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MpeAcTaBAEH CAy4alt MepBUYHOM AMArHOCTMKM HEKOMMAKTHOrO MMOKapAa Y XEeHLLMHbI 45 AeT, KOTOpas € IOHOLLECKOTO BO3pacTa MpeAb-
SIBASIAQ >KaAOObl Ha oblyio caabocTb, 60AM B 06AacTM cepalia U nepeboun B ero paboTe, OAbILKY M FOAOBOKpY»eHue. OcobeHHOCTb
CAyYasi 3aKAIOYAETCSl B TOM, YTO M3HAYaAbHO MaLMEHTKa HabAlOAAAACh MO MECTY XKUTEAbCTBA C AUATHO3OM KPEBMOKApPAMTY, BMIOCAEAC-
TBMM — «MLLIeMMYecKas 6oAe3Hb cepaLiay. OAHaKO BO3PacT, B KOTOPOM HayaAoCh 3a6oAeBaHMe, XapaKTepUCTMKa 6OAe B 0BAACTH cep-
ALQ, BbIPaXX€HHOCTb CUMMTOMOB apUTMUM M CEPACYHON HEAOCTaTOYHOCTH, OTCYTCTBUE U3MEHEHUI AUMIMAHOIO CMEKTPa KPOBU U APYTUX
MPU3HAKOB aTEPOCKAEPO3a BbI3BAAU COMHEHME B HAAUYMM CTEHOKapAMM. [TOCKOABKY KAMHUYECKME CUHAPOMbI CBUAETEABCTBOBAAM O Bbipa-
YKEHHOM HapyLUIEHUU BCEX OCHOBHbIX $YHKLIMI CEPAEUHOM MbILLLLbl, MPOBOAUAACH AUdPEpeHLIMarbHas AMArHOCTUKA C AU dY3HBIM MUO-
KapAWUTOM, KOTOPbIN TakKe BblA UCKAloueH. [pu sxokapanorpadum, a B MOCAEAYIOLLEM YPECMULLLEBOAHOM 3XOKapAMOTpaduM B KAMHMKE
KapAMOXMPYPrn AMypCKOM rocyAapCTBEHHOM MeAMLIMHCKOM akaaeMun (BaaroselueHck, Poccus) nepBMUYHO AMarHOCTMpOBaHa KapAM-
OMMOMaTUSI KHEKOMMAKTHBIM MMOKapAY. [0 MOBOAY CAOXHbIX HapyLUEHUI pUTMa GOAbLHOM MMMAQHTUPOBaAM KapAMOBEpTep-AepUOPUA-
ASTOP C GYHKLMEN SAEKTPOKAPAMOCTUMYASITOPA, MOCAE YErO €€ CaMOUyBCTBUE 3HAYUTEABHO YAYHLLIMAOCh.
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MoHATMe KHEKOMMaKTHBIM MUOKapAY («ry6uaTbii» Mu-
OKapA) MOSIBUAOCh B AMTepaType B KoHue 1980-x rr., a K
1990 r. npeacTaBAeHO 8 cAyyaeB 3TOro 3a6OAEBaHUS U AAHO
ero onpeaeAeHue [1, 2]. B nocaeaytoliem onmcaHo 60Ab-
LLIOe YMCAO MOAOBHBIX KAMHUYECKUX HAabAOAEHUI, HO AO
CMX nop 3Ta $popMa HeKAACCUPULIMPYEMOWN KapAuoMMOna-
TUM OTHOCKTCS K HEAOCTATOUHO U3YYeHHbIM 3260AEBaHUAM
CEPACUHOW MbILLILLbI.

HeKoMNaKTHbI MUOKapA — PasHOBUAHOCTb KapAMOMM-
OMaTuM, XapaKTepU3YyIOLLLAsCs HAAUYMEM B MUOKAPAE AEBOTO
YKEAYAOUKa ABYX CAOEB: OBbIYHOTO M HEKOMMAKTHOTO («ry6-
4aToOroy) C HU3KOM COKPATUTEABHOM aKTUBHOCTbIO. Kpome MEepPOB KanuAAspoB. [puM3HaKoM HEKOMMAaKTHOro MMOKap-
TOro, UMeeT MeCTO MOBbILIEHHas TPABeKyASIPHOCTb CepAeY- A SBASIETCS  ABYCAOWHAsl CTPYKTYpa: TOHKMI KOMMaKTHbIN
HoW MblwLbl [3-5]. - caom (C), pacnionaraolmmcsa banxe K anuKapay, U 6oaee

@ O) Cratba aocTynHa no anueHsumn Creative Commons Attribution 4.0.

