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AHHOTaumns

HeKoMNaKTHbIM MUMOKapA MPaBOrO >KEAYAOUKA — PEAKMM TWUM KapAMOMMOMATUM, BO3HMKAIOWMIA B pe3yAbTaTe HapylUueHUs PasBUTUS MMOKapAa
B ambpuoreHese. XapakTepusyeTcs Ype3mMepHoOi TpabeKyApHOCTbIO C 06pa3oBaHMeM TAYOOKMX MEXTPabeKyASPHBIX MPOCTPAHCTB B TOALLE
MMOKapAQ NPaBOTo XeAyAOUKa. MOXeT 6bITb KOMNOHEHTOM GUBEHTPUKYASIPHOM HEKOMIMAKTHOM KapAMOMMOMATMM MAM M30AUPOBAHHOM (hOPMOH.
MpeacTaBAeH 0630p AMTEPATYPbI MO KAMHUYECKOM KapTHHE M AYHEBOM AMarHOCTUKE HEKOMMAKTHOTO MMOKApAA MPABOTO XKEAYAOUKA C U3AOXKEHM-
€M BOMpocoB AN hpepeHLUMarbHON AMATHOCTUKM.

KAtoueBble cAOBa: HeKOMMaKTHas KAPAMOMMONATHS, HEKOMMAKTHbBIA MMOKAPA MPABOr0 XXEAYAOUKA, MarHUTHO-PE30HAHCHas TOMOrpachus cepaLa,
aXOKapAnorpadms, snekTpokapamorpacpus
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Abstract

Non-compact right ventricular myocardium is a rare type of cardiomyopathy, it usually results from arrested myocardial development during
embryogenesis. This disease can be characterized by excessive prominent trabeculations and deep inter-trabecular recesses in the ventricular
wall. It might be a component of biventricular non-compact cardiomyopathy or an isolated form. The article presents a review of the literature
on the clinic and radiation diagnostics of non-compact right ventricular myocardium with the presentation of the issues of differential diagnosis.
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BeeaeHne

HekoMIaKkTHBII MMOKapy, >XEMyJOYKOB — TEeHETUYeCKU
IeTepMUHMPOBaHHAs (POpMa KapAMOMUOIATIN, XapaKTepy-
3yIOLIAsACS Ype3MepHOIl TPabeKy/IAPHOCTBIO ¢ 0OpasoBaHMeM
DIYOOKMX MeXTPabeKyIAPHbIX IMPOCTPAHCTB B TOJIIIE MUO-
Kapfia >KemymoukoB [1, 2]. PacmpocTpaHeHHOCTh HEKOMITAKT-
Holt xapauomuonaruy (HKMII) cpeny B3pocioro HaceneHus
cocrasnseT ot 0,014 o 0,045% y nmanyeHTOB, HallpaB/I€HHbIX
Ha sxokappuorpaduio (9xoKT) [3, 4]. HekoMIaKTHBII MUO-
Kapp, o6b1YHO QOPMUPYETCSI B CETMEHTAX JIEBOTO >KEMyf0uKa
(JIXX), HO y 9acTu 60/IBPHBIX B IIPOLIECC BOBJIEKAETCS ¥ IIPABBII
xenypouek (IDK). IlogrobHOe 6MBEHTPUKY/IAPHOE HOPAXKEHME
BcTpevaeTcss pexke [3-5]. OTCYTCTBYIOT HOCTOBEpHbIE CTa-

TUCTMYECKIe JIaHHblEe O PACIPOCTPAHEHHOCTU U3OMMPOBAH-
HOJ (OPMBI HEKOMIIAKTHOI'O MMOKApfa IIPaBOrO >KelyJouKa
(HMIDX), B nmurepaType ONMCBHIBAIOT JIMIIb €AMHUYHBIE CIIY-
van [6-17]. Kpome Toro, BOIpoc 06 1301MpOBaHHOM MOpaske-
Hyy IDK npu HKMII o cux nmop ocraeTcs AUCKYCCUOHHBIM,
IIOCKO/IbKY HOPMAJIbHBII BapMaHT IIOBBIIIEHHON Tpabeky-
napHoctu IDK HempocTo OTIMYMTD OT IAaTONOTMYECKOro He-
KOMIIAaKTHOTO MMoOKappia [18]. MHorue aBTOpBI OCIApMBAIOT
CyIIleCTBOBaHMe Takoil GopMbl KaparoMmuonatuu [15, 19, 20].
OTmevaeTcsi BaXHOCTb guUQQepeHnnanbHOi UarHOCTUKA
HMIDXK u apurmorenHoit gucttasuu IDK (AOTDK), opu ko-
TOPOIT TaK>Ke BO3HMKAeT MOBBIIIeHHasA TpabekymapHocTs IDK
[10, 19]. CnenyeT nmpusHaThb, 4To usomuposanHubt HMIDK -
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MaJIOM3y4YeHHas [IaTOIOTVS, B HACTOsIee BpeMsl He MMeIomiast
YeTKOTO CTAHAAPTA JUATHOCTUKY [2].

