YK 616.127:616.124.2-092
HEKOMITAKTHBIA MUOKAP]I JIEBOT'O KEJTYIOUYKA

Baunosa B.B.!, Bornanosa T.M.1, CemenoBa B.A.l, 3ankun M.A.!, Ban1a6aesa E.C..,
Bosaoruna A.IL!

'@r50y  BO  Capamoecxuii IMY um. B.H. Pasymoeckozo Munsopaéa Poccuu, Capamos, e-mail:
blinowa.viky@yandex.ru

HexoMnakTHBIA MHOKAP J€BOro KeJyA04Ka — OAHA U3 peAKHX (GOpM KapAHOMHONATHH ¢ HeOJIAronpusTHHIM
NMPOTHO30M TeYeHHs, YACTOTA ee BbISIBJEHUS B HACTOsIllee BpeMsi NMPOrpeccUpPYIONle PACTeT, YTO [eaeT
aKTyaJlbHbIM 3HAaHUE JAHHOH NATOJIOTUM JJs Bpaveil pa3iuyHbIX cneuuajabHocteil. Lleab ucciienoBanus:
NPeACTABUTH 0030pP COBPEMEHHOI 0Te4eCTBEHHOH M 3apy0e:KHOil JIMTepaTypbl 0 HEKOMIAKTHOMY MHOKAPAY
J1eBOro :kejayaouka. C moMompbi0 nmouckoBO-MHGOPMANMOHHBIX M OUOIHOTEYHBIX 0a3 JaHHBIX MPOBOIMUIOCH
U3yYeHUe JUTEPATYPHBIX UCTOYHUKOB 32 nocJjeanue 10 j1eT mo HEKOMIAKTHOMY MHOKAPAY JIE€BOI'0 KeJIyJ04Ka.
B HacrosiimeM JMTepaTypHOM 0030pe, MOCBSIIIEHHOM HEKOMIAKTHOMY MHOKApPAy JIEBOI0O :KeJyd04Ka,
paccMoTpeHbI dnuaeMuosorust (or 3 10 26 ciaydaeB Ha 10 ThIC. HaceJieHNUsI), ICTOPHYECKHE ACTIEKTHI (BIepBbIe
HEKOMIIAKTHBIA MHOKAP/ JIEBOT0 Kejayaouka onucan S. Bellet B 1932 r.), sTHONATOreHeTHYECKHE MEXaHU3MbI
pa3BUTHA (TaHHAS KAPIHOMHOMNATHS CIMOCOOHA Pa3BHBATHCS BCJeICTBHE HECOBEPIIEHHOT0 YMOpPHOTeHe3a, YTO
MO:KeT OBITH 00YCJI0BJIEHO ayTOCOMHO-PeleCCHBHBIM THIIOM HACJEI0BAHNUS U CHENJIEHHBIM C MO0JIOM, 2 TAK/Ke Ha
NPOTSKEHUM  KU3HM  IauMeHTa moj  JAeiicrBMeM  psiza  (axkTopoB  BO3MOXHO  (opMHUpOBaHUE
runepTpadeKkyJIsIpHOCTH JIEBOTO KeJYyJA04Ka), Haudojee 4YacTble KINHMYECKHE TMPOsiBJIeHHs (cepaedHasi
HEJ0CTATOYHOCTh, TPOMOOIMOOIHYECKUIT CHHAPOM, HApPYIIEHUs] PUTMAa U TPOBOJAMMOCTH), HPHUBEIEHBI
OCHOBOIIOJIATAI0IIME METO/IbI JUATHOCTUKH (IONINJIepIXoKapauorpadusi 4 MAarHUTHO-PEe30HAHCHASI TOMOrpadus
cepaua, reHeTHYecKoe KapTHPOBaHHe HA MpeaMeT BbisiBjeHUs myTanuu B renax DTNA u TAZ), paccmorpena
TAKTHKA BeJeHHUSl MAIMEHTOB, OCHOBAHHASI HA PEKOMEHJAUMAX @O0 JEYEHHI0 OCHOBHBIX KJIHMHMYECKHX
NposiBJieHN (TaKMX KaK ceplevyHasi HeJ0CTATOYHOCTH, TPOMO0IMOOJMSI JIErOYHOW apTepuu, HapylUIeHUs
puTMa), a Tak:Ke NporHo3. /JlaHHblii JuTepaTypHblii 0030p NpeAHA3HAYEH JJIs1 pPacCHIUPEHHUs] TeOPEeTHUYECKUX
3HAHUH Bpaveil KapAMOJIOTOB, TEPANEBTOB M CHENHAJIHCTOB (PYHKIUOHAJIbHONH JMATHOCTUKU. Bbicokas
BEPOSITHOCTh  Pa3BUTHA  (PATATbHBIX OCJI0KHEHUI TIPM JaHHOM KApPAUOMHUONATHM  O0YCJIOBJIUBAET
He00X0IMMOCTH €€ IMATHOCTHKH HA PAHHHUX CTAAUAX PA3BUTHSA, a TAKKe TEPANUH C YI1eTOM KOHCEPBATHBHBIX H
XHPYPru4ecKuX MeTOo/0B JIeUeHHUsl.