Mo pasHbiM AaHHBIM [3, 5-7], pacnpocTpaHeHHOCTb NaTo-
AOTUM CPEeAM B3POCAOTO HaceAeHus BapbupyeT oT 0,014 a0
0,24%, uTo sBASIETCS OAHOW U3 NMPUYMH HEAOCTATOHHOM OC-
BEAOMAEHHOCTH MPaKTUYECKUX BPa4en B 3TOM obAacTu.

B Hopme MexAy 5-11 1 8-11 Hea. aMbBpuoreHesa npoumcxo-
AMT MOCTEMNEHHOE YNAOTHEHUE MUOKAPAMAAbHBIX BOAOKOH
U Cy>KeHUe MeXTpabeKyAsipHbIX MPOCTPAHCTB (CMHYCOMA).
DTOT npouecc pacnpocTpaHseTcsl OT 3MMKapAa K SHAO-
KapAy M OT OCHOBaHWs cepAlla K ero Bepxyluke. [Mapaa-
A€AbHO $OPMUpYeTCsi KOpPOHapHOe KpoBoobpallieHue, a
MeXTpabeKyAsipHble MPOCTPAHCTBA YMEHBLLAIOTCS AO pas-
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06beMHbIN HekoMMnaKTHbIK caou (N), KOTopbIN HaxoAUTCA
6AmKe K a3HAOKapAY [8]. O HeKOMMaKTHOCTU yTBEPXKAAOT
npu oTHoweHun N/C >2, BbISBAEHMU MHOTOUMCAEHHDIX,
Ype3MEepHO BbICTYMAIOLLUX B MOAOCTb AEBOTO >KEAYAOUKa
TpabeKyA C rAyGOKMMU MEXTPabeKyAspPHbIMU MPOCTPaHC-
TBaMM, COOBLUAOLLMXCSA C MOAOCTbIO AEBOTO XKEAYAOUKa,
YTO BbISIBASIETCS MO AQHHbIM LLBETHOTO AOMMAEPOBCKOro
kaptuposaHus (LLAK) [9].

[MpUYMHBI HapyLLIEHWS YNAOTHEHUS] MMOKapA2 AO KOHLLA
He u3yyeHbl. ONUCBIBAIOTCA KaK CMOpaAMYEeCcKHMe, TaK U ce-
MeMHble cAyvam 3ab6oaeBaHus [10—-12]. MocaeaHWe ces3aHb
¢ MyTaumen reHoB ZASP u a-gucmobpesnHa, OTBETCTBEHHbBIX
32 B3aMMOAEMCTBUE SKCTPALLEAAIOASPHON MaTpHLLbl MUOKap-
AMAABHBIX KAETOK U LIMTOCKeAeTa, TadasnHa U PparmeHTa
E101K-reHa o-cardiac actin [11, 13, 14]. Npu nsoamposaH-
HOW (pOpMe HEKOMMaKTHOIO MMOKAapAQ U €ro COYeTaHWUM C
APYTMMU BPOXAEHHBIMW 2HOMAAUSMU PasBUTUS OMUCaHBbI
MyTaumm reHa G4,5, pacnoaoxkeHHoro B Aokyce Xq28 [14-
16]. HekoTopble aBTOpbI BbICKa3blBAlOT MPEAMOAOXKEHUE O
POAVU B Pa3sBUTUM 3aBOAeBaHUS KapAMOCMeLnpUYeckoro
reHa CSX ancTaabHoM YacTi xpomocomsl 5q [17].

Mopdgonormyeckme UsmeHeHUsl, XapaKTepu3ytoLLMe AaH-
Hoe 3a6oAeBaHUe, OObACHSAIOT OCOBEHHOCTH Ero KAMHUYeC-
KOW CMMNTOMaTHKM, B KOTOPOM BeAyLL,ee MecTO 3aHMMatoT
MPU3HaKKU MPOrPeccUpyIoOLLLEN CEPAEYHON HEAOCTATOYHOC-
TW U HapyweHus putMa [5, 7,10, 18, 19].

Huke npeacTaBAeHa MCTOpUSt GOAE3HM MALIMEHTKM, KOTO-
past MpU BbIPAXKEHHbIX KAMHUYECKMX CUMMTOMAX MOPaXKeHUs
MMOKapAa MHOTME ToAbl HAbAOAAAACh C AMArHO3aMM, BMoc-
AEACTBUM OTBEPrHYTbIMM Ha OCHOBaHUM KOMMAEKCHOTo 06-
CAEAOBaHUs NMpY BeAyLLLEN POAM 3XOKapAnorpadum (IxoKr).

