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Annomayusn. Ilpy poBeICHUU PETPOCIIEKTUBHOIO aHANIN3a CTAaTUCTHYECKUX AAaHHBIX JIHUL, yMepiiux B TamMOoBCKoi obnactn
3a HOCJEHUE 5 JIeT, BBIBIICH OJMH CIy4ail JIeTaJbHOIO MCXOAa OT HEKOMIIAKTHOM KapauoMuomnatuy. Yacrtora BCTpeuaeMOCTH He-
KOMITAKTHOHM Kapauomuonaruu B nomynauuu cocrasiser 0,014 no 1,3 %. B cBsi3u ¢ HepacnpoCTpaHEHHOCTBIO JJaHHOM IaTOJIOTUH
€IMHUYHBIA 3a()MKCHPOBAHHBIN CITy4ail MPUBJICK BHUMaHKE JUIs MCCIISOBaHUs. B JaHHOM HMcceIoBaHNM TIpe/icTaBieHa MalueHTKa
10 set, KOTOpast MOCTYIHJIA B OTAEICHHE peaHHMMalK U WHTEHCUBHOW Teparuy B CTaJUM JEKOMIICHCAINH, TeYeHHe 3aboneBaHue
KOTOPO# 3aKOHUMIIOCH CMEPTENbHBIM HCX0J0M. AHAJIN3 MEAUIMHCKON JOKyMEHTAIUH 1TOKa3aJl, YTO TMPH Pa3BUTHHU OOJNE3HH KIIMHU-
Yyeckas KapTHHa ObljIa CTepTa, CHMIITOMBI CO CTOPOHBI CEPAEUHO-COCYIUCTON CUCTEMbI HE NMPOSBILUILCH, IPU3HAKOB IEKOMIIEHCALIUH
JI0 MOMEHTA JIJAHHOM TOCHHUTAIN3aliK He Habmonanock. CMepTh HAaCTYIMIIa BHE3AITHO, ITPU ayTOIICHH BBIIBWIN HEKOMIIAKTHYIO Kap-
JMOMHOIIATHIO JIEBOTO JKEIIyJJ0uKa, KOTOpas Yepe3 CBOM OCJIOXKHEHHUS NPHBEIa K HEKOPOHAPOICHHON MILEMHUH Cy0dNMHKapAHaTbHBIX
OTZEJI0B MHOKapa JIEBOTO XKEIyI0UKa, YTO U SIBJISUIOCH NIPUUUHOM cMepTH. Tak Kak maTosIorys ABIIsSeTCs J10CTaTOYHO PEKOM, TO Lieb
HAIIIEr0 MCCJIEA0BaHMs — PACCMOTPETh Ha MPUMEpPEe KIMHUYECKOro ciiydasi haKTOpbl, CHOCOOCTBYIOIINE CMEPTEIEHOMY HCXOLY IIPU
HEKOMITAKTHOM KapAuOMHOIIaTHH.

Kniwouesvie cnosa: HexoMIakTHasi KapJMOMUOIATHU, TyOUaTas KapJHOMUOIATHU, BPOXK/ICHHbIE IIOPOKH Cep/La, TpoMO03MO0-
JIMYECKUE OCIOXKHEHHUS, OBAIbHOE OKHO
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Abstract. A retrospective analysis of the statistical data of persons who died in the Tambov region over the past 5 years revealed
one case of death from non-compact cardiomyopathy. The incidence of non-compact cardiomyopathy in the population is 0.014 to 1.3
%. Due to the non-proliferation of this pathology, a single recorded case attracted attention for research. This study presents a 10-year-
old patient who was admitted to the intensive care unit in the decompensation stage, during which the disease ended in death. After
analyzing the medical documentation, it was found that with the development of the disease, the clinical picture was erased, symptoms
from the cardiovascular system did not appear, signs of decompensation were not observed until the moment of this hospitalization.
Death occurred suddenly, autopsy revealed non-compact cardiomyopathy of the left ventricle, which through its complications led
to non-coronary ischemia of the subepicardial myocardium of the left ventricle, which was the cause of death. Since the pathology is
quite rare, the purpose of our study is to consider, on the example of a clinical case, the factors contributing to the fatal outcome in
non-compact cardiomyopathy.

