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CJIVYAM U3 [IPAKTUKA

HEKOMMAKTHbIA MUOKAPA: KAUHUYECKUN CAYYAN AUATHOCTUKU U
AEYEHUA

CreknaoB B.N. 1, dpowu B.b. 2, dposomn KO.C.2, CyxotepmH A.P.2, [yyek B.A.2,
MepLumHmHa E.A 3, Bomtenko A.l2, KysbmeHKoB A.B.4

eAb HccAemoBaHHA. [lo HEKOMIAKTHOM KapAHOMMOIIATHEN IIOHHMAaloT PenaKoe,
FeHeTUYeCKH eTePMHHUPOBaHHOE 3aboAeBaHHE C BBIPASKEHHOH TpabeKyAspHO-
CTBIO B TAYOOKHMH MEXTPaOeKyAIPHBIMH I[IOAOCTSIMHU B TOAIIE MHOKapZa A€BOTO
U /HUAHM IIPaBOr0 KEAYA0YKa, YacTO B COUYETAHHU CO BTOPHIM TOHKHUM KOMITAKTHBIM
CAOEM MHOKap[a, COCEACTBYIONIMM C 3NHKapaoM. OCHOBHBIMH KAMHHYECKHMH IIpH3HaAKaMU
SBASIFOTCSI CEpAeYHAas HeJOCTATOYHOCTDb, HAPYIIEHUs PUTMa, TPOMO03IMOOANIECKHIE OCAOXKHE-
HUg. /[lMarHOCTHKA OCHOBaHA Ha pe3yabTarTax sxokapauorpadguu (9xoKI) m marHuTHO-
pe3onaHcHoi ToMorpadguu (MPT). Boae3Hb nmeeT He0AArOIPUSITHOE T€UYEHUE U IIPOTHO3.

MaTepHaasl H MeTOABI. [[pUBEeNEH KAMHUYECKUH CAydal AUArHOCTUKH HEKOMIIAKT-
HOM KapAHOMMOIIATHU A€BOTO JKEAyNOYKa V My>K4YHHBI 21 roga ¢ KAMHUYECKHUMHU IIPOSIBAEHU-
MU B BHE HapyLIeHHH pUTMa U CEpPAEYHOM HemoCTaTOYHOCTHU. [IpoBeneHo obGcaemoBaHue,
BKalouarolree B cebs 9xoKI', MPT cepara.

Pe3yAbTaThl H BBIBOABI. B Xoze o0caemoBaHta ObIAM BBISBAEHBI IIPU3HAKH HEKOM-
HakTHOTO MHOKapza. [locae ycrienmrHo# paarodacToTHOH abAalliy IIOAYIEH Perpecc KAMHUYe-
CKUX IIPOSIBA€HUH 3aboaeBaHusd. TaxkuM o6pa3oM, OAd IOCTAHOBKU AHMATrHO3a «HEKOMIIAKT-
HBIF MHOKap[» IIEAECOO0pPasHO HCIIOAB30BATH HE MeHee 2 HHCTPYMEHTAABHBIX METOOB HC-
caeoBaHUS (dxoKapauorpadgus, MyABTHCIIHPAAbHAas KOMITBIOTEpPHAas ToMorpadud, MarHuT-
HO-pe30HaHCHasa ToMorpadus), KOTOPbIe JOIIOAHAIOT APYT Apyra.

KaroueBEBIe caOBa: HEKOMIIAKTHAST KapauoMuoIiaThud A€BOTO KEAYAOYKa, IIpeacepaHad
TaxXUKapAusd, CepAedHas HeAOCTATOYHOCTh, MArHUTHO-PE30HAHCHOE HCCAENOBaHUE CEpAlla,
pamuodacToTHas abaallus.
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NONCOMPACT MYOCARDIUM: CLINICAL CASE OF DIAGNOSTICS AND
TREATMENT

Steklov V.11, Yarosh V.B.2, Uarovoy Yu.S.2, Suhoterin A.F.2, Puchek V.D.2,
Mershina E.A.3, Voytenko A.G.2, Kuz’'menkov D.V 4

aterials and methods. A clinical case of noncompact left ventricular cardiomy-
opathy in a 21-year-old man with clinical manifestations of arrhythmias and
heart failure is presented. Echocardiography and heart MRI were included in
the examination.
Results and conclusions. The survey revealed signs of non-compact myocardium.
After successful radiofrequency ablation, regression of the clinical manifestations
was obtained.
Thus, for the diagnosis of "non-compact myocardium" it is advisable to use at least 2
instrumental methods of examination (echocardiography, multispiral computed tomography,
magnetic resonance imaging), which complement each other.
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ekoMInakTHbIY Muokapn (HKM) — rene-

TUYECKH TIeTeporeHHas  IIepBHUYHad

KapAUOMHOIIaTHs, XapaKTepU3yIollasi-

cd HaAWYHEM B MHOKaple AEBOI0O Ke-

AyIOYKa OBYX CAOEB: OOBIYHOI'O U He-
KOMITaKTHOrO («ryf4aToro») C HH3KOH COKpaTH-
TEABHOM aKTHBHOCTBIO, a TaKiXe IIOBBIIIIEHHOMU
TpabeKyASIPHOCTBIO CEPAEYHOI MBIIIIEI B COYeTa-
HUU C TAyOOKO BBICTAQHHBIMU B 3HAOKape
MeXKTPabeKyASIPHBIMU AaKyHaAMH, He CBA3aHHBIMU
C KOPOHapPHBIM KPOBOTOKOM [1].

