECTOPOHHUM aHAIM3 U CHUCTeMaTH3alMs JaHHbBIX
JMTEpaTyphl ¢ UCTONb30BaHueM pecypcoB PubMed, Scopus u Web of Science oTHOcHTENBHO coueTaHUs
KapIMOMUOMATUH C MMOKapJIUTOM, a TaKK€ HEMOCPEJCTBEHHO aBTOPOM BBINOJHEHBI CTATUCTUYECKAs
00paboTKa JaHHBIX, aHalIW3 M 0000IIEHHE NOJIYYEHHBIX pe3yJabTaToB. Bxiax aBTopa sBisieTcs
OIIPEICIISIIOINM Ha BCEX JTarax MCCIIENOBAHMS: OT MMOCTAHOBKH 33/1a4, UX TEOPETHYECKON M KIIMHUUECKOH
peanmmzanuu (BKJIIOYas BeleHWE W HAOMIOJCHHE B JWHAMUKE TAIMEHTOB C KapAWOMHONATHSIMH H
MHOKapIUTOM) J0 OOCYXKAEHMs Pe3yJbTaTOB B HAYYHBIX MyONMKAlMSAX W JOKIAAaX M UX BHEAPEHUS B
npakTuky. /lucceprammonnas padorta Hanmcana u oopmieHa B coorserctBun ¢ 'OCTom P 7.0.11-2011.
Jlonst yqacTust aBTOpa B HaKOIUIEHUHM HH(opMaruu coctapiseT 85%; B GOPMUPOBAHUU PE3YIHTATOB U

HAITMCAHWH JUccepTalmoHHoro uccnenoanus — 100%.
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IyOoaukanum mo TeMe auccepranuu

[To pesymbraraM AHCCEPTAIIMOHHOTO HCCIICIOBAHUS OMyONUKOBaHO 46 paboT, u3 Hux 23
Hay4dHbIC CTaThU B M3JAaHUSX, MHACKCUPYEMBIX B MEeXAyHapoaHbIx O0a3ax Web of Science, PubMed,
Scopus; 1 0630p B MexkIyHApOAHBIX 0a3aX JaHHBIX, 2 HAyYHbIE CTAThU B MHBIX U3/IaHUAX: 20 TE3UCOB B

CcOOpHUKAX POCCHUICKHX U 3apyO0eKHBIX KOHPEPECHITHI.

CTpykTypa 1 00beM JuccepTaunu

JuccepraiionHas paboTa BKIIOYaeT B ce0s1 BBeJIeHHE, 4 TTaBbl (0030p TUTEPATyphl, MaTEPUAITBI
U METOJbl HCCIIECOBAaHUS, PE3yJbTaThl HCCIIECAOBAaHUS, OOCYXKJEHUE pE3yJbTaTOB MCCIEIOBAHUSA),
3aKJII0YEHUE, BBIBO/IbI, IPAKTUUECKUE PEKOMEHIAK, OnbIrorpaduuecKuil CMCOK U 2 IPUII0KEHUS.
Juccepranus HalMcaHa Ha PyCCKOM si3bIke B 00bemMe 349 cTpaHull, WIUTIOCTpUpOBaHa 73 TabiaumaMu u
88 pucynkamu. B Oubmmorpadum ykxazan 431 ucrounuk smrepaTypbl (35 oredecTBeHHBIX 396

WHOCTPAHHBIX ).

MATEPUAJIBI U METOAbI UCCJIEJOBAHUSA

HccnenoBanune npoBoauiauch Ha 6aze DakynbTeTCKON TepaneBTUUECKON KIMHUKKA uMeHu B.H.
Bunorpagosa (®TK), namueHTsl NpPOXOIWIM OOCIIE€JOBaHME M JIEYEHHE B KapAUOJOTHYECKOM
oraenennn OTK u auarHOCTMUYECKUX MOJpa3JeNieHUs X YHHUBEPCUTETCKOW KIMHUYECKOW OOJIbHUIIBI
Nel, wmopdornoruueckoe wuccieoBaHUE MHMOKap/ia MPOBOJWIOCH B WHCTUTYTE KIMHHYECKON
Mopconorun u uudposoit mnarosorun GI'AOY BO Ilepporo MI'MVY umenn NU.M. Ceuenona
Munzapasa Poccuu (CeyenoBckoro Yauepcuteta). B mepuoxa ¢ 2008 1. mo 2023 1. oCyIIecTBIsIICS
Ha0Op MaIMEeHTOB B PETUCTP KapIMOMUONATUH, HA OCHOBAaHUH aHAJIM3a JaHHBIX KOTOPOT'O BBIITOJIHSIACH

naHHas paboTa.

KpnTepml BKJIIOYECHHUSA U HEBKJIKYCHUA B UCCJICA0OBAHUE, KPUTEPHUHN UCKITIOYCHUA

B HCCIICIOBAHNEC BRIIOYAIMUCH ITAIUCHTEI C IICPBUYHBIMU I'CHETUYCCKH ACTCPMUHUPOBAHHBIMU
KapJAUOMHUOIIaTUAMU CTapIIc 18 ner Ipu HAJIMYUKU MMHUCBMCHHOTO HH(bOpMHpOBaHHOFO coriacCus Ha
y4aCTueC B UCCICJOBAHUU. Bcero B ncciaenoBanye BKIOUYEHO 342 ManuceHTa ¢ KapAUOMHUOIIATUSAMU 125

C HEKOMITaKTHBIM MHMOKapJ0M JieBOoro kemyzouka, 100 ¢ cuHapoMoM mNepBUYHOHN rumneprpoduu
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Muokapaa, 70 ¢ apurMoreHHo kapauomuonatuer, 60 ¢ aunatanmonHod u 30 ¢ pecTpUKTUBHOU. B
UCClieIoBaHUK UMeNUCh cMmemannbie Genorumnsr: [KMIT + HKM (n = 15), HKM + AKIDK (n = 9),
HKM -+ PKMII (n = 6), TKMII + PKMII (n = 13).

B uccrnenoBanue He BKJIIOYAIUCH TAIIMEHTH B COOTBETCTBHH CO CIACAYIOIIUMHU KPUTEPUSIMHU:

1. Hecornacue nanueHTa Ha y4yacTHe B UCCIIEIOBaHUU;

2. Boszpact mutaae 18 ner;

3. bepeMeHHOCTh, KOPMJICHHE TPYABIO;

4. YMCTBEHHAas! OTCTANIOCTh, HEJIEECIIOCOOHOCTH;

5. JlekoMIleHCUPOBaHHbIE ICUXUYECKHUE PACCTPONUCTBA;

6. JlekoMIeHCHPOBaHHBIE BPOXKICHHBIE IOPOKHU CEp/Ilia C IePerpy3Koil MPaBbIX OT/IEIOB CEPALA;
TPOMOOIMOOITHS JIETOYHOU apTepyu; IEPBUYHAS JICTOYHASI TUIIEPTCH3MS; JISTOYHOE CEPILIE;

7. IlpuoOpeTeHHbIE TOPOKM cepala (peBMaTHYECKHe, BCIEACTBHE HHGPEKIMOHHOTO
SHJIOKAP/NTA);

7. CTeHo3bI KOpOHAPHBIX apTepuii oT 70% u OoJiee y MAMEHTOB C TUjIaTalueld KaMep cepama

8. Ilepenecennslii nHGapKT MHOKapaa (kpome nHpapkTa MHOKapaa y nmanueHToB ¢ HKM JDK
MIPU UHTAKTHBIX KOPOHAPHBIX apTepusiX);

9. Tumeprpodusi neBOTr0 >KEIyAOo4yka BCIEJICTBUE apTEpUabHOW THUMEPTEH3UU IJHOO
BPOKICHHBIX WU MPUOOPETEHHBIX TOPOKOB CEPIIa;

10. U exunoHHbINA YHIOKAPANT;

11. AnkoroiapHasi KapJIMOMHUOIIATHS;

12. CucreMHble MYMMYHHBIE 3200JI€BaHNUS;

13. OHKOIOrHYecKre 3a00IeBaHHUS;

14. Capxounios;

15. HecooTBeTcTBHE KPUTEPUSIM BKIFOUECHUS B OCHOBHYIO TPYIIIY U TPYIITY CPaBHEHHUS.

EAvHCTBEHHBIM KpUTepHEeM MCKJIOYeHHsl SBISIeTCS OTKa3 TMalleHTa OT Yy4acThsl B
UCCIIETOBaHUH.

Bcem manuentam mpoBOAMIMCH CcOOp JkKaoO, aHamMHe3a, OOBEKTHMBHOE OOCIEIOBaHUE,
CTaHJapTHBIE Ja0OpaTOpHbIE M KapAMOJOTHYecKue wuccienoBanus. Kpome »5Toro, mnamueHTtam
BBITIOJTHSUTHCH OLICHKa  THUTPOB aHTUKapAUaIbHBIX aAHTHUTEI METOJJOM  HEMPSMOTO
UMMYHO(IYyOPECLIEHTHOTO aHalln3a, MOp(OJIOTHYECKOE HCCIEAOBAHUE MHOKapia ¢ MPUMEHEHHEM
OKpPacOK TIeMaTOKCHJIMHOM | 203MHOM, PAS-peakTHBOM, KOHTO KpacHbIM, To Ban ['u3ony,
uMMyHorucroxummuueckuM uccnenaoanueM (MI'X) ¢ anturenamu k CD3, CD45, CD20, CD68, 6enxam
SARS-CoV-2, I1L{P-uccienoBanneM Ha FreHOM KapIuOTponHbIX BUpycoB, JJHK-auarnoctuka (nmanenu
TCHOB, aCCOIIMHPOBAHHBIX C KApAMOMHONATHSIMH, WM TOJHOIK30MHOE cekBeHmpoBaHue) MPT u

MCKT cepaua, a Takke cuuHTUrpadus Muokapa u koponapoanruorpadust (Tabmuua 1).
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Ta6muma 1 — Yactora mpoBeIeHHS UCCIIETIOBAHUN MTPU PA3TUIHBIX KapIHOMHOIIATHIIX

HccaenoBanue IF'KMII | HKM | AKITK | IKMII | PKMII
OHpeI[eJIeHI/Ie TUTPOB aHTUKApAUAIIbHBIX AtrB 43.0 81.6 85.7 86.7 46.9
CBIBOPOTKE KpOBH (MIEPBUYHO/B TUHAMUKE), %o ’ ’ ’ ’ ’
Mopdonorudeckoe rccie0BaHne MUOKapaa
C onpezielieHeM FeHOMa KapAHOTPOITHBIX 30,0 20,8 12,9 33,3 36,7
BUPYCOB, %
JAHK-muarnocruka, % 96,0 41,0 100,0 71,7 59,4
MPT cepaua, % 31,0 84,0 91,4 30,0 37,5
MCKT cepana, % 32,0 68,0 27,1 55,0 12,5
Cuunturpadus Muokapaa, % 11,0 21,6 71 18,3 18,8
KAT, % 18,0 27,2 21,4 43,3 21,9

Jluarao3 mMuoKapauTa CTAaBUJICSA JUOO TP MOMOIIM SHIOMHUOKapaAnaibHOM Ouoricuu (OMB),
a0 C IPUMEHEHUEM aJIropUTMa HeMHBa3UBHOM auarHoctuku [brnarosa O.B., Ocunosa F0.B., 2017].

OcHoBHasi rpynna rnpejacTaBieHa NalMeHTaMy C COYeTaHNeM KapAUOMHUOIIATUN U MHOKApIUTa.

I'pynna cpaBHeHHsI COCTOMT U3 MAlMEHTOB C H30JMPOBAHHBIMU KapauoMuonaTusmu 0e3
MHUOKapIUTa.

[lanueHTsl B OCHOBHOW TpyIlle M B TPYNINE CPAaBHEHUs pas3AeiieHbl Ha MOATPYIIbI, B
3apucuMocTd ot Tuma kapauomuonatuu (AKIDK, 'KMII, JIKMII, HKM u PKMII). Ilanuent
BKJIIOYAJICSI B OCHOBHYIO TPYIIITY WJIHM B TPYIIILY CPaBHEHHs] HA OCHOBAHUU Pe3yJIbTaTOB 00CIIeIOBAHMS,
HAIPaBJIEHHOI0 Ha JMArHOCTHKY TUIA KapJUOMUONATHMM U HAJWYMsI WM OTCYTCTBHUS MHOKapJuTa.
CpaBHeHUE MAlMEHTOB C MUOKApAUTOM M 0€3 POBEJEHO BHYTPU COOTBETCTBYIOIIUX MOATPYIIIL.

[Tocne Toro xak mamUeHTbl ObUIM pa3/ieleHbl B 3aBUCUMOCTH OT HAIMYMS WM OTCYTCTBHS
MHUOKapJuTa Ha OCHOBHYIO IDYIIy W TPYIIy CPaBHEHMs, JajbHEHIEE COMOCTaBICHHE MAallMEHTOB
MPOU3BOIMIIOCH IO TIOJATrPYMIaM, COOTBETCTBYIOLIUM THITYy KapJuoMHUoONaTHH. JIedeHue npeamnonarano
HazHaueHne WCT mnanueHTamM ¢ MHOKapAuTOM; OOJBHBIM M3 OOEUX TIpyHn TMpUd HATUIUU
COOTBETCTBYIOIIMX IIOKa3aHUN HA3HAYAJIUCh KapAMOTPOIHAsl, aHTUAPUTMUYECKAs, JUYPETUUYECKas
Tepanuss ¥ NpU HEOOXOIMMOCTH BBINIOJIHSIOCH XUpypruueckoe jeueHue. [lanmee B JUHAMUKE
OLICHUBAJIUCh TUTPbl aHTUKAPAMAIBHBIX aHTUTEN NMPU HAJUYUKU MHOKAPAMTA, a TaKXKe BBINOIHSIINCH
He3aBUCHUMO OT Hanmuusi Muokapauta JKI', xonTepoBckoe MOHUTOPUPOBAHKE U 3XOKapauorpadus. B
Ka4yecTBE KOHEYHBIX TOYEK OLEHUBAIHMCH IPOIPECCUPOBAHUE CEPICUHON HETOCTATOYHOCTH, 0OMOPOKH,

ycroituuBas XKT, anexBaTHble cpabaThiBaHus KapauoBeprepa-aepudpumusatopa (UK), TC u cmepTs.