KiroueBbie cioBa: HEKOMIAKTHBIN MHOKapJ JICBOTO JKCJIyAO4Ka, TpOM603M6OJ'II/I‘IeCKI/I€ OCJIOKHCHU, apUTMUs,
cepacuHas HEJOCTATOYHOCTb.
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Non-compact left ventricular myocardium is one of the rare forms of cardiomyopathy with an unfavorable
prognosis, the frequency of detection of which is currently increasing progressively, which makes the knowledge
of this pathology relevant for doctors of various specialties. The purpose of the study: to present a review of
modern domestic and foreign literature on non-compact left ventricular myocardium. With the help of search
and information and library databases, the study of literature sources for the last 10 years on non-compact left
ventricular myocardium was carried out. In this literature review, dedicated to non-compact left ventricular
myocardium, epidemiology (from 3 to 26 cases per 10 thousand population), historical aspects are considered
(for the first time, non-compact left ventricular myocardium S is described).Bellet in 1932), etiopathogenetic
mechanisms of development (this cardiomyopathy may develop due to imperfect embryogenesis, which may be
due to an autosomal recessive type of inheritance and linked to gender, as well as during the patient’s life under
the influence of a number of factors, the formation of left ventricular hypertrabecularity is possible), the most
frequent clinical manifestations (heart failure, thromboembolic syndrome, rhythm and conduction disorders),
the basic diagnostic methods (doppler echocardiography and magnetic resonance imaging of the heart, genetic
mapping for the detection of mutations in the DTNA and TAZ genes), the tactics of patient management based
on recommendations for the treatment of the main clinical manifestations (heart failure, pulmonary embolism,
rhythm disorders), as well as the prognosis. This literature review is intended to expand the theoretical
knowledge of cardiologists, internists, and functional diagnostics specialists. The high probability of developing
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fatal complications in this cardiomyopathy makes it necessary to diagnose it at an early stage of development, as
well as therapy with conservative and surgical methods of treatment.

Keywords: non-compact left ventricular myocardium, thromboembolic complications, rhythm disturbances, heart
failure.

B XXI B. nmarHo3 HEKOMITAKTHOTO MHOKapja JjieBoro skenymouka (HMJDK) mo wactore
Cpelu BceX KapIUOMHONATHIl BRIXOJUT Ha TPeThe MecTo [1].

HekoMnakTHbII MuoOKapza JIEBOTO KEIyAOo4yKa (M30JMPOBAaHHAs HEKOMIIAKTHOCTH JIEBOTO
KEJIy/IouKa, ryduatas KapJuOMHONATHUs, THIEPTPAOCKYIIPHOCTh JICBOTO JKEIYI0YKa) — OJHA W3
peakux (GopMm KapauoMHUONAaTHM, KOTOpas, Kak IMpaBWiIO, HacleAyeTcsli IO ayTOCOMHO-
JOMUHAHTHOMY WIH X-CIEIUICHHOMY pELUECCUBHOMY THILY, XapaKTE€pPU3YyeTCs IOBBILICHHOMN
TpabekynspHocThio Muokapaa JOK ¢ ¢popmupoBanreM MHUPOKUX MEKTPAOCKYIISIPHBIX MPOCTPAHCTB
Y TIOCTETICHHO MPOTPECCUPYIOLIMM CHIDKEHHEM COKpaTUTEIbHOM criocooHocTr JIK [2—-4]. [lannyto
MaTOJIOTHI0  AMEpUKAaHCKash accoUMalMs cepAla OTHOCUT K [EpPBUYHBIM TI'€HETUYECKUM
KapauoMuonatusiM, a EBpomeiickoe o00mecTBO KapauoioroB ©u BceemupHas opraHusanus
3/]paBOOXPAHEHUS] CUUTAIOT, 4YTO 3TO 3a00JieBaHUE BXOJAUT B TIPYIIy HEKJIACCU(PULUPYEMBIX
Kapauomuonaruii [5].

Ha cerogusmnuii genr HMJDK ocrtaercs HeZoCTaTO4HO XOpOWIO M3YYEHHOW U
MaJIOM3BECTHON MATOJOTHEN Ui OONBIIMHCTBA CHEIUAIMCTOB TEPANeBTUYECKOIO 3BEHA, OJIHAKO
€ro JUarHOCTHKAa IIOCTENIEHHO HaOupaeT 00OpOThl, B CBA3M C YE€M, Ha Hall B3IJISA, CIEIYET
HallOMHUTHh B JaHHOM 0030pe MEAUIMHCKUM pabOTHUKaM OO0 OCHOBHBIX €ro KJIMHUYECKUX
MPU3HAKAX, METOJAaX TUAarHOCTUKH U JICUCHUS.

[lenp wmccrnenoBaHUS: TPEICTAaBUTh 0030p COBPEMEHHON OTEUECTBEHHOW U 3apyOexHOU
JUTEPaTyphl 10 HEKOMITAKTHOMY MHUOKap/y JIEBOTO Key104Ka.

Matepunan u MeToAbI MCCJIeI0BAHUS

C mnomomipio mouckoBo-uH(popmanmonueix (eLibrary, PubMed, Medline, Scopus) u
OuOIMOTEeYHBIX 0a3 MaHHBIX MPOBOJUIIOCH U3YYCHUE JTUTEPATYPHBIX HCTOYHUKOB (OTEUECTBEHHBIX
1 3apyOexHbIX) 3a ocneanue 10 JeT Mo HeKOMIIAKTHOMY MUOKap/1y JIEBOTO JKETMyI0UKa.

