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HEKOMITAKTHBIVI MMUOKAP/ Y JETEVI: IIPUMEP KJIMHUYECKOT O
TEYEHW’I

https://doi.org/10.5281/zenodo.20003142

IMapunosa 3.y
Tawxenmexuil eocyoapcmBentvlii MeOUYUHCKULL YHUBepcumern

HexommaktHeIT MMoOKap# (noncompaction of the ventricular myocardium,
HKM) ssnsiercss BpOXAeHHOV OpMON KapAMOMMOIIATHM, Ppa3BUBAIOIIENICs
BCJIEZICTBVE  HApYyIIeHMsS  HOPMaJIbHOV  SMOPMOHAJIBHOW  KOMIIAKTM3a UV
CepIevYHOl MBIIIIIBI B IpoIlecce BHYTPUYTPOOHOTo pa3BUTHA. B HopMe MuoKapr,
5MOpVIOHa IPOXOOUT CTaAMM I'yOYaTOro CTPOEHVIs, IIOCJIe Yero IIPOVICXOMUT €ro
yIUIOTHEeHMe — KoMIlakKtm3anms. IIpu pedpekre sToro mporitecca popMUpyrOTCs
1yOoKme TpaOeKysgpHble yDIyOjleHMs M MeXTpaOeKysIsgpHble IIPOCTPaHCTBA,
cooDIITatoIIIIecs C IIOJIOCTHIO XKelymodka [1].

[To maHHBIM MeXIyHapOOHBIX VCCIIEIOBAHMI, YacToTa BcTpedaemocti HKM
koitebstercs or 0,014 mo 1,3 ma 100 000 HacerleHwsi, ofHAKO peaslbHas
pacrpoCTpaHEHHOCTb ~ MOXET  OBITh  BBIIIe  BCJIEACTBUME  HENOCTATOUHOM
OvarHoCcTHKM 3aborteBaHms y geten [2]. Okorto 80% Bcex cirydaeB IIPMXOOMTCS Ha
M30JIMPOBAaHHBINT HEKOMIIAKTHBIV MMOKapp, jieporo xeinynouka (HKM JDK), torga
KaK IIOpakeHMe IIPaBOrO JKeIygodka WiIM OMBEHTpUKy/IgpHas d¢opMa
BCTpedaroTcs 3HaumTenbHO pexe [3]. [laTtoreHes 3aboneBaHMS CBS3BIBAIOT C
reHeTMYeCKMMM  JedekTaMy, 3aTparvBalOIIMMM  TeHBl, OTBedamooIle  3a
dopmupoBanme capkomepHbeix Oenkos (MYH7, ACTCl, TAZ wu pgp.), uro
IIOAITBEP)KAAETCSI BBICOKOV YacCTOTOV CeMeVHBIX opM KapamoMmwmoratuim [4].
Kimmanueckass xkaptnaa HKM xapaxrtepusyeTrcsi Tpuamoll CUMIITOMOB: IPW3HaKM
XPOHWYECKOV CepHAevHON HeTOCTATOYHOCTY, apUTMUM ¥ TPoMO03MOoImdecKme
ocinoxxHeHms [5]. YV perent 3aborneBaHme uarmie maHUecTrpyer B Bo3pacTte Ao 10
JIeT, COIIPOBOXMAsCh CHIDKEHVEM COKPAaTUTEeIbHOM  (PYHKIIUM  MMOKapra,
AvUTaTallviel TIOJIOCTeVI cephlia ¥ BhIpaKeHHBIMN HapyIIeHWsSMW puUTMa. [lrarHos
HKM ycraHaBiIMBaeTcss Ha OCHOBaHUV BU3YaJIM3MPYIOMIVIX METOMIOB, IIpEXie BCETO
sXxoKapauorpadmn ¥ MarHUTHO-Pe30HAHCHOV ToOMorpadum cephlia, KOTOpble
IIO3BOJISIIOT BBISIBUTH XapaKTepHOe COOTHOIIIeHMe HEKOMIIAKTHOIO ¥ KOMIIAKTHOIO
cj10eB MMokapzaa (bosee 2:1 B AmacTosly) ¥ TUIIMYHYIO TPaOeKyJISIpHYIO CTPYKTYpPY
B BEPXYILIEUHBIX ¥ CpeIHeOOKOBBIX CerMeHTaXx JIeBOro Kejlyouka [6].
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HecMmoTpst Ha peaKocTb, HEKOMIIAKTHBIVI MMOKapZ, IpelcTaBiIsgeT OcoOYIo
OVIaTHOCTUYEeCKYIO CJIOKHOCTb B [I€TCKOM BO3pacTe, TaK KaK KIMHUYECKNe
IIpOSABJIEHVSI MOIYT WMWTHpPOBaTh [Jpyrve ¢OpMBI  KapOVOMMOIIATUI — VIJIN
MuokapauTos. [Ipm 3TOoM cBoeBpeMeHHOe pacrio3HaBaHMe 3a0osleBaHMS MMeeT
peliarollee 3HaudeHMe, TaK KaK paHHAA MeAuKaMeHTO3Hast Koppekumsa XCH mn
ApPUTMMIL CIIOCOOHA CYIIIeCTBEHHO YJIYUIINTh IIPOTHO3 ¥ KaueCTBO XM3HU peOeHKa.

