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Pesiome

B cTaTbe npeactaBneHa MHGOPMaLMs O CPAaBHUTENBHO peakol GopMe KapaMoMMONaTUM — HEKOMMAKTHOM MUOKape IEBOTO XKeny-
[l04Ka. B pe3ynbraTte reHeTMYECKMX U3MEHEHWI Ha PaHHUX CTaaMsiXx SMBpUOreHe3a NPOUCXOOMUT HapyLWEHWE YNNIOTHEHMS MUOKap-
[IMabHbIX BOJIOKOH M GOPMUPYETCS ABYC/IOMHAs CTPYKTypa MMOKapaa: TOHKMIA KOMMAKTHbIV CNIOM M CoXpaHsiioLmitcs bonee o6beM-
HblA HEKOMMAKTHbIM CJIOW C BbIpaKEHHOM Tpabekynsuuein u rnyboKUMM MexXTpabekynspHbIMM MOOCTAMM, COOBLLAOLLMMUCS
C NONOCTbIO Xenyaouka. OaHOM M3 OCHOBHbIX MPUYMH HEKOMMAKTHOMO MMOKapAa CUMTAETCS HaiMumMe MyTalum B reHax, KOAMPYOLLMX
CapKOMEpHbIe, CTPYKTYPHbIE W PErynsTopHble Genku, a Takke Benku, OTBETCTBEHHbIE 338 (YHKUMOHMPOBAHME MOHHbIX KaHasoB.
CyliecTByeT Teopusi, KOTOpasi pacCMaTpMBAaET HEKOMMAKTHbIM MWMOKAapA M Kak CNeAcTBME BO3LEMCTBMS Ha OpraHuW3M B TeyeHue
XU3HU Pa3InYHbIX (BAKTOPOB, T. H. HEIMOPUOHANbHbIV (MPUOBPETEHHBIM) HEKOMMAKTHbIM MUOKapL. HeambpuoHanbHas runotesa
paccMaTpMBaeT HEKOMMAKTHbIM MUOKapA Kak NposiBeHne GyHKUMOHANbHOM Ae3aaanTaumm, BO3MOXKHbIV 3Tan B pa3BUTUM Kapamo-
MuonaTMK. B kayecTBe MAOCTpaumMM B CTaTbe MPENCTaBNIEH KIMHWMYECKWUIA Cydaidi maumeHTKU 32 NneT, y KOTopoi BrepBble 6Gbin
[IMarHOCTMPOBAH HEKOMMAKTHbIA MWOKapA, IEBOTO XENyAo4YKa B COYETAHUM C PECTPUKTMBHOM KapauomuonaTuei. duarHos noa-
TBEPXAEH OCHOBHbIMM METOAAMM AMArHOCTMKM 3TOM natonorumn — IxoKl u MPT cepaua. [laHHoe KnMHUYeckoe HabnaeHne uHTe-
PECHO TeM, YTo KapTMHa 3aboneBaHus onpeaensieTcs AByMs PeaKo COYETAOLWMMMUCS NATONOMMUYECKMMM COCTOSIHUSIMU: CUHAPOMOM
HEKOMMAKTHOrO MMoKapaa M PecTpUKTMBHOM Kapauomuonatuei. M3MeHeHus cepaeyHon reMoaMHAMMKM MpOMCXOAST Mpu
UX B3aMMOOENCTBMN. BcneacTBue pecTpUMKTMBHOWM KapAMOMMONATUKM CHUXKAETCS AMACTONIMYECKOE HaMOHEHME NIEBOTO XENyOoUKa,
YTO YMEHbLUAET Harpy3Ky Ha ero MMoKapf, NMo3TOMY CUCTONMYeckas AMChYHKLMS, XapakTepHas 4fisi HEKOMMAKTHOrO MMoKapaa,
He BO3HMKAET. B LIe/IOM NPOrHo3, yunThbiBasi HaMYME OABYX CEPbE3HbIX NMAaTONOMMM, y AaHHOK H6ONbHOM HEGNArONPUSTHBIN.
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Abstract

In this paper the information about a comparatively rare form of cardiomyopathy - noncompaction of the left ventricular myo-
cardium is showed. As a result of genetical changes on the early stages of embryogenesis a disability of myocardial fibres devel-
ops, and two-layer myocardial structure is formed: thin compact layer and remaining more voluminous non-compact layer with
significant trabeculation and deep intratrabecular cavities communicated with ventricular cavity. Mutations in genes which
encode sarcomeric, structural and regulatory proteins and proteins, which are responsible for ion channels functioning, are con-
sidered to be one of the main reasons of non-compact myocardium. There is a theory that considers a non-compact myocardium
as a result of an exposure of various factors during lifetime - so-called non-embryonal (acquired) noncompaction myocardium.
“Non-embryonal” hypothesis views non-compact myocardium as a sign of functional maladaptation, possible stage in cardiomy-
opathy development. By way of illustration the clinical case of 32-year-old female patient is presented in the article. The non-
compaction of the left ventricular myocardium in conjunction with restrictive cardiomyopathy was first diagnosed in her.
The diagnosis was confirmed by main diagnostic methods for this pathology such as echocardiography and MRI of a heart.
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This clinical observation is interesting due to formation of disease patterns by two rare combined pathological conditions: non-
compaction of the myocardium syndrome and restrictive cardiomyopathy. Changes of heart hemodynamics occurs in interaction
between these pathologies. Diastolic filling of left ventricular decreases as a result of restrictive cardiomyopathy, which leads
to decreasing of its myocardium load. Therefore, systolic disfunction, which is specific to non-compact myocardium, doesn’t occur.
Generally, prognosis for this patient is poor due to presence of two serious pathologies.
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BBEAEHUE

HekomnakTHbii (rybyaTbiit) Muokapg, (HM) — nepsuyHas,
reHeTM4yeckn obycnoBneHHas ¢opma KapavoMuonaTuu,
KOTOpasi xapakTepusyeTcs NaTonorMyeckon runeprpabeky-
NAPHOCTBIO MUOKApLAa, MPEUMYLLECTBEHHO IEBOMO XenyLou-
Ka, ¢ GOpPMMPOBaHMEM ABYX CIOEB MMOKAPAA: HOPMaNlbHOMO
KOMMNAKTHOINo M natonorm4yeckoro HEKOMMNAKTHOrro (ry6ano—
o) C0S CO CHWXXEHHOW COKPATUTENbHOM DYHKLMEN.