Keywords: non-compaction cardiomyopathy, spongy cardiomyopathy, heart defects, thromboembolic complications, oval
window

BBEJEHUE

Tpers OT BceX BPOXKIECHHBIX aHOMAJMH COCTaBIIS-
10T BPOXK/ICHHBIE TTOPOKM cepiua. BpokaeHHbIEe TOPOKH
cepALa BXOASAT B YHCIO BEAYIINX MPUYMH MIIAICHUECKOH
cMmepTHOCTH. YacToTa MX BCTpedaeMocTu cocramisgeT 50
Ha 1000 poxnennbix. Hanbonee yacto cpean BpoOXKAEH-
HBIX CEep/ICUHBIX aHOMAJUI BCTpEYaroTCs: NE(PEeKT Mexk-
MPEACPEIHON TIEPErOPOAKH, Ne(HEKT MEHOKETYI0YKOBOM
MIepEropoKH, OTKPHITOE OBalIbHOE OKHO, TeTpana daio.
OnHaKo MOMHUMO JITaHHBIX aHOMAJIMH, BBISBIISIETCS] M TaKast
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penKas maroJjorus, KaKk HCKOMITAKTHAS KapJAUOMHUOIIATHS.
Bcerpeuaemocts tanHOTO 3aboneBanust B o0wieit momys-
uu koneonercs B mpenenax ot 0,014 mo 1,3 % [1]. 3a mo-
cienHue 5 ner nmo TamOoBckoi obiacTh 3aMKCUPOBaH-
HBIX CITy4aeB CMEPTH OT HEKOMIIAKTHOM KapIUOMHUOIIATUH
BBISBJICHO HE OBLIO, 33 MCKIIIOYCHHEM JAHHOTO KIMHHYE-
ckoro ciydvas B 2021 . HexommnakTHast KapJuOMUONaTHs
SIBJISIETCS HACJIEICTBEHHOM martojorueil. B pesynprare Ha-
pyuIeHUs IMOpHOreHe3a MUOKap/I IPHOOPETAET JIBa CIIOS,
YTO HE XapakTepHO Juis ero crpoenus. IlepBwlil cioit
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ABJISICTCSA TOHKUM, HO UMECT HOPMAJIbLHOC CTPOCHUEC MU-
OKap/a, KOTOPBIH CHOCOOCH K COKpAIICHHIO. A BTOPOi
MPE/ICTAaBICH TOJCTHIM HEKOMIIAKTHBIM TPaOeKySPHBIM
CJIOEM, B KOTOPOM HEJJOpa3BUTa COCYMCTAst CHCTEMa H Ha-
pyllieHa COKpaTuTeNnbHas cnocoOHOCTh [2, 3]. B pe3ynbra-
TE TAKOTO aHATOMUYECKOTO CTPOCHHS Cep/Iia MPOUCXOAST
IaTOJIOTHYCCKHE (byHK[II/IOHaJH)HbIe HU3MCHCHUA B €TI0 pa-
00Te, IPUBOISIIUE K CEPACYHON HETOCTATOYHOCTH, TPOM-
00PMOOJIMYECKUM OCIIOKHEHHUSIM, BO3MOXHBIM apUTMH-
sIM 1 BHE3aITHOW cepneunoit cmeptu [4, 5]. B Hactosmee
BpEMs BPOXJICHHBIC aHOMAJIMKU CE€pla B 60J'H)L[II/IHCTBe
CllyyaeB AMArHOCTHPYIOTCS BHYTPUYTPOOHO IpH TIEPBOM
YABTPa3BYKOBOM CKPUHMHTE U (heTaIbHON IXOKapaHorpa-
¢un. B pesynbrare yero cpasy mocie poXkaeHHs HOPOKH
KOPPEKTHPYIOTCS C MOMOIIBI0 XHUPYPTUUCCKHUX METOIOB
JICYCHHA. HpI/I IIOCTOAHHOM Ha6J’I}OI[eHI/II/I 1 NPpUMCHCHUN
COBPEMCHHBIX MCTOAOB JICUHCHUSA CTaauA JACKOMIICHCAIUU
BO3HHUKACT TOJILKO IMPH TAKCIIBIX COYCTAHHBIX MATOJIOTHU-
AX, HC MOAAJAI0INXCA ONICPATUBHOMY BMEIIATC/ILCTBY.