KJIMHUYECKHUM CJ'[Y'-IAVI [Tanment K. Majpumk 6 JieT, IoCTymwsI B
KapauopeBMaTojIoryeckoe OTAeleHMre € >KajodaMy Ha OBICTPYIO YTOMJISIEMOCTb,
OZBIIIKY IpM (PU3MUEeCKON aKTMBHOCTM, HepuonnYecKue OIIylleHNs IepeOoeB B
pabore cepana, cHVDKeHHBI ammeTuT M c1abocte. Co c1oB MaTepy, peOeHOK B
TIOCJIeIHIIe MeCSIIBI CTaJl M30eraTh MOABVDKHBIX UIP, YaCTO KaJIYeTCsl Ha YCTaIoCTh
Y OABIIIKY Ja’ke IIpV He3HauuTeIbHOW Harpyske. AHaMHe3 3a0oseBaHus [lepseie
IpU3HaKV HeAOMOTaHWs MOABWINCH IIPVIMEPHO 3a Iof, A0 ToCIMTalu3aliuy —
OTMeYaJIVCh 3IM30bl Y4allleHHOro cepAlieOreHys 1 HOBBIIIeHHOV MOT/IMBOCTI BO
cHe. [TocTerieHHO MOSIBMIINICH OIBIIIKA IIPW XOIbOe, SIM30bl CepPIedHbIX Iepedoes,
CHVDKeHHas TOJIEPaHTHOCTb K (PU3MYecKoV Harpyske. 3a He[elIro A0 IIOCTyIUIeHM
OTMeYeHBI XaJI00bI Ha YYBCTBO «TOJIYKOB» B ODJIACTM Cepilla, YCUIIMBAOIIMIXCS
Iocjie akKTMBHOCTM ¥ B BeuepHee BpeMms. AHaMHe3 Xu3HM PebeHok oT 2-11
OepeMeHHOCTM, ITpOTeKaBlIell Oe3 TOKCMKO30B, pObl CpOUYHBIe, (PU3MOIIOTIUecKe,
Macca npu poxpenun — 3200 r, mimHa — 51 cMm. IlcuxomoropHOe pasBuTHe
cooTBeTcTBOBasIo BospacTy. Yacro Gostes1 OPBVI. IlepeHeceHHBIX MHAEKIIVIOHHBIX
IV peBMaTHUYecKNx 3abojieBaHMM He oTMeuasiock. HaciiemcTBeHHOCTD OT4rolIeHa
o JIMHUM OTHa — y [edyUIKM [OMarHocTHpoBaHa ujlaTallMOHHAas
KapAVOMMOIIATH, yMep B Bo3pacTe 42 jieT OT cepaedHoV HeZoCTaTOYHOCTH. Status
praesens npu 1noctyrleHur CocTosiHMe CpefaHerl TsKecTy, CO3HaHWe sCHOe.
Tesnocnnoxxenne acreHnueckoe. KoxHble THOKpOBbI —OJyiegHBle, aKpOLMaHO3.
OrmedaeTrcsi ymepeHHas opplilika B Iokoe (Y 26 B MmuH). Ilepudepnueckue
orek OTCyTcTBYIOT. Ilynmec — 108 ym/MuH, pUTMUYHBIV, YHOOBJIETBOPUTEILHOIO
HalloJIHeHMs. ApTepmasnbHoe masiteHne — 90/60 MM  pr. cr. ['parunis
OTHOCUTEJIBHOVI CepIedHOoN TYHOCTU paclivpeHbl BieBo Ha 1,5 cMm. ToHBI cepaua
HPUITIYIIEeHBI, ITPOCIIyLIMBAeTCs CUCTOJIMYECKUI IIyM Ha Bepxyllke. B jrerkmx
AObIxaHMe Be3UKYJIsipHOe, xpuroB HeT. IledeHp BbIcTymaeT m3-mop, Kpasi pebepHO
oy Ha 1,5 cM, cerleseHKa He nasbrvpyercsd. JKusoT mArkuii, 6e3001e3HeHHBIV.
duypes coxpanen. OOmm aHaiaM3 KpoBu: reMorioonH — 112 1/, jekonuTsel —
6,3%x10°/11, TpomOormTel — 250%10°/71, COD — 10 MM/ 4. buoxmmus Kposu: o0