HekoMnakTHbIA MMOKapA, — PeAKO BCTPEYAKLWANCs naTo-
NOrus, pacnpocTpaHeHHOCTb 3aboneBaHus cocTaBnseT
0,014-0,14% [1, 2]. LanHoe 3aboneBaHuWe MOXeT WMMETb
MecTo B Nt060I BO3paCcTHOM rpynne, HO 3HAYUTENbHO Yalle
HabnofaeTcs B MONOAOM BO3pacTe WM MPEeUMYLLECTBEHHO
y MyXUuH [3, 4]. lpocnexuBaeTcs cemeliHas npepacnono-
XEHHOCTb, HaCneACTBEHHbIA xapaktep HM BbisBnseTcs
y 45-67% nauneHTos [5, 6].

HekomnakTHOCTb Muokapha oOycioBieHa HapyleHueM
npouecca ynaoTHEHUS MWOKAPAMAbHbIX BOMOKOH Ha paH-
HWUX CTaguax 3mbpuoreHesa. B paHHeM 3MBpMOHaNbHOM
nepvone MMOKapA NpeaCcTaBieH CeTbio MblleyHblX Tpabekyn,
Xa0TUYeCKM NepenneTallmxcs Mexay coboi U pasgenet-
HbIX LUMPOKMMU MPOCTPaHCTBaMM (CMHycoMaamu), coobLuato-
LLMMKCA C MONOCTbIO CEPALLA, T. H. ry6yaThlii MMoKapa. B Hopme
Mexay 5-i 1 8-i Hepd. pa3BMTMS Mao4a NPOUCXOAWT nocTe-
NeHHoe YNIOTHEHUE MUOKAPAMAbHbIX BOJIOKOH, MexXTpabe-
KynsipHble MPOCTPaHCTBa YMeHbLATCS ¢ 0bpa3oBaHWeM
KanunnspoB MAK CrNAXMBAKTCA U Mcye3atoT [7, 8].

B pesynbrate reHeTMYeCKUX W3MEHEHWIA NPOMCXOLMT
HapyLleHWe YNAOTHEHUS MUOKapAManbHbIX BOMOKOH U dop-
MUPYeTCs ABYCNOMHAs CTPYKTYpa MMOKapAa: TOHKMIA KOMMNAKT-
HbIV CI0M, pacnonaralwmnincs bamxe K 3nukapay, M COXpaHs-
fowmiics 6onee 0ObEMHbIN HEKOMMAKTHbIN CJIOM C BbIPaXKeH-
HoW Tpabekynsaumern U rnyboKMMU MexXTpabekynspHbIMU
MOAOCTSAMM, COODLLAOLMMMCS C MONOCTBIO XKeNyao4Ka. Hekom-
NaKTHbIM CIOM HaxoauTca 6anxke K aHgokapay [9].

CumTaetcs, 4TO OAHOM M3 OCHOBHBIX NpuynH HM aBnstoT-
€S MyTaUMM B reHax, KOAMPYIOLLMX CapKOMepHbIe, CTPYKTYp-
Hble 1 perynaTopHble 6enku, a Takke 6enku, OTBETCTBEHHbIE
3a GOYHKLUMOHMPOBAHME MOHHBIX KaHanos [10, 11].

NmetoTca paboTbl, CBUAETENBCTBYIOLWME O TOM, YTO MOBbI-
WeHHas TpabekynspHOCTb MMOKapAa NeBOro Xenyaouka
MOXET BO3HMKATb B TEYUEHWE XM3HM NOJ, AeNCTBUEM pa3ny-
HbIX (DAKTOPOB, TaKMX KaK HanUune MUKPOLMPKYNSTOPHOWM

ONCHYHKUMU UK HapylweHWe obMeHa BeLLecTB, T. H. HE3M-
H6puoHanbHbIi (NpuobpeTenHbid) HM [12, 13]. Heambpwo-
HanbHag runotesa paccmatpuBaeT HM kak nposineHue
(bYHKLMOHaNbHOM Ae3aflanTalmm, BO3SMOXHbIM 3Tan B pa3su-
TMM KapAMOMMONaTUK.

B 6onbluMHCTBE Cly4aeB MOPAXKAETCA NEBbIN Xenyaoyek.
lNpaBble OTAENbl CEpALA B 3TOT NATONOMMYEeCKUiA NPOLLECC BOB-
NeKkarTcs KpaiHe peako. O61acT HeKoMNakLUMK BCTPEYAroTCS
NpenMyLLEeCcTBEHHO B 061aCTV BEPXYLUKM Cepaua U CpeaHuX
CerMeHTax HWxHel 1 BOKOBOW CTEHOK NIEBOrO Xenynouyka [14].

AMepurKaHCKas accoumalms cepaua BKIYUAA CUHAPOM
HM B u4MCno nepBMYHbLIX FEHETUYECKUX KapAMOMMOMaTUH,
B €BPOMENCKOW Knaccudbukaumm OH OTHEeCeH K paspsamy
Heknaccuuumpyembix kapamommonatuii [15, 16].

HekoMnakTHbIA MMOKapA BCTPEYaeTCs Kak B WM30/IMpoO-
BaHHOM dopMe, Tak M B COYETaHMMU C APYTUMK KapAMOMMO-
NaTUSMK U BPOXAEHHbIMM NMOPOKaMK cepaua.