KAMHWuYecKas kKapTMHA HEKOMMAKTHOM

KapAMOMMONATHM NPU OMBEHTPUKYASIPHOM

M M30AMPOBAHHOM nopaxeHuun K

Knunnueckas kaptmHa HKMII necreumduuHa, mM3MeH-
4MBa ¥ MOXKET BO3HUKHYTb B M060M Bo3pacte. MaHudecra-
1usi 3a00jIeBaHMs 4alle MPOVICXOAUT B BUJE XPOHIIECKOI
CepHevHOll He[OCTATOYHOCTH, PeXe IPOSAB/ISAETCA apUTMuei
unn Tpomboambonmeit [2]. Hamm sHaHMA O KIMHUYECKUX
ocobennoctax HMIDXK BecbMa cKygHBI 1 OCHOBAaHBI Ha peli-
KJX ONMCAaHWsX Cly4aeB 3abormeBaHus. B nureparype coo6-
I[aeTcs Mpex/ie BCero 0 TPOMO603MOONINM JIETOUHOM apTepun
(TOJIA) u BHesanmHol cMepTy, guchynkunu IDK u taxmkap-
muu [9, 10, 12, 13, 17, 21]. VimeroTca eguHM4YHbIe COOOLEHNSA
0 HEBPOJIOTMYECKIX CUMIITOMAX 1 6€CCHMIITOMHOM IPOLecce,
KOI'Zla HEKOMITAaKTHBII MMOKAPJ, OKa3bIBA€TCA CIy4aliHON Ha-
xopKoii [6, 16]. HekoTopble aBTOPBI PeKOMEH/YIOT paccMaTpu-
Bath TOJIA Kak Be#yllylo IPUYMHY JIETAIBHOTO MCXOfA IpU
HMIDX [21]. IIporHosbl COBEpIIEHHO pasHbIe: OT AINTEIbHO-
ro 6eccumnromuoro Teuenuss HKMII mo Tskenoit cepmedHoit
AucyHKIVM, BHE3AIHOI cepAedHoll cMepTn 3, 6, 22]. B Ha-
CTosljee BpeMsI OTCYTCTBYIOT ZOITOCPOYHbIE MCCTENOBAHNA ¥
nanyenros ¢ HMIDK, dro sarpyansaer GopMynmnpoBKy Ipo-
THOCTMYECKNX KpuTepues [18].

KpuTeprm AMarHoCTMKM HEKOMMAKTHOM

KapAMomMuonatuu no AaHHbim IxoKI u MPT

VI3-3a OTCYTCTBUS CrielnUIecKUX KIMHIYeCKUX IpU3Ha-
KOB NpyokM3HeHHbI AuarHo3 HKMII cTaBAT Ha OCHOBaHUM
HEeMHBa3VBHBIX MHCTPYMEHTaNbHBIX MccmegoBanui: IxoKI
M MarHuUTHO-pe30HaHCHO Tomorpadpum (MPT) cepmma [2].
OCHOBHOW MeTOAMKON AuarHoCTuKu sABnseTcsa IxoKI, mo3Bo-
JIAIOLAst ONPENeATD JIOKIN3AINIO U CTPYKTYPY IOPasKeHNUA.
HekoTopble aBTOpHI YKa3bIBAIOT Ha BBICOKYIO CTEIeHb KOppe-
nanuy pesynbraToB OXoKI 1 MPT npu guarHocTuke HEKOM-
IIAKTHOTO MUoKappa [23]. B mureparype cyujecTByeT OTHOCK-
Te/IbHOE COIIAcye IO BOIIPOCY O TOM, YTO COOOI ITpeficTaB/IAeT
HKMII npy pasnnyHbBIX HeMHBAa3MBHBIX METOJAX BU3yasny3a-
. Heob6XoauMo OTMETHTD, YTO BHE 3aBMCHMOCTM OT BbI-
6paHHOI METOAVKM IpH olleHKe pe3ynbraToB IxoKT win MPT
UCIIONB3YIOT CXOXKMeE AMATHOCTUYEeCKe KPUTePUY HeKOMITaKT-
HoCTH [23, 24].

ITo 9x0KI' HekOMITaKTHBIII MUOKAPJ JUATHOCTUPYIOT IpU
Ha/IMYUN JBYXCIIONHOM CTPYKTYPbI MMOKapAa C MICTOHYEHHBIM
KOMIIaKTHBIM U YTO/III[eHHBIM HEKOMITAKTHBIM CJI0€M, IPUCYT-
CTBUM MHOTOYMCIIEHHBIX TPaOeKyI ¢ IIyOOKMMM MeXTpabe-
KY/LIPHBIMU IPOCTPAaHCTBAMM, COOTHOIIEHMU TOJIIMHBI He-
KOMIIAaKTHOTO ¥ KOMIIAKTHOTO C70s1, paBHOM 1:2,3 u 6oree, a
TaKoKe MPU CHIDKEHUY QYHKIUY ITOPaYKEeHHDBIX CETMEHTOB [9].
KonmudecTBeHHOE oIpenesieHMe CTENeHM HEKOMIIAKTHOCTI:
IpM OTHOLIEHUM C/I0s1 KOMIIAKTHOTO MMOKapfia K TOJIIVHe
Bcell CTeHKM ceppla Ha ypoBHe Bepxymku JDK 0,33-0,26 He-
KOMIIAKTHOCTDb PACLEHMBAIOT KaK «MATKyio», 0,25-0,2 - Kak
yMepeHHYy0, <0,2 — KaK TspKenyo [25].