TepMHH «HEKOMIIAKTHBIH MHOKapm» («rybua-
TbIM» MHOKAap/) BIIEPBbIE IIOSIBUACS B AUTEpPATypE
okonao 30 aet Hazazn [2, 3]. B mocaexmyrolyie roabl
OITMCAHO OOABIIIOE KOAMYECTBO KAMHHYECKHUX
HAOAIOEHUH IIAlMEHTOB C [JAHHOM IIATOAOTHEH.
OTO TIIOCAY:KMAO IIOBOAOM [Asl BKAIOUeHUs Bce-
MUPHOM opraHusalveidl 3apaBOOXpaHEHUsS 3TOr0
HOBOro 3aboAeBaHUS B TPYIILy «HEOIIPedEeACHHBIE
KapauomuonatTum [4]. B kaaccudukanum EBpo-
e#iCKOTO O0IIleCTBa KapaAUOAOTOB 3TO 3ab0AeBaHME
TaK>Ke BKAIOUEHO B TPYIIITY HEKAACCHUPHUIIHPYEMBIX
KapauoMHuoIaTui [J].

IlaToreHeTHYECKHE aCIEKThI.

[To pacmpocTpaHEHHOCTH 3a00A€BAHUS, €ro
TEYEHWIO U ITaTOTeHEe3y y HETeH U B3POCABIX HMe-
I0TCca paszanund. HamMHOro pexke HEKOMIIaKTHBIN
MUOKap/ MOHUATHOCTHPYETCS Y AIOJEH 3peAoro U
IIOXKHAOTO Bo3pacta [6, 7]. PacnpocrpaHeHHOCTH
3a00A€BaHUS B [ETCKOM IIOOYASIIUH COCTaBASIET
1,26%, y B3pocabix — 0,014% [8, 9]. 3aboaeBaHuUe
Jale BCTpedaeTcs y MYyXK4YHUH — 56-82%, npeumy-
IIIECTBEHHO Y AIOZIEH Moaomoro Bo3dpacta [10].

HNaBectHO, yTo HKM saBAsieTCcS TeHETUYEeCKU
TeTEPOTEHHBIM 3a00A€BaHHEM, B KadeCcTBE MeXa-
HHU3Ma €ro pa3BUTHH paccMaTpUBaeTCd Hapylle-
HUe (POPMHPOBAHHUS HOPMAaAbHOTO MHOKapaa Hu3
5MOPHOHAABHOTO TIy04YaToro, KOTOPBIH B OTCYyT-
CTBHE KOPOHAPHOTO KPOBOTOKA KPOBOCHAOXKAETCS
u3 noaocrei cepaua [11]. Hekoropsele mccaemoBa-
Tean paccmarpuBairoT HKM y B3pOoCABIX M HOXKH-
ABIX TIAIIMEHTOB KaK MPHUOOPETEHHYI0 KapAHOMHO-
natuio [12]. Beicokag dacroTa ceMeHHbIX hOpM HU
paHHee TIIOIBAEHHE KAMHUYECKUX CHMIITOMOB
CBOHMICTBEHHBI OAsd OOABHBIX OETCKOTO BO3pacrta.
HampoTuB, y OOABHBIX 3PEAOTO U IIOXKHAOTO BO3-
pacta HKM mAUTEABHO MOXKET ITPOTEKATH 0AATOII0-
Ay4HO, 0e3 SIBHBIX KAHHUYECKHX IIPOSIBACHHH, UTO
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CBUETEABCTBYET O KAMHHUYECKOM IIOAUMOpPdU3ME
3aboaeBaHus [13].

KAHHHYECKHE IPOSABAEHHSI H AHArHOCTH-
Ka.

OcHoBHbIMU cuHApoMaMu HKM, kak u apy-
TUX KapAUOMHOIIATHH, ONPENEAdIOIINMU IIPOTHO3
U KadyecTBO JKH3HU, IBAGIOTCS cCepledHas HeIo-
CTaTO4YHOCTb, HapYILIEeHUS pUTMa U IIPOBOIAUMO-
CcTH, TPOMOO0SIMOOANYECKHE OCAOKHeHUd [14, 15].

BenymuM U caMbIM = pacIpOCTpPaHEHHLIM
KAMHHUYECKUM CHHApoOMOM y nanueHToB ¢ HKM
dABAsieTCS cepAedyHas HenocrarodHocTb (CH), He-
PEOKO oIIpeneAsionias TeUeHNe U IIPOrHO3 3aboae-
BaHUd. B OCHOBe 5TOro CHMIITOMOKOMIIAEKCA A€-
JKUT HapylleHue KaK CHCTOAMYECKOM, Tak U aua-
CTOAMYECKOH (DYHKIIMH A€BOTO Keaymodka (AXK) 1o
PECTPUKTUBHOMY TUILy BCAEACTBHE aHOPMaAbHOU
apXUTEKTOHUKHU MHOKapZa B IIpoliecce 3MOpuore-
He3a U XPOHHUYECKOH MUKPOLIUPKYASTOPHOM HIIIe-
Muu MuoKapza. [Ipu mporpeccupoBaHuu 3aboae-
BaHUA IIPOUCXOMUT BBIPA’KEHHOE CHUXKEHHE CO-
KPaTUTEABHOH  CIIOCOOHOCTH  MHOKapaa, dYTo
HaIpsMylO0 CBA3aHO C OTCYTCTBHEM a/eKBaTHOI'O
COKpallleHUsT HEKOMIIaKTHOTO caosl MHoKapnaa [10,
16].