omwmpybur — 11,2 Mxmomns/i1, kpeatmHMH — 40 MKMOib/71, MoueBMHa — 4,6
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mmoib/i1, AJIT — 18 En/n, ACT — 22 En/n, KOK — 65 Eg /i, NT-proBNP — 615
nr/min  (ymepeHHoe mosblllieHMe). Ha ODOKI' BbIgBiIeHBI 4YacTble >XeJIyI0YKOBbIE
3KCTpacuCTOIIbl MOHOMOpdHOro tuna, nHrepsail PQ — 0,16 ¢, komiurekc QRS nHe
pacumpern (0,08 c), sybeun T wmHBepTMpoBaH B oOTBemeHMsXx V5-V6, mpusHaku
Ileperpy3Ku JIeBOro Xeinygouka (pvc.l).
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Puc.1. Dnexrpokapanorpamma. HapymeHue purma, >kerygodKoBasi
3KCTPacHCTOIV.

Ha sxokapanorpadnu BbIsIBIIeHBI IIPU3HaKM BbIpakKeHHOW TpabeKyJIspHOCTU
MMOKap/la BepXYIIeYHbIX 1 CpelHeOOKOBbIX CerMEeHTOB JIeBOro JKeJly[IouKa, C YeTKO
oIpenesseMbIMII MEXTPaOeKyISIpHBIMI IIPOCTPAHCTBAMM, COOOMIAIOIIVIMUCS C
IIOJIOCTBIO  Xenlygouka (puc.2). CooTHOIIeHMe TOJIIIMHBI HEeKOMIIAaKTHOIO U
KOMITAKTHOIO CJI0sI B AmacToiny — 2,6:1. ®dpaxums BeIOpoca JIEBOTO XKeTyjouKa —
48%. Jlerounasd runepTeH3us He 3aperucrpupobaHa. PasMepsl IosiocTeit cepilia:
JIOT — 3,4 cm, JDK — KIIP 4,3 cm, KCP 3,0 cm.