Pe3yabTaTsl Hcc/ie10BaHUA U UX 00CYK/IeHUe

VYuutbiBas JaHHbIE COBPEMEHHOW OTEUECTBEHHOW U 3apyOeKHO JuTeparyphl, B
NpPEJCTaBICHHOM  0030pe  PAacCMOTPEHbl  SNUAEMHOJOTHs,  HCTOPUYECKHE  aCIeKTHI,
ATUONATOTEHUYECKUE MEXaHWU3Mbl Pa3BUTHS, JUATHOCTHKA W JICUCHHE, a TakKKe IPOTHO3 MpHU
HMUJTXK.

Onudemuonozust

HexomnakTHbIi MHOKapJa JIEBOIO >KENyAO4YKa, MO Pa3HbIM JHUTEPATYPHBIM JIaHHBIM,

BepuduuupyroT y 3—26 yenoBek Ha 10 Teic. HaceneHus [6, 7]. cTuHHAsS yacTOTa BCTPEYaeMOCTH



HMJDK HeusBecTHa, 4TO MOXET OBITH OOYCIOBJICHO ACHMITOMHBIM TEUEHHUEM 3a00JICBaHMSI.
JlaHHas KapAMOMHONATHSI BCTPEUACTCS CPEIH BCEX BO3PACTHBIX TPYII, HO Y B3POCIBIX pEXe, YTo,
CKOpee BCEro, CBSI3aHO C pa3BUTHEM (DAaTAIbHBIX OCIOXKHEHUH B JETCKOM H IOAPOCTKOBOM
Bo3pacrte. IToBbimeHHy0 TpabekynspHocTh Muokapaa JIK yarie BeIABISIOT y My»kunH (B 56-82%
ciydaes) [6, 8].

BrisBnsitor kak crnopagudeckue, tak u cemeitasie ¢popmbl HMJDK. Cewmeitnas dopma
HMUJIXK Bctpeuaercst cpeau aerckoit nomynsinuu B 40-50% ciydaeB, a cpenu B3pociioit — B 18%
cinydaes [9]. JlaHHas maTogOrHs MOXKET BCTPEUYATHCS KaK M30JIMPOBAHHO, TAK U COYETATHCS C PAIOM
BPOKICHHBIX TOPOKOB cepAua (aedeKToM MEeXMIpPEeACepIHON IMeperopoakd, AeGexToM
MEXOKETYIOYKOBOM  MEpPEeTrOpOAKH, CTEHO30M JIETOYHOW apTephH) W/WIA HEHUPOMBIIICUHOM
naTtoioruei (MerabonMyeckod MuUONATHEH, MHUOTYOyIspHOH KapauoMuomatuei, nedexramu
JIMIIEBOTO Yeperna).

Kpamxuii ucmopuyeckuii sxckypc

B 1932 r. S. Bellet mpu ayroricuu HOBOPOXIECHHOTO C aTpe3Weii aOpThl U KOPOHAPHO-
KETyJOYKOBOH (UCTYNON BBIABHI TyO4aTyro CTPYKTYpy MHOKapaa — 3TO ObUIO TIepBOE
ynomuHanue o0 HMJDK, 3aTem B TeueHHe HECKOJIBKUX IECATUICTUN O TAHHOW MaTOJOrHU He ObLIO
HuKakux cBeaeHuil. B 1960-1970 rr. B 3apyOexkHON nuTEpaTope MOSBUIUCH MMYOIUKAIIMU O
COUYETAaHUM TUIEPTPAOEKYIIPHOCTH MHUOKapJa € JPYTMMU MaTosiorusMu cepaua. [loBblmieHHas
TpabekynsipHocTh MHoKapna JDK miurenbHOe BpeMs WMEHOBAIMCH BEPXYIICYHOH (hopMoii
runeprpoduyeckoit kapauomuonatuu. B 1990 r. ans o603HaueHUs JaHHBIX U3MEHEHUN MHUOKap/aa
MOSIBIIICTCSL TEPMUH  «HM30JMPOBaHHAs HEKOMIIAKTHOCTh MHOKapJa JI€BOrO JKEIyA0YKay,
npeanoxenHsiii T. Chin ¢ coaBropamu [9].

Omuonamozenumuyeckue MexaHu3Mul

B ocnoBe pazsutus HMJDK B Hactosiiee Bpemsi BBIICIAIOT JBE NaTO(MU3NOIOTHUECKUE
teopun. IlepBas Teopusi CBs3aHAa C HECOBEPLICHHBIM 3MOPHUOTE€HE30M, 4YTO MOXET ObITh
00yCIIOBJIEHO ayTOCOMHO-JIOMUHAHTHBIM THUIIOM HaciiefoBaHus (MyTanuu B reHe B reHax DTNA,
nokyc 18912.1-912.2) u X-cueruieHHbIM ¢ TIosioM (MyTanuu B reHe TAZ, nokyc X(q28), BciencTeue
yero Ha 5-8-i1 Henene >MOPHOHAIBHOIO DPA3BUTHS MPOMCXOTUT COOH, HapylIaeTcss Mpolecc
YIJIOTHEHHUS PBIXJIOW ceTH BojJokoH Mmuokapaa JDK u  dopmupoBaHus KOpOHapHOIroO
KpOBOOOpAIIEHHsI, YTO MPUBOAUT K MOCTOSHHOMY COOOIICHUIO MEXTPAOEKYISIPHBIX IPOCTPAHCTB C
nosocteio JOK u koponapusiMu cocynamu [4, 10]. YuuteiBas, uto reH auctpoOpesuna (DTNA)
UrpaeT BaXHYIO POJIb BO BHYTPUKJIETOUHOM Iepejaue CUrHaja M obecreunBaeT MeMOpaHHBIN
KapKac B MBIIIIAX, a TeH Tadaz3uHa (TAZ) sSBiaseTcss KOMIOHEHTOM MEMOPAaHbI MBIIIEYHBIX KIETOK