13



PE3YJIbTATBI UCCJIEJOBAHUS

MuoxapauT nNpu CMHAPOMe NEPBUYHON runepTrpopuu MuoKapaa

Cpemn 100 mamueHTOB B JaHHOH Trpymme mpeoOnamanyd O0JbHBIE € TUNEPTPOoPHIeCcKOM
kapauomuonarueit [KMIT (68%), B 16% ciyuaeB ObUI JHArHOCTUPOBAH aMUJIOUIO3 C MOPAXKCHUEM
cepaua. beu BepuuIMpoBaHsl 1 60Iee peIkrue MPUYNHBI THIIEPTPO(HUN MUOKApAa: HEHPOMBIIIICUHBIE
3aboseBanus (3%), runepTpodust MHOKApAa C SAPKO BBIPAKCHHBIMH PECTPUKTUBHBIM HAPYIICHUIMHU
(2%) u cungpom LEOPARD (1%).

[Tpu runepTpoduyeckoii KapaUuOMHONIATHH YacToTa MuoKapauTa coctasuia 30,9% (n = 21).
B 1.4. Mmopdonornuecku auarno3 BepudunmpoBan y 11 (52,4%), y Bcex OONBHBIX MHOKapAHUT ObLI
aumbouuTapieiM, y 63,6% u3 HuXx (N = 7) ObUI BBIABICH BUPYCHBII TE€HOM B MHOKape
(mpeumymiectBenno PVB19 u HHV6). Cpeny maumyeHTOB ¢ MHOKApIUTOM C IOJOXUTEIbHBIMU
pesynbratramu JJHK-nuarnoctuku (28,6%) wamie, yem B rpymmne 6e3 MHOKapIuTa, OOHAPYKHUBAIKCH
MyTalUd B TeHe TsDkEnoi nenu muo3uHa (PucyHok 1). V manueHTOB ¢ MHOKapIUTOM OTMEYaIoCh
JIOCTOBEPHOE IOBBIIICHUE THUTPOB AHTUKAPAMUANBHBIX AaHTHUTEI K AaHTUTEHaM KapAHOMHOIINTOB

(Pucynox 2).

FTKMIT + muokapgur FKMI 6e3 muoKapauta

Pucynok 1 — CtpykTypa maToreHHbIX MyTanui y marueHToB ¢ u3zonupoBanHod ['KMIT u 'KMII B
COYETAaHUU C MUOKAPIUTOM
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Pucynok 2 — Tutpsl aHTUKapAHAIBbHBIX aHTUTEN Y nanueHToB ¢ u3onupoBanHod ['KMII u I'KMII B
COYETAaHWH C MUOKAPJIUTOM

[TarreHThI ¢ MUOKAPMTOM ObUTH KIMHUYECKH TSDKEJICe: Y HUX CYIIECTBEHHO Yallle OTMEYAIOCh
camwxkenne OB JDK, 6b11 Beiie @K cepaeunoii Hegoctatounoctu (Tabmuma 2).

Tabmuna 2 — McxoaHbie XapakKTepUCTHKN U KOHEUHBbIC TOYKU marnueHToB ¢ ' KMII B 3aBucumoctu ot
HaJW4Ms WIA OTCYTCTBHSI MUOKapAUTA

IIpusnak EcTb MUHOKapAUT Her muokapaura | p
N (%) 21 (30,9) 47 (69,1) -
Bospacr, net 446+129 48,8+ 14,5 H/I
Octpoe Hayao, N (%) 13 (61,9) 2 (4,3) <0,001
CBs13b ¢ uHdekiwei, N (%) 13 (61,9) 1(2,1) <0,001
Mopdosorruueckoe Hccie0BaHNE 11 (52,4) 9(19,1) 0,009
mrokap/a, N (%)
BupycHblii TeHOM B MHOKapjie, N 7 (63,6) 5 (55,6) H/1
(% OT MMal[EHTOB c
MOP(OIIOTHUECKUM
UCCIIeJOBAaHNEM MUOKap/1a)
ATKMII, tutp 1:80 [1:80; 1:80-1:160] 1:80 [1:40; 1:80] 0,017
ITarorennsie myTtaruu, N (%) 6 (28,6) 8 (17,0) H/N
OB JDK (9x0KT'), % 51,9 +16,3 57,8+ 11,2 H/1T
@B JIXK (Ox0KI') < 45%, n (%) 8 (38,1) 7 (14,9) 0,032
'uneprpodus ITK, n (%) 4 (19) 2(4,3) 0,059
MaxkcuMaiipHasg TOJIMHA CTEHOK 18,0 +£3,0 23,1+6,5 0,038
JDK (MCKT), mm
Cramns XCH TIA [1IA; TIA] A [I; TA] w/
®K XCH (NYHA) 31[2; 3] 2[1; 3] 0,026
Hamuune ®I1, n (%) 6 (28,6) 25 (53,2) 0,044
KOC B cyTku, mr. 289 [14; 3513] 63 [10; 404] H/J
Hamuuwme XT, n (%) 11 (52,4) 23 (48,9) H/I
Puck BCC, n (%) 3,9[2,4; 6,2] 42,1; 6] H/I
Wmnnanranus UKL, n (%) 6 (28,6) 11 (23,4) H/J
CwmepTts, N (%) 7 (33,3) 3(6,4) 0,01
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B 10 ke Bpems y HUX B 2 pa3a pexe peructpupoBaiiach @II, yto 1aét ocHOBaHME MpeIoaaraTh,
YTO MNPUYMHON JEKOMIIEHCALUM CTaJl UMEHHO MHUOKapAUT, a HE MPOTrPECCUPOBAHHE OCHOBHOTO
3abosneBanus. Hakoner, y malueHTOB ¢ MUOKAPAUTOM ObLIa IOCTOBEPHO BBIIIE YACTOTa JETAIbHBIX
HCXOJIOB.

[Ipn omHOQaKTOpHOM aHaIM3€ HAIMYME MHUOKApAUTa CTaJ0 HE3aBUCUMBIM IPEAUKTOPOM
pazBuTHs JeraibHoro ucxoaa (HR 6,0, 95% Cl 1,24-29,07, p = 0,026, pucyHok 3) u ObUIO
BKIIIOUEHO B YpaBHECHHE pa3pabOTaHHOW HAMHM MAaTeMaTHYCCKOW MOJENH JJsi OICHKH WHICKCa
JIETabHOCTH MPU TUHEPTPOGUUECKON KapIMOMHONIATHH.

B ypaBHeHHe MaTeMaTHUYeCKON MOJIENIN BKIIIOUEHBI CIeIYIOIINE [TIePEeMEHHBbIE!

* @K XCH mo NYHA (ecnu > 3 ®K — npucsouth nmapametpy 1, ecimu < 3 — 0);

*  HaJM4YUe MUOKapAWTa (€CIIH €CTh — MPUCBOUTH mapameTpy 1, ecnu Het — 0);

* @B JIK (eciu < 45% — npucBouTh napametpy 1, eciu > 45% — 0);

*  CIJIA (ecmu > 35 MM pT.CT.— IPUCBOUTH Mapamerpy 1, eciu < 35 mm pr.ct. — 0);

*  HEKOMNAKTHBI MHOKApP/ (€CIIU €CTh — IPUCBOMTH Hapamerpy 1, eciu Het — 0);

* tutp ATBIIC (ecnu > 1:80— npucsouts mapametpy 1, ecmu < 1:80 — 0);

» komuuectBo KIC (ecnu > 245 mt/cyT— nprcBouTh mapametpy 1, ecu < 245 mr/cyt — 0).

T'KMII Gez mMitokapanTa
TKMII + muokapIiT

084

067

p=0,01

044

BrenxinpaeMocTs

0,07

T T T T T T T T
00 2000 4000 6000 BO00 10000 12000 14000

Cpox HabmoneH s (Mec.)
Pucynok 3 — Kpussie Kannan-Maiiepa, xapakrepusymomue BekuBaeMocTh nanueHToB ¢ I'KMII c

MHOKapAUTOM U 0e3 MHOKapauTa

ypaBHeHI/IC AJId pacueTa MHACKCA JICTAJIbHOCTH JIA I'KMII MMPpEACTABJICHO HUKC!

(®K XCH x 0,093) — (muoxapanr x 0,196) — (@B JI)K x 0,146) +
+ (CIUVIA x 0,2) — (HKM x 0,017) + (ATBIIC x 0,442) + (KDC x 0,528) — 0,014
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B cooTtBeTcTBUM ¢ JaHHOW MaTeMaTHYECKOW MOJEIbI0 B Halled BBIOOpPKE OBLT paccuMTaH
HHJIEKC JIeTAJBLHOCTH. BeposTHOCTh IIETATBHOTO HCXOJa MUHHMAllbHA MPH 3HAYCHHHU WHICKCA
netanbHOCcTH <0,37, 1pu 3HaUYeHMUsIX MHAEKca B Auana3zoHe or 0,37 no 0,7 BEpOATHOCTH JIETAIBLHOTO
ucxoza coctasisger 50%, a npu ungexce >0,7 BEpOATHOCTD JETAILHOTO UCX0]a MAKCUMAJIBHO BBICOKA.
[IporHoctuyeckas 3HAaUMMOCTh Pa3paOOTaHHON MojenHu oreHuBasach npu nomoiu ROC-ananuza.
[Tnomane mox kpuBoii coctasiser 0,932, p < 0,001.

[Manmentsr ¢ Muokapaurom nonydanun MCT B 48% ciyuaeB. B monoBuHe ciydaeB 3TO ObLI
METUJIPETHU30JI0H (cpemnsisi nmo3a 24 [14; 40] mr/cyt), B T. 4. y | mamweHTa B COYETAaHUU C
MukodeHosnara Mmoderusiom (2 r/cyT); TpH NMAlMEHTa Moaydanu ruapokcuxiaopoxun (200-400 mr/cyr);
nBoe — azaruonpud 100-200 mr/cyr. Tpu BUPYCHOZUTHMBHBIX 10 MHOKapay MalUEHTa MOTydalu
MIPOTUBOBUPYCHYIO TEPAIHIO (JIBOE — AITUKIIOBHP, OJIUH - BaJAIIMKIOBHUD).

[To ucxogHBIM XapaKTepUCTUKaM MalKeHTHl B rpymnne, nonyyasiieit UCT, Obuin HECKOIBKO
TsDKenee, 4To 3aTpyaHsaer oueHky (Tabnuma 3). Tem He MeHee, Y HUX OTMEUYEH XOPOIIHMH OTBET B
OTHOIICHUU JKEIYJOYKOBOW  AKTOIUH | MTOJIOKUTEITbHAS

oAaBJICHUA IMPOCJICKHUBACTCA

UMMYHOJIOTHuYecKas quHamuka, a 9xoKI -mapamerpsl octatorcst crabminbHbiME (Tabnuna 4).

Tabmuna 3 — McxoaHble XapaKTepUCTUKU U KOHEUHbIe TOUKHU y nanueHToB ¢ [’ KMII u Muokapautom,
nosy4yaBmumMu U He noaydasmmmu UCT muokapaura

IIpu3znak UCT+ HUCT- p
N 10 11 -
Cranus XCH I1A-1IB [1IA; 11B] A [I; HHA] 0,004
AH®, tutp 1:80 [mer; 1:320] uer [ner; 1:40-1:80] |0,046
KIC B cyTku, mrT. 1123 [163; 10 000] 14 [6; 1249] 0,027
Hasnauenue amuogapona, n (%) 6 (60) 1(9,1) 0,029
®B JIK ncxomno (9xoKT), % 41,2 + 14,1 60,5+ 12,6 0,006
OB JIXK (Ox0KT") < 45%, n (%) 7 (70) 1(9,1) 0,003
ITK ucxomnao (9x0KI'), cm 29+04 2,5+0,3 0,047
KJIP JDK (Ox0KI') B nuHaMuke, cm 5,7+0,7 44+0,14 0,040
KJ1O JIXK (Ox0KI") B nunamuke, M 137.8+41,4 69.5+5,0 0,044
OB JIK (9x0KT") B tunamuke, % 39,7+ 16,2 64,5+ 5,0 0,055
ITK (Ox0KT') B tuHamMuKe, cM 3,104 23+04 0,056
TP (Ox0KI') B tuHamuke, T 110,5; 1] 0 0,03
Wmmnaaranus UK]T, n (%) 3 (30) 3 (27,3) 0,238
KoHeuHble TOYKH
AOIICKBaTHLIC cpabateiBanus K], n 2 (66.7) 0 0,500
(% ot marmmentoB ¢ MK]T)
CwmepTts, N (%) 4 (40) 2 (18,2) 0,268
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Tabmuma 4 — Xapaktepuctuku mnanueHToB ¢ [KMII u MuokapauTom, TONYYaBIIMMH U HE
nony4yasmumu UCT MuokapanTa npu HaOIOJCHUN B IWHAMHUKE.

IIpu3nak | HCXO/ITHO | B INHAMHUKE | p
NCT+
KOC B cyTku, mT. 1122 [164; 10 000] 1025 [85; 3138] 0,043
@B JIK (Ox0KTI'), % 41,2+ 14,1 39,7+ 16,2 0,31
KJ10 JIK (Ox0KTI), Ma 105 [77; 166] 132 [112; 178] 0,917
DK (Ox0KT'), cm 29+04 3,1+04 0,752
JIIT (Ox0KT'), mn 110 [87; 118] 102 [88; 119] 0,893
ITIT (9x0KT'), mn 66 [49; 82] 73 [55; 96] 0,832
Cragus XCH ITA [TIA; 11B] ITA-1IB [TIA; 11B] 0,18
®K XCH (NYHA) 3[2; 3] 2[1; 3] 0,141
NCT-
XKOC B cyTku, mrT. 14 [6; 1249] 55 [3; 930] 0,18
@B JIX (Ox0KT'), % 60,5+ 12,6 64,5+ 4,9 0,317
KO JDK (Ox0oKI'), Mma 79 [66; 151] 70 [50; 68] 0,317
IDK (Ox0KT'), cm 2,5+0,3 2,3+0,4 0,317
JIIT (Ox0KT'), mn 114 [55; 141] 90 [28; 121] 1,0
ITIT (Ox0KT'), ma 55 [46; 103 ] 59 [24; 78] 0,12
Cragus XCH ITA [T; TA] I[L; ITA] 0,317
@K XCH (NYHA) 2[2; 3] 1[0; 2] 0,655

OneHnBaIach 4aCTOTa MUOKAPIUTA U IIPH IPYTUX IPUIMHAX CHHAPOMA FHIIepTpopun MuoKapaa
(pUCYHOK 4). mpH aMWJIONI03€ C MOPAKEHUEM cepiua, OOJe3HSIX HAKOIJICHUS M HEWPOMBIIICUYHBIX
3a00JIeBaHUAX MUOKApIUT ObLT AMAarHOCTHPOBAH B TPETH CIIydYaeB, NPH OTAEIBHBIX Ho30sorusax (AL-

amuiion1o3e win 6one3nu Padpu) ero yacrora gocturana 50%.