KnunHnyeckasd kaptmHa HM HecneumduuHa. [naBHbIMK
KNIMHUYECKMMM NPOSBAEHUSMM 3TOr0 3a60NEBAHMS SBASIOT-
CS: CMHAPOM CepLeYHOM Hea0CTaTOYHOCTU, CUHAPOM Hapy-
WeHns puTMa cepgua, TpomMbo3MBOANYECKUIA CUHAPOM.
Y MHOrMX nauMeHToB 3aboneBaHWe MOXET npoTekatb 6e3
Kakux-nnbo knnHuyecknx npossnenHui [17].

Mporpeccupytowas cepaeyHas HegoCTaTOHHOCTb SBASET-
€S OAHMM M3 OCHOBHbIX NMPU3HAKOB AAHHOrO 3aboneBaHus.
M3MeHeHHas CTpykTypa Mblwupl cepiaua obycnaenvsaet
CHUXEHWE ee COKPATUTENbHOM CMOCOBHOCTU C pa3BUTUEM
cepLeyvyHoM HegoCTaTOYHOCTH.

Cpeon HapyweHui CepaeqyHoro putMa nepBoe MecTo
MO 4aCTOTe 3aHMMAIOT XKENyLOYKOBbIE apUTMUMU, YTO 0bycna-
B/IMBAET NOBbIWEHHbIN PUCK BHE3AMHOM CEpAEYHON CMEpPTM.
YacTtoTa XenyaovykoBbIX apuTMuUi y nauneHTos ¢ HM nesoro
XEeNyaouKa Bapbupyet ot 2 1o 62% [18, 19].

CHuxeHWe HacoCHOW QyHKUMM cepaua, Hanuyue rnybo-
KMX MeXTpabeKynspHbIX NPOCTPaHCTB, COMYTCTBYHOLLME HApPY-
WeHNs pUTMa SBASKOTCS OCHOBHBIMW MPUYMHAMKU AN TPOM-
6006pazoBaHus. TpoMbo3IMBOAMYECKUIA CMHAPOM BCTpeya-
eTcs B 5-38% cnyyaes HM nesoro xenygouka [20].

PectpuktnBHasa kapamomuonatus (PKMI) B Hactoqwee
BpeMs Onpenensercs Kak CTPyKTypHas M dyHKLUMOHanbHas
naTonorMs MUoKapha, KoTopasi XapakTepusyeTcs pecTpuk-
TUBHbIM HaMOMHEHWEM U CHUXEHWEM AMACTONNYECKOTO 06b-
€Ma OAHOro MM 0BOMX XenyaoyKoB cepala C HOPManbHOWM
WNIM MOYTU HOPMANbHOM CUCTONMYECKON DYHKLMEN U TONLLM-
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HOW CTEHOK. PUrmMaHOCTb CTEHOK Xenyao4YKoB, pe3UCTEHTHbIX
[MACTONNYECKOMY HAMOMHEHMIO, NPUBOAUT K Pa3BUTUIO Ana-
CTONMYECKOM CepaeYHOn AUCHYHKLMU U CUCTOSIMYECKOMN
HecocToaTenbHOCTV npeacepani [21].

YunuTbiBas OTHOCUTENbHY pepkocte HM, ocobeHHo
B COYETAaHMU C PECTPUKTMBHOW KapaAMOMMONaTUEN, AaHHbIN
KNMHWUYECKWUIA ClyYal 3aCy>KMBAeT BHUMAHUS.

KIMHWUYECKUIA CNYYAIA

MNpvBoanm HabnwpeHwe 3a naumeHTkon ¢ HM nesoro
XEenyaoyka B COYETaHUM C PECTPUKTUBHOM KapaMOMMONaTHEN.

Maunentka . 32 neT nocTynuna B KapaMonorMyeckoe
OTAEeNeHME KAMHUKM NPONeneBTUKM BHYTPEHHUX BonesHei
Mepsoro MIMY um. U.M. CeyeHoBa c xanobamu Ha OfbILLIKY
npu GW3M4ecKon Harpyske (MOALEM Ha 3-M 3Tax), AaBawme
6onv B 06nactM cepaua OAMTENbHOCTbIO A0 20 MUH,
BO3HMKatoLLME Npu DU3NYECKOM Harpy3Ke, NPUCTYMbl CepAaLe-
bueHns, ronoBoKpyxXeHus, obuwyt cnaboctb. M3 aHamHesa
M3BECTHO, YTO C AETCTBA OTMEYana M/oxyl MepeHoCMMOCTb
du3nueckmux Harpysok. Bo Bpems 3aHaTU QU3KyNbTypoW
B LUKOME Yy Hee BO3HMKaNA BblpaxeHHas oaplwka. K Bpavam
He obpalanack, obcnegoBaHue He nposoamnock. B 2015 .
Ha 27-M Hep. nepBoi GepeMeHHOCTM OTMEeTWNa ycuneHue
ofbiwkn. Ha KT Bbinu BbIsIBNEHBI U3MEHEHMS (Kakue — Bonb-
Hasi He 3HaeT). Ha 37-i Hen. 6epeMeHHOCTM pofopaspelle-
Hue nyTem Kecapesa cevyeHus. B 2016 r. B HayyHoM LeHTpe
cepfeyHo-cocyamncTon xupypriumn um. A.H. bakynesa Ha ocHo-
BaHUM NpOBeAeHHOro 0bcnefoBaHns HbI10 CAENaHo 3aKto-
YyeHne 0 Hannuum y 60NbHOM PECTPUKTUBHOW KapaMoMuona-
Tin. B 2018 1. 6€3 BUAMMbIX MPUYMH CAMOYYBCTBME NALMEHT-
KM CTano yXyALllaTbcs, CTana HapacTaTb OA4bILKa, Y4aCTUANCh
npucTynbl cepauebrnenns. B cBa3m C yxyaleHWeM COCTOSHUS
60nbHas 6blna roCNUTANU3MPOBAHA B HALY KITMHUKY.

Mpu onpoce 601bHOW BbISCHEHO, YTO Cy4yaeB HM y 6au-
XaWLMX POACTBEHHUKOB BbISIBNEHO He ObINO.