" Y4aCTBYCT B MopcboreHese MHOKapJa, CTAHOBATCA IOHATHBIMU ITOCJICACTBUSA MYTaHI/Iﬁ B HUX.



Bropas marodwusuonoruueckas teopus pazeutuss HMJDK ocHoBana Ha ¢opMupoBaHuu
MOBBIIIEHHOW TpabekymsipHocTH Muokapaa JIDK Ha mpoTSKEHWH JKU3HHM IAlMeHTa BCIEIACTBHE
pacTsHKeHHs €ro C YIy4dlIeHHEM BH3yalM3aluud Ha (QoHE OCHabJIeHHBIX COKpALICHUNA H
KOMIIEHCAaTOpHOU runeprpodueld Tpabekyn mon JAeiictBueM psaga ¢GakTopoB (Takux Kak
MHUKPOLUPKYJIATOPHAS AUCHYHKIHS, HapylieHne ooMeHa BemiectB U jp.) [11]. B mone3y nanHoi
naTo(U3NOIOTHIECKON TEOPHH TaKKe CBUAETEIBCTBYET PErpecc runepTpadbeKyIspHOCTH Ha (GoHe
IPOBOAMMOTO JieueHus [12].

Juacnocmuxa

Kmuanueckas kapruHa HMJDK Moxker ObITh Kak CKYZHOW, TaK W JOCTaTOYHO
MHOT0OOpa3Hoi. Hambosiee 4YacThIMH KIMHUYECKUMU TPOSBICHUSAMH SBISIFOTCS: XPOHHYECKAS
cepAeyHass HEAOCTATOYHOCTh PA3JIMYHOM CTETMEHHW BBIPAKEHHOCTH, TPOMO0IMOOIHUECKUE
OCIIO’KHEHUS, )KEeNyJOUYKOBBIE M HA/KEIYyI0YKOBBIE apUTMHH, HAPYIICHHUs MPOBOJIMMOCTH CEp/lLia,
BHe3amHas cepaecuHas cMepthb [6, 13, 14]. ITo mannsim E. Oechslin u coastopos (2000 r.), npu
HaOmroneHnu 3a 34 B3pOCIHBIMU TAlMEHTaMU C Npu3HakaMu HekommaktHoctH JIDK nHambGonee
JaCTHIMU KIIMHUYCCKUMH TPOSIBIICHUSIMU OBUIH CepiedHas HEIOCTATOYHOCTh y 18 marueHToB
(53%), TpoMbOIMOOTHUECKE OCIOKHEHHSI Y 8 TalueHToB (24%) U JKenyJ0YKOBasi TaXUKapIus y
14 maruentoB (41%), BHe3amHas cepjeunas cMepTh y 6 manuentos (18%) [2]. A mo manubiM T.
Chin u coasropos (1990 r.), mpu npoBegaeHnn KOHTpos 3a 8 manuentamu ¢ HMJIK B Teyenue 5
JCT OTMEYalIHMCh CHIDKEHHME (GpaKIud BBIOpOCAa JIEBOTO »kenymouka y 5 manueHtoB (63%),
XKeJTymouKoBbie aputMun y 5 (63%), cuctemuas smbonu3saius y 3 nanuentos (38%) [9].

[To Bceil BUIMMOCTH, CTENEHb BHIPAKEHHOCTH CHUMIITOMATHKHU TPH JaHHOM 3a00JIeBaHUU
MPOTIOPIIMOHAIIFHO 3aBUCHUT OT TUIOIIAN HEKOMITAKTHOCTH MHOKAap/1a JIEBOTO eIy J0UKa.

[Tpu HMJIXK B nepByto ouepenb pa3BUBAETCS HApYIIEHUE CUCTOJINYECKON (YHKIIMH JIEBOTO
KEJTy/I0uKa, B IMOCJEAYIONIEM MPHCOCIHHSIETCS HapyIIeHHe W JAUACTONHuYeckod (yHkimu [15].
Cucronuyeckass AUCQYHKIMS JIEBOTO >KETyJOUYKA SIBISETCS CIEICTBUEM XPOHMUYECKON HIIEMUU
MHOKap/aa, OOyCIIOBICHHOH KOPOHAPHOH HEIOCTATOYHOCTHIO, M XapaKTEPH3yeTCs CHIKCHHEM
yAapHOT0, MUHYTHOTO 00BEMOB U (hpakIMK BHIOpOCa, MPU3HAKAMH JIEBOXKETYTOYKOBOM CepaeuHON
HeZocTaToOyHOCTH.  Jlmacronmnyeckas AUCQYHKIMS — JIEBOTO  JKENMyI0YKa  XapaKTepHU3yeTcs
HapyIIeHHEeM TPOIECCOB pacciablieHusi W 3allOJIHeHUs B Pe3ysbTaTe HaU4Ms MATOIOTUYECKOU
tpabekysiprocTr JIK, 9TO NMPUBOAWUT K 3HAYHTEILHOMY W PAHHEMY MOBBIIICHHIO KOHEYHOTO
JUACTOIMYECKOTO JIABJICHUS Y 3aCTOWHBIM SIBIICHUSIM.