69%

68,7%

31,3% 70%
D aaad -_—
MKMM amMunongos OonesHu  HEAPOMBILIBUHSIE oy, oy LEOPARD
HakonneHua zabonesaHusa
.“50% B muokapguT

50% 50%

A =

AL - Amunonpoz Boneann ®abpu

B HeT MuckapauTa
75% PA

-

BonesHb
DNanona

TKMN + HKM

Pucynok 4 — Yactora MuoKkapanuTa Ipu pa3IMyHbIX IPUYMHAX CUHAPOMA FUIepTpodrun MUokapaa
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MI/IOKalel/IT NP CHHAPOME HEKOMIIAKTHOI0 MUOKaApAA JIE€BOI'0 KeJIyAJ0YKa

I[Tpu HKM wmuokapaut Obut BbisiBiieH B 54,4% caydaeB (N = 68). B T.4. mopdomnoruuecku
nuarHo3 Bepudwuiponan y 21 (30,9%) u3 HEX, Y BceX OOJBHBIX MHOKAPAUT ObLT JTUMQOIUTAPHBIM, Y
47,6% wn3 Hux (N = 10) ObT BbISIBIEH BUPYCHBIM reHoM B Muokapne (y 6 PVB19, y 1 coueranue
HSV1+HHV6, y 1 — EBV, y 1 coueranue HHV6+EBV, y 1 mukctr HHV6+EBV+CMV+PVB19). ¥
MAIUEHTOB C MHOKAPIUTOM OTMEYAIOCh JOCTOBEPHOE MOBBIIICHHE TUTPOB AaHTHKAPIUATBHBIX aHTUTEI

K aHTUI'€HaM KapJuOMMOLIUTOB, TJ1aIKOW MYCKYJIaTypbl U BOJIOKOH ITPOBOsIIEH cucteMbl (PucyHok 5).

*
*
*
1:320 [ [ | B AHD
W AT3
I AriamvL,
1:160 * - H ATrMK
I I I O arBnc
1:80 — —
1:40 - - L 1 =
0 o
HKM 6es muokapguta HKM + muokapgur

Pucynoxk 5 — Tutpsl aHTUKapIuaIbHBIX aHTUTEN y nauueHToB ¢ HKM 6e3 Muokapaura u B coueTaHun
C MHOKapAUTOM
Cpenu 12% nmanueHToB ¢ MMOKApAUTOM C MOJIOKUTEIbHBIMU pe3ynbTatamMu JIHK-nuarnoctuku

06paman1/1 Ha ce0s BHHMaHUE MyTallUud B I'CHaX IACCMOINUIaKMHA U ACCMHHA, YTO OTJIUYAJIO UX OT

nanueHToB 6e3 muokapauta (PucyHok 6).

MyBPC3
50%

HKM + muokapaur HKM 6e3 muokapgura

Pucynox 6 — CTpykTypa NMaTOT€HHBIX MyTalluii y manueHToB ¢ u3oiaupoBanHbiM HKM um HKM B
COYETaHUH C MUOKAPIUTOM.
[TatmeHnThl ¢ MHOKapAMTOM OBUIM TsDKEJEe MPaKTUYECKH IO BCEM MapaMeTpaM: Kak I10

CHUCTOJIMYECKOU MUCPYHKINHU, QYHKIIMOHAILHOMY KJIACCy M CTaJIMH CEPJICYHON HEAOCTaTOYHOCTH, TaK
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U TI0 JKEeNTyJJOYKOBBIM HapyLIEHUSM pUTMa, KoTopble TpeboBanu uMinantauuu UKJ] u npuBogumm k

€ro onpaBJaHHbIM cpabaTbiBaHusIM (Tabmuna 5).

Tabmuna 5 — McxoaHple XapaKTePUCTUKH M KOHEYHBbIE ToukH manueHToB ¢ HKM B 3aBUCHMMOCTH OT

HaJIMYKWA WIN OTCYTCTBUS MUOKApAUTa

Ipusnax Ecth Muokapaut HeTt Mmuokapaura p
N (%) 68 (54,4) 57 (45,6) -
Bospacr, ner 46,3+ 16,5 48,2+ 16,4 >0,05
JlaBHOCTB 3a00JICBaHMs, MEC. 27 [4; 84] 53 [13; 144] 0,016
Octpoe Hayano, N % 51 (76) 15 (26,3) <0,001
CBs13b ¢ uHpekIpen, N % 40 (58,8) 9 (15,8) <0,001
Mopdonoruueckoe HCCIICIOBAHKE 21 (30,9) 5(8,8) >0,05
muokapaa, n (%)
[Tatorenusie mytarmu, N (%) 8 (11,8) 5(8,8) >0,05
OTAroNeHHBI CEMEHHBIN aHAMHE3 9 (13,2) 17 (29,8) 0,02
CTpyKTYpHO-(pYyHKIIMOHAJIBHBbIE NapaMeTpbl npu IxoKI' u MPT
KJ10 168 [120; 202] 134 [100; 182] 0,043
KCO 100 [70; 137] 81 [49; 121] 0,03
®B JIK (DxoKT), % 35+ 13 43£14 0,002
@B JIXK (Ox0KI') < 35%, n (%) 37 (54,4) 17 (29,8) 0,004
TTIT, M 73 [49; 90] 54 [45; 86] 0,042
E/A 1,6 [1,1; 2,6] 1,3[0,7; 1,8] 0,046
LGE npu MPT, n (%) 27 (39,7) 9 (15,8) 0,004
ITapamMeTpbl, XapaKTepU3yIHEe CEPAEYHYI0 HETOCTATOYHOCTh
Cragus XCH A [IIA; 1IB] A [I; 1A] 0,011
OK XCH (NYHA) 2-3[1; 3] 21, 3] 0,029
Hasznauenue uAIID, n (%) 51 (75) 25 (43,9) <0,001
g/e;;HaquHe B-6s0xaropoB + HAIID, n 43 (63,2) 26 (45,6) 0,017
Hasnauenue crimponosakToHa, N (%) 47 (69,1) 26 (45,6) 0,003
IMapamMeTpbl, XapaKTepU3yIlHe HAPYIIEHHs PHTMA
[TorpebHOCTH B Ha3HAYCHUH 38 (55,9) 22 (38,6) 0,017
AQHTHUKOArYJITHTOB, N (%)
Hamwaue XXT, n (%) 46 (67,6) 20 (35,1) <0,001
Ycroiuusas KT, n (%) 12 (17,6) 6 (10,5) >0,05
Wmmnaaranus UK]T, n (%) 26 (38,2) 13 (22,8) 0,048
KoneuHble TOYKH
Onpanannbie cpabateiBanuss MKJI, n 11 (42,3) 3(23,1) 0,181
(% ot marmenToB ¢ UKJI)
CmepTh, N (%) 16 (23,5) 3(5,3) 0,004
TpancrutanTaius cepaua, N (%) 6 (8,8) 1(1,8) 0,09

Hecmotps Ha anexkBatHoe neuenne XCH u HapyuieHuit putMa, y NalMeHTOB ¢ MUOKapIUTOM
yamie JOCTUTIMCh KOHEYHble TOYKH. Hanmuue MMOKapIuTa CTajlo HE3aBUCHUMBIM HPEIUKTOPOM
aeransHOro uexona (HR 5,8, 95% Cl 1,3-25,0, p = 0,02, pucyHok 7) u BOILIO B ypaBHEHHE
COOTBETCTBYIOIIEH MaTeMaTHUeCKoW Mopaen. HermocpencTBEeHHO B ypaBHEHHE BXOMIST CIEIYIOIINE

NepeMEHHbIE:

*  HaJW4YHe MHOKAPANTA (€CIH eCTh — IPUCBOUTH MapameTpy 1, eciu Het — 0);
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* cragusi XCH (eciu IIA u BbIie — mpucBouTh mapametpy 1, ecinu et — 0);

« @K XCH o NYHA (ecau > 3 ®K — npucBouts napamertpy 1, eciu < 3 — 0);
@B JIK (ecau < 30% — npucBouts napamerpy 1, eciu > 30% — 0);

e CJIJIA (ecau > 35 MM pT.CT. — IpUCBOUTH mapametpy 1, eciau < 35 MM pr.ct. — 0);
e (ubpunHoren (cciau > 3.67 r/i1 — npucBouTh napametpy 1, ecimu < 3.67 r/n — 0);

*  T'KMII (ecnu ects — npucBouTh apamerpy 1, ecinu wer — 0);

» ycroitunBas KT (eciu ectb — npucBouTh napamerpy 1, eciu vet — 0);

*  myTtanus (eclid eCTh — IPUCBOUTH mapamerpy 1, eciu wet — 0).

10

J___...
L et .- —— HKM 6e3 m1okapamuTa

S — HKM + mnoKapaut

BbiXKMBaemMoOCTb

00 2000 40,00 60,00 80,00 100,00 120,00

Cpok HabnoaeHua (mec.)

Pucynok 7 — Kpussle Kamnan-Maiiepa, xapakrepusyrouue BbDkuBaeMocTh nanueHtoB ¢ HKM c
MHOKapAUTOM U 0€3 MHOKapaAnuTa

ypaBHeHI/IC, IIpU MOMOIIH KOTOPOTO PACCUHUTLIBACTCA MHACKC JICTAJIBHOCTH, ITPEACTABIICHO KaK

(muoxkapaur x 0,24) + (cragusa XCH x 0,003) — (K XCH x 0,15)
+ (®Bx 0,23) + (CAJIA x 0,211) + (pudpunoren x 0,237) +
+ ('KMII x 1,052) + (KT x 0,266) — (myTtamus x 0,41) — 0,163

B cooTBercTBUM ¢ JaHHON MaTeMaTHYeCKOM MOJENbI0 B Halleil BHIOOpKE ObUI paccuuTaH
HH/IEKC JIeTAJbHOCTH, ITPHU 3Ha4eHUH KoToporo < 0,6 puck cMepTH MMUHHUMAJIEH, a npu uHaekce >0,6
BEPOATHOCTb JIETAIBHOTO MCX0/1a MAaKCUMaJIbHO BBICOKA.

JUis OLEHKM NPOrHOCTHMYECKON 3HAUYMMOCTH TMOJYyYEHHOW MaTeMaTH4YecKoW MoJenu Obul
BeimonHeH ROC-ananus. [lnomans mox kpuBoit cocrapnsier 1, p < 0,001. Takum oGpazom, mMojenb
MI03BOJIMJIA NIpEICcKa3aTh BEPHBIH pe3ynbTar B 100% citydaeB B Halle KOropTe MalueHTOB.

NCT nonydamun 63% mnanuentoB ¢ muokapautoM. ['KC Opimm Ha3HaueHbl 22 MalueHTam,
cpemHsisi cTrapToBas jgo3a coctaBmwia 24 [16; 32] mr/cyr B mepecueTre Ha METHIIIPEIHHU3O0JIOH.
A3zaTtHonpuH moiydano 9 manueHToB, cpeaHsis go3a 150 [75; 175] mr/cyt. B 23 cnyyasx OblT Ha3HAYEH

THJIPOKCUXJIOPOXHH, B MSATH CIy4asx CyTrouHas go3a cocraisiia 400 mr/cyt, a B octanbHbIX 18 — 200
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mr/cyT. Cnenyer yTOYHHUTb, YTO UMEIH MECTO COUETaHUs MpEenapaTroB U MEepexoi ¢ OJAHON CXEMbI Ha

apyryto. Tak, ™onorepanuto [I'KC mnomywamu 11

MalKUeHTOB, a3aTHONPUHOM — JIBOE, a
TUAPOKCUXIIOPOXUHOM — 19. V 7 yenoBek ucnonb3oBanoch coueranue ['KC u azatnonpuHa, a 4eTBepo
ciepa mnonydanu ['KC, a B mociemyromem ObUTM MepeBeneHbl Ha mojanepxkupatonryro MCT
ruapokcuxiiopoxuHoM. Ha one jnedennst orMeuanach MOJ0KUTEIbHAS KMMYHOJIOTHYECKAs TMHAMKKA
B OTHOIICHUH THUTPOB AHTHUKAPAHAIBHBIX AHTUTEN K AHTHUT€HAM BOJIOKOH MPOBOJSIIEH CHCTEMBI.
Hcxonano nanuenTsl, He nonydasmue MUCT, Obutn Heckonbko Tsxkenee (Tabmuma 6).

Tabmuua 6 — Xapakrepuctuku nanueHToB ¢ HKM 1 MHOKapAUTOM, MOTyYaBIIMMU U HE MTOTyYaBIIUMHU
NCT muokapauta

IIpu3znak NCT+ NCT- p
N 43 25 -
Cragus XCH 1A [IIA; 11B] 116 [I1A; 11B] 0,042
OK XCH (NYHA) 2[1; 3] 2 [2-3; 3] >0,05
ATD, THTp 1:80 [1:40; 1:160] 1:160 [1:80; 1:320] 0,036
KJIP (Ox0KTI), cm 6,1 £0,7 6,4+0,8 >0,05
KJ1O (Ox0KT'), M 157,6 + 51,4 186,5 + 87,7 >0,05
OB JIXK (Ox0KTI') nucxonno, % 36,8 + 13,3 31,4+1138 0,07
VTI (Ox0KT'), cm 12,6 + 3,3 9,3+4,0 0,03

KoHeuHble TOUKH

CwmepTs, N (%) 7 (16,3) 9 (36,0) 0,062
CwMmepThb + TpanciutanTanus, N (%) 9 (20,9) 11 (44,0) 0,042

OpHako gaxke 3TU pa3Iuuus HE MOTYT B IOJIHOM Mepe OOBACHUTH BJIBOE MEHBIIYI 4aCTOTY
JOCTH>KEHUS] KOMOMHUPOBAaHHOM KOHEYHOM Touku «cmepTh + TC». Kpome Toro, ToapKo y NaliMeHToB B
rpynne UCT ormeuanack 1ocToBepHas nonoxurenpHas nruHamuka B otHomeHun @B JDK (Tabnuua 7).