Mpn 06BLEKTMBHOM OCMOTPE COCTOSIHME OTHOCWUTENbHO
yaoBneTsoputensHoe. Co3HaHMe sicHoe. TenocnoxeHne Hop-
MocTeHnyeckoe. Poct 162 cMm, Bec 53 kr, UMT 20,2 kr/Mm.
KoxHble MOKPOBbI U BUAMMbBIE CAM3UCTbIE YMCTbIE, OBbIYHOMN
okpacku. OtekoB HeT, Y 17 B MuHyTy. Hap nerkumum gbixa-
HWe Be3UKYNSIPHOE, XpUMNOB HET. [1epKyTOPHO rpaHuLLbl cepl-
Lua He pacwupeHsbl. [Mpu ayckynbtaumm puUTM CEPAEYHbIX
COKpALLEHMI NPABUIbHBIN, | TOH Ha BEPXYLUKE HE M3MEHEH,
aKueHT Il ToHa Had neroYHow apTepuen, Ha BepXYyLLKe BbIC/Y-
LUMBAETCS KOPOTKMI cuctonmyeckuin wyMm. YCC 78 B MUHYTY.
ALl 90/60 MM pT. cT. XMBOT Npu nanbnaumm Markui, 6esoo-
ne3HeHHbIW. [TeveHb 1 ceneseHka He yBenuyeHsl. [1pu npose-
[eHWMM TecTa 6-MMHYTHOW XOLbObl MALMEHTKOW MNpoiaeHa
onctaHums B 310 m, yto cootBeTcTByeT 2 OK.

B «knuHuke 6GonbHOW npoBeaeHo 06cCnenoBaHMeE.
MNokazatenu KAMHWMYECKOro aHanmM3a M BMOXMMMYECKOro
MCCNenoBaHUS KPOBM B Mpenenax HOPMabHbIX 3HAYEHWN.
MoeblweH ypoBeHb NT-proBNP po 1054 nr/mn. AnTuTena
K MWOKapay oTpuuatenbHble. [lokasatenu Koarynorpammbi
B Npenfenax HopMasbHbIX 3HAYEHUN.

JKT: put™ cunycoBbin. YCC 75 B MuHyTY. OTMeyaeTca
yoMHeHne uHtepBana QT po 0,44. Peructpupyetcs wwmpo-
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Kuit oByrop6bnii 3ybeu, P-mitrale. HenonHas 6nokaga npason
HOXKM Mydyka luca. HapylweHue npouecca penonspusauum
MWOKapAa 1eBOro XenyLouka B 061acti BepxyLiku n 6oko-
BOM CTeHku (puc. 1).

Mo paHHbIM XM-3KT perncrpupoBancs CMHYCOBbIA pUTM
C 3MM304aMM CUMHYCOBOW apuTMMK. 3adMKCMPOBAH OAMH
3304 HaMKeNyAo4YKOBOM TaxuKapauu AAUTENBHOCTbIO
4 ¢ c YCC 147 yo/MuH. Ha doHe dur3nyeckor Harpysku npu
4YCC 100-125 ya/MuH 3adpuKcMpoBaHa TOPM3OHTaNbHAs
nenpeccuss cermeHta ST - 3,0 MM OAMTENbHOCTLHIO
[0 3 MuH (puc. 2).

Ha peHTreHorpaMme rpyHOM KNeTkM 0TMeYaeTcs ycune-
HWe NeroYHOro PUCyHKa, ONpeaenstoTcs U3MeHeHus, CBuae-
TeNbCTBYOLME O BEHO3HOM 3aCTOE B MajaoOM Kpyre KpoBO-
obpaleHms. o gaHHbIM 3xoKapamorpadum MMoKapm, Heof-
HOpPOLHOW 3XOMNNOTHOCTU C MENKMMU MHTPaMypanbHbIMU
BK/TIOYEHMAMU; OTMEYaeTCs MOBbILEHHAs TPabekynsipHOCTb
MuoKapaa B 061acTu BepXyLIKM U CPeaHUX CerMeHTax, npe-
MMYLLECTBEHHO NepefHei 1 BOKOBOWM CTEHOK NEBOr0 Xeny-
fouka (JIK). B koHUe LMacToNbl MaKCMMaNbHOE OTHOLLEHWe
TONUMHBI HEKOMMAKTHOrO €10 MMOKapAa K KOMMAKTHO-
My (N/C) 2,2 : 1. Mrokapg 6a3anbHblX CErMEHTOB HUXHEN
M 33 HeN CTEHOK C rMNepP3XOreHHbIMMU Y4acTKaMu — yyacTka-
MK Grbpo3a? B BepxHel TpeTu NEBOro Xenyaoyka onpeae-
NIAOTCA NONepeyHble U AMaroHasnbHble Xopabl. MUTpanbHbIN
knanaH (MK) - cTBOpkuM ynnoTHeHb!, NnepeaHss nponabupyet
B cucTony B nonoctb nesoro npepcepamsa (/M) Ha 7 mm,
peryprutaumnsa 1-n ct.V, - 10m/c,PGR _ -4,2 MM pT.CT.
CONA - 50 mm pt. cr. Ouactonnueckas dyHkuma JDK:
E>A-35(E-0,7A-0,2) (puc. 3).

Y 6onbHOW rnobanbHas u NoKanbHasg CUCTONMYECKas
(dYHKUMS NeBOro xenyaoyka He HapyweHa. [lunataunsa neso-
ro npeacepams. Anacronnyeckas anchyHKLMUS NeBOro xeny-
nouka 3-ro tmna. lMponanc nepeaHen CTBOPKU MUTPANbHOMO
KnanaHa. MwuTpanbHas HepoCTaToyHOCTb 1-2-M CTeneHwu.
NoBbIWEHME AABNAEHWUS B NIETOYHOM apTepuu. Ixorpaduyec-
kue npusHakn HM (puc. 4).