PazBuTHe aputmuii M HapylieHHs MPOBOAMMOCTH Ipu rumneprpadexymspuoctu JIK, kak
MPABUJIO, CBSI3BIBAIOT C JJIEKTPUUYECKON HECTaOMIBHOCTHIO MHUOKap/a M HECOCTOATEIHHOCTHIO
MIPOBOJISIIIEH CUCTEMBI CepJlla BCIEJACTBHE I'y0UaTOro CTPOCHHS HEKOMITAKTHOTO ciios. HambGonee

pacpOCTpaHEHHBIMU CPEIM BCEX HAPYIICHWM CEpACYHOrO0 PUTMA W MPOBOJMMOCTH IPH JAHHOU



KapIHOMHOIATUH SIBJISIFOTCS MApOKCH3MaJbHAs WJIM TOCTOSIHHAS KETyJIOo4KoBas Taxukapaus (B
47% cnyuaeB) u ¢pubpmsnus npencepauii (B 25% cinyyaen). Hanuuue skenyao04koBoi apuTMun
SBIISICTCS IPEUKTOPOM BHE3AITHOM CMEPTH, KOTOPAasi MOXKET ObITh 1e00TOM KIMHHYECKOW KapTHHBI
HMJDK. Heckonbko pexe IO CpPaBHEHUIO C HApYIICHUSMH PUTMa BCTPEYAIOTCS HapYIICHUSA
peICEPHO-KETYI0UKOBON MPOBOIUMOCTH Pa3IMIHOM cTeneHn (B 26—56% ciaydaes) [2].

B ocHoBe TpombGoamOonmmueckux ocioxaenuit nmpu HMJIDK nepBocTenenHoe 3HaYeHHE
MMEeT CHM)KEHHE CKOPOCTH KPOBOTOKA B O0JIACTH MEXTPaOCKYISIPHBIX HMPOCTPAHCTB, BCIEIACTBHE
yero ¢opmupyrorcs TpomObl. Ilpomecc TpombooOpa3zoBaHUS MpH AAHHON KapAHMOMHUONATHUU
CTaHOBUTCsI OoJiee aKTUBHBIM y MAI[MEHTOB C HAJIMYUEM PA3IUYHbIX HApYyIIEHUN pUTMa, MPEKIe
Bcero ¢ ¢pubpwsiuei npencepauit [16]. ¥V 6onbabix ¢ HMJDK TpoM603MO0IHst 10 O0JIBIIOMY
KpYyry KpoBooOpaieHusi Bcrpeuaercs B 21% ciydaes, a TpoM0O03 MOJIOCTH JIEBOTO XKEIIYyI0UKa — B
9% cnyuaes [2]. Tlo gauusim C. Stollberger ¢ coastopamu (2011 r.), y 22 manuentoB (15%) c
HMJDXK u3 144 npouszouuin HHCYAbT win nepudepudeckast amo60mus, y 14 u3 Hux ObU1a BBISBICHA
GUOpHUILIALMS TIPEICEPAN B COYETAaHUU C CUCTONMYECKOM qucdyHKuuer mim 6e3 Hee [17].

Jocrarouno penko B kiuHUYecKo kaptuHe HMJDK BpliensroT uieMudeckue nposiBaeHus
(uH(apkT MHOKapAa, CTEHOKapAuio, 0e300JIeByI0 HIIEMHIO), KOTOpPble MOTYT HMEThb MECTO
BCJIE/ICTBHE HETIOJIHOIIEHHOTO KPOBOCHA0KEHHUSI MUOKap/Ia MOJI HEKOMITAKTHBIM CIIOEM, a TaKKe U3-
32 CMEIICHHUS TPOMOOB W3 MEXKTPaOCKYISPHBIX MPOCTPAHCTB B KOpOHapHbie aprepuu [18].
[TonTBepxk/IeHUEM BBIIICOIMCAHHBIX MPOSBICHUN SBIISIOTCS 30HBI CyOdHIOKapAHaIbHOTO (hubpo3a,
pa3nuYuMble TIPU MarHUTHO-pe30HaHCHON Tomorpaduu cepaua (MPT cepana) mpu oTcyTcTBUM
aTepOCKIIEPOTHUECKOTO MOpaxkeHHs cocyaucrtoro pycna [19]. B cooTBeTcTBHM C pa3HBIMH
KIIMHUYECKUMH peKOMEHAaluusIMH, MH(papKT MHOKapAa, pa3BuBluiics Ha pone HMIDK, Oyzmer
OTHOCHTBCS KO 2-my tuiy [20, 21].