KJIMHUYECKHUN CAYYAN

Onucanue KIMHUYECKOTO Clydas COCTaBJICHO
Ha OCHOBE IPEIOCTaBICHHON MEAMIIMHCKOM JOKyMEHTa-
1y nanueHTku B. 10 et ¢ BpoxAeHHBIM TTOPOKOM Cep/l-
1la, B YaCTHOCTH HEKOMIIAKTHOM Kapaumuonarueu. Jlis
BBISBICHHUST (DAKTOPOB, CIIOCOOCTBYIOIIUX JIETaJIbHOMY
HUCXOoay npu HaHHOﬁ aToJIoruu, Mnepuo XMU3HU YCJIOB-
HO pa3JeNIuiIM Ha JBa uHTepBasa. K mepBoMy HHTepBaly
OTHOCUTCSL IIEPUOJ HOBOPOXIECHHOCTH, I'PYyNHOMH, IpEn-
JIOIIKOJIbHBIN M JOILIKOJIBHBIA, YTO COOTBETCTBYET BO3-
pacty oT poxzaeHus no 7 jier. Ko Bropomy uHTepBaty
OTHOCHUTCS MJIQJIIUMK IIKOJBHBIA M COCTaBISET OT 7 JIET
10 MoMeHTa cMepTH. IIpu u3ydeHuu nepBoro uHTEpBala
U3 MEIULMHCKOM JIOKYMEHTalluh peOCHKa, 3aBEICHHOM
B HeTCKOﬁ TOJMKJIMHUKE, BBIABUIIU, YTO Yy MNAIUCHTKU
B. umenache maTomorust co CTOPOHBI CEPACYHO-COCYAU-
CcTOM CHUCTEMbI, IOMUMO 3TOI'0 pOAUJIaCh He[[OHOIHeHHOﬁ,
ObL1a BTOPBIM PEOCHKOM M3 ABYIUIOJHON OEpeMEHHOCTH.
[TarnenTka B. ponunachk oT mepBoil GepeMEHHOCTU BO3-
pacTHOM MEepPBOPONAIIECH KEHIIUHBI ¢ okupeHueMm. B 30
HeJlellb OepeMEHHOCTh OCIOKHHUIIACh recTo3oM M (deto-
TUIAlIeHTapHO# HemocTtaroyHocThio. Ha ¢one sToro B 33
HeJeN MO TIOKa3aHWsIM ObUIO TPOU3BEIEHO pojopas-
pelieHne myTeM KecapeBa ceueHMsa. Bec mpu poxaeHUn
—1450 1, niuna Tena — 44 cm. Ilo mkane Anrap 6anibl
Ha IIepBO MUHYTE COCTAaBMWIM — 6, Ha TATOM MUHYTE — 8.
ITpu ynsTpa3ByKOBOM UCCIIEOBAHNUU CEPALIA BBISIBUIN JIBE
MaJlble aHOMaJIMU Pa3BUTHS CEp/la: OTKPBITOE OBaJIbHOE
OKHO M aHOMaJlbHas XopJa (cOpoc KpOBH ClieBa HAIPaBo).
Ilocne poxJaeHHS TOCIUTAIN3UPOBANU C THUIOIIACTHYE-
CKUM BapHaHTOM 3aJIep)KKH BHYTPHYTPOOHOTO PAa3BUTHS;
¢ uepebpanbHON WIIEeMHEN 2-i CTENEeHU; C CHHIPOMOM
THIIEPBO30YAMMOCTH, CyOCErMEHTApHBIMH aTelIeKTa3aMHu,
TPaH3UTOPHON THIIOTTIMKEMHUEH, reMopparuieckoi 6oses-
HBIO HOBOPOXKJCHHBIX, MOCTTHUIIOKCUYECKON KapIuOMHO-
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naTuei, MeXmpencepaIHbIM COOOIIEHNEM, THaroHaIbHOM
Tpabekynoi B JieBoM keiyaouke. [loce eueHust B cra-
oHape 1,5 Mec Obuta BeimucaHa 1oMoi ¢ Becom 2400 T,
pexoMeHI0BaHO HaOoneHue Kapauonora. [Ipu nepBuu-
HOM TMMaTPOHAXE 5Kaji00, Co CJIOB MaTepH, He Ob110. ObIIICee
COCTOSIHUE YIOBJIETBOPUTEIbHOE, (PU3UOSIOTHYUECKUE ped-
JIEKCHI TIOJIOKUTEIbHBIC, MBIIIIEYHBII TOHYC B HOpME, Te-
JIOCJIOKEHHE HOPMaJIBHOE, OCMOTP IO cHcTeMaM 0e3 0co-
OEHHOCTEH, TUTAHUE CHUKEHO.