ApuTMHUYeCKHUH CHUHAPOM SBASETCS BTOPBIM
110 YaCTOTE€ U 3HAYUMOCTHU KANHHUYECKHUM ITPOSBAE-
HueM HKM. B cTpykType apuTMuil Beayllee MEeCTO
3aHUMAaIOT JKEAYJOYKOBbIE HApPYIIEHUS PpHUTMA.
OHU OUATHOCTHPYIOTCS y GOABIIIMHCTBA OOABHBIX C
HKM. [IlpencepaHble TaxXuapUTMHUH, BKAO4Yasd
PUOPUAAAIIHIO TTPEACEPANH, TUATHOCTUPYIOT B 25-
32% caydaeB. Y HEKOTOPBIX IIAITUEHTOB MAHAaTHO-
CTHPYIOTCH HapPyYIIEHUS IIPOBOAUMOCTH B BUIE aT-
PHOBEHTPUKYASIPHBIX 0OAOKAad pPAa3AUYHBIX CTelle-
Hel, OAOKanbl HOXKEK IIydka ['Hcca BCAeOCTBHE
IIporpeccupyoIiero puopo3a IIPOBOALIIEH CHCTe-
MBI cepana [9, 15, 17].

CaeayrolM KAMHUYECKUM cuHAgpoMoM HKM
SBASETCH BHYTPUCEPACYHBIH TpoMOO3 U TPOM-
6oaMboandecKHe OCAOXKHEeHHs. COraacHO AUTepa-
TypHBIM AaHHBIM, Ipu HKM BHyTpHCEpAEYHBIM
TPOMO603 AUATHOCTUPYIOT B 9-24% caydaeB, TPOM-
605M00AHNSA IO GOABIIOMY KPYIy KPOBOOOpPAIEHMS
- B 21% [9, 15, 18]. OcHOBOH OAS pa3BUTUS BHYT-
pHCEPAEYHBIX  TPOMOOB  SBAFIOTCA  HaAHYHE
MeXKTPabeKyASIpPHBIX IIPOCTPAHCTB, CHUXKEHHE CO-
KPaTUTEABHOH CIIOCOOHOCTH MHOKapZa U Hapylle-
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HUS CEpAEeYHOI'0 pPHUTMa B BHAE (QUOPHAAIIINH
IIPEeACEPAHIA.

BBumgy OTCyTCTBHS YETKHX KAWHHYECKHX
CHMIITOMOB, XapakTepHbIXx gagd HKM, ocHOBHBIMH
MeTo[aMH AUAarHOCTHUKH €0 SBAFIOTCH 9XOKapAHo-
rpacpug u MPT cepmnma. Kak mpaBmao, muarHo3s
HKM ycTaHaBAMBalOT Ha OCHOBAHHHU IIOAYYEHHBIX
00BEeKTUBHBIX OaHHBIX npu MPT cepana. [TosTomy
METOJ, OCTAEeTCs CErOMHS «30A0TBIM» CTaHAAPTOM
muarsoctuku HKM. MPT cepaiia mo3BoageT BH3Y-
aAM3UPOBAaTh ABYXCAOHHYIO CTPYKTYPY MHOKapza C
foaee BBICOKHM ITPOCTPAHCTBEHHBIM pPa3pelleHt-
eM, 4eM pyTHHHas sxokapauorpadus [19]. Kpome
TOT'0, UCCAEJOBAHHE C HCIIOAB30BaHHUEM KOHTPACT-
HOTO IIpernapara I103BOAFEeT BBIIBUTH HMAM HCKAIO-
YUTH HaAAWYHE VIacTKOB (pubpo3a, BOCHAAUTEADL-
HBIX WAV PyOIIOBBIX M3MEHEHUH, a TaKKe BHYTPHU-
CepaedHbIX TPOMOOB B T'AYOOKHX MeKTpabeKyadp-
HBIX [IOAOCTSIX.

OtuorponHoro aedeHus HKM wmer. Ilpm
aCHUMIITOMHOM Te4YeHUU 3aboAeBaHHS I[TOKa3aHO
OUHaMH4Yeckoe HabAlomeHue, HeoOXO0AuMO HH(OP-
MHPOBATh IIAIIHEHTOB O BO3MOKHBIX KAMHHYECKUX
IposBACHUAX 3aboaeBaHus. I[IpH BOZHUKHOBEHUH
KAWMHHYECKHUX CHMIITOMOB IIPOBOAUTCS IlaTOreHe-
TUYECKOEe A€YEeHHE II0 IIOBOMAY CepAedYHOH HemocTa-
TOYHOCTH, MHIPOPHUAAKTHKA TPOMOOIMOOANIECKUIX
OCAOXKHEHHH, aHTHapUTMHYecKas Tepanus. [Ipu
dpakimu BBIOpOCA AEBOrO XKeAymodka Huke 35%
UAW TIPH HAAWYHM JKHU3HEYTPOXKAIOUINX apHUTMHUH
IoKasaHa UMIIAQHTAIIUS KapauoBepTepa-
nedpubpussaropa. TpaHcImaaHTallUa Cepalla IIoKa-
3aHa IaleHTaM IIpH IIporpeccupylolle, pe-
dpakTepHOH K A€YEHHIO CepAeYHOH HemoCTaTOo4-
HoctH [20]. IIporuo3 6oabHbIXx ¢ HKM 3aBucur ot
KOAWYECTBa IIOPaKE€HHBIX CETMEHTOB, COKpaTH-
TEABHOH CIIOCOOHOCTH MHOKap/a, BBIPasK€HHOCTH
CepAeYHON HEeOOCTATOYHOCTH, KU3HEYTPOKAIOIITUX
ApPUTMHH U TPOMOOOIMOOANIECKUX OCAOKHEHUH.