Ha MPT puarsoctuka HKMII mponcxoauT Ha OCHOBaHUA
COOTHOIIIEHNsI HEKOMITAKTHOTO C/I0S1 K KOMITAKTHOMY 0OJIbIile
1:2,3 B KOHIIe quacTonbl [26] wim 6onbiie 1:2 B KOHIE CUCTO-
el [27], nubo npu TpabexynspHoit Macce >20% [28] n xomm-
4eCcTBEHHOJ OlieHKe TpabeKyIl almKaabHOro Myokapaa (dppak-
TalbHas pa3MepHOCTb) 21,392 [29]. IIpoBegenne MPT mia
BBISIB/IEHVsI HEKOMITAKTHOCTY MMOKap/a HeOOXOMMO TIpexe
BCETO B CUTYalMsAX, KOITa YIbTPa3BYKOBas KapTWHA COMHM-
tenbHa [30]. HeopHosHauHble pesynbTaTel 9x0oKI MoryT O6bITH
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C/IefiCTBMEM 3aBUCUMOCTM OT aKyCTMYECKOTO OKHA 1 3a4aCTyI0
HeyIoB/IeTBOPUTENbHOI Busyanusanuy Bepxyuku JIK u mo-
noctu IDK [22], B To Bpemst kak k moctomHcTBaM MPT cre-
AyeT OTHECTM BBICOKYIO PaspelIaouiyio CIIOCOOHOCTD K BU-
3yanusaluu CJI0€B MMUOKAapAa, BO3MOXXHOCTb TOYHON OL€HKU
nonoctu 1K n Bepxymku JIDK, 4To 103BO/IA€T OTTPAaHUINTD
KOMITAaKTHYIO 11 HEKOMIIAKTHYIO YacTU INOPa’K€HHOTO MMOKap-
Za, OLIEHUTD CTeleHb CUCTOMMYecKoit aucdynkuum [23, 31].

Oco6eHHOCTU AMAarHOCTUKH U30AMPOBAHHOTO

HEKOMNAKTHOro Mruokapaa K

Hecmorps Ha ycnexu B usydenuu HKMII, B HacTosAmee
BpeMsI IIpeAcTaBlIeHns o6 msommpoBaHHOM nopaxenun DK
TO/IBKO (POPMUPYIOTCS, IOTOMY JaHHbIE O IATOTeHe3e U [U-
aTHOCTMKE OIIpeNe/ATCA pe3yabTaTaMy MCCAEfOBAHUIT IO
ousentpukymsipHoit HKMII. TTockonpky He cylecTByeT 00-
menpusHanHoro onpegenennsa HMIDK, uccneposarenu mpes-
nararoT npuMeHATb Kputepunm HKMII, ycranosnennble mis
JIK, u nist oneHKM HeKoMIakTHOro Muokapzga IDK [7, 8, 20].

Borasuts HKMII npu msonmposanHoM nopaxenmn DK
JTOCTaTOYHO CJIOXKHO, IOCKOJIbKY BapMaHT HOPMa/bHON IIO-
BBIIIEHHON TpabekymapHoctu IDK Hempocto oTmmumth OT
[aTOIOTMYECKOTO HEKOMIIAKTHOIO MUOKapfa. VIMeHHO mmos-
TOMY BCTPEYAIOTCA IPOTUBOPEUNBbIE MHEHM O IMATHOCTHUKE
HMIDXK. Psify aBTOpOB CYMTAIOT €r0 AMATHOCTUKY M30OBITOY-
HOI1, IpyTHe, HAaIIpOTUB, IMIIYT O HeLOOLeHKe, TaK KaK, 0 UX
MHEHUIO, IATONIOrn4ecKyo TpabekymipHocts IDK ommbouno
IPUMHMMAIOT 3a VHAMBUAYalnbHYI0 HOpMy [19]. OTmewaer-
csl, YTO M3BeCTHbIe AmarHoctumdeckue kpurepun g JDK nHe-
MIpMMEHNUMBI IJI OLleHKM HekoMmmakTHoro cnos IDK, tak kak
B HopMe B IDDK MoryT BcTpeuyaTbcs MacCUBHbIE MbILIEYHbIE
tpabekynsr [15, 19, 20]. [pyrue mcciefoBaTenyt NMpUSHAIOT
Ha/IM4Me U301MpoBaHHoOro nopaxenus IIDK npu BbiaBneHnn
MATOJIOTMYECKY IIOBBIIIEHHON TPabeKy/IAPHOCTM MMOKap-
Ia Ha jJaTepanbHON cTeHKe [18, 32]. Heobxomumo oTMETHUTD,
YTO B JIMTEPAType UMEITCS HOJOOHBIE IPOTUBOPEYNS TAKXKE
U TIpM OLieHKe HOBbILIeHHOM TpabekymapHoctu JDK. B ogHux
CTaTbAX MPU3HAETCA HOPMOJI IIOBBILIEHHASA TPabeKyIAPHOCTD
MMOKap/a B allMKa/IbHBIX OTAeNax. B apyrux paborax Hammdme
geTsIpex win 6onee Tpabexyn Ha cterke JDK, paconoxxeHHbIX
IVICTajIbHee MaM/ULAPHBIX MBI, OffHO3HAYHO CYMTAETCs Ia-
tornorueit [18, 26, 27]. Bonee Toro, coobIaeTcs, YTO CyIIeCTBY-
IollMie KPUTEPUM AMATHOCTUKY HeKoMmakTHocTy JIXK mpuso-
IAT K OYeHb Bapuabe/IbHbIM JAaHHBIM O PACIPOCTPAHEHHOCTH
3ab0/eBaHMsA y MAL[MEHTOB, HarlpaBleHHbIX Ha MPT. B saBucn-
MOCTY OT METOJMKMY OLIeHKM Pe3y/bTaThl CyLIeCTBEHHO pas/in-
yatoTcs. Tak, 1o Metony Petersen HeKOMIAKTHOCTb MMOKapAa
BbLAB/IeHA Y 39% maiueHToB, o Metony Stacey - y 23%, mo
MeTtopaM Jacquier u Captur — y 25 u 3% cooTBeTCTBEeHHO [22].