Puc. 2. Dxoponmieporpadmaeckme Npu3HaKM HeKOMIIAKTHOCTM
Mmuokapaa. Ilo IIIK BbIABIIAIOTCA 3alI0JIHEHHBIE KPOBBIO Me>XKTpaOeKyJIsipHbIe
nepepoIBbIL
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114 OolleHKM CYTOYHOIO PpuUTMa cephlla W XapakKTepa HapylleHUN
IIPOBOAVIMOCTM  IAIMeHTy  IIpOBeleHO  XOJITePOBCKOe  MOHUTOPUpPOBaHUe
1eKkTpoKapauorpaMmel  (Xonrep-DKI') mpomorpkuTenibHOCcTIO 24 waca.  Ilo
JaHHBIM MOHWTOPVPOBAaHWMS 3aperviCTpUMpPOBaH CUHYCOBBII PUTM C YacTOTOM
CepAedHBIX COKpallleHWi or 78 mo 142 ymapoB B MMHYTY B 3aBUCUMOCTU OT
BpeMeHlU CYTOK M YypOBHS u3nuecKoym aKTMBHOCTM. Ha mnporsokeHwmm samvicu
BBISIBJIEHO OOJIbIIIOe KOJIMYeCTBO JKeJIYIOYKOBBIX 3KCTpacucToil — B cpegHeM 4800
3IIM30/0B 3a CYTKM, YTO COOTBETCTBYeT YaCTBIM MOHOMOP(HBIM 3KCTPaCHCTOJIaM.
DKCTPACUCTOJIBl PervCTPUPOBaINCh KaK OfVHOYHBIE, TaK U B BUAe OUTeMUHUU U
TPUTeMUHNNM, IIpeVMYIIeCTBeHHO B [HeBHOoe BpeMms. IlojyueHHBble pe3ysIbTaThI
IIO3BOJIVJIVI TIOATBEPAWUTh HaJIMUMe YacTOWM >KeJIyZOYKOBOVM SKCTPacUCTOINM Ha
doHe CTPYKTypHOV HaTOJIOTMM MMOKapia, 4YTO B COBOKYIIHOCTM C JIaHHBIMU
axoKapauorpadpumn (IIpr3HaKM HEKOMIIAaKTHOTO MMOKap/a) yKa3blBaeT Ha BbICOKMIL
PUCK pasBUTKS apUTMMUUYECKMX OCJIOXKHEHWUV WU IIporpeccrupoBaHMs CepredHoN
HeJI0CTaTOYHOCTH.

"
/ (T um g " wn e . LR
diirane | A .
LT 1 .-1 Wl 1 Sy 1 .

5

&

.

.
- e

(04} Tpureammnnn ~,"* 1 i r (] T o 8 e arn 1
(XLNET T Sa— - ! — | frain
(1013} manmep = I"* —" Y - e n

(34%) 200X AT 1A -

() W wyniney -

(27} Taxwwapran s e = 7 | o 1999 1m0e 1 o

13} Vipassenwpame U
(313} saawan gt h"\ N N Y NN — L
(31} Deapecesn 5T | o o

(1} Dosen &7 S % A e

11} Bomaon T L LS SO ' W [E tae oy

Mmoo WT | : | ]" I'

Man . ex e

oiAS I

e gl

% B I N
L | i 1 |

| | ! | I i I I |

Puc.3. Xonrep-KI. XKenymodkoBele 3KCTpacuCTOIMN.

MarnaurHo-pe3oHaHCHOe rccilefloBaHVIe MO TBEPAIIO Haj4ue
HEKOMIIaKTHOIO CJIosl B BepxylleuHbIX otaeinax JDK, rumeprpabekyiisipHyio
CTPYKTypy MMOKapma W  yTOIIIeHre MeXTpaOeKysIsipHBIX  IeperopoaoK.
KonTpacTtHOe ycwmiieHme B 30HaX CyO3HIOOKapAMasbHOro ¢purbposa He OTMeUeHO.
CokpaturenbHas dpyHkums JDK camkena ymepenHo (OB — 47%).