Mpl mpencraBageM aHaAW3 KAMHHYECKHX
npoaBaeHuM cuHapoma HKM aeBoro xxeaymodka y
narnyernTa 20 aet. [lyarHO3 yCTaHOBAEH Ha OCHO-
BaHUH OOLIEIPUHATBEIX BH3YaABHBIX KpPHUTEPHUEB
(oTHOIIIEHME HEKOMIIAKTHOI'O ¥ KOMIIAKTHOTO CAOEB
Muokapaa =60, Haandue MeXTpPabeKyASIpHBIX Aa-
KyH C 3aTeKaHHeM KPOBH B HUX).

[Mamtuent B., 20 AeT, IOCTYyIIMA Ha A€YEHUE B
KapauoAOTHYeCcKoe oTaeseHre pruanasa No3 OI'BY
«3 [BKI' ummenu A.A. Bwuimmnesckoro» MO P®
3.07.15 r. ¢ 3xanobaMu Ha TOAOBHBIE OOAM, TOAOBO-
KPYyKEHHd, KoAalolme O0AM B A€BOH IIOAOBHHE
TPYOHOM KAETKH, OIBIIIKY, OOIIyr0 caabocTb, BO3-
HUKamIlye IIpy PHU3NIEeCKUX Harpyskax, IIpemob-
MOPOYHBIE COCTOSIHHS, OLIyIIeHHWS 3aMUpPaHUd B
pabore cepana, HEpUTMHYHOe cepaliebueHue. B
CBS3H C 3XKaAa00aMH Ha TOAOBHYIO OOAb U T'OAOBO-
KPYKEHHd, ITallMeHT OCMaTPUBAACS HEBPOAOTOM H
B xome obcaemoBaHUA yOEOUTEABPHBIX MHAHHBIX 3a
HaAW4He ITaTOAOTHH IIEHTPAAbHOM HEpPBHOH cHUCTe-
MBI He BbIgBA€HO. [lo maHHBIM aHaMHe3a: C [eT-
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CTBa OIHCHIBAETCS KAMHUKA HEMIPOIOAKUTEABHBIX
IIPUCTYIIOB ceparebueHn, Ha (poHe KOTOPBIX IIO-
aBasgercsd obirasa caaboctsb, ompnuka. Habamomascsa
neauaTpoM, KapAHOAOTOM AETCKOH ITOAMKAWHHUKH
II0 MECTy IKUTeAbCcTBa. BrimoaHsaack OxoKIT B
2008 r., mo pesyapTaTaM KOTOPOH BBIIBACH IIPO-
AaIIC MHUTPaABHOI'O KaallaHa | crereHu, aHoOMaAb-
Hasg TpabekyagapHocts MXKII. ITpu mpussiBe B Bo-
opyxkeHHble CHuabl PP xaa06 He HmpembsBASA, ObIA
IIpHU3HaH FOAHBIM K BOEHHOH cayxOe. Cpagy mmocae
IpHU3BIBA, 10 NPUOBITHH B 4acCTh, HA (POHE BO3-
POCIIINX Harpy3oK, OTMETHA y4allleHHe IIPUCTYIIOB
APUTMHUH, KOAIOIITHUX GOAEH, TOAOBOKPYKEHHH.

[Ipu OOGBEKTUBHOM OCMOTPE BBIIBATAACE!
apUTMHYHOCTE Ityabca ¢ YCC 90-102 B MUHYTY,
pa3HOro HAaIlOAHEHHS U apUTMHYHOCTb TOHOB
cepaoua, Al 125/60 MM pT. CT.

[To mauuvim KT (puc. 1.): HeIpepbIBHO pe-
UAVBHUpPYIONIAA IpeacepaHas TaxXukapaua ¢ 0Ao-
kano¥ AB mpoBenenus 2:1, ¢ HCC 93 B MuH.

ITo mamupiM IxoKI: KA AXK 5,7 cm; KC/I
4,4 cm; PU 41%; CAY 20%; nuacToAndeckasl TOA-
nmHa M2KIT 0,9 cMm; aguacroandecKasl TOAIIMHA
3CAXK 0,7 cm; [1XK 2,7 cm; kopeHb aopTe!l 3,0 cMm;
aeBoe Ipencepare 3,0 cM; pacxoxKAeHHE CTBOPOK
aoptsl 2,3 cm; AA 2,2 cm. CHUCTOAMYECKOe JaBAe-
"Hue B AA PG tp. 18 MM pt. cr.; HBII nuamerp 1,7
CcM, Ha BIOXe cramaercd Ha 6oasee 50%. ATTMKaADL-
vHeI# moctym: AIl 4,6*3,2 cwm, IIIT 4,1*3,1 cMm, 12K
3,1 cMm. 3akaroueHHe: CTBOPKU KAallaHOB TOHKUE,
HoABUKHBIE. BHyTpHCEpPAEYHBIX INYHTHPYIOLINX
IIOTOKOB He€ BBIIBA€HO. BbIpaskeHHas acuHeprusd
MXII. Mwuokapa B 00AaCTH BEPXYIIKU ATTUKAAb-
HbIX cerMmeHTOB M2KIT 1 60KOBO#M CTEHKU TIEUCTOU
CTPYKTYpPbI, 00pa3yeT HepaBHOMEPHEBIE YTOAIIEHHUS
(raKyHBI) — IIPHU3HAKK HEKOMIIAKTHOI'O MHOKap/a.
Heboarpllioe paciIvpeHne IIOAOCTH AE€BOTO IKEAY-
nouka. B moaoctu IIIl - cers Xuapu. Heznauu-
TeAbHBbIE MHTpaAbHas, TPUKyCHIHUOaAbHAsS U AETOY-
Hag peryprutauuu. [IpusnaxkoB A HeT. CucToAu-
gyeckas pyHKIHa AK ymepeHHO cHuxkeHa. CBo-
OomHOM KHUIKOCTU B IIEPHUKaple U IIAeBPaAbHBIX
IIOAOCTHX HE BBIIBAEHO.