Takum o6pasoM, B NpodeccroHaTbHOM COOOIeCTBe
Bompoc 06 nsonuposanHoM nopaxenun IDK ocraercs crop-
HBIM, 1 1O HACTOSIIEr0 BpeMeHM He IIPEefI/IOKEeHO OfHO3HAYHbBIX
Kputepres AuddepeHIanbHON AUATHOCTUKN IIOBBILIIEHHO
tpabekynsproctu IDK [6]. [lnst paspelteHnst CyLieCTBYOMNX
IIPOTMBOPEYNII NpeJIaraloTcd KOCBEeHHbIe KPUTEPUM IaTOTO-
TMYECKOr0 XapaKTepa MOBBIIEHHON TpabekymsapHoctn IDK.
B 4acTHOCTH, yKa3bIBaeTcsA, YTO IMPU3HAKOM IAaTONIOIMYECKOI
HeKOMITaKTHOCTY Muokappa IDK Heo6xommmo mpusHaTh ero
mumaranyio [11, 33]. OTMedaeTcst BAXKHOCTD PaclipOCTpaHeHNUs
TpabeKy/IApHOCTI IO TaTepanbHoit creHkKe [DK ¢ mopaxkeHnem
TPUKYCIIUJIAIBHOTO KJIallaHa B TSDKENMBIX cmydasx [32]. 3Ha-
yuMbIM A depeHnnanbHO-IMarHOCTHYECKUM [TOKa3aTeneM
SIB/ISIETCSL HA/IMYME BBIPRKEHHBIX TPabeKys1, KOTOpbIe, B OT/IN-
Yyye OT AHATOMMYECKUX BapMaLNii, IPOXOAAT OT cBOOOIHOI
CTEHKM K MeXOKeTyIOoYKOBOII eperopopke (puc. 1, 2) [1, 34].
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Hcrounuk: B.D. OJieiiHuKOB ¥ coaBr., 2022.
Source: Valentin E. Oleynikov et al., 2022.

Puc. 1. a — MPT cepaua, yeTbipexkamepHas npoekums.
CTpeAka — rpaHMLIA HEKOMMAKTHOTO MMOKapAA B aNMKaAbHOM
otaeae IK; b — MPT cepaua, npoekumsi BbIBOAHOTO TpakTa
AX. CrpeAka — rpaHMua HEKOMNAKTHOTO MMOKapAa

B 6a3aAbHbIX oTaerax K.

Fig. 1. a — magnetic resonance imaging (MRI) of the heart,
four-chamber projection. The arrow is the border

of the non-compact myocardium in the apical pancreas;

b — MRI of the heart, projection of the left ventricular
outflow tract. The arrow is the border of the non-compacted
myocardium in the basal sections of the right ventricle.

HUcrounuk: B.D. OneitHnkoB 1 coasr., 2022.
Source: Valentin E. Oleynikov et al., 2022.

Puc. 2. MPT cepaua, npoeKkunm nNo KOPOTKOH OCH:

a — anuKaAbHble OTAeAbI; b — cpeaHue OTAeAbI; € — 6azaAbHble
OTA€Abl. BblpaXXeHHOCTb HEKOMNAKTHOIO MMOKApA2 B Pa3HbIX
otaenaax XK.

Fig. 2. MRI of the heart, projections along the short axis:
a — apical sections; b — middle sections; ¢ — basal sections.
The severity of non-compact myocardium in different parts
of the right ventricle.