PucyHok 1. dnexTpokapavorpamma
Figure 1. Electrocardiogram
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PucyHok 2. XonTepoBCKOe MOHUTOPUPOBAHWE NEKTPOKAPANOTrPAMMbI: NAPOKCM3M HaKeNya0uKoBowv Taxmkapamu ¢ YCC 147 yao/MuH
Figure 2.Holter ECG monitoring: paroxysmal supraventricular tachycardia with a heart rate of 147 beats per minute
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PucyHok 3. Oxokapauorpadus
Figure 3. Echocardiography

PucyHok 4. Oxokapanorpadus. lmactonnyeckas GyHkuMa nesoro xenygoyka: E>AE/A- 3,5
Figure 4. Echocardiography. Left ventricular diastolic function: E > AE/A- 3.5
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MarHuTHO-pe3oHaHcHas Tomorpadusa cepaua. Cepaue
00bIYHO pacnoNoXeHo. XXenyLoyku cepaua He yBenuyeHbl:
KOP 1K 48 mm,KCP 28 MM.T1XK 3,2 cM,KCP 1,9 cM.YBENNYEHO
neBoe npeacepame: anameTp (KOpoTkas oCb) 1€BOro Npea-
cepamsa 44 mm, ainuHHaa ocb 70 MM. YKo neBoro npeacep-
ans pacwupeHo (o 20 MM B OCHOBaHwuw), 6e3 Tpom6OB.
Pasmepsbl NnpaBoro npeacepans 33 x 43 Mm.

CokpatutenbHas QYHKUMS XenyAo4YKOB He CHUXEHa;
dpakuma Boibpoca JIK 65-67%. TpoMbbl B NONOCTAX XKeny-
[LOYKOB W Mpencepaui OTCYTCTBYIOT. JIokanbHble Hapylle-
HUS cokpaTuTenbHoM dyHKkumm JIK u XK oTcyTcTBYIOT.

AopTanbHbIM KnanaH NOAHOCTBIO PAaCKpbIBAETCS, CTBOP-
KM ero He ytonuweHbl. OTMeyaeTcs BbirMbaHue nepenHen
M 3afHeN CTBOPOK MWUTPANbHOMO KnanaHa B cucrtony (npo-
Nnanc) B CTOPOHY Npeacepams Ha 2—-3 MM, BUAEH YMEPEHHO
BbIpaXXeHHbIM (1-2- CTeneHu) NOTOK MUTPANIbHOM
peryprutaumm.

Bo Bcex nepegHux cermeHtax /K n B BepxyweyHOM
CerMeHTe OTMevyaeTcs MUCToOHYeHuMe Muokaprpa JIXK
[0 3-4 MM (KOMMAKTHbIA CNOM) C HEKOMNAKTHbIM CMOEM
noa HUM TonwmHow fo 8-9 mMm. B obnactn nepenHux cer-
MeHTOB MUoKapaa JIK BUAHbI TakKe MHOXeCTBEHHbIE MWUO-
KapavanbHble nakyHbl (knedtbl). Muokapa X umeet 06b1y-
HYIO TONWMHY (3 MM). [1pK OTCPOYEHHOM KOHTpPACTMpPOBa-
HuK pybLoBble, BOCNanuUTeNbHble, GUOPO3HbIE U3MEHEHUS
B Muokapgae /K, B T. 4. B o6nactn HM, un X oTcyTcTBY!HOT.

[pyaHas aopTa MMeeT POBHble KOHTYPbI, HE pacluinpe-
Ha (omameTp BoCxomsdwen 22-23 MM, HUCXOASWEN
17-18 mm). JlerouHas apTepus He3HAUUTENbHO paclupe-
Ha (anameTtp 23-24 mm). BepxHas nonas BeHa yMepeHHO
paclumpeHa (MMeeT Kpyrnyto dopmy), amameTtp ee 17-18 mm.

Y naumeHTkn npmsHakn HM (TonwmHa HeKOMMaKTHOro
CN10s1 MpeBbIWaeT KOMMNAaKTHbIM B 2,3-2,7 pa3a He MeHee
yeMm B yeTblpex cermeHTax JIXK) 6e3 aunataumm nonoctm JIXK.

Mo pe3ynbTatam npoBeaeHHOro obcnenoBaHusa cdop-
MYAMPOBaH CNefyWMin AnarHo3: oCHOBHOe 3aboneBaHune
«HekoMnaKkTHbIA MUOKapA IeBOr0 Xenyaouka B COYeTaHun
C PpecTpUKTUBHOM Kapauomuonatuein». OCIOHHEHUS.
HapyweHne puTMa cepaua: NapoKCUM3Mbl HamXenyaouko-
BOM TaxMKapAMM, XPOHMYeCKas CepAeyHasl HepocTaTou-
HocTb A cT. c coxpaHeHHoW @B, 2 ®K no NYHA.
ConyTtcTBytowme 3aboneBaHUs: MNponanc MUTPaNbHOro
Knanasa.

bonbHOM 6bINO MpOBEAEHO fevyeHWe: MepuHLoNpun
5 wmr, ¥4 Tabnetku, BepownupoH 25 mr, 1 Tabnetka, 6uco-
nponon 5 mr, % Ttabnetku, HeotoH 1 r Ha 50 mn 0,9%-Horo
p-pa NaCl.

OBCY>XAEHUE

CornacHo knaccudukaumm O. bnarosoit 1 coasT. 2019 .,
y bonbHOM UMeeTcsa penkas dopma 3aboneBaHUs — CUH-
opoMm HM B couyeTaHuMu C pecTpUMKTMBHOM KapAMOMMO-
natuen (PKMI) [22].

OcHoBbIBasicb Ha Haubonee 4acto NpUMEHSIEMblE
B KNMHU4Yeckon npakTtuke IxoKl-kputepum R. Jenni, HM
NOATBEPXKLEH HANUYMEM [BYXCNOMHOW CTPYKTYpbl MWO-
Kapaa, MakCMManbHbIM OTHOWEHWEM TONWMHbI HEKOM-
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naktHoro cnos mmokapaa (N) k komnaktHomy (C) N/C > 2
(y 6onbHoi N/C = 2,2) 1 NOBbIWEHHON TpabeKynsapHOCTbIO
Muokapaa JIK [23].