IIpu ocMoTpe AeTCKUM HEBPOJIOTOM B OJIMH T'OJl TUa-
THOCTHPOBAJIH MIOCTHATAIBHYIO SHIE(ATIONATHIO U MaJIble
aHOMaJIMM pa3BUTHUA cepala. B manpHeiieM cuMOTOMOB
CepIeYHOIl HEIOCTaTOYHOCTH HE MpeabsBisana. Jpyrux
cBesleHNH 00 oOpallieHIsIX B MEIULIIMHCKUE OpraHU3aIUuH
BILUTOTH 710 2021 I. BBISIBICHO HE OBLIO.

IIpu paccMoTpeHHH BTOPOTO MHTEpPBala KU3HU XKa-
7100 CO CTOPOHBI CEPICUHO-COCYIAMCTON U JIbIXaTeIbHOU
CHCTeM He oTMevaia. B mikone orpanuueHuii ot ¢pusnye-
CKO Harpy3KkH U yueOHOro Impoiecca He ObLIO.

B 2021 r mo ckopod METUIMHCKOW TOMOIIM MaIy-
eHTka B. 10 mer moctynmia B OTAeNeHHE peaHUMALMH U
MHTEHCUBHOH Tepanuu JIe4eOHOro yupekaeHus ropoaa M.
B KpaliHe TshkenoM coctosHuu. 1o npuesmy ckopoii moMomum
MaleHTka B. Haxoaunack B TSKEJIOM COCTOSIHUM C 3aTop-
MO)XCHHBIM CO3HAHUEM, HECTAOMITbHOM reMOIMHAMHUKOM, CY-
XOKUJIBHOH runeppeduieKcHeil, MbIIIEYHBIM THIIEPTOHYCOM.
OT™MeqaInch KITOHMYECKUE CYIOPOTH ¢ PUTMUYHBIMHU MOfIEp-
TMBaHUSMHU BEPXHUX U HIKHUX KOHEUHOCTEH 1 MUMUUYECKON
MycKyiatypsl. IIpu ocMoTpe peaHHMaToI0roM BBISIBIICHO OT-
CYTCTBHE CO3HAHUS, PACIIMPEHHBIE 3pauKH, PEaKIHs Ha CBET
NPaKTUYECKN OTCyTCTBOBaANIA. Habmonanuceh TOHNKO-KIIOHH-
YECKHE CyIOPOTH TOJIOBBI M BEPXHEH MOJOBUHBI TYJIOBHIIIA.
[pu ocMoTpe or™edeH 1 y3HbIHA IHaHO3, KOXKHBIE TOKPO-
BBI cyxue. TOHBI cep/iiia INTyXHe, MyJbC U apTepraIbHOe JIaB-
JIeHHe He onpenersiock. [Ipu oka3aHMM METUIIMHCKON TO0-
Mo 4epe3 20 MUH 3apUKCHPOBaHA OCTAHOBKA CEPICUHOM
JeATEeIbHOCTH. PeaHnMaIMoHHbIe MEpONpHATHS B TEUEHHE
30 muH 0e3 3ekra, B pe3yibrare 4ero Obia KOHCTaTHPO-
BaHa OMOJIOTHYECKasi CMEPTh.