B oronHeH e mpejiaraeTcs TMCTONOTMYIECKast KA IUATHO-
CTVIKM, TIPY IIPYIMEHEHNM KOTOPOII OBBIIIEHHAs TPabeKy/sp-
HOCTb H)K HpI/ISHaeTCH HaTOHOFH‘IeCKOﬁ HPI/I TONIIMHE HEKOM-
IIaKTHOTO Muokapzpa >75% [5].

AndpdeperHurarbHas anarHocTnka ¢ AAIDK

Huarnoctuka HMIDK ocnoxHsaeTca HeOOXOAMMOCTBHIO
muddepeHIpoBaTh €ro ¢ apUTMOTEHHOM [VCIUIasyell, mpu
KOTODOJl TaKKe IIPOMCXOAMT TpabeKylsApHas Je30praHu3a-
mua [19]. TlockonbKy IpaBoXKemymo4yKoBass HEKOMIAKTHAS 1
apUTMOTeHHAA KapAMOMIOIIATUY VIMEIOT OTIpefielleHHOe CXOJI-
CTBO, TeM 6o0Jiee TPYIHO OLPENEINTb COCYLIECTBOBAHNME 3TUX
BUAOB KapauomuonaTtuu [10, 19].

BpiflensaioT Tpu IaTOTeHETMYECKUX BapMaHTa Pa3sBUTUA
AJITDK [35]. Bo-nepBbIX, Kak BpOXXAEHHAs aHOMasINsl pasBu-
T Muokappa IDK, o6ycioBnenHas MyTalyes reHOB, B pe3y/lb-
Tare KOTOPOJ IMpoucXopuT GopMIUpOBaHMe CIelu(uIecKoro
¢denornna AIITDK. Bo-BTOpbIX, KaK pe3y/nbTaT MUOKApAUTA U,
B-TPETbUX, KaK CIefiCTBME MeTabO/MIMIeCKIX HapyIIeHNIL.
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HUcrounuk: a, b — D. Kenigsberg u coasr., 2007 [37], ¢ — A. Jain u coasr., 2008 [43].
Source: a, b — D. Kenigsberg et al, 2007 [37], ¢ — A. Jain et al, 2008 [43].

Puc. 3. MPT npu AATTK: a — y4acTKM XXMpPOBO#M
MHPUABTPALIMM NPU HATUBHOM CKaHUPOBAHUM;

b — prOPO3HbIE M3MEHEHMS MPU NMOCTKOHTPACTHOM
MCCAEAOBAHUM; C — MOBbILEHHas TpabekyaspHOcTb K.

Fig. 3. MRI for arrhythmogenic right ventricular dysplasia:
a — areas of fatty infiltration in native scanning; b — fibrotic
changes in post-contrast examination; ¢ — increased
trabecularity of the right ventricle.

ITpu AJIDK pasBuBamTCA XapaKTepHble M3MEHEHUS
MHOKapJa, COIIPOBOKAOINECS BHICOKOI apMTMOI€HHOCTBIO,
nporpeccupylomeit funaranueit u aucynkimeit IDK [36, 37].
CTpyKTypHBle M3MEHEHMA XapaKTepMU3YIOTCA >KMPOBON WH-
¢unbrpanyeit u ¢ubposom mumoxappa IDK. B Hacrosmee
Bpems xuposas nHpunbrpanys IDK He cunraetcs maTorso-
MoHMYHBIM npusHakoM AJIIDK, mockonbKy MoxkeT paccMat-
pUBaThCA KaK BapyaHT HOPMBI, 0OCOOEHHO Y JII0fell OXKIIOro
BO3pacTa. bormee BakHBI /IS AMArHOCTUKY BBIABJIEHNE Hapy-
mennit kunetuky IDK u Busyammsanusa ¢puOposHbIX M3MeHe-
HMI1 B ero creHke [38, 39].

Boutn omy6mukoBaHbl OpyHLMIB! AuarHocTuku AJIDK,
BK/IIOYalolye 6onplive 1 Majble Kputepuu [19, 40, 41]. TIpu
9x0oKI' u MPT auarHocTM4ecKuMy KpUTEPUAMMA ABJIAOTCA:

* yBe/M4YeHMe MH/IeKCa KOHEYHO-AMACTONNIECKOro 0O'beMa

(KIO) >100-110 m/m?%

o cHipKeHre ppaxiun Boibpoca (OB) IDK <40-45%;

o nytaTauusA BbixogHoro Tpakra ITDK >32-36 mMm;

o PErMOHA/bHBII TUIIO- VIIM AaKMHe3 CTeHKIL.

Hanboree xapaKkTepHbIMU CINTAIOTCS M3MEHEHMs B 6asab-
HBIX OTfenax u B 3aguei crenke IDK [34, 42]. Opgnako 9xoKI He
BCerfia MO3BOJIACT AaTh afeKBaTHYI0 KOIMYECTBEHHYIO OLICHKY
mIo6anpHbIX pasMepos u gyHkuyu IDK. MPT nmosBonseT Bu-
3yalu3upoBaTh B MMOKApfe XUPOBbIe OTIOKEHNA, @ TIPU KOH-
TpacTupoBanuy — pubposHbie nsmMeHenust (puc. 3) [39, 44], no-
stomy MPT ceppua mpeacTasisieTcss Hanbojee ONTUMaIbHBIM
MeTopoM Busyammaaryy npu AITDK [42].