PE3YJIBTATBI M OBCYJXXIEHME KinHudeckoe TedueHme 3aboiieBaHUS Y
narjyieHTa COOTBETCTBOBAJIO XPOHUYECKOW cepaedyHom HepoctaTouHocTn I

dynkimonanpHoro xiacca mo NYHA. ITpusnakm 3acToss B OOJIBIIOM ¥ MaJloM
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Kpyrax OTCyTCTBOBaJI¥, OJHAaKO OTMedYaJIuCh TaXMKapAwWs W CHIVDKeHue
TOJIEpaHTHOCTM K Harpyske. lanHble sxokapauorpadpum m MPT mnossommim
IIONTBEPOUTh [IMarHo3 HEeKOMIIaKTHOIO MMOKap/a JIeBOrO JKely[dodka. YUYWThIBas
Ha/JIM4le CeMeVHOIO aHaMHe3a 10 KapAMOMMOINIaTuX, Hamubosiee BepOsITHOM
SBJIsIeTCSl HacylecTBeHHas popma 3aborneBanms. Ha dpoHe KoMIUIeKCHON Teparmin,
BItovasiern mHMOUTOp AIID, (-agpeHOOSIOKATOp, OMYpeTHK YXe uepe3 IBe
HelellM  HaOJIrogasioch  yilydllleHMe — KIMHUYeCKOIo  COCTOdHMS — peOEHKa.
YMenbIIWINMCh  KajloOBI Ha OOBIIIKY U YTOMJISEMOCTb, WCYe3JIM SIM30bI
cepmeunblx IepeboeB. Iloropmas OKI' mokasajla CHUDKeHME  YacCTOTBI
skcTpacuctor Ha 70%, dpakums Beiopoca mo DXO-KI' Bospociia go 52%.
Hunaamuka NT-proBNP Taxke vMesia HOJIOXUTEIBHYIO TeHAESHIIVIO (CHVDKeHMe [0
310 mr/wmi). CiemyeT IOmUepKHYTb, YTO KiIMHMYecKas amarHoctmka HKM B
IeAVaTPUYeCcKOV MpaKTVKe HepeoKo 3aTpyLHeHa M3-3a CXOXXeCTV CHMIITOMOB C
OWIATalVIOHHOW  KapAWoOMUoNaTHeV, MWOKapOWUTOM  WIW  BPOXIEHHBIMU
rnopokamyu  ceppila.  Hawmboriee  mHOpMaTMBHBIM — KpuUTepueM  OCTaéTcs
3XOKapamnorpadmyieckoe  BblgBjIeHMe  M30BITOYHOM  TpabeKyJIsIpHOCTM U
IIOBBIIIIEHHOI'O COOTHOIIEHWs HEeKOMIIAaKTHOI'O ¥ KOMIIAKTHOIO CJIOEB MMOKapia.
OnHako KIIOUeBOe 3HaUeHMe VIMeeT KOMIUIeKCHasl OlleHKa [TaHHBIX, BKIIOYarolnas
reHeTH4eckoe oOcjlefioBaHMe M ceMelHbIVI aHaMHe3. CoBpeMeHHbIe MCcCiIeqoBaHMs
IIONTBePXKIAIOT, YTO HeaJeKBaTHOe pemonenposaHne Muokapaa npu HKM
conpoBoXxyaercsa InopplieHneM ypoBHs NT-proBNP, VEGF u nurTokmnHOB
BOCIIAJINTEIBHOIO Ppsifga [7,8]. DTM Mapkepbl OTpakalOT CTelleHb Ileperpy3Ku
cepalia M SHAOTEIMaJIBHON AMCAPYHKINM, UTO MOXXET VCIOIb30BaThCd KaK I
paHHeV OVarHOCTUKY, TaK M [IJIs OLeHKM 3 PeKTMBHOCTI Tepaln.