[NaBHbIM MpPM3HAKOM B gnarHoctuke HM metogom MPT
SBNSETC OTHOLIEHWE HEeYMJOTHEHHOro K YMJOTHEHHOMY
Muokapay 6onee 2,3, y 60AbHOM 3TO COOTHOWEHME
2,3-2,7 [24].

MmeeTcs CMHOPOM HapylleHWs puTMa cepala: Bpeme-
HaMK BO3HMKAKOT NpuCTynbl cepauebuenuns, npu XM-3KT
3aUMKCMPOBAH MAaPOKCM3M HaKeNyLOUYKOBOW Taxmkapanm
¢ YCC 147 yp/MuH. MimeeT MeCTO NepmoimnyYeCcKn BO3HUKAIO-
Was MWWeMnMs MUOKapAa, CBA3AHHA C HapyLWeHUaIMu
MUKpoLMpKynaumm. bonbHyto BecnokosT 6onm B obnactu
cepiua Ha doHe GM3MYECKOM Harpysku, 3a@UKCMpPOBaHa
ropu3oHTanbHas genpeccusa cermeHTa ST. [laHHble CMHAPO-
Mbl 0BYCNIOBAEHbI U BXOASAT B KIMHUYECKYH KapTuHy HM.

[loka3aTenbCcTBOM PecTpUKTMBHOM KapLMOMMOMNaTUK
ABNAOTCA TUNMYHble IXOKI-NPU3HAKK: yBENUYEHUE NEBOTO
npencepaus, BblpaXeHHas AuacTonmyeckas AUChHYHKUMS
NEeBOro Xenyaouyka, ygennyeHo otHoweHune E/A no 3,5 (nuk
E-ckopocT paHHero AMacToNMYEecKOro HamnofHeHWs, MUK
A-CKOpOCTM AMACTONMYECKOro Hamno/IHeEHUS BO BpeMms
CUCTONbl Mpefcepaui) Npu COXPAaHEHUU €ro CUCTonunye-
ckor dyHkumn (@B coctaBnseT 65-67%) [25]. Mo paHHbIM
MPT >enynouku cepiua WMMEKT HOpPMalbHble pa3Mepsbl,
YBEeNMYEHO NIeBOe Npencepaune.

Y naumeHToB ¢ PKMI1 yacto npucyTCTBYHOT CMMMTOMBI
CepaevyHoOn HemoCTaTOMHOCTM BCNEACTBME 3aTPYLHEHWS
MpUTOKa KPOBM B NIEBbINA XeNyAo4yeK C pasBuUTMEM nepe-
rpy3Ku NeBOro npefcepams, YTo Bbi3biBAeT pOCT AABAEHUS
B HEM W pETPOrpagHoe MoBbllEHWE AABNEHUS B EMOYHbBIX
BeHax u kanunnspax. CuuTaercsd, 4YTO Npu  YypOBHEe
NT-proBNP > 125 nr/mn cepheyHas HeLOCTAaTOYHOCTb
BNonHe BeposTHa [26]. Y 6onbHoi NT-proBNP noBbiweH
0o 1054 nr/mn, 4To, yY4MTHIBAS HANUYME OAObILLKM U MPU3HA-
KOB 3aCTos B ManoMm Kpyre KpoBoobGpalleHWs, roBOPUT
0 HaM4YUKM CcepaeyHon HefoCTaTOYHOCTH.

3AKNKOYEHUE

[aHHOe KAMHWYecKoe HabnaeHne UHTEPECHO TEM, YTO
KapTmHa 3aboneBaHusa onpepensetrca [OBYMS  penko
COYETaKLWMMMCA NATONOTMYECKMMIU COCTOSHUAMM: CUHAPO-
MOM HM U pecTpuKTMBHOW Kapanomuonatuen. M3meHeHuUs
CepaeyHon reMoguMHaMUKM MPOMUCXOANAT MpU UX B3aUMO-
nencreun. o NpuyYnMHe pecTpUMKTUMBHOM KapAMOMMOMATUK
CHWXXAETCS AMACTONMYECKOe HANOMHEHUE NNEBOTO XeNnyaou-
Ka, YMEeHbLUAETCS Harpy3ka Ha ero MMoKapg, B T. Y. M Ha
HEKOMMAKTHbIN, CUCTONNYECKAs OUCPYHKLMS, XapaKTepHas
ons HM, He Bo3HukaeT. O4HOBPEMEHHO MPOUCXOAMT nepe-
rpyska NieBoro npeacepams, Bo3pactaeT BHYTpUNpeacepa-
HOe [aB/ieHue, YTO MPMBOAMT K JIEFOYHOM TUMEepTEH3UM.
B uenoM nporHos, yuuTbiBas Hanuume ABYX CEpbe3HbIX
naToNoru, y AaHHOM 60NbHOWM HeBNaronpuaTHbLINA.

Moctynuna / Received 29.09.2021
Moctynuna nocne peueHsuposanms / Revised 27.10.2021
Mpunsita B neyats / Accepted 18.09.2022



— Cnucok nutepatypbl / References

1. Baskurt M., Kalyoncuoglu M., Kucukoglu S. Noncompaction cardiomyopa-
thy and dextroversion of the heart. Herz. 2011;36(1):33-36.
https://doi.org/10.1007/s00059-010-3386-3.

2. Aras D., Tufekcioglu O., Ergun K., Ozeke O., Yildiz A., Topaloglu S. et al.
Clinical features of isolated ventricular nonompaction in adults long-term
clinical course, echocardiographic properties, and predictors of left
ventricular failure.J Cardiac Failure. 2006;12(9):726-733. https://doi.org/
10.1016/j.cardfail.2006.08.002.