AundppepeHunarbHas AMarHocTMka

¢ auaatraumeit MK Ha droHe xpoHuueckoi

TPOMO0IMOOANYECKON ACTOYHOM TMMEepPTEH3NU

Hunaranys u runieprpodus IDK, HanommHaromme HMIDK
n AJIIDK, BcTpevyaroTcs Ipu MpOTpeccUpYIOLIeil paBoXeny-
mouxoBoit ceppevnoit Hegoctarounoctu (IDKCH) BcrencrBue
XPOHMYECKO TPOMOO3MOOINYECKON IErOYHO TMIIePTEeH3UN
(XTIT). ITockombKy 06YCIOBIEHHDI HEKOMITAKTHBIM MMOKAp-
IOM TPOMO03 MO>KET IIPUBECTI K XPOHUYIECKOIT pEeLANBIPYIO-
weit TOJIA, cnepyer sxmoyats HMIDK B nuddepenunanbayo
mmarHoctyky XTJIT [18]. TTatorenes o6ycoBeH XpOHINYECKOI
OKKJTIO3V€eJl MM CTEHO30M JIEFOYHOTO apTepMaIbHOTO pycria
[IOC/Ie TepeHeCeHHON cybMaccuBHOM i MaccuBHOi TOJIA,
KOTOpas BeleT K IIPOTPECCUPYIOLIEil NPEeKaIULAPHON Jie-
rouHoit runeprensun (JII') maske Ipy OTCYTCTBUM NOBTOPHBIX
TpoMb0o3aMbondeckux cobbituit. Co BpeMeHeM pasBMBAaeTCs
xpoHmdeckoe nerounoe cepare u IDKCH [45, 46].

TEPATMEBTYECKIMIM APXMB. 2022; 94 (4): 558-564.
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Tabanua 1. UncTpymeHTaAbHble KpuTepun anchhepeHLMaAbHO AMarHOCTMKKM 3a00AeBaHHI, NPOTEKAIOWMX C AMAATaLIMEN

M HapyweHnem cokpatumoctu MXK

Table 1. Instrumental criteria for the differential diagnosis of diseases occurring with dilatation and impaired contractility

of the right ventricle

Meronst HMIDK ATIIDK IDKCH na dore XTIIT
AVAaTHOCTUKMA
Mupgexc KTO>100-110 ma/m%
BBIXOZIHOM TpakT IDK>32-36 Mum;
— < - 0, . -
OxoKT Ounaranus u camkenne OB TDK* [11, 33]. ®BIDK fLO 45% [19, 40]. Peru Hunaramnus u cHIKe-
n MPT-orjenka OHAJIBHBIN aKWHE3 CTEHKM OO0
CHmxeHMe pyHKIUM TOPaXKEHHBIX CETMEH- Hue ppakiyy Beiopoca
AHATOMMUM AVCKMHe3 (U aHeBPU3MATIIECKIX .
TOB [25] TDK* [50]
u ¢pyuxumu IDK M3MEHEHMSIX); TUIIMYHO B 6asanb-
HBIX OT/Ie/Iax U B 3ayiHelt cteHke [IDK
(«Tpeyro/bHUK AuCIIasun») [34, 42]
CoOTHOIIIEHVe HEKOMITAKTHOTO CTI0S K KOM-
IIAKTHOMY >1:2,3 B KOHIIe AMaCTONIbI [26] mmn
9xoKT- >1:2 B KOHIIe CUCTOIBI [27]; TpabexymiapHasa IIupyAApHas THIEp-
Macca >20% [28]; dpakTanbHas pasMep-
n MPT-onenka TpOdUA € YTONMLEHNAMN
HOCTD aIlMKa/JIbHOTO MIoKapaa 21,392 [29]; TpabekynsapHas ge3opraHusaIys,
KOMIIAKTHOCTH TpabeKyI1, yIUIOLeHe
COOTHOLIEHME KOMITAKTHOTO MUOKapHa K rUraHTckue Y-ob6pasHble TpabeKyIbl
MIOKapfa . Y MHBEPCUSI MEXOKENy-
ToNMMHe Beeit crenku <0,33-0,26 [25]; Toin- [36, 39] "
u Tpabexysp- 0 IOYKOBOJ IIEPETOPOAKI
LIHA HEKOMIIAKTHOTO MyoKappa >75% [1].
noctu IDK B cucrony [51, 52]
PacmpocTpaHeHne TpabeKy/LIpHOCTI IO
JlaTepajIbHON CTEHKe K MEXIKey04KOBOI
neperopopke [1, 32]
MPT-omerika Y49acTKy KMPOBOIT MHPUIBTpALN
JE— IIpY HATVBHOM CKaHVPOBaHUU Yyactku ¢pubposa y oc-
CTCIZKI/IYMI/IOKa _ Vsmenenwii Her u GpuOpPO3HDbIE MHTPAaMypajIbHble HOBaHIA MeXOKeMyJ04-
12 IDK P M3MeHEHNsI IPU TOCTKOHTPACTHOM KOBOI1 eperopopku [53]