Tabmuna 7 — OxoKI'-mapamerpsl manmentoB ¢ HKM u MuokapauToMm, NHOIy4yaBIIMMHM U HE
nony4asmiumu UCT MuokapanTa npu HabMIOACHUU B TUHAMUKE.

IMapametp ‘ HCXOTHO ‘ B JINHAMHKE p
HUCT+
KIIP JOK, e 6.1+0,7 59+08 0,257
KO JIDK, M 157,6 £ 51,4 151,0 + 46,4 0,147
®B JIXK, % 36,8 +13,3 40,3 +£12,4 0,008
JITL, Mot 96,0 +35.4 97.1 £43,5 0,603
ITIT, M 77,7 +39,6 81,9 +£423 0,809
ITK, cm 3,1 £0,8 2,9 £0,7 0,192
VTI, cm 12,6 +3,3 13,8+5,3 0,345
MP, ct I-11 [I; 11] I-11 [1; 11] 0,363
TP, cT 1[0-I; I1] 1[0-1; I-11] 0,369
CJIJIA, MM prT.CT. 38,2 £15,1 33,7+ 15,3 0,078
HCT-
KJIP JDK, cm 6.4+0,8 6.4+0,8 0,210
KJ1O JIXK, mn 186,5+ 87,7 176,8 + 66,4 0,131
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[Tponomxenne Tabnuirsr 7

®B JIK, % 314+11,8 35,6+ 13,6 0,195
JITT, M 96,1 + 30,1 94,9 £31,5 0,230
TIIT, M 73,0223 80,6 + 28,8 0,185
DK, oM 3.1+0,6 33+0,5 0,197
VTI, cv 93 +4.0 154+53 0,285
MP, ct 1[L 1] 10 [1; 11] 0,034
TP, cr 1[0-I; 1] 1[I 11] 0,086
CJIJIA, MM pT.CT. 36,1 £ 16,6 292+ 6.6 0,553

OTaenpbHO  OLIEHMBAIACH

POJIb MHUOKapAIuTa

COYETAHMM THUIEePTPOPHIECKOI

KapauoMHUONIAaTUM H HEKOMITIAKTHOI0O MUHOKAp/IA. vy IMaUCHTOB C MUOKAPJIAUTOM B JTOM T'PYIIIIC TAKXKE

OTMCYAIMCh 3HAYUTCILHO Oolce BBIpAKCHHAA CHUCTOJIMYCCKAA III/IC(l)yHKLII/I}I H arpCCCUBHBLIC

JKeJly104KOBbIe HapylieHus putma (Tabnuna 8).

Tabnuua 8 — VcxoaHble XapakTepUCTUKU U KOHEUHbIE TOUKH y nanuenToB ¢ HKM u muokapautom B
3aBUCUMOCTH OT Haymyus win orcyrcreust [ KMII

Ipusnax I'KMII+HKM-+muokapaur| HKM-+muokapaur p
N (%) 5 63 -
Hanuaue myrarwmii, n (%) 3 (60) 13 (20,6) 0,056
OTsIromeHHbIH CeMEUHBIN 2 (40) 7(11,1) 0,069
aHamues, N (%)
Komrutekcor QS Ha OKT, n (%) 2 (40) 5(7,9) 0,024
MIKIT (9x0KT), M 152422 95+ 1,7 0,001
3C (Ox0KI"), Mmm 13,4+22 9,7+1,6 0,002
DK (Ox0KT), mm 78+43 3,8+0,7 0,002
®B (Dx0KTD), % 3,0+ 11,1 35,1+ 13,1 0,616
Heycroitumuas KT, n (%) 4 (80) 42 (66,7) 0,476
Ycroitunas XKT, n (%) 1 (20) 11 (17,5) 0,634
Wmmnanranus UK]T, n (%) 2 (40) 24 (38,1) 0,639
OnpaBaaHHbIe cpabaTbIBaHUs 1 (50) 10 (15,9) 0,677
WK/, n (% ot narmentoB ¢ MKJI)
[TorpebHOCT, B Ha3HAYCHHH 5 (100) 33 (52,4) 0,040
amuoapoHa, n (%)
Cwmepts, n (%) 3 (60) 13 (20,6) 0,047

Cpenu manuMeHToB ¢ NoJoKUTeNbHBIMU pe3ynabraTamu JIHK-nuarHoctuku Bo Bcex ciydasix

MMPUCYTCTBOBAJIN U3MCHCHHA B I'CHC MUO3HWH-CBA3BIBAIOIICTO 66.]'[1(3, 410, BEPOATHO, ACCONMHUPOBAHO C

JaHHBIM CMCIIaHHBIM (I)CHOTI/IHOM.
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MI/IOKapI[l/IT npu apHTMOFeHHOﬁ KapAMOMHUOIIATHHA NMMPABOIo KEJIyI0IKa

IIpu AKIDDXK wacrora wmuokapauta coctaBuwia 74,3% (n = 52). Mopdomnoruuecku
AuMGOLUTAPHBIA MUOKApIUT ObLT BepuduuupoBan y 15,4% (n = 8), oH ObUI BUPYCIIO3UTUBHBIM Y
nosoBuHbl U3 HUX (N =4:y 1 SARS-CoV-2,y 1 PVB19,y2 HHV6, B T.4. y 01HOr0 U3 HUX B COUYETaHUU
¢ HSV1). O6pamaer Ha cebs1 BHUMaHHE BBICOKAs MMMYHOJOTMYECKask aKTHBHOCTD: Y MAI[HEHTOB ObLIH

JIOCTOBEPHO BBIIIE TUTPHI 4 U3 5 TUNIOB aHTHKAapAHaIbHBIX aHTUTEN (PucyHOK 8).

*

1:320 - - EAH®
W A3
M ArkmLy
1:160 - - * B ArrvK
I O arenc
1:80 - " . -
1:40 . “ I I “
0 —

AKIMK + MmuokapguT AKIM>X 6e3 muokapauTa

Pucynox 8 — Tutpsl anTuKapananbHbIX antuTeln y nanueHToB ¢ AKIDK ¢ muokapautom u 6e3
VY NaluMeHTOB ¢ MUOKApAUTOM C TOJIOKUTEeIbHbIMU pe3ynbTatamu JJHK-nuarnoctuxu (28,9%)
npeo0iajain MyTallud B TeHEe JecMoIulakuHa U ¢uuamuHa C, B OTIMYME OT HAlUEHTOB C

u3onupoBaHHoit AKIDK (pucyHok 9).

mDSP

B FLNC

B MYH7

B MYH7+MyBPC3

mDSG2

mDSC2

B LMNA

SCNSA
TMEM43

PKP2
B DSG2
mDSP
W DSP+SCNSA

AKIMM¥+ muokapaut AKX 6e3 muokapauTta

Pucynox 9 — Crpykrypa matoreHHbix mytanui y mamueHToB ¢ AKIDK ¢ mmokapmutom u 6e3
MHUOKap/IUTa

VY mnamueHnTtoB ¢ MuokapautoMm Obuta goctoBepHo Himke ®PB JDK, Bemme ®K cepmeunoit

HepoctaTouHoctH (Tabmuma 9).
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Tabmuma 9 — UcxonHple XapakTepuCTUKU U KOHeUHbIe TOUKH nareHToB ¢ AKIDK B 3aBucumMocTu ot
HaJIN4Yusag UJin OTCYTCTBI/ISI MI/IOKapI[I/ITa

IIpusHak Ecrb Muokapaur | Her Mmuokapaura p
N 52 18 -
Octpoe Hauano, % 55,8 44 .4 0,364
Casi3b ¢ nHpEKIUEH, % 53,8 11,1 0,002
Mopdonorudeckoe uccieoBaHue MUOKapaa, % 15,4 55 >0,05
[TaTtorennsie mytanuu, % 28,9 38,9 0,380
@B JIXK (3x0KT), % 53,1 +14,3 60,0+ 7,5 0,071
OB JIK < 35%, % 11,5 0 0,192
Cramus XCH 01[0;1] 0 [0; HA] 0,501
OK XCH (NYHA)>3,% 15,4 0 0,09
KDC, ThIC. 18,2 [3,2; 36,0] 13,7 [2,1; 19,0] 0,161
PUA, % 30,8 16,7 0,187
DddexruBnocts PUA, % 50 100 0,470
Veroitunsasg KT, % 26,9 50,0 0,075
Kup B IDK (MPT), % 42,3 66,7 0,040
Hctonuenne IDK, % 30,8 61,1 0,010
CwmepTtsb, % 11,5 16,7 0,420
Cmepts/TC  BcneacTBHE — mporpeccupyroen 9,6 0 0,215
XCH

[Ipu comocTaBUMOM KOJMYECTBE JKENYI0YKOBBIX SKCTPACUCTOJ y MAIIMEHTOB C MHOKAPAUTOM
ObL1a BIBOE HIKE AP(EKTUBHOCTh paaroyacToOTHON abnanuu. [Ipu 3TOM y manueHToB ¢ MHOKapIUTOM
peke OTMEYAIUCh XapaKTepHbIE NJIs apUTMOIeHHOW Kapauomuonatuu ycronuusas KT, 3amemnienue
MPaBOTO JKENyJA0YKa XUPOM, €ro HCTOHYEHHE, YTO TOBOPUT O TOM, YTO HEIMOCPEICTBEHHO K
JIEKOMITCHCAIINH MPUBE]I UMEHHO MUOKAPIHT, a HE TPOTPECCUPOBAHNE OCHOBHOTO 3a00JI€BaHUS.

[Ipu AKIDK HenmocpeacTBEHHO MHUOKApAUT HE CTal HE3aBUCHUMBIM MPEIUKTOPOM JIETAIBHOTO
MCX0/1a, OJTHAKO BOILIET B YPAaBHEHHE MAaTEMaTUUYECKOW MOJIETH ISl OUEHKH BEPOSITHOCTH CMEPTH WU

TC umenno Benencteue peppaxrepHoit XCH (pucynok 10).
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Cpok oT aebroTta 3abonesanHuns (rogsi.)

Pucynox 10 — Kpussie Kannan-Maiiepa, XapakTepHu3yroIue nepuo, cBo0oHbIi oT cMepTu min TC
BcnezacTBue nporpeccupytomeid XCH y mannentoB ¢ AKIDK ¢ muokapauTom u 6e3 Muokapaura

B ypaBHeHHne MaTeMaTHUE€CKOW MOJIEIH BOIILIU CIIEAYIONME IEPEMEHHBIE:

e @K XCH (or 1 10 4 mo NYHA);

o QulOpunasiums npeacepauii (mpu HaMUYUK 1000 GPOPMBI — MPUCBOUTH MapaMeTpy 1, eciu HeT
-0);

o Haguume ycroiiuuboii KT (ecnu Oblia 3aperucTpupoBaHa — MPUCBOUTH MapaMeTpy 1, eciiu HeT
-0);

e Oo6bem JII (eciu > 96 M o marubiM IX0KI™ — mpucBouts 1, eciu vet — 0);

e Oo0bem III (ectu > 138 mu o ganubiM DX0KI" — mpucBouts 1, eciu Het — 0);

e Crenenb TP (ot 1 no 3 (ecim 0-1, To 0,5; ecmu 1-2, To 1,5; ecnm 2-3, To 2,5) mo nanubiM Ix0KI)
e HaJWYMe MUOKAPAUTA (€CIIH €CTh — MPUCBOUTH nmapameTpy 1, eciu Het — 0);

Huxe npeacraBneHo ypaBHEHHE MaTEMaTHUECKON MOJIEIIN:

(®K XCH x 0,054) — (®IT x 0,148) — (KT x 0,081) — (JIIT x 0,138) +
+ (ITIT x 0,741) + (TP x 0,118) — (muokapaut x 0,071) + 0,005

B cooTBeTcTBUMM C MOJYyYEHHOH MaTeMaTH4YEeCKOM MOJENbI0 MPOBEICHA OLEHKAa HHEeKca
BeposiTHOcTH cMmepTH/TC Beaencreue pedpakrepnoit XCH: mpu 3Hauenun wuHpekca < 0,4
BEPOSTHOCTh HEOJArompHsITHOTO HCXOJa MUHUMAallbHA, TMpH 3HaYeHWW uHaekca ot 0,4 mo 0,72
KOHEYHON TOYKU BEpOSITHOCTH cocTaBisieT 50%, a mpu 3HaueHun uHAekca > 0,73 Bce MalueHTH
JIOCTHUTII YKAa3aHHOW KOMOWHHPOBAHHOW KOHEYHOUW TOYKH.

ITpu AKITXK neuenne muokapauta noiy4daio 73% namuentoB [['KC B cpenneii nose 20 [8; 24]
mr/cyt, 5 (13,2%) — azaruonpun B pgoze 100 [0; 125] wmr/cyr, a 30 (79,0%) mnamueHTOB
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rugpokcuxiopoxur 200 mr/cyt]. HecMoTps Ha TO, 9TO HCXOAHO OHM OBLUIM TSDKEIEE IO BCEM

napaMmeTpam, y HuX OblIa 3HaUUTEIbHO MeHbIe cMepTHOCTH (Tabmmna 10).