B Hacroamee Bpemsa auarHoctuka HMJDK ocHoBana, B nepByro odepenp, Ha
JONIuIepIXoKapanorpaduu kak Haubosee pacpoCTPAaHEHHOM U JOCTYITHOM JJIsl HACEJIEHUsI METO e
uccrnenoBanus [22, 23]. T'umepTpabekyiIspHOCTh B OOJNBIIMHCTBE CIIydaeB JIOKAIM3YeTCS B
BEpPXYIIEYHOW 00JIaCTH, MEXOKEIYJOUYKOBOW TEeperopojike, 00koBoW u HmkHen crenkax JDK, B
HEKOTOPBIX CIy4asX MaTOJIOTMYECKHUN MPOLECC pacIpOCTPaHsAETCs Ha MpaBbli skenynodek. OgHako
B IIPaBOM JKEIYyJOYKE MOBBIIIEHHAas TPaOEeKyIsIpHOCTb MOXET BCTpedyaTbCcs W B HOpPME, UTO
BBI3bIBACT OOJIBIIME CIOXHOCTH NMpU ee AUPPEepeHInPOBKE OT HEKOMIIAKTHOTO ciiosl. Beiaenstor
runeprpadekynsgpHocTh uzoaupoBanHo JDK, a Takke B coueTaHMHM C TMpPaBbIM JKEITYJOYKOM, H
M30JIMPOBAaHHOE MMOPAKEHUE MPABOT0 XKENy10uKa, OCIEAHUNA BapUaHT BCTPEYAETCS KpaliHE PEAKO.
BnepBeie sxokapauorpaduueckue kputepun guarHoctukn HMJDK mpemmoxkun T. Chin ¢
coaBtopamu [9], B mocaeayromeM OHH OBLIM JOMOJHEHBI U CHCTeMaTu3upoBaHHbie R. Jenni u E.

Oechslin: yronmenne crenku JDK 3a cueT HEKOMIAKTHOTO CIIOS, B 2 MPEBBIMIAIONIEE TOIIIHHY



KOMIIAaKTHOTO CJIOf; BHU3yaJM3alMsl TpPHU I[IBETHOM JIOMIUIEPOBCKOM KapTUPOBAHUU TIYyOOKHX
MEXTPaOCKyISPHBIX CHHYCOB, coeauHsommxcs ¢ mnonoctbio JDK, ¢ MHOXeCTBEeHHBIMHU
TypOyYJIEHTHBIMHU MTOTOKaMH KPOBH B HUX; OTCYTCTBHE JIPYTOil OpraHWYECKON MaTOJIOTHH CTPYKTYD
cepaia M cocymnoB (B ciydae wu3onupoBaHHOro cuHiapoma) [2]. TpancazodareanbHas
JomnrepIxokapauorpadus sapisercs Oornee JOCTOBEepHbIM MertoioM auarHoctuku HMIDK mo
CPaBHEHMIO C TPAHCTOPAKAIbHOM, HO HE TaK HIMPOKO PACIHpPOCTPAHEHA B CBA3M C 0oJiee CIOXKHOMN
TeXHUKOW mnposeneHusd. [lpm Bo3HukHOBeHMM mnono3penus Ha HMJDK npu nposenenun
Jomnriepaxokapauorpadpun ¢ uenbio audpdepeHnranuu oT MOBBIIIEHHON TpalekynspHoctu JIK
HEeoOXOIMMO peKOMEeHJOBaTh manueHTam mnpoBeaenne MPT cepama win  KOMIBIOTEPHOM
TOMOTpaduH.

BusyanusupoBarh JABYXCIOWHYIO CTpYKTypy Muokapaa nmpu HMIDK c OGonee BBICOKUM
MIPOCTPAHCTBEHHBIM paspenieHueM no3poisieT MPT cepaua. CkaHupoBaHME B KOCBIX IMPOEKIUSAX
JaeT BO3MOXKHOCTH BBISIBUTH M3MEHEHHs B oOmactu Bepxymku JOK u muddepenuupoBars ux c
aruKaJIbHOU dbopmoit THIEPTPOGUICCKOM KapAMOMHUONIATHH, JIEKOMIIEHCUPOBAHHBIM
TUIEPTOHUYECKUM CEpLIEM, aHOMAJIBHBIMU XOpJiaMu, TpoM0030M Bepxymiku JDK, nunaraunonHon
kapauomuomnarueii [24, 25]. Hanbonee yacTto mpuMeHstoTcs aBa MeToaa auaranoctukun HMIDK ¢
nomotuisio MPT: cooTHOIIEeHHEe Macchl HEKOMIAKTHOTO ciost U oluieit Mmaccel Muokapaa 20% u
Oonee cBuzerenbcTByeT B mosiksy HMJDK (Mmeton Jaquier ¢ coaBTOpamu); OTHOIICHHUE TOJIIMHBI
HEKOMIIAKTHOTO M KOMITAKTHOTO ciioeB Oosiee 2,3 mo3Boisier auddepermupoBats HMJIDK ¢
noBbIIIeHHON TpabekyssipHocThio JDK (Mmeton Petersen ¢ coaBtopamu). Jlmarnoctuka HMJDK
BO3MOYKHA C TIOMOII[BIO METO/Ia KOMIIBIOTEPHOH ToMOTrpaduu [26].