IxoKTI-omenka
TIpeKanMIAp-
Hoi JIT'

JIT (cpenHee faBnenye B JIA>25 MM PT. CT.)
IIpY TPOMO0IMOONTNYECKIX OCTIOXKHE-
HuAX [21]

Taxuxapaus [13]. [Toxbem cermenta ST

ORI-xpurepmn orBefenuax V-V, [6]

KT-anrnomymnn-

VIsmeHeHn1 HET
MoHorpadusa

uccnegoBanuu [39, 48]

VI3smeHeHuit HeT

Hapyutenns genonspusanuu (e-Bon-
Ha JWIV OTPaHIYeHHOE paclIpeHe
xommekca QRS B V-V ); Hapy-
IIeHs peTIosIpu3anuy (MHBepCIst
sybua T'B V —-V, Ipu OTCyTCTBUM
6710KajIbl TPaBOJ HOKKY ITy4Ka
Tuca); aputmMnn (>kemyfo4KoBas
TaxmKapaus); Mopgomorusi 610Kajst
JIeBOJT HOXKKY ITy4Ka [1ca; yacThie
(60mee 1000 3a CyTKM) SKEMTYAOIKO-
BbI€ 9KCTPAcKCTONbI) [41]

VI3smeHeHui1 HET

CpenHee gaBneHue

B JIA>25 MM PT. CT., #aB-
neHue sanupanus JIA
<15 MM PT. CT., IETO4YHOE
COCYAVICTOE COIPOTUBIIE-
Hie >3 eguunly Byna [48]

ITpusHaku runepTpodun
u neperpysku IDK, nn-
JaTalyu U runepTpodun
IIPaBOTO Npeficeprys
(P-pulmonale), oTxmone-
HI€ 3TIEKTPUYECKOIT 0CU
cepALa BIIpaBo [46]

OKKITI031SI ¥ CTEHO3

B JIA anmacTu4eckoro
TUIIA, SKCIEHTPUIECKUe
HedeKThI HATIOTHEHWS
BCJIEICTBYE HAIMYMS
TpoM60B [47]

*HopmanbHble aHaToMmdeckme 1 GpyHkimoHaabHbie mapametpst IDK mo ganasiM MPT [54]: KIO y sxerums <201 My, y My>4nH — <250 MT; MHAEKC
KO y xenmus <112 Ma/M?, y Myxuns — <121 m/m% @B251%; yaapHbIit 06beM Y XKEHIMH 268 MJI, y My>XUMH — 248 MJI; MHJIeKC yiapHOro o6beMa
Y XKeHIMH 241 Mn/M?, y My>4nH — 235 mn/m?%. OKT - snexrpokappyorpadms.

IOuarno3 XTJI ocHOBaH Ha HaM4MM IPeKaNNUUISAPHON
JIT: cpenHee pmaBneHue B jeroyHoyt aprepum (JIA)=25 MM
PT. CT., faBeHMe 3aKnMHuBauuA B JIA<15 MM pT. CT., /1eTO4-
HO€ COCYAICTOE COIpOoTuBIeHMe >3 eanuuty Byna [45, 47, 48].
Iosasnenne IDKCH acconumpoBaHO ¢ HpOrpeccHMpyrOINM
CHIDKeHMeM KoHTpaktuibHOU ¢yHkunuu IDK. «3omorsim
cranpaproM» B puarHoctuke XTJII' ocTaeTcss peHTTeHOKOH-

TEPAMEBTMYECKIM APXMB. 2022; 94 (4): 558-564.

TpacTHOe ucciaefoBanye JIA ¢ mpuMeHeHreM KOMITbIOTEPHON
tomorpadunu (KT) - KT-aurmomympmoHorpadus, KoTopas
ABJIAIETCA METOJIOM OLIEHKM COCYAMCTOrO pycrna nerkux. Kap-
THHA XPOHUYECKOI TPOMO0IMOO/INY IpefCcTaBIeHa OKKIIIO-
3usAMU U cTeHo3amu JIA, akcieHTpuuecKuMu fedexTamu
HAITOTHEH Vs BC/IEICTBYE HA/MN4YNsA TPOMOOB, B TOM YNCIIe pe-
KaHa/M30BaHHbIX [47].
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Wcrounuk: N. Galea u coasr., 2013 [50].
Source: N. Galea et al, 2013 [50].

Puc. 4. MPT npn XpOHUYECKOM A€TOYHOM CepALle: a — yHaCTKM
(p16po3a B OCHOBAHUM MEIKEAYAOUKOBOM MEPETOPOAKH;
b — runeptpodpust creHkm MXK ¢ yToAweHHbIMK TpabekyAamu.

Fig. 4. MRI in chronic cor pulmonale: a — areas of fibrosis
at the base of the interventricular septum; b — hypertrophy
of the wall of the right ventricle with thickened trabeculae
of the right ventricle.