Ta6muma 10 — VcxomaHble XapaKTepUCTUKU U KOHEUHBIE TOUKH y marueHToB ¢ codetanneM AKIDK u
MHUOKApJUTa, nojydyaBmux u He nosaydasmmx UCT

Mpu3HaK | UCT+ | HUCT- | p
Hcxoonvie napamempol

JlaBHOCTB 3a00JI€BaHUs, MEC. 57,3 [14,8; 120] 9,3[4,5; 34,7] 0,013
AH®, tutp 1:40 [uer; 1:80] HeT [Her; Het] 0,052
ATKMII, tutp 1:80 [1:80; 1:80] 1:40-1:80 [1:40; 1:80] | 0,02
HXOC 3a cyr. 14 [3; 28] 0 [0; 2] 0,001
®B JIK (Ox0KTI"), % 51,4 +13,7 57,4+ 155 0,071
LGE B8 JDK (MPT), % 26,3 0 0,002
LGE cy0snukapanaibHON JTOKaIH3aIlun

(MPT). % 23,7 0 0,034
KCP JDK (MPT), cM 4.1+13 35+1,3 0,037
KJ0 JDK (MPT), M 186 £ 52 132 £41,1 0,004

Koneunwvie mouxu

CmMmepTh, % 53 28,6 0,021
Cwmepts + TC, % 8,1 28,6 0,061

@B JIK ocraBanach cTraOuibHOM, B TO BpeMs kak B rpynme 6e3 NCT oTmeuanach TeHASHIUS K

e mporpeccupyronieMy CHIKEHHUIO W Juiiatanuu JieBbix otaenoB (Tabnuma 11). Hakonen, momyueH

MMOJI0KUTEIBHBIN OTBET IO BCEM TUTPaM aHTUKaApAUAJIbHBIX aHTHUTCII.

Tabmuna 11 — Habmogenne B nuHamuke 3a manueHTamu ¢ AKIDK B coyeranum ¢ MHOKapIuToM,
noJlyyaBliuMu U He nosydasmumu UCT
IHapamertp HCXOJHO B IMHAMMKE p
HUCT +
OB JIXK, % 51,0+ 13,6 50,9 £12,5 0,166
KJP JDK / TI3PITK 1,9+ 0,6 1,9 £0,5 0,968
XKOC, thIC./CYT 15 [3,2; 35,5] 0,7 [0,01; 3,8] <0,001
Heycroituusas XT, % 55,3 26,3 0,021
Verouusas KT, % 21,1 0 0,008
UCT -
DB JIXK, % 57,7 +16,1 53,6 £ 10,6 0,018
KP JDK / II3PIDK 2,0 £0,6 24+0,5 0,091
XKOC, ThIC./CYyT 20 [0,6; 38] 3,710;9,3] 0,028
Heycroituusas XT, % 71,4 16,7 0,046
Veronuusas KT, % 429 0 0,317

YacroTa MUOKapIuTa OTIMYATIACH IPH pa3nuyuHbIX KinHuYeckux popmax AKIDK (Pucynok 11).
Tak, mpu 1aTeHTHOH apuTMUUecKoil popme Bexyas poib B popMupoBaHus peHoTHIa MpUHAIEKATIA
MMEHHO BOCIMAJCHHIO, B TO BpeMs KaK IpU pa3BEpHYTOH apUTMHUYECKOH (popMe OCHOBHOW BKIA[

ONpeeNsICsS MaTOTeHHBIMU MyTauusMu. [Ipn apuTMOreHHON KapAMOMHONIATUN C MPOrPECCUPYIOLIEH
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XCH u B couerannn ¢ HKM 3Hauenne MuokapuTa ObUIO OMHAKOBO Ba)KHO HA Py C MATOTEHHBIMHU

MyTalusIMU.
100%
88,9%
90% 84,6%
- 79,4% 74,3%
70%
60%
50%
- 38,5%
30%
20%
10%
0%
NatenTtHan PazsepHyTan AKMXK ¢ AKNHK e Bce
apuTMMU4ecKas apuTmMm nporp pytoweit coveTaHuun dbopmbr
dopma dbopma XCH c HKM
0%
- [l
20% 14,7%
30%
0% 31,4%
50% 44,4%
46,2% 46,2%

B - muokapant [l - myTtauum

Pucynok 11 — YactoTa BISIBICHUS MUOKAP/IUTA U TATOTCHHBIX MYTAIMH IPU PA3TUYHBIX KITMHIYECKIX
dopmax AKIDK

Ha pucynke 12 nokas3aH npoLeHT NalMEHTOB, Y KOTOPBIX OTMEYAIOCh COYETAHNE MUOKAPANUTA
U maroreHHpIX Myranuii. OH Obu1 MakcuManeH npu coderanun AKIDK ¢ HKM, raoe y mamuentos

BBIABJIAJIMCH MyTAallUU KaK B ACCMOCOMHBIX, TaK 1 B CAPKOMCPHBIX I'CHAX.

100%

88,9%
90% % 84,6%
80% 79,4 74,3%
70%
60%
50%
a0 38,5%
30%
44,4%
20%
10% 14,7% 30,8% 21,6%
7,7%
0%
14,7% 44,4%
31,4%
46,2%
46,2%
NateHntHan PazsepHyTan AKNHK ¢ AKMNH s Bce
apuTMMYecKan apuTMUYecKas nporpeccupylolein couyeTaHum dopmel
dopma dopma XCH c HKM

Pucynok 12 — Yacrora coueTaHusi MUOKapIUTa U TATOT€HHBIX MYTAIUi P PA3IMYHBIX KIMHUYECKUX
dopmax AKITXK (BbiaeneHo (pHUOIETOBBIM IIBETOM)
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MuokapauT NPy NEPBUYHON TNJIATAUMOHHON KAPAUOMHONIATUH

[Tpu IKMIT yactora muokapauta cocraBuia 56,7% (n = 34), B T.4. MOP(HOJIOTHUECKU TUATHO3
BepuduuupoBan 47,1% (n = 16). Bo Bcex ciydasx MHOKApAUT ObUT JUM(OLUTAPHBIM, YETBEPTh
MAlMEeHTOB OBLIIM BUPYCIIO3UTHBHBI 110 MUoKapay (N =4). Y 1 6onsHOT0 00Hapy»xeH reiom PVB19, y 1
— coueranue PVB19 + HHV6, y 1 — EBV, y 1 — cpa3y 4 Bupyca HHV6+ EBV+CMV+PVBI19. V
NAIMEHTOB ¢ MUOKApIUTOM OBLIH JOCTOBEPHO BBIIIE THTPHI AHTUKAPAUAIBHBIX aHTUTEN K BOJOKHAM
npoBosLIeH cucteMsl, cyniectBeHHO HIke @B JIK u tonbie ero crenku (Tadmuua 12). Oxu 6osblire
HY)KJQJINCh B Ha3HAUYEHUU IMETJIEBBIX [WYPETUKOB, B YAaCTHOCTH, TopaceMuja. Y OOJBHBIX C
MHUOKapJIMTOM CYIIECTBEHHO 4alle perucrpuponanach HeycroiuuBas KT, TpeOyromas HazHaueHUS
amuogapona u umrantanun MK/, oqHako, HeCMOTpsl Ha 3TO, y MAIMEHTOB Yallle JOCTHTAINCH BCE
KOHEYHBIE TOUKH.

Tabmuma 12 — VcxoaHbie XapakTepUCTUKHA U KOHEYHBIC TOUKH marnueHToB ¢ JIKMII B 3aBucumMocT# oT
HAJUYHs WK OTCYTCTBHSI MUOKapAUTa

IIpusnak M + M — p
N 34 26
Octpoe Havano, % 91,2 76,9 0,065
CBs13b ¢ nuHpeKnue, % 55,9 26,9 0,018
Mopdosiornaeckoe HCCIIeTIOBAHKE 47,1 15.4 >0,05
MUOKapaa, %
[Tatorennsie myranuu, % 20,6 19,2 0,580
KJ1O, mn 182 [126; 233] 198 [142; 243] 0,584
®B JIXK (Ox0KT), % 25 [20; 38] 33[27; 41] 0,041
MXII, MM 9 [8; 10] 11 [9; 12] 0,024
Cranus XCH 116 [1IA; IIB] ITA [IIA; 1IB] 0,632
OK XCH (NYHA)>3 , % 3[2; 3] 3[2; 3] 0,651
Hasnauenue Topacemuna, % 50,0 23,1 0,031
KOC B cyTku, mT. 961 [160; 5227] 658 [6; 4281] 0,406
Heycrotuusas KT, % 58,8 34,6 0,054
Haznauenue 67,6 46,2 0,059
amMuonapoHa, %
Wmnmaaramus UK, % 38,2 26,9 0,261
BCC, % 14,7 3,8 0,171
BCC + moxu UK, % 29,4 15,4 0,168
CwmepTtb, % 35,3 26,9 0,342
TpancnnmanTanus cepana, %o 11,8 7.7 0,472

Cpenu MalHMEeHTOB C MHOKApIUTOM C IMOJOKUTEIbHBIMU pesynabTatamu JIHK-auarnoctuku
(20,6%) garie Bcero BCTpeUaIvch MyTallly B TeHe IeCMHHA (PUCYHOK 13), KOTOPBIX HE OTMEUCHO CPEIH
NAIMeHTOB 0€3 MHOKapJIUTa W KOTOpBIC, BEPOSATHO, SBISIFOTCS OJArompusTHBIM (OHOM st

MMPpUCOCANHCHUA BOCIIAJICHHA.
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OKMIT + mrokapaunTt OKMIM 6ez mumokapauta

B DES B DES+RMP2
BEMD BMTIN WLMNA ETIR
ELMNA u MyBPC3
MyBPC3+MYH7 il CASZ1

Pucynok 13 — CrpykTypa maToreHHbIX MyTaluil y mauueHToB ¢ u3onuposanHoi JJKMII u IKMII B
COUYETaHUH C MUOKApIUTOM

Hannure MuokapauTa Kak TaKOBOTO HE CTAJIO MPEIUKTOPOM JICTAIBLHOTO MCXO0a, OHAKO MPH
OMHO(AKTOPHOM  aHauM3e  NPEIUKTOPOM  CTAIO  HAIMYHME  UMEHHO  MOPQOJOTHYECKU
BEepU(DUIIMPOBAHHOTO MHUOKAP/NTA, KOTOPHIA YYHUTHIBAJICS UM B COOTBETCTBYIOIICH MaTeMaTHYEeCKOMH
mojenu ucxona (HR 3,6, 95% Cl - 1,433-9,249, p =0,004). Takxe B MAaTeMaTHIECKYIO MOJICIIb BOIIEI

U GaKT HATMYHsI MUOKApAHUTa, THAarHOCTUPOBAHHOTO JIFOOBIM CIIOCOOOM:

(Mmopd. muokapaur x 0,492) + (cragusa XCH x 0,202) + (PK XCH x 0,124) —
— (®B x 0,026) — (JIP x 0,009) + (MP x 0,194) +
+ (octpoe Hauasuo x 0,055) + (KT x 0,178) — (muokapaut pakt x 0,2) — 0,007

B ypaBHEHHE BXOIAT CIIENYIOIINE IEPEMEHHBIE:
o HaJu4yue Mop¢oI10ru4eck NOATBEPKIEHHOI0 MHOKAPAUTA (E€CIH €CTh — IPUCBOUTD
napamerpy 1, ecnu wet — 0);
. cragust XCH (ecnu 11 u Bbie — npucBouTh napametpy 1, eciu vet — 0);
. ®K XCH no NYHA (ecnu > 3 ®K — mpucBouts napamerpy 1, eciu <3 — 0);
. ®B JIK (ecnu < 36% — npucBouTs napametpy 1, eciu > 30% — 0);
o JIP (eciu > I c1. (Ox0KTI') — mpucBouts mapamerpy 1, eciu < I ct. — 0);
o MP (ecnu > II ct. (Ox0KI') — mpucBouts napametpy 1, eciu < II ct. — 0);
o ocTpoe Ha4aJ0 3a0os1eBanus (€CIM J]a — IPUCBOUTH Tapamerpy 1, eciu Het — 0);
. HeycroituuBas KT B oTcyTcTBHE YCTOHUYMBOIA (€CIIM €CTh — IPUCBOUTH MapaMeTpy 1, eciu

uer — 0);
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. MHOKAPIUT, IMATHOCTHPOBAHHBIN npu oMo IMB njiu HeMHBa3MBHO (€CITH €CTh —
PUCBOUTDH apameTpy 1, eciau Het — 0).

IIpn nomouu AaHHON MoAENW ObLI paccuuTaH MHAEKCE «cMepTh miau TC» ansg xaxnoro us3
nanueHToB. [Ipu ero 3nauenusx <0,3 BepostHOCTh cMepTy uiau TC MUHMMaIbHA, IPU 3HaYeHUsX oT 0,3
no 0,8 BepostHocth cmeptu wim TC 50%, a npu umuaekce >0,8 BepOSTHOCTh JOCTUKEHHUS
KOMOMHHPOBAaHHOW KOHEYHOI TOYKH MaKCUMaJIbHO BBICOKA.

NCT nonyuano 62% naruentos ¢ JIKMII. Tpu uerBeptu nanuentos (76,2%, N = 16) nonyyanu
I'KC, cpennss noza 24 [16; 30] mr/cyT; ruapokcuxiopoxud HazHaudaiucs 42,9% (n = 9) B moze 200
mr/cyt; azatuonpur — 23,8% (n =5) B go3e 150 [62,5; 150] mr/cyT. B qanHOM citydae manueHThl ObLTH
coroctaBuMbl 1Mo O0onpmuHCTBY napamerpoB (Tabmumna 13). B rpynme ¢ UCT ormeuancs MeHbIIHI
MPOLICHT CMEPTHOCTH, PEXKe AOCTUTANach KOHeUHast Touku "cmepth + TC".