Y peGénka, omicaHHOro B JaHHOM HaOJIIOIEHWN, YMepeHHOe IOBBbIIIeH!e
NT-proBNP wm orcyrcTBue IIpM3HAKOB BOCHa/IeHMs IIO JIaOOpaTOPHBIM [TaHHBIM
MO3BOJIAIOT — ITPeIIONIOKUTh KOMIIEHCHMpPOBaHHOe TeueHMe 3abosieBaHmst Oe3
aKTMBHOIO BOCHAJINTEILHOIO KOMIIOHEHTa. DTO IONTBepXKaeT IPerMYyIleCTBeHHO
CTPYKTYPHBIVI, a He BOCHAJIUTEIbHBIV XapaKTep HopaxeHus Muokapaa mpu HKM.
Ocoboe BHMMaHMe CiledyeT YAEIATb PUCKY apUTMUIL, KOTOpPble YacTO CTAHOBSTCH
repBot MaHMdecTammen 3aboeBaHNs 1 HepPeAKO OIpenesIsiioT ero IIporHos. B
psdne cilydaeB ONVICAaHBI BHe3allHble cepAedHble cMepTH y mauvenTtos ¢ HKM npu
OTCYTCTBUM BbIpakeHHOM AncdyHkumnmM Muokaprpa [9]. Ilostomy TakmMm geTsiM
[I0OKa3aHO  [INTelIbHOe  aMOysjlaTopHOe  HaOJfogeHMe C  XOJITePOBCKUM
MOHUTOPUpPOBaHVEM, a IIPY HaJIVM4YMM CUMMITOMHBIX JXeJIyZOYKOBbIX HapyILIeHWI
— BOIpoC 00 MMIUIaHTaUMM KapauosepTopa-unedubprnisgropa. IlomoxwurensHas

OVIHaMMKa B HpVIBe)_IéHHOM cJiydae HOH‘IépKVIBaET Ba’>XHOCTD paHHeVI OVIaTHOCTVMKM
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VI CBOCBPEMEHHOI'O Ha3HauyeHMs Tepalyy, HallpaBJIeHHOV Ha CHVDKeHWe IIpef- U
IIOCTHArPy3KM, CTaOWIM3allMiO pUTMa U yJIydllleHre SHepreTMdecKoro oOMeHa B
MUOKape.

Taxmm obpasom, JeTcKMIt BO3pacT HaljieHTa, HaJIndre YacThIX KeIyI0UKOBBIX
9KCTPACVCTOJ, YMEpPEeHHO BbIpakKeHHas CHUCTOJInYeckass IUCHYHKINSA JIeBOIO
KeJTylodka ¥ NPU3HaKM XPOHWYEeCKOV CepAedHOV HeOCTaTOYHOCTV (POPMUPYIOT
HeOJIaronpUATHBIV ITPOTHO3 IIPY HeKOMHNaKTHOM MuoKapae. COBOKYITHOCTh 3TUX
KJIMHUKO-(PYHKIIVIOHAJIBHBIX IIPU3HAKOB CBUJETEJIbCTBYeT O BBICOKOM PpUCKe
IIpOrPeCcCUpPOBaHM  CEepAEYHON HEeJOCTaTOYHOCTVM W BO3MOXHOM pPasBUTUN
KV3HEeYIrpoXarmommux aputMmii. IloaToMy Bce et ¢ ycTaHOBI€HHBIM WJIN
IIpe/IoIaraeMbIM JIVIarHO30M HEeKOMIIaKTHOTO MMOKapa JOJKHBI
paccMaTpuBaThCd KaK IPyMIla IIOBBIIIIEHHOIO PVYCKA BHE3AITHOVI CepaedHOoVi CMepTu
M HyXIalTcd B IIOCTOSHHOM [IMHaMMW4YeCKOM HaOJIIofeHun C peryasgpHbIM

KOHTPOJIEM 3JIeKTPOPU3MOJIOIMYEeCcKX 1 3XOKapAMorpadudecKx IapamMeTpoB.
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