[Io maHHBIM CYTOYHOTO MOHHTOPHPOBAHUS
OKI' (puc. 2.) 3aperucTpupoBaHO U IIPOaAHAAU3HU-
poBano 115733 QRS KOMIIAEKCOB C 4acTOTO# OT
42 no 147 B munyty, cpeasss YCC 83 B MuH. Bbi-
SBAEGHBI HEIIPEPBLIBHO PEHUANUBHUPYIOIIAT I[IapOK-
CHU3MaAbHas IIpeAcepaHasl TaxXUKapAus, dYacrasd
IIOAUTONIHAY HAIXKEAYIOYKOBad U 3IKEAYLOYKOBas
9KCTPACHCTOAUS, IIPEXOAdINasd  CHHOAYPHUKYALP-
Hasa 6aokazma 2 crenieHu 1 Tuna (Mobwurtir 1).

[To maHHBIM BEAOSPTOMETPHUHU IIPH IIOCTYIIAE-
HUH.

[Tpob6a ¢ usuyueckoii Harpy3koil S0-100 BT.
S muH. 57 cek. METS 5,2. Peakiiua A/l amekBarT-
Hasg. ToaepaHTHOCTb K (PHU3HYUECKOH Harpyske
HHu3Kag (ucxomHo — A/l 110/70 MM pT. CT., IIyABC
103 B muHyTYy; Ha BbicOoTe IpoObI Al 140/ 70 MM
pT. ct., YHCC 137 B MmuHyTy). PacueTnasa cybmak-
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Puc. 1 (Fig. 1)
Puc. 1. 3KI naumeHTa Nnpu NOCTYNA€HUM.
Fig. 1. ECG. Patient at admission.
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Puc. 2 (Fig. 2)

Puc. 2. PparmeHT CyTOHHOro MoHuTOpUPOBAHUA DKT.

Fig. 2. ECG. Fragment of daily monitoring.
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cuMaabHag YCC 161 B MHHYTY He€ IOOCTUTHyTA.
2Kanobbl Ha TOAOBOKpYzKeHHUe, mmepebou B pabote
cepaila, KoAwIpe 00AM B o0AacTH cepama —
Harpy3ka IpekpamieHa. Ha wucxomuoit OKI' Bo
BpeMd Harpy3KH PETHCTPHUPYIOTCA dacTble CyIIpa-
BEHTPHUKYAIPHBIE (IapHble, I'PyIIIIOBbIE) 3KCTPaCH-
CTOABI. B BOCCTaHOBHUTEABHOM II€pPHOAE — CyIpa-
BEHTPHUKYASIPHBIE U A€BOXKEAYIOYKOBBIE SKCTPACH-
CTOABI, B TOM YHCA€ IIapHBIE.

YuuTeIiBad BBIIBACHHBIE ITPU3HAKH HEKOM-
IIaKTHOTO MHOKap[a A€BOTO XKEAyAOo4Ka IIPH TPaH-
cropakaspHO#l Ox0KI' (guemcrag CTPyKTypa MHO-
KapZia C HEepPaBHOMEPHBIMH VTOAILEHUAMH (AQKY-
HBI), TOBBINIEHHAs TPabeKyAdIpHOCTH), BBIIIOAHEHA
MPT cepana (puc. 3 a - B) ¥ BBIIBACHO YMEPEHHOE
pacuimpeHne ITOAOCTH AeBoro keaynouka (KAP A2K
— 64-65 MM), TIOBBILIIEHHAS TPAGEKYAIPHOCTD MHO-
Kapaa A2K B 00AacTH BEPXYIIIKH, BEPXYIIEYHOTO U
CpefHero CerMeHTOB IIlepeaHe-00KOBOM CTEHKH.
ToAIllMHA HEKOMIIAKTHOI'O CAOd cocraBuaa 13-14
MM, KoMIlakTHoro — 4-5 mm. Mwuorapn I[12K 0Oes
ocobeHHOCTe. YYaCTKOB AOKAABHOI'O BBIOyXaHUd,
30H AMCKHHEe3a CBOOOIHOM CTEHKH IIPABOTO KEAY-
Jo4YKa He BbIABA€HO. OTMedaeTcd aCHHXPOHHOE
nBrxkeHne M2KII B cpenHelt M BepxyliedyHOM da-
ctu. Ppaxiua Beiopoca AXK 40%. ITocae B/B BBe-
[OEeHUd KOHTPACTHOIO IIperapara, B OTCPOYEHHYIO
dazy y4acTKOB HaAKOIIAEHHS KOHTPACTHOI'O IIpera-
paTa He BBIIBA€HO. AHOMAaABHBIX ITIOTOKOB B IIOAO-
CTIX Ccepalla He BBIIBACHO. [pynHada aopTa He
pacmimpeHa, UMEET POBHBIE KOHTYPBI, CUTHaA OT
KpPOBOTOKa B €€ IIPOCBETE OAHOPOAHBIM. AerouyHada
apTepud U €€ BeTBH HE PaCIIUPEHBI.