Tabmuna 13 — Xapakrtepuctuku namueHToB ¢ JIKMII um MuokapauTom, MOJNy4aBIIMMU M HE
nonyvasmmu UCT muokapnura

IIpu3znak UCT+ UCT- p
N (%) 21 (61,8) 13 (38,2) -
Cragus XCH A [HA; 11B] 116 [I1A; 11B] 0,214
OK XCH (NYHA) 3[2; 3] 3[2-3; 3] 0,105
KJIP (9x0KT"), cm 6,5+0,8 6,5+0,8 0,943
I13P IDDK (Ox0KI'), cm 29+0,7 3,6£0,5 0,018
ITIT (Ox0KT"), mn 81,8 +34,4 71,0+ 194 0,418
JIIT (Ox0KT"), M 106,1 £ 35,5 91,9 +£28.2 0,614
®B JIXK (Ox0KT'), % 29 [19,5; 39,5] 25 [21; 32] 0,696
VTI (Ox0KTI'), cm 11,5+3,0 8,5+1,6 0,102
MP (Ox0KT), cr. Il 1] L= 1] 0,010
TP (Ox0KI), cr. I[I; 1] -1 1 1] 0,234
Wmmnantanus UKJ, n (%) 7 (33,3) 6 (46,2) 0,349

KoHeuHble TOUKH

AnexBatHble cpabareiBanus MK, n
(% ot marmmenToB ¢ MKJI) 2 (28,6) 3 60) 0,413
CmepTh, N (%) 5 (23,8) 7 (53,8) 0,080
CmepTb + TpanciutanTanusi, N (%) 8 (38,1) 7 (53,8) 0,293

Kpowme Toro, B rpynne ¢ UCT ormeudanocs nocroepHoe yiyuiienne @B JDK (Tabnuua 14), B
TO Bpemst Kak B rpymrie 6e3 ICT orMeyanack TeHASHIMS K JUIaTallul 000X MpeAcepAnil. Y MalnueHToB
TaK)K€ IPHUCYTCTBOBAJ IIOJOKUTEIbHBI MMMYHOJIOTMUECKHN OTBET IO TUTPaM aHTHKapIUaIbHBIX

AHTUTCII K aHTUT'CHAM DHAOTCIN A, KaApAUOMHUOLIUTOB U BOJIOKOH HpOBOIl&IH.ICI’I CHUCTCMBI.
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Tabmuma 14 — OxoKI'-mapamerpsl mamueHToB ¢ JIKMII u mMuoxapauTom, MOMy4YaBIIUMH U HE

nony4asmumu UCT mMuokapauTta npu HaOJIIOICHUN B TUHAMHUKE

ITapamerp \ HCXOJHO | B JUHAMHUKE p
NCT +
KJIP JIK, cm 6,5+0,8 6,2+0,8 0,929
@B JIK, % 29,8+11,7 35,9+ 13,9 0,036
JITT, Mo 106,1 + 35,5 101,7 £ 37,3 1,000
11, Mo 81,8+34,4 85,7+57,2 0,635
IDK, cMm 29+0,7 3,1+0,8 0,694
MP, ct Il ] Il ] 0,834
TP, cT I [I; 1] I [I; 1] 0,763
CJUIA, mm pr.CT. 38,8+ 14,4 33,7+ 16,7 0,308
HUCT -
KJIP JIK, cm 6,5+0,9 6,4+14 1,000
KOO JIK, mn 171 [148; 291] 167 [133; 199] 0,686
@B JIXK, % 265+ 11,9 33,6 +14,2 0,208
JITT, Mo 91,9 +28,2 114,3+ 42,0 0,225
11T, Mo 71,0+ 194 97,4 + 40,6 0,144
IDK, cMm 3,605 35+0,6 0,655
MP, ct H-T1 [T 1] H-1[1-11; -1 0,194
TP, cT -1 I; 1] I-11 [0; 1] 0,351
CIJIA, MM pT.CT. 472+129 40,0+9,1 0,497

MuokapauT npM NepBUYHOI PeCTPUKTHBHONH KapAHOMHONATHH

[Tpu nepsuunoit PKMIT muokapaut 661 0OHapysKeH B TpeTH cirydaes (N = 5), u3 Hux y 2 (40%)
M0 JaHHBIM OHWOINCMU MHOKapaa (JumdbouuTapHbli MuOKapaut). B 1 crmydae Muokapaut ObLl
BUpycno3uTuBHbIM (SARS-CoV-2)

Cpeau TAlMEHTOB ¢ (40,0%)

MOJIOKUTENbHBIMU  pe3ynbTaTamu  JIHK-auarnoctuku
npeobiajaii MyTallUM B TeHE MMO3MH-CBs3bIBatomiero Oenka (Pucynox 14). VYV mnanueHToB C
MHOKapAUTOM Oblja XyXe aTpUOBEHTPUKYJISIpHAs IPOBOIUMOCTb, Hallle perucrpuponaiack K3, Obutn

OombIIe 00beMbI 000HX Mpeicepanii U Ooliee BeipakeHHas Auactonnyeckas qucyskius (Tabmuma 15).
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33,3% 33,3%

MyBPC3 B MyBPC3+LZTR1 MyBPC3 BDES+HFA BETMP1

PKMIT + muokapauT PKMI 6ea mmnokapauTa

Pucynok 14 — CrpykTypa MaTOreHHBIX MyTaluid y nanueHToB ¢ nzoiaupoBanHoii PKMIT u PKMII B
COYETaHUH C MUOKAPJIUTOM

Tabnuna 15 — McxoaHble XapakTepUCTUKK U KOHEUHbIe Touku nanueHToB ¢ PKMII, B 3aBucumoctu ot
HaJUYHS WA OTCYTCTBHSI MUOKapAUTa

IIpusnak EcTh MUOKapauT Her muoxkapaura p
N (%) 5(33,3) 10 (66,6) -
Bospacr, ner 54,0+ 17,5 494 +17.4 0,713
Octpoe Hayano, n (%) 0 1 (10) 0,667
Casi3b ¢ unpeximeii, n (%) 2 (40) 2 (20) 0,758
Hapymenusi puT™Ma U NPOBOAMMOCTH
PQ, mc 190 [180; 200] 160 [150; 160] 0,046
XKOC B cyT. 5043 [827; 12 416] 326 [45; 1677] 0,086
Heycroituusas XT, n (%) 3 (60) 4 (40) 0,427
MepuarenbHas aputmusi, n (%) 4 (80) 7 (70) 0,593
ITapamMeTpsl, XapaKkTepu3yIOLHe CepAeYHYI0 HEAOCTATOUYHOCTh
Cragus XCH 116 [1IA; 11B] ITA [TIA; 11B] 0,280
OK XCH (NYHA) 31[3; 3] 3[3; 3] 0,661
@B JIX (Ox0KT'), % 47 [30,5; 59] 46,5 [43; 61,5] 0,759
@B JIX (Ox0KT') < 45%, n (%) 2 (40) 4 (40) 0,713
E/A 3,6 £ 0,1 2,5 + 0,3 0,076
MXII (Ox0KTI'), MM 9.8 + 1.9 10,6 £2.5 0,617
3C (Ox0KTI'), mm 10,0 = 2,2 10,2 £2,6 1,00
KJ0 JIX (9x0KTI'), ma 84 [70; 125] 74 [64; 89,5] 0,327
DK (Ox0KT'), cm 2,5[2,5;4,2] 3,2 [2,8; 3,8] 0,639
JIIT (Ox0KT'), Mma 129 [63; 137,5] 106 [81; 153] 0,713
1T (Ox0KT'), mn 120 [47,5; 136] 83 [50,5; 176,5] 0,739
KoHeuHble TOUKH
Cmepts, n (%) \ 0 \ 2 (20) | 0,429

[TanmenTs! Taxoke momydanu MCT (3 U3 S maniMeHToB ¢ MUOKAPIUTOM: B JIBYX CIydasiX 3TO ObLT
METHJITPETHU30JIOH B CTAapTOBOW 03¢ 16 MI/CyT, B T.4. y OJHOW M3 OOJIbHBIX B COUYETAHUU C

ruzpokcuxiopuoxuaom 200 mr/cyt, B TpeTbeM ciydae Obula HazHaueHa Oonee msrkas MCT B Buze
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couetanusi 8 Mr/cyt metwimnpenHusoiona ¢ 200 mr/cyt ruapokcuxisiopoxuHa). [Ipu HaOmroaeHUN
MAIUEHTOB C MUOKAPUTOM B JUHAMHUKE OTMEYAJIOCh YMEHBIIICHUE YaCTOTHI KTy TOYKOBOM IKTOMUHU B
3 paza, pexxe peructpupoBanach KT, a Taxke HaOOnaIach TEHACHIMS K YMEHBIICHUIO Pa3MEpOB
npeacepanii U BRIPAXKEHHOCTH AuacToandeckoi aucdynkiuu (Tabmumna 16).

Tabmuna 16 — Pesynprarel HaOmoaeHus 3a namuentamu ¢ PKMII B nuHamuke, B 3aBUCIMOCTH OT
OTCYTCTBHSI WJIM HAJIMYUSI MUOKApAUTA

IIpu3nak \ HCXO/THO \ B /INHAMHUKE \ p
PKMII + muokapaurt
KOC B cyTku, mT. 5043 [827; 12 419] 145 [72; 351] 0,068
Hamuaue XT, n (%) 3 (60) 1 (20) 0,157
OB JIXK (Ox0KTI'), % 47 [30,5; 59] 41 [38; 49] 0,655
KJ1O JIXK (Ox0KTI'), ma 84 [70; 125] 101 [77; 134] 0,414
ITK (Ox0KT'), cm 2,5[2,5; 4,2] 3,112,9; 3,9] 0,655
JIIT (Ox0oKT'), mn 129 [63; 138] 106 [101; 135] 0,593
ITIT (Ox0KT), ma 120 [47,5; 136] 86 [80; 250] 0,593
E/A (Ox0KTI) 3,6 [2,6; 3,3] 2,6 [2,2; 3,6] 0,317
Cranus XCH 116 [I1A; 11B] 116 [I1A; 115] 1,000
®K XCH (NYHA) 31[3; 3] 31[3; 3] 1,000
HN3oaupoBannas PKMII

KOC B cyTku, mrT. 326 [45; 1677] 109 [18; 358] 0,043
Hamuaue XT, n (%) 3 (30) 2 (20) 0,317
®B JIXK (Ox0KTI"), % 46,5 [43; 61,5] 55 [46; 61] 0,400
KJ10 JDK (9x0KT'), mn 74 [64; 89,5] 57 [54; 84] 0,866
ITK (Ox0KT), cm 3,2 [2,8; 3,8] 3,3[2,54,6] 0,176
JIIT (Ox0KT'), mn 106 [81; 153] 122 [90; 185] 0,237
ITIT (Ox0KT"), ma 83 [50,5; 176,5] 97 [75; 153] 0,866
E/A (3x0KTI) 2,51[2,3; 2,8] 2,6 [2,2;2,8] 1,000
Cranus XCH A [IIA; 11B] 116 [1IA; I1B] 0,655
OK XCH (NYHA) 31[3; 3] 3[2; 3] 0,102

OneHnBanach 4acToTa MUOKapAUTa U MPU IPYTHX MPUIUHAX PECTPUKTUBHOTO (eHotuma. [Ipu
aMHIIon103¢ ¢ mopaxkenueMm cepana (N = 13) gactora MuOKapauTa coctaBmia 44%. Mwuokapaut
BepuduiupoBad Mopdosoruuecku mnpu 6ose3uu Jlanona (N = 1) ¥ TMAarHOCTHPOBAHHOM KIIMHHYECKU

nankapaute JIéddaepa (n = 1).

MuokapauT Npu aMHJION/I03€ C IOPaKeHHeM cepana

[Tpu amuson03€e ¢ HOpaKeHUEM cep/ilia pojib MUOKapAUTa Oblia MPOaHAIU3UPOBaHA OTAEIBHO.
Bcero cpenu manueHTOB ¢ pPECTPUKTHUBHBIM U TUNEpTpopHUuecKrM (EHOTUIIOM aMUIIOMI03 ObLI
nuarHoctupoBad € 19 6onpHbiM: B 11 ciaywyasx AL- u B 8 TTR-amunounno3. Yactora muokapauta
cocraBuia 31,6% (n = 6). [Ipu nomou SMB nuarHo3 mocrasieH 0THOMY MAIMEHTY (TUMQOIMTAPHBINA

BUPYCHET aTUBHBIN MI/IOKapI[I/IT). OI[HaKO OH 3HAUUTCIIbHO YallC BCTpCUAJICA CPpCAH MAIUCHTOB C AL-
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aMHJIOU]I030M, TJI€ €ro yacToTa coctaBuiia 45,5%, no cpaBHeHuto ¢ nauueHtamu ¢ TTR-amunongozom,
I7Ie MUOKapauT Obul auarHoctupoBadH B 12,5% cayuaeB. Y 83,3% manueHTOB ¢ aMHMIOWZO030M B
COUCTAaHWHM C MHOKAPAUTOM OTMEUAJIOCh OCTpoe Hadano 3aboneBanusi, u B 100% cioyuaes
MIPOCIICKUBAJIACH CBA3h JIe0I0Ta C NMepeHecEHHON MH(PEKIHMEH, TpHUIéM B TIOJIOBUHE CIIy4acB 3TO ObLIa
HOBas KOpOHaBHpYCHass HMH(MEKIHs, YTO TMO3BOJSECT NpPEAroiararh BKIaa dTOH HHEKIuu B
aMWIOUOTeHe3. Y MalMeHTOB C MHOKApAUTOM Oblia OO0JbIe POAOKUTEIBHOCTh KoMIuiekca QRS
(120 [100; 150] mc vs 90 [80; 110] mc, p = 0,026), mocToBepHO Halle PErUCTPHUPOBATIACH HEYCTOWYHBAS
XKT (66,7% vs 15,4%, p = 0,021), Obutr OoblKe pa3Mepsl 000OUX KEIyJ0YKOB. B TO ke Bpems,
JIOCTOBEPHOT'O BIIMSIHUSI MHOKAP/UTA HAa YacTOTY JICTAIIBHBIX MCXOJIOB HE OTMEUYCHO B CHITY TSIKECTH
ocHoBHOTO0 3a0oneBanus. [lanrents! noyuanu MCT, B mogaBmnsioneM GOJIbIINHCTBE CITy4aeB B paMKax
TEepanuy OCHOBHOTO 3abosieBanus (AL-ammionno3a), BKJIIOYABIIYI0O B ce0s JeKCaMmeTa3oH,
nukinodochamun u Ooprezomu6b. Ha ¢doHe sedeHHMs TAIMEHTOB XOPOIIO KOHTPOJHUPOBATHCH

JKCIIYJOYKOBBIC HAPYHICHUS PUTMA, A 9XOKF'HapaMCTpLI OCTaBaJINCh CTAOMILHBIMU.

Oco0eHHocT MHOKapIuTa, B 3aBUCUMOCTHU OT THIIA HepBI/I‘lHOﬁ KapauoMHuOoImaTum

Yacrora MHOKapauTa OTJIW4YalaCb B 3aBUCHUMOCTH OT THIIA HCpBH‘IHOﬁ KapaAuoMuoInaTuunu

(Pucynok 15A).