3. Ichida F., Hamamichi Y., Miyawaki T., Ono Y., Kamiya T, Akagi T. et al.
Clinical features of isolated noncompaction of the ventricular
myocardium: long-term clinical course, hemodynamic properties, and
genetic background.J Am Coll Cardiol. 1999;34(1):233-240.
https://doi.org/10.1016/50735-1097(99)00170-9.

4. Oechslin E.N., Attenhofer Jost C.H., Rojas J.R.,, Kaufmann PA., Jenni R. Long-
term follow-up of 34 adults with isolated left ventricular noncompaction:
a distinct cardiomyopathy with poor prognosis./ Am Coll Cardiol.
2000;36(2):493-500. https://doi.org/10.1016/50735-1097(00)00755-5.

5. McLaughlin H.M,, Funke B.H. Chapter 17 - Molecular Testing in Inherited
Cardiomyopathies. In: Coleman W, Tsongalis G. (eds.). Diagnostic Molekular
Pathology. Academic Press; 2017, pp. 213-220. https://doi.org/10.1016/
B978-0-12-800886-7.00017-0.

6. Hoedemaekers Y.M,, Caliskan K., Michels M., Frohn-Mulder |., van der
Smagt JJ., Phefferkorn J.E. The importance of genetic counseling, DNA
diagnostics, and cardiologic family screening in left ventricular
noncompaction cardiomyopathy. Circ Cardiovasc Genet. 2010;3:232-239.
https://doi.org/10.1161/CIRCGENETICS.109.903898.

7. Weiford B., Vijay D. Subbarao and Kevin M. Mulhern. Noncompaction
of the ventricular myocardium. Circulation. 2004;109:2965-2971.
https://doi.org/101161/01.CIR0000132478.60674.DO.

8. Stollberger C., Finsterer J. Pitfalls in the diagnosis of left ventricular
hyper- trabeculation/non-compaction. Med J. 2006;82:679-683.
https://doi.org/10.1136/pgm].2006.046169.

9. ArpanoBuy H.B., babawesa I'I,, Arpanosuy W.C., KpoH E.O., UrnaTeHko W.B.,
fOHavHa E.E. Oxokapavorpadus B AMarHoCT1ke HEKOMMNAKTHOrO MUOKapaa:

Hay4Hbl 0630p. CospemerHble npobnemsl Hayku u obpasosaHus. 2015;(5):69.

Pexxum pgoctyna: https;//science-education.ru/ru/article/view?id=21733.
Agranovich N.V, Babasheva G.G., Agranovich |.S,, Kron E.Yu., Ignatenko L.V,
Yundina E.E. Echocardiography in the diagnosis of noncompaction
myocardium: scientific review. Modern Problems of Science and Education.
2015;(5):69. (In Russ.) Available at: https://science-education.ru/ru/article/
view?id=21733.

10. Towbin J., Jefferies J. Cardiomyopathies Due to Left Ventricular
Noncompaction, Mitochondrial and Storage Dieseases, and Inborn Errors
of Metabolizm. Circ Res. 2017;121(7):838-854. https://doi.org/10.1161/
CIRCRESAHA.117.310987.

11. van Waning J., Caliskan K., Schinkel A.F.L., Michels M. Cardiac
phenotypes, genetics, and risk familial noncompaction cardiomyopathy.
JAm Coll Cardiol. 2019;73(13):1601-1611. https;//doi.org/10.1016/j.
jacc.2018.12.085.

12. Stollberger C,, Finsterer J. Left ventricular hypertrabeculation/
noncompaction.J Am Soc Echocardiogr. 2004;17(1):91-100.
https;//doi.org/10.1016/50894-7317(03)00514-5.

13. Oechslin E.,Jenni R. Left ventricular noncompaction revisited: a distinct

phenotype with genetic heterogeneity? Eur Heart J. 2011;32(12):1446-1456.

https://doi.org/10.1093/eurheartj/ehg508.

14. Cohen PJ,, Prahlow J.A. Sudden death due to biventricular non-compaction
cardiomyopathy in a 14-year-old. Foren Sci Med Pathol. 2015;11(1):92-98.
https;//doi.org/10.1007/512024-014-9637-5.

Ungopmauyus 06 asmopax:

15.

1

o

1

~

1

(o]

1

Nel

2

o

21.

22.

23.

24,

25.

2

o

Maron B.J., Towbin J.A,, Thiene G., Antzelevitch C, Corrado D., Arnett D.

et al. Contemporary definitions and classification of the cardiomyopathies:
an American Heart Association Scientific Statement from the Council on
Clinical Cardiology, Heart Failure and Transplantation Committee; Quality
of Care and Outcomes Research and Functional Genomics and
Translational Biology Interdisciplinary Working Groups; and Council on
Epidemiology and Prevention. Circulation. 2006;113(14):1807-1816.
https://doi.org/10.1161/ circulationaha.106.174287.

. Elliott P, Andersson B., Arbustini E., Bilinska Z., Cecchi F., Charron P. et al.

Classification of the cardiomyopathies: a position statement from
the European society of cardiology working group on myocardial and
pericardial diseases. Eur Heart J. 2008;29(2):270-276.
https://doi.org/10.1093/eurheartj/ehm342.

Zemrak F., Ahlman M.A,, Captur G., Mohiddin S.A., Kawel-Boehm N.,
Prince M.R. et al./ Am Coll Cardiol. 2014;64(19):1971-1980.
https://doi.org/10.1016/j.jacc.2014.08.035.

. Sarma RJ,, Chana A, Elkayam U. Left ventricular noncompaction. Progr

Cardiovasc Dis. 2010;52(4):264-273. https;/doi.org/10.1016/j.pcad.2009.11.001.

. Paterick T.E., Tajik AJ. Left Ventricular Noncompaction - A Diagnostically

Challenging Cardiomyopathy. Circ J. 2012;76(7):1556-1562.
https://doi.org/10.1253/circj.cj-12-0666.