3akAOdeHHE: [JaHHBIX 3a apUTMOI€HHYIO
OUCTIAQ3UI0 IIPAaBOIO JKEAy[NOYKa, IIOCTBOCIIAAM-
TeAbHBblEe H3MEHEHHd MHOKapJa HE II0AyYEHO.
CuHApoM HEKOMIIAKTHOTO MHOKapAa. YMepeHHasd
auaaTanud noaocTu A2K ¢ yMepeHHBIM CHUXKEHHEM
€T0 COKPaTHUTEABHOH CIIOCOOHOCTH. MOKHO AymMaTh
0 HaYaAbHBIX IIPOSABACHHUSIX OHAATAIIMOHHOM Kap-
JUOMHOIIaTHH.

YuuThIiBag HaaW4ue y IallMeHTa apUuTMH4Ye-
CKOTO CHHApPOMa B BHE HENPEPHBIBHO PELUANBH-
pyrouied mIpeacepAHOM TaxXUKapAWUH, HCKAIOYAACH
MHUOKapAUTHYECKUN reHe3 apUTMHU. OTCyTCTBO-
Baaa CcBs3b 3aboAeBaHUS C IIepeHeCeHHOH HHpeK-
nui, B aHAAM3aX KPOBH OCTPOda30Bble II0Ka3aTe-
AW OBIAM B HOpPME, YTO BKyIlE C pe3yAbTaTaMHU
OxoKTI" 1 MPT ceppaiia maro ocHOBaHUE UCKAIOYUTH
OCTpOE BOCIIaAHTEABHOE 3a00AeBaHNE MUOKapAa.

[as naspHeMIiero obcAeqOBaHUS U A€UYEHUS
4.08.2015 romga nepeBeneH B @PKY «IIBKI numenu
I[1.B. Maugprika» MO P®d, rme Obira BBIIOAHEHA
oIepanus dSHIOKAPAHUAABHOIO 3AEKTPOMOU3HOAOTH-
YECKOTO HCCAEIOBAHHUS U PagUOdYacTOTHON abad-
nuu cyocTpaTa IIpefcepaHON TaXuKapauu U IIpei-
CEepAHOM 3KCTPACHCTOAMU B 00AACTH yCThs IIpa-
BOM BEPXHEU AErOYHOH BEHBI. [IpM KOHTPOABHOM
SHIOKAPAUAABHOM SAEKTPO(PHU3HUOAOTHIECKOM HC-
CA€JOBAaHUM HapyLIEHHH pHUTMa U IIPOBOAHMOCTH
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He HHAyLHupoBaHO. IlocaeomepalliOHHBIA MEPHOL
nporekaa 6e3 ocobeHHocTed. [Ipu KOHTPOABHOM
OKT (puc. 4) u cyrouHom moHHTOpHpoBaHuu OKI'
3apETUCTPUPOBAHO 68  CyIpaBEeHTPUKYAIPHBIX
SKCTPACHCTOA 3a CYTKH. B yooBA€TBOPHTEABHOM
coctoguuu 14.08.2015 roma maiveHT nepeBeneH B
Kapauoaorudeckoe orneseHue puanasa No3 OI'BY
«31IBKI" umenu A.A. Bummaesckoro» MO Pd.

[Ipn BBINHCKE BBIIIOAHEHA KOHTPOABHad Be-
AODPTOMETPHUS: Tpoba ¢ (PUNIECKOM HATPYy3KOM
50-100-150 Br. 8 mun. 58 cek. METS 7,3. Peak-
musa A/l amekBatHasd. ToaepaHTHOCTH K (pU3Nde-
CKOH Harpys3Ke BBICOKAas.

[To pesyapTaTaM KOMIIAEKCA BBIIIOAHEHHBIX
HCCAEIOBAHUH YCTAQHOBACH CACAYIOMIUHM AHMArHO3:
«BpoxkaeHHad KapAUOMHONATHUS: HEKOMIIAKTHBIN
MHOKapZ A€BOTO JKeAymodKa. HempepwsIBHO pelu-
OUBHpyIollasg dopMa IIPeAcepAHON TaxUKapIHH.
Yacrasa npeacepaHas 9KCTPACUCTOAUS U3 00AACTH
yCThs IIpaBoM BepxHeEM AeroyHoM BeHEBI. [Ipexons-
iasg CHHoOATpHaAbHasg OAoKaga BTOPOH CTEIleHH
nepBoro tumna. Onepanus ot 11.08.2015 roxna: sH-
[NOKapAHaAbHOE 3AEKTPO(DHU3UOAOTHIECKOE MCCAE-
OOoBaHWE U paguodacToTHasd abagimsa cybcrpara
IIpEeACEepAHON 3KCTPACHCTOAMH, IIPEACEPOHOM Ta-
XUKapAUU U3 yCThd IIPAaBOM BEPXHEH ACTOYHOHN Be-
Bel. CepaedyHad HEOOCTATOYHOCTDL IIEPBOTO (PYHK-
IIMOHAABHOT'O KAaccay.

B HacrosgIiee BpeMs COCTOsSIHHE OOABHOTO
yZoBaeTBopUTeAbHOe. 2KaaoOBbl OH He NIpeabsBAd-
€T, BEIEeT aKTUBHYIO XXHU3HBb. PapMaKOAOTHYECKUE
A€KapCTBEHHBIE IIpenapaTsl He IIPUHUMAET.

OGcyxaenue.