80%

74,3%
A 70%
60% 54,49 56,7%
50%
0% 37,5%
30,9%
30%
20%
10%
0%
TKMn HKM AKMK AKMN PKMI
70%
B 60% 58,3%
con 47,6% 50,0%
40%
30% 25,0% 25,0%
20%
10%
0%
rKmn HKM ARIMK AOKMMN PKMIM
PI/IcyHOK 15 — Yacrora COIIYTCTBYIOLICIO MHOKapJAuTa, B 3aBUCHUMOCTH OT THIIA HepBHqHOﬁ

TCHETHYECKH JICTSPMUHUPOBAHHOW KapAMOMHUOIIATHH (A) U J0JIS1 BUPYCIIO3UTHBHBIX MUOKAPIUTOB ITPH
Kaxaou u3 kapaunomuonatuii (b)
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Ona OblTa MakCUMAJIbHO IPH APUTMOIEHHOW KapIUOMHOINATHH, PEKE BCErO0 MHUOKApAMT
muarHoctupoBaiics pu 'KMII. B To sxe Bpemst umenno npu ['KMII Obina MakcuManbHON 4acToTa
BUPYCIIO3UTUBHBIX MUOKapauToB (Pucynok 15b). Ha pucynke 16 npencrasnena yactora oOHapyKeHUs
NATOTEHHBIX ~MYyTallMd y TAIUEHTOB C  DPA3IMYHBIMM  TUIAMM IE€PBUYHO T'€HETHYECKU

JNETEPMUHUPOBAHHOMN KapJUOMHUONIATHH B COUETAaHUU C MUOKAPAUTOM.

30%

550 25,0% 25,0%
0
yoss 20,0% 20,6%
0
15%
10% 9,5%
5%
0%
KMN AKIMTK OKMN PKMMN

PI/ICYHOK 16 —YacroTa BEIABICHUS MaTONCHHBIX MYTaI_[I/Iﬁ Y IalCeHTOB € MUOKApANUTOM, B 3aBUCUMOCTU
OT THUIIa HGpBH‘-IHOfI ITCHCTHYCCKHU IleTepMI/IHI/IpOBaHHOI\/JI KapaAuOMHUOIIaTUH

[lpn apuTMOreHHOW M PECTPUKTUBHOW KapAWOMHOIATHM MYTAlMd ObUTH OOHApYyXKEHBI Y
YEeTBEPTH MALMEHTOB C MHOKAPIUTOM IPH THIEPTPOYUIECKON 1 TuiaTHIMOHHONH — B 20% ciy4aes.
Pexxe Bcero matoreHHsle MyTtauuu oOHapyxuiauch y nanueHtToB ¢ HKM (9,5%) B coueranun c
MHOKApJUTOM, YTO CBS3aHO C OOBEKTUBHbIMU TpyaHocTsimMu JIHK-auarHoctuku mpu 3TOM
KapIMOMHUOTIATHH.

Taxke OIEHHBAIUCH TUTPHI AHTUKAPAUAIBHBIX aHTUTEN MPH PA3TUYHBIX KapAHOMHONATHSIX:
HanOoJsiee BBICOKOW WMMYHOJIOTHYECKOW AaKTHBHOCTBIO 00JIaajdl MHOKapIUT TpPH apUTMOTEHHOMN
kapauomuonatur 1 HKM (Ta6numa 17).

Ta6ﬂ1/1ua 17 - TI/ITpBI AHTHUKAPpAUAJIBHBIX AHTUTCIT Y TIAHUCHTOB C MUOKAPAUTOM, B 3aBUCUMOCTHU OT THUIIA
KapaAuOMHUOIIaTUH, KOTOPBIC CTATUCTUUYCCKH 3HAYUMO OTIIHNYAIOTCA OT IMAMCHTOB C HSOHHpOBaHHOﬁ
Kap,HHOMHOHaTHCﬁ

Tun TKMII HKM AKITK JIKMIT PKMII
AHTUTEJI
AH®D — — n — +
ATO — — + + —
ATKMI], + + + — —
ATTMK — + — — —
ATBIIC — + + + —
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YacToTra IOCTHXKEHHUS KOHEUHBIX TOYEK TakkKe oTiandainack. Hambonee BbICOKas vacrora
HeOJIaronpHUsTHBIX UCXOJ0B ObUTa cpeau maiueHToB ¢ coderanuem JIKMII u muokapauta (cMepTh —
35,3%, TC — 11,8%) a naubosiee OiaronpusTHOH B oTHOIICHUH Ucx010B Obuta AKITXK B couetanuu ¢

muokapuToM (emepth — 11,4%, TC — 2,3%).

SARS-CoV-2-uHayuupoBaHHbIH MHOKAPAUT NMPHU MEPBUYHBIX KAPAMOMHONATHAX

OtnenpsHO ObuUM  TIpoaHaNHM3UpoBaHbl  ocobeHHOCTH SARS-CoV-2-accoumupoBaHHOTO
MHOKAPIAUTA y NAIHEHTOB ¢ KapAuoOMuonaTusiMu. [IoCTKOBUIHBII MUOKApIUT OBLIT AMATHOCTUPOBAH
B cpoku oT 4 1o 11 mecsueB nocne 6one3nn y 9 manueHToB C 6 Bugamu kapauomuonatwii: AKIDK
(n=1), HKM (n=2), 6one3up [danona (nN=1), namuronarus (N=1), PKMII (n=1), AL-amunongo3 (n=3).
OH xapakTepU30BaJICs MOSBICHUEM WM HAPACTAHUEM YK€ MMEIOIIMXCS JKETyI0YKOBBIX HAPYIICHHUI
pUTMa W CHMIITOMOB CEpPJCYHOW HEAOCTaTOUYHOCTH. B OosbmmHcTBe ciiydaeB (N = 6, 66,7%)
notpeboBanach Mopdosoruueckas BepuUKalMs ~MHUOKapauTa B CBSI3M C  TPYAHOCTAMHU
muddepeHIanTbHON AUArHOCTUKH MUOKApIUTa U COOCTBEHHOI'O MPOSBICHHUN KapAHMOMHUONATUU U B
OTHONIICHUH TPOBEICHUs Oa3MCHOHM Tepanmuu B IEJIOoM. B pa3BUTHU MHOKapIuTa UTPAITH POJIb Kak
MEPCUCTEHIMS KOPOHABUPYCa B MHOKap/e, TaK 1 UMMYyHHbIe MexaHu3Mbl. Ha pucynke 17 moxazanbl
pesynbtatel UI'X uccaenoBaHuss MHOKapaa ¢ aHTHreHaMH K SPiKe-0ejky KOpoHaBHpYyca, KOTODBIi
oOHapyXUBaJICS y BCEX MAlMEHTOB KaK B HJOTEINH U KJIETKaX BOCIIATUTENIbHBIX HHPMIBTPATOB, TaK U
B oTaenbHBIX KapaumomuoruTtax. PHK SARS-CoV-2 B muokapne BeisiBieHa y 3 u3 6 marnueHToB. B
JICYCHUH TaKOTO0 MHOKApJIUTa JOCTaTOYHO S()PEKTUBHBIMH OKA3aJIUCh TIIFOKOKOPTUKOCTEPOUJIBI: B
pe3ynbTaTe JIeYeHHUs 0TMEUanach MOJOKUTEIbHAs TUHAMUKA KIMHHYECKUX CUMIITOMOB U JIOCTOBEPHOE

Bo3pactanue @B JDK. Oxgnako 3TOT Bompoc TpedyeT AanbHeHiero n3ydeHus: Ha OoJblield BRIOOpKe

ITalIguCHTOB.
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Pucynok 17 — Pacmpenenenue Spike-0enkoB B BOCHAIMTENBHBIX KJICTOUHBIX WH(PHIbTpAaTaX U B
OT/IEITbHBIX KapAHOMUOITUTAX
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B aoeiioM, y naeHTOB € IIECPBUYHBIMU KapAXMOMHUOIIATUAMKU B3aUMOOTHOIICHUEC TeHETHYCCKOM
OCHOBBI U BOCIIAJICHHUS HOCAT AUAJICKTUUECCKUN XapaKTCp U MpCACTABJIAIOT €000 KOMITIOHEHTHI CANHOTO

KOHTHHYYMa, KOTOPbIi BeAET K hopmupoBanuio penorumna (Pucynox 18).

FreHeTMyeckan

{} OCHOBa

BocnaneHue <

SGEHOTMUN

Pucynok 18 — B3aumooTHOmIEeHHE MyTaIlii 1 MHOKapaIuTa B GopMupoBaHUH ()EHOTHUTIA Y MAIIUSHTOB C
KapAUOMUOIIATUAMU

BbIBO/IbI

1. Muokapaur sBISeTCAd 3HAYUMBIM SIHUI€HETHYECKMM (akTopoM MaHupecTauuu u
IIPOrPECCUPOBAHUs NIEPBUYHBIX T€HETUYECKU JETEPMUHUPOBAHHBIX KapJAUOMHONIATUI U MOKET UMETh
KaK BUPYCHYIO, TaK U ayTOMMMYHHYIO (B TOM uuciie BTopuuHyto) npupoay. Ilpu AKIDK Beaymum B
BO3HUKHOBEHUHU BOCIAJIEHUS SBISIETCS ayTOMMMYHHBIH KOMIIOHEHT, B TO Bpems kak npu ['KMII
OonbmIas ponb TMpUHAIISKUT BUpycHOH wHOekumu. [Ipm AKMII, HKM u PKMII B pa3Buruu
MHOKap/AUTa OJIMHAKOBO 3HAYMMBbI BKJIa/l BUPYCHOW MH(EKIINN 1 IMMYHHBIX MeXaHU3MoB. HezaBucumo
OT TUIa KapJUOMHOIIATHH COIYTCTBYIOIMI MUOKAPAUT B 3HAYUTEILHONU CTETICHH BIUAET HA TEUEHUE U
UCXO/1bl 3200JI€BaHNUS.

2. Muoxkapaut BeisiBlIeH Y 30% HalMeHTOB C CHHAPOMOM MEPBUYHON rUnepTpopuu MHOKapa
(u3 HUX y 43,3% Ha oCHOBaHMHU JaHHBIX Ouorncuu Muokapzaa). Ero uwacrora mpu I'KMII cocraBuna
30,9%, npu I'KMII B coueranun ¢ HKM — 50%, npu amunionniose ¢ nopaxkenuem cepaua — 31,3%, npu
Oose3nsx HakoruieHus (6onesnp @adpu, 6one3ns Jlanona) — 30%. Haubonbinee BusHre MUOKapIUTa
Ha TeueHue 3aboseBanus U nporHo3 ormedeHo npu ['KMII, oco6enno B couertanuu ¢ HKM.

3. Ilpu couerannn I'KMII m mumokapaurta, mo cpaBHeHHIO Cc u3onmpoBaHHoM ['KMII, y
MAIMEHTOB Yalie oTMevanoch cHmxkenne @B <45% (38,1% vs 14,9%, p = 0,032) u 6s11 Beimie @K XCH
(31[2; 3] vs 2 [1; 3], p = 0,026). Hanmuuue cOmMyTCTBYIOIIEr0 MHOKAPANWTA CYHIECTBEHHO MOBBIIIAIO
BEPOSATHOCTH JieTanbHOro ucxona (33,3% vs 6,4%, p = 0,01). Ilpu coueranuu I'KMII 1 HKM nannune

MHOKapJUTa IPUBOIUIIO K 3HaunTenbHOMY cHIKeHnto @B (37,0 + 10,8% vs 54,0 + 8,5%, p=0,014) u
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Hapactanuio komuuectBa JKOC/cyr (3721 [1924; 10 000] vs 125 [4; 1852], p = 0,026). Jleuenue
muokapauta mpu ' KMII nozBonmio cradunuszupoars @B JIK u pazmeps! kamep cepata.

4. Muokapaut npu HKM auarnoctupoBan y 54,4% nanuentoB (u3 Hux y 30,9% 1no nanHbIM
Ouoricun MuoOKapaa). MHUOKapAUT B 3HAUUTENIBHON CTENEHU YTsKeNsaa TeueHue cuHapoma HKM:
yeyryousit camkerne @B JIK (35 £ 13% vs 43 + 14%, p = 0,002) u aunatanuro JOK (168 [120; 202]
M VS 134 [100; 182] mu, p = 0,043); noctoBepHO yaile perucrpupoBaiiack Heycroitunbas XT (67,6%
vs 35,1%, p < 0,001) u npoBoaunacek umranTamus MK (38,2% vs 22,8%, p = 0,048). YV manueHToB ¢
MHUOKapIMTOM ObLIa B 4 pasa BbIie cMepTHOCTH (23,5% Vs 5,3%, p = 0,004). JleueHne MUOKapaUTa IpU
HKM npusoamio k noctoBepHomy cHmxeHuto tutpa ATBIIC u napactanuto @B JDK (36,8 + 13,3%
vs 40,3 £ 12,4%, p = 0,008), a Takke BIBO€ CHUXKAJIO YACTOTY JOCTH>KEHHUSI KOHEUHOM TOUKU «CMEPTh
+ TC»: 20,9% Vs 44,0% 6e3 UCT, p = 0,042. OcoOGeHHO SIpKO BBIPAKEH MOJI0KUTENbHBIN 0TBeT HA UCT
y MAIMEHTOB B MOATPYIIIE OCTPOT0/TIOAOCTPOTO MUOKAPANTA.