IIpu aytomcuu BBIABIEHO, YTO pa3Mephl cepilia He
COOTBETCTBYIOT (PU3HONIOrMYECKOIl HOpME, a Macca cepaua
cocrasnsier 170 1, mpu BO3pacTHBIX mokazaressix o 108 .
B monoctsax cepaua xuakas TeMHasi KPOBb M PBIXJIbIE TEM-
HO-KpacHbIe CBEPTKH. B yIlIke mmpaBoro npeacepauns — miot-
HO NIPUMAasHHBINA K 3HAOKapAy CMeIIaHHBIH TpomO. B Mex-
NPEACEPHON TEPEropoike — OBAJBHBIA CKBO3HOM Ne(eKT.
JleBblii JKeITy104€eK paclIMpeH, IEPENOIHEH KPOBbIO U CBEPT-
KaMH, COCOYKOBBIE MBIIIIIBI YBEIUUYEHBI. TpaOeKysIspHbIi
PHCYHOK PE3KO BBIPaXKCH, MMEIOTCSI MHOXKECTBEHHBIE JI0-
TIOJIHUTENbHBIE TPAOEKYIIbI, YpE3MEPHO BHICTYIAIONIHE B MO-
JIOCTB KEJNTYI0UKa, C TITyOOKUMH MEXTPaOeKyISIPHBIMHU TIPO-
CTpaHCTBaMHU. B BepxHell TpeTr uMeeTcss OUHOYHAs IUaro-
HaJbHast Xop/a. ToIIMHa MBIIIIIBI JKEeTYOYKOB MPEBbIIIACT
HOpMaJIbHBIE TIOKA3aTeNy W YKa3bIBacT Ha THIEPTPOQHIO
JIEBOTO JKeTyHouka. [Ipy THCTOIOrMYecKOM HCCIIeJOBAHUU
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cepiia oOHapy)KeHa OYaroBasi 3epHUCTas TUCTPODUS U He-
paBHOMEpHasi THHEPTPOQHUs TPYIIT KapAUOMHOLIUTOB, O4a-
roBas (pparMeHTaIlHs, BOTHOOOpa3Hast aeopMalis U TUc-
KOMILJICKCAIU MBIIIIEYHBIX BOJIOKOH, YYaCTKU C IPU3HAKAMU
TUTIOKCHH MBIIIEYHBIX BOJIOKOH CYO3HI0KapMalbHO, crabo-
YMEPEHHBII CyOdNHKapIHaIbHBIN JIMIIOMATO3, HEPaBHOME-
HO BBIPaKEHHBIN OTEK MEKMBIIIIEYHOM CTpoMBbL. B y1ike npa-
BOTO TMPEJICEPAHs CO CTOPOHBI SHOKAPAA BBISBICHBI TPOM-
0OTHYCCKHE HAJIOXKCHUS (TPOMO CMEIIIAHHOTO CTPOCHHS).

Ha ocHoBaHMM ayTONCHM C THCTOJOTMYECKUM HC-
CIICZIOBAaHUEM OBUI MOCTaBJICH 3aKITIOYUTENBHBIA JTHarHo3:
HekoMnakTHasi KapIMOMHOIIATHS JIEBOTO JKeNMyAo4Ka (cMe-
maHHast JopMa) C COYETAHHBIMH BPOXKACHHBIMHU TTOPOKAMHU:
He3apalleHre OBAJILHOTO OKHa, JIOTIOJIHUTENbHAsT XOpa Je-
BOTO JKemyouka. CMepTh HaCTyIHIIa B pe3yJIbTare IeKOMITeH-
Ccall HEeKOMITaKTHOW KapAMOMHOIIATHH JIEBOTO KEIy04Ka,
KOTOpast Yepe3 CBOM OCIIOKHEHHMS TpUBENa K HEKOPOHAPO-
TeHHOW HIIeMHUM CyOANMKapIUaNbHBIX OTJEIOB MHOKapna
JIEBOTO XKEJTYJJ0YKa, ITOBJIEKIIAsi CMEPTh MAIJUEHTKH.