B mnpakTuueckod MegUIIMHE TEPMHH «HE-
KOMIIaKTHBIM MHOKap» HCIIOAB3yeTCS B TedeHUe
TpeX OeCATHAETHH. 3a 3TOT KOPOTKHUH IIPOMEKY-
TOK BPEMEHH HAKOIIA€HO JOCTATOYHOE KOAHYECTBO
cBeneHUH. l3-3a oOTCyTCTBHS CIEIH(PHUIECKUX
KAWHHYECKUX ITPH3HAKOB MQHArHOCTHKa 0a3upyert-
Ccs Ha pe3yAbTaThl MHCTPYMEHTAABHBIX HCCAEIOBA-
Huit — OxoKI' u MPT cepnaua. IlpencraBaeHHBIE
Pa3AMYHBIMH aBTOPaMH AHATrHOCTUYECKHE KpPHUTE-
PHH OCTalOTCd MAUCKYTaOEABHBIMH, ITOCKOABKY OC-
HOBHOU OTAMYMUTEABHBIN Ipu3Hak HKM - Haandue
MHOZXKecTBa Tpabekya ¢ oOpa3oBaHHEM MeEXKAy HHU-
MH TAYOOKHX MEXTPaOeKyAIpHBIX IIPOCTPAHCTB,
BBICTAQHHBIX HM3HYTPH SHIOOKApAOM U COOOIIaro-
IIUXCS C TIOAOCTBIO AE€BOTO XKEAyJOoYKa, — €IIle
OCTAIOTCHd MAaAOU3BECTHBLIM ITPOSIBA€HHEM 3aboae-
BaHug [10]. IIpm HemocTaTOYHOH CTENEHU BH3ya-
AM3aIuu KaMep cepnaua ucnoabdyercd YI1OxoKT.
KomnreroTepHas TtoMmorpadgusa u, ocobenHo, MPT
cepalla II03BOALIOT IIPOBECTH 0oAee HaIesKHYIO
nuepeHInaAbHYI0 OHAarHOCTHKY MeXIy pas-
AVYHBIMHY 3a00A€BaHUIMHU MHOKapJa U BbICTABUTH
IIPaBUABHBINM KAMHHUYECKUH AUarHo3. Y IIpencTaB-
AEHHOT'O TIallUeHTa IIPU TpaHcTopakasbHOM OxoKI
ObiA 3amomo3peHn HKM AeBoro Keaymodka (d49eu-
cTrasd CTPYKTypa MHOKapAa C HEpPaBHOMEPHBIMHU
YTOAILIEHUSIMHU (AaKyHBI), IIOBBIIIeHHAs TpabeKy-
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Puc. 3 a (Fig. 3 a) Puc. 3 6 (Fig. 3 B) Puc. 3 B (Fig. 3 c)

Puc. 3. MPT cepaua.

a-4-x KaMepHad IIPOCKNUA, OAMHHAad OChb A€BOI'0 2KEAyAdOYKa (CTpeAKaMI/I YKa3aHa TOAIIIMHA HEKOMIIAKTHOTO CAOA
BEPXYIIIEYHOI'O CETMEHTA HepeﬂHeGOKOBOﬁ CTEHKH A}K, 3BE3I0YKOMN — TOAIIIMHA KOMIIAKTHOTO CAOH).

6-BBIHOCSAIIUIH TPAKT AEBOIO XKEAYZAOYKa (0003HAUEHHS TE Ke€).

c-orcpodeHHada ¢asa (10-15 MEHYT) ITocAe BHYTPHBEHHOI'O KOHTPACTHpoBaHud. MHTpaMuoKapauasbHoro pubposa He
BBIIBAEHO.

Fig. 3. MRI of the heart.

a-4-chamber projection, the long axis of the left ventricle (arrows indicate the thickness of the noncompact layer of
the LV anterolateral wall, an asterisk indicates the thickness of the compact layer).

B-left ventricular outflow tract (the same designations).

c-the delayed phase (10-15 minutes) after intravenous enhancement. Intramyocardial fibrosis was not detected.
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Puc. 4 (Fig. 4)

Puc. 4. KT npu BbInucke.
Fig. 4. ECG. Patient at discharge.
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ASIPHOCTB), YTO IIOCAYKHAO ITOBOAOM [IASI BBITIOAHE-
"Hua MPT cepona. B pesyabrare 4ero BBISBAEHBI
npusaku HKM, paspaGoranusie B.H. MakapeHKO
c coaBT. B 2011 r. [21]:

1. TloBrIlIeHHAsS TPAOEKYAIPHOCTH MHOKAP-
na AXK B o6AaCTH BEpPXYIIKH, BEPXYIIEYHOTO U
CPEeIHET0 CETMEHTOB IepeJHEO0KOBOM CTEHKH.

2. Haamyme nOByX CAOEB MHOKapaa — KOM-
MMaKTHOTO ¥ HEKOMIIaKTHOTO.

3. HcroryeHHE KOMIIAKTHOT'O CAOS MUOKap-
ma. ToAnmmHa HEKOMIIAKTHOTO CAOS cocTaBHAa 4-5
MM.

4. CoOOTHOIIIEHHE TOAIIMHBI HEKOMITAKTHOTO
caog (13-14 MM) n KoMIakTHOrO 6oaee 2.

TakuM oOpa3oM, [Ad IIOCTAHOBKH OHATHO3a
(HEKOMIIAKTHBIH MHOKapA» IIeAecCOO0pa3HO HC-
IIOAB30BATh HE MEHEE 2 HMHCTPYMEHTAABHBIX METO-
OB HCCAENOBaHUSA (3XoKapauorpadus, MyAbTHC-
nupasbHasg KOMIIbIOTepHad ToMmorpadus, MarHuT-
HO-pe30HaHCHAas ToMorpadus), KOTOpbIE€ [IOIIOA-
HSIOT APYT ApyTa.