5. lIpu AKIDK muokapaut nuarnoctupoBal B 74,3% ciydaeB (u3 Hux y 15,4% mo maHHBIM
6uoncun Muokapzaa). Poip MuokapauTa M reHeTHYecKuX (PakTOpoB BapbUpPYET, B 3aBHCHUMOCTH OT
kianHu4Yeckot popmbl AKIDK: npu narenTHOl aputmMuyeckol hopMe 4acToTa MHOKapAUTa COCTaBUIIaA
79,4%, a naToreHHble MyTaluu ObUTM OOHapyxeHbl y 14,7% nalueHToB U BO BCEX ClIydasiX MyTallH
coyetaiauch ¢ MUOKapauToM. [1pu pazBepHyToit apuTMudeckoil opme BeayIas poiib B GOPpMUPOBAHUN
KJIMHUYECKONH KapTUHBI NMPUHAUIEKHUT MATOT€HHbIM MyTauusMm (46,2%), NpeuMylEeCTBEHHO B TeHe
PKP2, a yacrora Muokapaura cocrasuia 38,5%, npu AKIDK ¢ nporpeccupyromeit XCH u B couetanuun
¢ HKM uacroTa BbIsIBIeHHS MUOKapauTa coctaBuia 84,6% u 88,9%, a naToreHHbIX MyTanuit — 46,2%
u 44,4% cooTBETCTBEHHO. JleueHne MHOKapAUTa YMEHBIIAJIO BEPOATHOCTD JieTaabHOro ucxoaa (5,3%
vs 28,6% B rpynmne 6e3 UCT, p = 0,021), noBsimano 3¢(heKTHBHOCTh aHTHAPUTMUYECKON TeparuH,
IPUBOINIIO K CHUKEHHUIO BCEX TUIIOB aHTUKAPAUAIBHBIX aHTUTEN M MO3BOJISLIIO cTabunnsuposate OB
JIK, B To Bpems kak B moarpynme 6e3 UCT orMeuanock ee mporpeccupyroliee CHIKEHUE.

6. Cpenu maruenTtoB ¢ nepsuaHoi JJKMIT Muokapaut auaraoctupoBat y 56,7% manueHToB (13
HuX y 47,1% 1o gaHHbIM OMONICHMHM MUOKapna). Y MalMeHTOB ¢ MUOKApAUTOM Oblila HUYKE MCXO/IHAs
®B (25[20; 38] % vs 33 [27; 41] %, p=0,041), ®B npu orerke B aunamuke (30 [20; 39]1% vs 47 [27,5;
51] %, p =0,028), u kax ciencTBre — TsoKenee craaus XCH, HecMoTps Ha comnoctaBrMbie pazmeps JIK.
B pesynbrate UCT mMuokapauTa 1ocTUTHYTHI 3HaUnMBIN ipupoct @B (29,8 + 11,7%, vs 35,9 + 13,9%,
p =0,036), crabunu3amus pa3MepoB KaMmep cep/iia u qoctopeproe cHmkerne AtD, ATKMI] u ATBIIC,
B rpymnne 6e3 UCT gocTtoBepHOil MOT0KUTENBHON TUHAMUKN HE OTMEUEHO.

7. ITpn nepeuuHoit PKMII MuokapauT nuarHoctupoBaH y TpetH nanuentoB (u3 mux y 40,0%
0 JaHHbIM OHOINCHMM MHOKapAa). B rpynme ¢ MHOKapAMTOM OTMeYajach TEHACHIUS K Ooiee
BBIP)KEHHON AMJIATALlMU MPeIcepAuil U Oosee TSHKENOoN 1MacToNnYeckoi AUCYHKIMN O CPaBHEHUIO

¢ m3osmmpoBanHor PKMIT.
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8. Y manueHToB C MONOXUTEIbHbIMU pesynbraTamu JIHK-nuarHocTuky BBISBIIEHBI T'EHBI,
MyTallild B KOTOPBIX acCOLMMPOBaHbI ¢ mpucoenuHennemM muokapauta. Ilpu 'KMII y manneHToB ¢
MHOKapJMTOM 4alie OOHApYKMBAIUCH MaToreHHele Mmyrtanuu B reHe MYH7 (50,0% vs 25,0% y
nanueHToB 6e3 muokapauta), npu HKM — myranuu B renax DES (25%) u DSP (25%), npu AKIDK
mytauuu B reHax DSP (26,6%) u FLNC (20,0%), npu IKMII — mytauuu B rene DES (42,9%), koTopsie
TIOJIHOCTBIO OTCYTCTBOBAIIH B rpymiax 0e3 muokapauta, npu PKMII — myrauuu B rene MyBPC3 (100%
VS 33,3% y mauueHToB 6€3 MUOKapIUTa).

9. [Ipu ammionio3e cepla MUOKapIUT AuarHocTupoBaH y 31,6% manuenTtoB (13 Hux y 16,7%
10 JaHHBIM Owomicuu Muokapna), y 83,3% wu3 Hux guarHoctupoBaH AL-ammionmgo3. Yactora
MuokapauTta cocraBuia 45,5% npu AlL-amunounose u 12,5% npu TTR-amunongose. Ilaunents! ¢
aMUJIOU030M B COYETaHUU C MUOKAPAUTOM OTJINYAIUCH OT OOJIBHBIX C U30JIMPOBAHHBIM aMUIIOU1030M
BbICOKOM yactoToi HeyctoiunBoii KT (66,7% Vs 15,4%, p = 0,021), Gonblieil mpoa0KUTETHbHOCTHIO
komruiekca QRS wa DK (120 [100; 150] mc vs 90 [80; 110] mc, p = 0,026) u 60sbIIMME pa3MepamMu
ITK (3,3 + 0,7 cm vs 2,8 = 0,6 cMm, p = 0,039). B nosoBune cinydaeB AL-aMHIION103 B COUYCTAaHUH C
MHUOKapIUTOM /1€0I0THPOBAJ MTOCJIE HOBOM KOPOHABUPYCHOW MH(EKIMH, YTO HE UCKIIIOUAET €€ POJIHU B
aMHJIOUJIOTEHE3e.

10. B koropre OONBHBIX C MEPBUYHBIMU KapJUOMHONATHAMHM IOCTKOBHJHBIH MHOKApIUT
JIMarHOCTUPOBaH y 9 GONBbHBIX B CPOKHU OT 4 110 11 MecsueB v NposBIISICS MOsSBICHUEM/HapacTaHUEM
apUTMHI U cepAeYHON HeJoCTaTOoYHOCTU. B GonbimHcTBE ciaydaeB (66,7%) Muokapaut norpeboBai
MOpGOJIOTHUECcKOl Bepu(UKAMK BBUAY TpyAHOCTeH auddepeHnnanisHoi aUarHocTuku. B ero
Pa3BUTUH WIPAJU POJIb KaK MEPCUCTEHIUs KopoHaBupyca B Muokapnae (y 83,3% O60ibHBIX), Tak U
ayTOMMMYHHbIe MexaHu3Mbl. Koptukocrepouas! 6611 3gdexktuBHbl B kauecTBe CT nmocTKoBHAHOTO
MHUOKap/INTA.

11. He3aBucumbimu npeaukTopamu cMepth ipu [’ KMIT cranu Hammuue muokapaura (HR 6,0),
OB JIXK <45% (HR 7,2), CIJTIA > 35 mm pr.cT. (HR 6,7) 1 ®K XCH (NYHA) >3 (HR 6,8); mpu HKM
- Hannuue muokapauta (HR 5.8), ®B JIXK < 30% (HR 5,8), nanuuue neycroituusoii XXT (HR 4,3) u
ypoBeHb pudpunorena > 3.67 r/n. Ilpeaukropamu cmeptu uiau TC Beneacrsue XCH npu AKIDK cranu:
ITIT > 138 mu (HR 36,3), JIIT > 96 ma (HR 35,8), KJIP JDK / IIXK < 1,5 (HR 17,9) u nanuuue ®IT (HR
16,2). HezaBucumbiMu npenukTopamu cmeptd i TC y nanuentoB ¢ nepsuynoil JIKMII sBuincek
HaJlnyre MOpQOJIOrHUecKH BepupHIMPOBaHHOTO MHUOKapaunTa, ctaaus XCH > 11, ®K XCH > 2b, ®B
< 36% u namuuue JIP > | ct. Pa3paboranbl KanbKymIsITOpHl IJs pacuera pucka HeOJIarompHsITHBIX

HCXOO0B pa3JIMYHbIX KapI[I/IOMI/IOHaTI/II‘/i C Y4€TOM BKJIa/la MUOKapAWUTa.
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ITPAKTUYECKHUE PEKOMEH/JALIUN

1. ITpu nr060#1 mepBUYHON (TEHETHYECKH JIETCPMHUHHPOBAHHOW) KapIUOMHUOIATHH B CIydae
JeKOMITeHCcauu (TosiBlIeHue uian Hapactanue cumnrtoMoB XCH w/mnm HapylieHuil puTMa W/uim
IPOBOJUMOCTH) HEOOXOAMMO HCKJIIOYaTh IpUCOEIUHEHHE Muokapauta. (OCOOEHHO BBICOKA
BEPOATHOCTb IPUCOCIUHEHMSI MHOKAapAHWTa B Cllydae OCTPOrO pPa3BUTUS JACKOMIICHCALMU W €€
AHAMHECTHYECKOH CBSI3U C MEPEHECCHHON MH(EKIINEH.

2. ¥V nanueHToB ¢ MUOKapUTOM CIIEyeT PacCCMOTPETh BO3MOKHOE HAIMYUE KapIMOMHOIIATHH,
KOTOPask MOXKET SIBIIATHCS OJIArONPUATHBIM (POHOM JIJIsl IPUCOCTUHEHNUS MUOKApIUTa, YCYT'YOISTh €ro
TEYEHHUE, BIMATh HA TAKTUKY BeJIeHUS OOJIbHOIO, B YACTHOCTHU HAa OLEHKY PUCKOB HEOJIaronpHsITHBIX
HCXOJIOB, MOIXOABI K MPO(PUIAKTHKE STUX UCXOJI0B U PE3YJIbTATHI JICUCHUSI.

3. Heo6Xx01MMO aKTUBHO JUarHOCTUPOBATh MUOKAPAMT Y MALUEHTOB ¢ CHHIPOMOM IEPBUYHOM
runepTpopun MuOKapAa B COCTOSTHUH JIEKOMIICHCAINH, B OCOOCHHOCTH B ciaydasx cHiwkeHust OB JDK
<45% u coueranus 'KMII ¢ HKM.

4. YV nauuentoB ¢ HKM npu nexomneHcauuu cienyeT MaKCUMMaJIbHO PAHO AMArHOCTUPOBATH
IPUCOETUHEHNE MHUOKApANUTA, T.K. MALUEHThl C OCTPBIM/IOJOCTPHIM MHOKAPAUTOM KIMHUYECKU
TSDKeJIee U HY)KJarTcs B 6osiee aKTUBHOM KapAMOTPOIHOM M mypeTndeckoi Tepanuu. BeposTHOCTh
IpUCOeANHEHN MUOKapauTa nosblaercs npu camxeHnn OB JDK <35%, nanuuun neycroitunsoii KT
u oOHapyxeHuu mytanuii B renax DSP wnu DES.

5. IIpu AKIDK Muokapaut cienyer HauOosiee aKTUBHO JMArHOCTHUPOBATh MPHU JIATEHTHOU
apuTMHUYECKO ¢opme (IIpU KOTOPOH BEIYLIMM MPOSIBICHUEM SBISETCS KEIyIOUYKOBas SKTONHS B
OTCYTCTBHE TapOKCHU3MOB YCTOWYMBOM JKEIyJOYKOBOM Taxukapauu), a Ttakke npu AKIDK c
nporpeccupytonieit XCH u B cinydasx coueranuss AKIDK ¢ HKM, B oco6eHHOCTH y TAI[MEHTOB C
myTtanusamu B reHax DSP u FLNC.

6. Ilpu nepBuuHON reHetnyecku aerepmunHupoBaHHod JIKMII B cioydyae HEOOBSICHUMON WM
CBSI3aHHOM € TepeHeceHHOM WH(EKIHeH IeKOMIEHC AU HEeoOXOIUMO MCKII0YaTh MPUCOEAUHEHHE
MHOKapauTa. Ero BeposSTHOCTB MOBBIIIAIOT HaMM4re MyTanuii B rene DES u neycroiiunsoit XKT.

7. YV maluueHTOB ¢ KapJUOMHUONATUSIMHU, MEPEHECIINX HOBYIO KOPOHABUPYCHYIO MH(EKIIHIO, B
Clly4ae MOSIBICHUS/ IEKOMIIEHCAIIMH CEPI€YHON HETOCTATOYHOCTH W/WIIM BO3SHUKHOBEHUS/yCYT'yOJIeHUS
HapyLIEeHUH pUTMa, CIeyeT MPOBECTH 00CIe0BaHIE HA MPEAMET MOCTKOBUIHOTO MHOKapIUTa (B TOM
YHClie U B OTJAJIEHHBIE CPOKH T1OCIIE IEPEHECEHHOM NH(DEKIINHN).

8. Ilpu Bepudukaum MUOKapaUTa Yy MAllMEHTOB C KapJUOMHONATUSIMU CIEAYyeT pacCMOTPETh
HazHauenne MCT, t.x. UCT cHmkaeT BepOSTHOCTh HEOJAronpHATHBIX HCXOJIOB, IO3BOJISET, Kak
MUHUMYM, CTaOWIM3UPOBATh COCTOSIHME IMalMeHTOB, a mpu pane kapauomuonatuii (HKM, AKIDK,

JKMII) npuBOAUT K TOCTOBEPHOMY YIIYUIIEHUIO CTPYKTYPHO-()YHKIIMOHAIBHBIX TApaMETPOB CepALIa.
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9. V mnauMeHToB C KapJMOMHOIMATHUSMHU IIeJ1eCO00pa3HO HCMHOIb30BAaHUE MPEAJIOKEHHbIX
KaJIbKYJIATOPOB PHCKa HeOIaronpusTHbIX HcxoaoB (cmepTh W TC), yUUTHIBAIOMIMX HAIUYUE WU
OTCYTCTBHE MUOKAP/IUTA, C 1I€JIbI0 YTOUHEHHUSI POTHO3a K CBOEBPEMEHHOTO ONPE/ICICHUS MOKA3aHUM K

XUPYPrU4ecKOMY JIeUeHHIO (MMILIaHTaus yctpoiicts, TC).
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CIIUCOK COKPAIIIEHU U YCJIOBHBIX OBO3HAYEHUI
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IIPABOIO XKeJy104Ka
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ATKMI[ -
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aHTUTENa K  aHTUIE€HaM
ATD — aHTUTENA K aHTUTE€HAM 3HA0TEIUs
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['KMII — runeprpodudeckas KapAuOMHOTIATHS
I'KC — 1i1r0KOKOPTUKOCTEPOUIbI

JIU (Cl) — noBepHTEIbHBII HHTEPBAI
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