Kpome MHCTpyMEHTaIbHBIX METOJOB MCCIEAOBAHUS, TOMOIHUTEILHO MOXET MPOBOJUTHCS
TeHETHYECKOe KapTHPOBAaHUE C Iebi0 Toucka Mmyrtanuii B reHax DTNA (irokyc 18012.1-012.2) u
TAZ (noxyc Xg28), xapaxtepusix mis HMJDK [10]. Haubonee pacnpocTpaHEHHBIM SIBIISETCS
uccienoBanre Myrtanuii B rene TAZ (jmokyc X(Q28), 0AHAKO JOCTATOYHO BBICOKAs CTOMMOCTD
aHaiu3a Juis OOJNBIIMHCTBA JKUTENEH Halledl CTpaHbl CTAaHOBUTCA MPEMSTCTBUEM Il €ro
npoBefaeHus. [lomumo MyTanuii B BBIIIEOOO3HAUEHHBIX I'€HAaX, TAK)XKE€ M3BECTHHI emle okosno 20
renoB (MYH7, MYBPC3, ACTCI, LMNA, TPM1 u ap.), MyTaliuu B KOTOPBIX OTBETCTBEHHBI 32
pa3BUTHE PA3NMYHBIX TUIMOB Kapauomuonatuii, B ToM umucie u HMJDK. Ilpu noarBepxxaeHun
mytaruii B reHax DTNA (mokyc 18012.1-q12.2) u TAZ (nokyc X(28) y mammenta ¢ HMJDK
HE00X0TMMO PEKOMEH1I0BaTh MIpOBEICHHE Te€HETUYECKOTO KapTUPOBaHUs U
JONIUIEPIXOKApANOTpaduu ero poJCTBEHHUKAM, OCOOCHHO 1-i CTerneHu poJCTBa.

OcranbHble  1a00paTOPHO-MHCTPYMEHTAIBHBIE METO/Abl HCClieoBaHUs  (ocTpoda3oBble
KJIIMHUKO-OMOXMMHUYECKUE TIOKa3aTead, IOKa3aTelu JHMIUIHOTO OOMEeHa, MapKepbl HeKpo3a

MHUOKap/ia, KOpoHapoaHruorpapuss M Jp.) HCHOJB3YIOTCS HE ISl MOATBEPXKIACHHS JHMarHo3a



HMJDK, a ckopee misi MCKIIOYEHHUS ApYrux 3a007€BaHUN, TOJ MacKaMH KOTOPBIX MOXKET
BBICTYyMaTh runeprpadexysipaocts JOK.

Huddepenumansuas aumarnoctuka HMJDK  mpoBomuTess wame ¢ AWIaTalidoOHHON
KapAuoMuonaTueu, TpoM0osMOonueit jgerounoil aprepuu, AUPGY3HbIM MHOKAPAUTOM, OCTPBHIM
nH(}apKTOM MHOKapia, pexe C OIyXOJsIMH Cep/ua, aTpe3uel JIErOYHON apTepuH, 100aBOYHBIMU
XOpJaMH U TpaOeKyIaMu B JIEBOM xelnyaouke [27, 28, 29].

Jleuenue

[Taniuentam ¢ 6eccumntoMubiM TedeHueM HMJDK moka3aHo MCKIIFOUHUTETBLHO PETYISIPHOE
JMHAMHUYecKoe HaOII0JeHHE, KPAaTHOCTh KOTOPOro 4eTKO He oOo3HaueHa. Tepamus ManueHToB C
HMJDK npoBoautcs ¢ y4eToM OCHOBHBIX KiaMHM4Yeckux nposisieHnid HMJDK B coorBercTBuM C
pekomenmanusamu 1o sedenuto [30, 31, 32,33]. JloctaTo4HO HEOMAHO3HAYHO MPEACTABISICTCS
Ha3HAaYeHHe aHTUKOoAaryiasHToB y mauueHToB ¢ HMJDK 6e3 TpomOosamMOoIueckux mposBIeHUi, B
CBSI3H C YeM PEKOMEHIyeTcs opueHTHpoBathes Ha mmkanry CHA2DS2-Vasc [34]. Tlpu nanuuuu y
MAIEHTOB C JIAHHOM KapIUOMHOIIATHEH TOCTOBEPHBIX JAaHHBIX O (GUOPWILIISAIUHN TIpEeacepIui,
TpoMOa JIEBOTO JKEIyJ0YKa WM YKa3aHUH B aHAMHE3€ Ha TPOMOOIMOOIMYECKHE OCIOXKHEHUS
[I0Ka3aHa B TEYEHHE JJIUTEIIbHOIO BPEMEHM Tepamnusi aHTUKOAryJlssHTaMd  HE3aBUCHMO OT
konmuuectBa OawtoB mo mkaie CHA2DS2-Vasc [35]. U3 Xupyprudeckux METOIOB JICYCHHUS,
YUUTBIBAsI YaCTOE PA3BUTHE CTOMKHUX KU3HEYIPOXKAIOIIUX APUTMHM, UCHOIb3YETCS] MMILIAHTALUs
KapauoBepTep-1epuOpmIIIsATOpa, TMPH  HAPYIICHUSX ATPUOBCHTPHUKYJSIPHOW  MPOBOAMMOCTHU
BBICOKOM CTENEHUM — MMIUIAHTAUS JABYXKAMEPHOIO 3JEKTPOKAPAHUOCTUMYISATOpPA, a MpHU
TEPMUHAIBHOM CepJIeUHON HEAOCTATOUHOCTH — TPAHCIIAaHTalUs cepAlia, Ha Oojiee paHHUX CTalusAX
CepJICYHON  HEAOCTAaTOYHOCTHM  BO3MOXHA  MMIUIAHTAlMsl  YCTPOMCTB ~ BCIIOMOTAaTENIbHOTO
KpPOBOOOpAIIICHUSI  JUTMTENILHOIO  MOCTOSHHOTO  (yHKIMoHupoBanus  [11].  CrnopHbiME
npencrasisitorcss  ciaydan  HMJDK  npum  oTcyTcTBHM — JOKYMEHTAIbHOTO — MOATBEPKACHUSA
KU3HEYTPOXKAIOUINX apUTMUM, HO HAJIMYMK B aHAMHE3€ CHHKONAJIBHBIX COCTOSIHWI M BHE3aITHOU
CepJICYHON CMEPTH Yy POJCTBEHHUKOB. B JaHHBIX cUTyalusix, M0 BCEW BUIUMOCTH, HEOOXOAMMO
JMHAMHYECKOE MPOBEACHHUE XOJITEPOBCKOTO MOHUTOPUPOBAHUS AJIEKTPOKAPAUOIPAaMMBI B TEUCHHE
48—72 4, 4TO yBEJIMYMBAET IIAHCHI BHISBICHUS HAPYLICHUH CEpCUHOr0 PUTMA U ITPOBOIUMOCTH.