Y mpencTaBA€HHOTO OOABHOTO BEAYIIHMM KAH-
HHUYECKHM CHHIPOMOM $IBHAACh HEIPEPBIBHO pe-
OUANMBHpPYOIIAsS INIpeAcepAHasd TaxXuKapAus, Co-
IIPOBOKAABIIAACI CEPAECYHOM HEIOCTATOYHOCTBIO.
YcmemHo BoinmoaAHeHHad PYA ¢ sauMuHalMed
IIPENCEPAHOTO SKTOIHMYECKOr0o odara II03BOAHAA
CBOEBPEMEHHO (IO Pa3sBUTHUA apUTMHUYECKOH Kap-
OUOMHOIIATUH) OCTAHOBHTH IIaTOI€HETHYECKHUH
KacKa/J BO3MOXKHOI'O Pa3BHUTUS (paTaAbHBIX apHUT-
MUH, pa3BEpPHYTOH KAMHUKH CEPAECYHOM HeIocTa-
TOYHOCTH B TPOMOOOIMOOANYECKHUX OCAOKHEHHUH.

B aureparype uMelTCH IIyOAMKAIIMH O CAY-
gaax perpeccunn HKM. Ilo Bceilt BUAUMOCTH, y da-
cTH OOABHBIX 3TO 3ab0AeBaHUE MOXKET OBITH BTO-
puaHOM U mpuobpereHHOM matoaorueii. OMHMCaHBI
KAMHHUYECKHE ITPUMEPhl HCUE3HOBEHUA IIPHU3HAKOB
HKM uyepe3 HECKOABKO A€T IIOCA€ UMIIAQHTAIIUU
CRT, mpu ycHeurHo A€4YeHHOM MHOKapauTe [22,
23]. Bugumo, B IIpeACTaBA€HHOM KAWHHUYECKOM
cAydae MBI UMEEM [IEAO0 CO BTOPHYHOM IPUPOAOH
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HKM, B 10AB3y 4€ro CBUAETEABCTBOBAAO HCYE3HO-
BeHue npusHakoB HKM, perpecca CH 1mocae
YCIIEIITHOM KaTeTepHOM abAallvu MO IMOBOLY apHUT-
MHYECKOro CHHApoMa. IIpy KOHTPOABHOM BEAO3IP-
TOMETPHUH NePel BBINUCKON MalleHTa U3 TOCIHHUTAa-
ASl BBIIBACHO 3HAYHUTEABHOE IIOBBIIIEHHE TOAE-
PaHTHOCTH K (pusudeckuM Harpy3kam ¢ METS 5,2
no METS 7,3.

[TpencraBAeHHBIM HaMH KAWHHUYECKHUM CAY-
gait HKMAZK, BBISBA€HHBIN y BOEHHOCAYZKAIIIETO
II0 TPHU3BLIBY, CBHUIAETEALCTBYET 00 aKTyaAbHOCTH
3TOM IATOAOTHH HE TOABKO [OAd TPaKIaHCKOTIO
3APaBOOXPAaHEHHd, HO U OAd BOEHHON MEIUIIUHBI,
IIOCKOABKY IIPH JAHHOM 3a00A€BaHHU CYIIIECTBYET
BBICOKHM PHCK BHE3aIIHOW CEPHAEYHON CMEPTH,
CEPAEYHON HENOCTATOYHOCTH, (paTaAsbHBIX HAHW HH-
BaAUIU3UPYIOIINX TPOMOOIMOOAMIECKUX OCAOZK-
HeHu#. OTCyTCTBHE CIELH(PUUECKUX IPOSBACHUH
y [OaHHOM KAaTeropuu OOABHBIX OEMOHCTPHUPYET
caoKHOCTE auarHocTuku HKM, B TOABKO IIOAHO-
nernHoe obcaemoBanme (IxoKI u MPT c kKouHTpa-
CTUPOBaHUEM CePAlla) IIO3BOAHMAM IIPOBECTH AUD-
depeHIINaAbHYI0 [QUATHOCTHKY, Ha OCHOBaHHUH
CIIeIM(PUIECKUX AUATHOCTHYECKUX KPHUTEPHUEB II0-
CTaBHUThb AUATHO3 «HEKOMIIAKTHBIM MHUOKapIy.

HeGaarompusaTHbBIH IPOTHO3 W BLICOKAS Ae-
TAALHOCTE B MOAOZIOM BO3pacTe OT 3Toro 3aboae-
BaHUS IIOAYEPKUBAIOT HEOOXOOWMOCTH CBOEBpeE-
MEHHOM IIOCTAHOBKH [HAarHos3a, 4YTO II03BOAIET
HasHa4yaTh OITHMAaAbHYIO Tepallvuio IOAd IIPOdHU-
AAKTHUKH OCAOXKHEHHUH, IPOBOANUTh HMHTEPBEHIIMOH-
HOE€ A€YE€HHE HapyLIIeHHH CepAedHOro puTMa IpH
HaAWYHUH IIOKa3aHWM, OCYIIECTBASTH AHCIAHCEP-
HOe AUHAaMHYeCKoe HabAIo[eHHe 3a MallMeHTaMH,
B TOM YHCA€ H [ASI OIIPEACACHHH ITOKA3aHUU OAd
TpaHCIAQHTAIIUM Cepalia.

HcTouyHHK PHHAHCHPOBAHHA H KOH(MPAHKT
HHTEPEeCoB.

ABTOPBI JAaHHOM CTaThU HOATBEPAHUAU OTCYT-
cTBHe (PHHAHCOBOM MOANNEPKKH HCCAEIOBAHUS U
KOH(AHKTA HHTEPECOB, O KOTOPBIX HEOOXOIHMO
COOOIIUTE.
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