Ox0KI' - 1ieHHbII HeMHBA3UBHBIN MeToH, auarHoctuku JII,
KOTOpBII TIO3BOJIAAET OLIEHUTb YPOBEHb JaBieHnA B JIA, ncko-
YUTb IATOJIOTMIO K/IAIlAHOB M BPOXKIEHHBbIE IOPOKM CepALa C
IIYHTMpOBaHMeM KpoBH [45, 48]. Ongnaxo onenka ¢ynkumy IDK
Ha IxoKT sB/IsteTcst CIOKHOII 3a/jadeil BBUIY OCOOEHHOCTeI! ero
aHaToMMM M Bu3yammsanyy, nostomy MPT cepana mpusHaror
«307I0THIM CTAQHJAPTOM» B OIpEHeTeHNN obbeMa M COKPATH-
Moctu IDK, o0cobeHHO TpM  COMHMTENBHBIX  IaHHBIX
3xoKT [49, 50]. Ha ¢pone XTJII npu mporpeccuposannu IDKCH
PpasBUBaeTCsA XpOHMYECKOE IETOYHOe CepAlle, TP BU3yaIn3alyn
koroporo Ha MPT nabmonaercsa gunaramysa IDK, BeipakeHHas
rUnepTpodys ¢ YTOMLEHNAMU TPabeKy/, MHBEpCUs MeXOKeIy-
TOYKOBOII Teperopoaxy B cucrony (puc. 4) [51, 52]. Orcpoden-
HOe KOHTPAaCTMPOBaHIe [I0OKA3bIBAET 30HBI PrOp0O3a y OCHOBAHMS
MEXOKETTYLOYKOBOI IIePeropofiKY, OTPXKAIOIIe peMOfe/IIPOBa-
Hre IDK B OTBeT Ha IIOBBILIIEHHYIO TOCTHATPY3KY [53].

HeramsupoBaHHble Kputepny avidepeHnnanbHON auar-
HOCTUKMU IIPEICTAaB/IEHbI B Ta6/1. 1, HOATOTOBIEHHOI aBTOpaMIL.

3akAloueHue

Hanbreriree nzysenre HMIDK Heobxopumo Ayt pacum-
PEHUS TIPECTaBIEHNIT O KIMHNIECKON KapTUHE U JVHAMUKE
TeYeHUsI JaHHOII IIATOIOTHM, IIOCKO/IBKY B IMTEpaType BecbMa
CKY[IHO IIpefCTaBIeHbl KpuTepun nporuosa. Hauboree neba-
FOHPI/IHTHI)IM OH SABJ/IACTCA y IIAVIEHTOB C OTHOLLI€HVEM HEKOM-
IIAKTHOTO MMOKapAa K YIVIOTHEHHOMY 6o0jiee 3 11 BOB/IeYeHIEeM
3 u 6onee cerMeHTOB. KOMIUIEKCHOE MCIIO/Ib30BAHE Ty YeBBIX
METOI OB yBe}II/I‘H/IBaeT BepOHTHOCTb paHHeﬁ[ OMAaTrHOCTUKI
HEKOMITAKTHOTO MMOKapfa. OTO MO3BO/MsAET BBIOPATh palmo-
HA/IbHYIO Tepanuio /sl MPOPUIAKTUKY OCTOKHEHWIT U OCY-
LIeCTB/IATH JUHAMIYECKOe HaOMIoeH e IS CBOEBPEeMEHHOTO
OIIpefe/ieHNs MIOKa3aHMil K YCTAaHOBKE KapAMOCTUMYIATOPA
VIM TPAHCIUIAHTALMM CEPALIA.

PackppiTie MHTEpeCcOB. ABTODBI [IE€KIAPUPYIOT OTCYT-
CTBUE ABHBIX U IIOTCHIMA/IbHBIX I(OH(b]II/IKTOB MHTEPECOB, CBA-
3aHHBIX C ITyO/IMKalyell HacToALIell CTaTbu.
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Cnncok cokpatueHmi

AJITDK - apuT™MOreHHas JUCIIa3Us IPABOTO JKeTyAouKa
KO - KOHEeYHO-MacCTONMNIECKIIT 06 beM

KT - xommnbioTepHas Tomorpadus

JIA - merouHas apTepus

JIT - nero4Has runepTeH3ns

JIXK - nmeBbIit XemygodeK

MPT - MarHUTHO-pe30HaHCHas ToMorpadus

HKMII - HeKOMITaKTHasA KapAYOMIOIIATIA

HMIDXK - HeKOMIAKTHBII MUOKaP/, TPABOTO JKeTyT0YKa

IDK - mpaBbIii Xenmygodek

IDKCH - npaBosxenyfi04KoBas cepfiedHas HeloCTaTOYHOCTD

TOJIA - TpoM603MO OIS JIETOYHOIT apTepun

DB - dpakuus BeIGpoca

XT/IT - xpoHnyeckas TpoM603IMOOMIUecKast IeTOYHasA TUIePTEH3NA
9x0KI - axokapamorpadus
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