. Oechslin E.N., Attenhofer Jost C.H., Rojas J.R., Kaufmann PA.,Jenni R. Long-

term follow-up of 34 adults with isolated left ventricular noncompaction:
a distinct cardiomyopathy with poor prognosis./ Am Coll Cardiol.
2000;36(2):493-500. https://doi.org/10.1016/s0735-1097(00)00755-5.
Burke M.A., Cook S.A., Seidman J.G., Seidman C.E. Clinical and mechanistic
insights into the genetics of cardiomyopathy./ Am Coll Cardiol.
2016;68(25):2871-2886. https://doi.org/10.1016/j.jacc.2016.08.079.
Masnetko E.B., bnarosa 0.B., BapuoHuunk H.B., Hepoctyn A.B., Cenos B.I.,
Monsik M.E., 3aknasbmuHckas E.B. Pernctp B3pocibix 601bHbIX

C HEKOMMaKTHbIM MMOKAapAOM NIEBOTO XKeNnyAoUKa: Knaccudukaums
KIMHUYECKMX (HOPM W NPOCNEKTUBHAS OLLEHKA UX MPOrpeccMpoBaHms.
Poccutickuli kapouonoauyeckuli xypHan. 2019;24(2):12-25.
http://doi.org/10.15829/1560-4071-2019-2-12-25.

Pavlenko E.V, Blagova 0.V, Varionchik N.V.,, Nedotup A.V, Sedov V.P,

Polyak M.E., Zaklyazminskaya E.V. Register of adult patients with noncompact
left ventricular myocardium: classification of clinical forms and a prospective
assessment of progression. Russian Journal of Cardiology. 2019;24(2):12-25.
(In Russ.) http;//doi.org/10.15829/1560-4071-2019-2-12-25.

Jenni R., Oechslin E.,Van der Loo B. Isolated ventricular no compaction

of the myocardium in adults. Heart. 2007;93:11-15. https;//doi.org/10.1136/
hrt.2005.082271.

Fazio G., Novo G., DAngelo L., Visconti C, Sutera L., Grassedonio E. et al.
Magnetic resonance in isolated noncompaction of the ventricular
myocardium. Int J Cardiol. 2010;140(3):367-369. https;//doi.org/10.1016/j.
ijcard.2008.11.080.

BavixaHckas T.I, KonTiox T.M., Kypywko T.B., CuBuukas J1.H., Jleaarckuit 0.4,
[anunerko H.I. PecTpukTBHas KapaMOMMONaTUS — CIIOXKHBIN NyTb

K AiMarHo3y fecMuHonaTum. Pocculickuli Kapouonoaudeckudi 1ypHan.
2019;(10):100-108. httpsy/doi.org/10.15829/1560-4071-2019-10-100-108.
Vaikhanskaya T.G., Kaptsiukh T.M., Kurushko T.V, Sivitskaya L.N.,

Liaudanski 0.D., Danilenko N.G. Restrictive cardiomyopathy: difficulties
desminopathy diagnostics. Russian Journal of Cardiology. 2019;(10):100-108.
(In Russ.) https://doi.org/10.15829/1560-4071-2019-10-100-108.

. Galasko G.l., Lahiri A., Barnes S.C., Collinson P, Senior R. What is

the normal range for N-terminal pro-brain natriuretic peptide? How well
does this normal range screen for cardiovascular disease? Eur Heart J.
2005;26(21):2269-2276. https://doi.org/10.1093/eurheartj/ehi410.

bapaHoB Cepreit AnekceeBuu, K.M.H., [OLEHT KadeLpbl NPONeaeBTUKMN BHYTPEHHUX Bone3He, [NepBbiit MOCKOBCKUMIA rOCYyAAPCTBEHHDBIN MEAMLMHCKUIA
yHuBepcuteT umeHn N.M. CeueHoBa (CeueHoBckuit YHusepcuter); 119991, Poccus, Mocksa, yn. Tpybeukas, 4. 8, crp. 2; BaranovSA1975@ yandex.ru

Heuaes Bnagummp Muxaitnosuu, K.M.H., LOLEHT Kadeapbl NponefeBTUKM BHYTPEHHUX BonesHei, MepBblii MOCKOBCKMI roCyAapCTBEHHbI MEAULIMH-
ckuit yHuBepcuteT umenn V.M. CeveroBa (CeveHoBckuit YHuBepcuteT); 119991, Poccus, Mockea, yn. Tpybeukas, 4. 8, ctp. 2; brunhild1958 @mail.ru

®Mapeesa Mapusa BapumoBHa, Bpay oTaeneHus kapamonornm KNMHUKK NponefeBTUKM BHYTPEHHMX Bone3Hel, racTpO3IHTEPONOrM 1 renatonormm
nmeHun B.X. BacuneHrko, MNepsbit MOCKOBCKMWI rOCYAAaPCTBEHHBIA MeaUUMHCKUIA yHuBepcuteT nMenn U.M. CeyeHoBa (CeyeHOBCKMI YHMBEPCUTET);
119435, Poccus, MockBa, yn. MoroaunHckas, 4. 1, crp. 1; fadeeva_m_v@staff.sechenov.ru

Information about the authors:

Sergey A. Baranov, Cand. Sci. (Med.), Associate Professor Department of Internal Medicine Propaedeutics, Sechenov First Moscow State Medical
University (Sechenov University); 8, Bldg. 2, Trubetskaya St., Moscow, 119991, Russia; BaranovSA1975@ yandex.ru

Vladimir M. Nechaev, Cand. Sci. (Med.), Associate Professor Department of Internal Medicine Propaedeutics, Sechenov First Moscow State Med-
ical University (Sechenov University); 8, Bldg. 2, Trubetskaya St., Moscow, 119991, Russia; brunhild1958 @mail.ru

Maria V. Fadeeva, Physician of the Cardiology Department, Clinic of Internal Diseases Propaedeutics, Gastroenterology and Hepatology named after V.Kh.
Sechenov First Moscow State Medical University (Sechenov University); 1, Pogodinskaya St., Moscow, 119435, Russia; fadeeva_m_v(@staff.sechenov.ru

202216(17%130-135 |MEDITSINSKIYSOVET | 135