Ha ocHOBaHUM BBIIEU3TI0KEHHOIO KIMHUYECKOTO
cJiydasd MOXHO CJCjIaTb BBIBOA, YTO CHeHI/I(i)I/I‘-IeCKI/IX CHUM-
IITOMOB HCT, a IPOABJICHUC O6IJ_[I/IX KIMHUYCCKHUX CHMIITO-
MOB JIOCTaTOYHO BapuadeNbHO: OT OECCUMIITOMHOIO JI0
JKM3HEYTPOXKAIOIUX COCTOSTHUM. B nanHOM city4ae 3abone-
BaHHUE MPOTEKaJI0 0e3 KIMHUYECKHUX TPOSIBJICHHH, a TaK KaK
He MIPOBOIMIIOCH AMHAMUYECKOTO HAOIOCHUS U JIeueOHOM
Teparuy, 3a00J1eBaHUE MPOSIBUIIOCH TOJBKO B MOMEHT BbI-
paXeHHOM JAeKoMIeHcaluyu. Tak Kak JHMarHOCTUpyeMoe
B MJI3/ICHYECTBE He3apalleHHe OBAILHOTO OKHAa He ObLIO
JIMKBHUIPOBAHO, TO MOCTOSHHBIA COPOC TOKAa KPOBH C Jie-
BBIX OTIEJIOB CEpilia B MPABOE IMOCTENEHHO YCyryOIsuIo
HOpMaJIbHOE (DYHKLIIMOHUPOBaHUE OpraHu3Ma. Takum oOpa-
30M, (haKTOpaMH, CIIOCOOCTBYIOIIUE CMEPTEIBHOMY HCXOLY,
CTaJIi He3apallleHue OBAJIbHOIO OKHA COBMECTHO C HEKOM-
IIAKTHBIM CJIOEM MUOKAp/ia, KOTOphIe, OTAroas Apyr apyra
4yepe3 CBOU OCJIOKHEHMs, IPUBOAST K CTOMKOM JAEKOMIICH-
calluy U THOENU MaIMeHTa.

SAKJIOYEHUE

PaccMOTpeHHBIN KIMHUYECKUH Cilydail ITOKa3bIBacT,
KaK Ba)KHO TpY 00CJIeI0BAHHH MAIMEHTOB ¢ 0000 BHUMa-
TEJIFHOCTBIO U3y4aTh TPENbsBIsIEMbIC JKajo0bl 1 aHAMHE3,
a TaKKe TIIATEIFHO MPOU3BOANTH (PU3HKaIbEHOE 00CIeoBa-
HHE, TaK KaKk HEKOTOpbIe 3a00JIeBaHMs TPOTEKAIOT OECCHM-
NTOMHO. B 1aHHOM citydae yXy/lieHHe COCTOSIHUS MPOsIBU-
JIOCh TOJIBKO B MOMEHT, KOIJJa MHOKap[] TOYTH TIOJHOCTBIO
OBbLT NIEpepOKIICH B YKUPOBYIO TKaHb C (DYHKIHOHAJIBHBIM
HapylIeHueM ero cokparumoctd. J{ins Gonee aeTanbHOTO
M3y4YCHHs] TIaTOJIOTHUH ClIe[yeT Ha3Ha4yaTh IOJHBIA CIIEKTp
JIMarHOCTHYECKHX UCCIEIOBaHMI 1 KaK MOKHO PaHBILE pa3-
paboTarb KOMIUIEKCHBIH TIJIaH JIEYEHUsI U1l CBOEBPEMEHHOTO
KOPPUTHPOBAHHSI UMEIOICHCS] CHMITTOMATHKH.

Bepudunuposanve 3a00JicBaHNs Ha PAaHHUX CTa -
X W COBPEMEHHAas Tepanus YJIy4llaroT Ka4ecTBO U TPo-
JIOJDKUTENBHOCTD )KU3HH MalUeHTOB.
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