Ilpoenos mnpm  HMIDK  HeOmarompusaTHbBIH, 4YTO  OOYCJOBJIEHO  HENPEPBIBHO
MIPOrPECCUPYIOLIUM TeUeHUEM 3a00JIeBaHMSI U YaCThIM pa3BUTHEM (aTabHBIX OCIOKHEHUU. Y
MAIMEHTOB C aCHMIITOMHBIM T€YEHHEM JAHHOM MaTOJIOTUU CTENEeHb HeOJIaronpusaTHOCTH POrHO3a
MO’KET IPONOPLUOHAIBHO 3aBUCETh OT IUIOLIAJN HEKOMIIAKTHOCTH MHOKAapJia JIEBOTO KEITYAO0UKa.
CMepTHOCTB, 10 JaHHBIM Pa3HbIX aBTOPOB, cocTaBisieT oT 22% no 80% B TeueHue 6—7 jeT mocie

nocTaHoBkM guarno3a [2, 6]. [lpuumnamm cmeptu npu HMJIDK, kak mpaBmio, SBISIOTCS



TEPMUHAJIbHAs CEepJieYHasl HEeIO0CTaTOYHOCTb, MACCHUBHas TpOMOO3MOOIMs JIErOYHOM apTepuu,
KEJIyI0UKOBBIE HAPYIIECHUS PUTMA.

3akiaro4enue

HexomMnakTHBIM MHMOKapZ JIEBOTO KEIyHO4YKa — 3TO CPaBHUTEIBHO HENABHO BBHISBICHHAS
[aTOJIOTHsA, KOTOPYK0 OTHOCAT K IEPBUYHBIM TE€HETHMYECKUM WM HEKIaCCUPUIUPYEMBIM
KapauoMuonatusMm. JlaHHas  KapIMOMMOIIATHsI HMEET HHU3KYI0 paclpoOCTPaHEHHOCTh U
HecneMpUIECKYI0 KIMHHYECKYI0 KapTUHY, YTO 3aTpyAHsSET ee auarHoctuky. Jmaraoz HMIDK
CTaBUTCS Ha OCHOBAHMHU JIONILIEPIXOKApAHOrpapuuecKkux Npu3HaKoB. [IOBbIIEHHE € KaKIbIM
rofOM  JIOCTYIHOCTH  JAOHNIUIEpIXOKapauorpadguu  JUIsl  HaceleHuss M BO3pacTaHHe
npodeccuoHanm3Ma Bpauell (YHKIMOHAJIBHOW JTUArHOCTUKU OyayT crmocoOcTBoBaTh Oosee
gactoMy BbisiBiieHut0 HMJDK. Ognako cnemyer u3deraTh THIIEpIUarHOCTUKU, IPU COMHHUTEIBHBIX
cllyyasiX HEOOXOJIMMO HaIpaBiATh MAIMEHTOB Ha MPOBEJEHUE MarHUTHO-PE30HAHCHOU
tTomorpadun cepana / KOMIBIOTEPHOH TOMOrpadum, FeHETUIECKOe KAPTUPOBAHHKE C LIENBI0 MOMCKa
mytanuii B reHax DTNA (itokyc 180912.1-912.2) u TAZ (noxyc X(28). Beicokuii puck pa3BUTHSI
dartanpHbIX ocnoxkHeHuit npu HMJDK nenmaer HeoOXomuMmbIiMH BepH(DHIIMPOBAHHME IWArHo3a Ha
PaHHUX CTaJIUsAX 3a00JIEBaHUS U COOTBETCTBEHHO IPOBE/IEHUE CBOEBPEMEHHOM Tepanuyu MeTo1aMu

KOHCCPBATUBHOTO U XUPYPIrUICCKOI'O JICUCHUS.
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