BoAbHas A., 45 aem, nocmynuaa B Kapguoxupyprudeckyto
KAMHUKY AMYPCKOM rocygapcmBeHHON MEGULIMHCKON aKagemum
(BaarosetyeHck, Poccus) ¢ xxarobamu Ha ogbiwKy npu xogbbe
go 100 m 1 nogbeme 6oAee ogHoro amaxka, obLuyio cAabocm,
yacmeie nepebou B pabome cepgua, npucmynbl cepguebuenrms,
nepuoguyeckue 6oan B 0bAacmu cepguia HOIOLLEro M gaBsLLIEro
xapakmepa ¢ pegkon uppaguaimen B A€syio AONamky, npogoa-
KAIOLLMEC OM HECKOAbKMX MuHYmM go 1—2 4; npucmynbi roao-
BOKDY>K€HUS, OMEKM HA FOAEHSAX BO BMOPOM NOAOBUHE GHS.

N3 anamnesa uzsecmHo, 4mo ¢ nogpocmkosoro Bospacma
ee Habalogaa KapguoAor ¢ guarHosom «pesmoxkapgumy. o cro-
BAM 60AbHOM, N0 gaHHbIM 3Aekmpokapguorpagum (IKT) obHa-
DY>KMAM BbIDAKEHHBIE NAMOAOrMYecKue usmenenus. [laumenm-
Ka 6bIcMpo ymOMASIAACk HA 3aHAMMsIX GuaKyAbmypon. OgHako
B LIEAOM €€ CAMO4YyBCMBME B 3Mom nepuog CyLLeCMBEHHO He
yxygwanaoce. [Tepebou B pabome cepgua, npucmynbl BbipaxeH-
HOW 06LLer cAaboCMu 1 FOAOBOKDY>KEHUH NOSBUAMCH BO BMOPOU
noaosuHe bepemeHHocmu. Bckope npucoeguHmaach ogbitka
npu ¢pusnyeckon Harpyske. 1o caoBam 60AbHOM, HA OCHOBAHMM
KAMHMYECKOM KAPMUHbI M GaHHBIX SAEKMPOGHU3MOAOrNHECKOrO

nccaegosanus cepgua B 1996 r. npegnoAosKuAM CMHGPOM CAa-
6ocmu cuHycoBoro y3Ad. AaHHbIX 0 gUarHose 0CHOBHOro 3aboAe-
BAHMS HEM, BbINUCHbIE JOKYMEHMbI 3MOro BPEMEHU HE Coxpa-
HUAMCb. Kakoro-Anbo cneunarbHOro Ae4yeHusi He NPEGAOKEHO.
Habalogarace B noAMKAMHMKE no Mecmy >xumeAbcmsa. [Toay-
4aAa KypcoBoe AedeHue Kapguompogukamu. [Tocae ymeHbLue-
Hus obbema ¢uanyeckux Harpysok (nogpoc pebeHok) camo-
YyBCMBME HECKOABKO YAYHLLIMAOCH M OCMABAAOCH CMABUAbHBIM
8 meyenue 10 Aem. [MTockoabKy ocHoBHAA paboma He CBA3AHA
C pU3NYECKMM HANDAXKEHMEM, NALMERMKA NPOJOAIXKAAA BbINOA-
HAMb ee B NOAHOM obbeme. ABAAACL CDEGHUM MEGULMHCKUM
pabomHMKOM, CAMOCMOSMEAbHO KypCaMu NpMHUMAAA npena-
pamsi Kaans u markus, asmurunokcanmel. C 2006 r. cHusmaace
MOAEPAHMHOCMb K (PU3MYECKON HArpy3Ke, YmMo nposABAAAOCH
6bICMPOI yMOMASEMOCMbBIO, OGBILLKOA NpU NPUBbIYHBIX paHee
obbemax pabomsi. BozobHosuAMCh nepebou B pabome cepgua.
[o croBam 60AbHON, OPULIMAABHBIM GUATHO30M B SMOM nep1og
6biAa «uwemMmyeckas boAesHb cepguay. Hukakux aekapcmaen-
HbIX NPENAPAMOB peryAapHo no-npexxHemy He npuHumana. [pu
6oasx B cepgue u ogbiKke 6biA 3¢pcpekmuBeH CybAMHIBAADL-
HbI npuem 3puHuma. CyliecmBeHHOe yXyglIeHUe COCMOsHUA
ommeyeHo B 2012 r. Ha ¢oHe XPOHMIECKOrO SMOLIMOHAABHOTO
Hanpskenus. Euwe 6oaee cHu3MAaCL moaepaHmHocmb K ¢u-
3MYECKON HarpysKe, y4acmmAUCh HololLMe u gassilue 60oAn B
obaacmu cepgua ¢ pegkou uppaguaunen B AEByI0 AONAMKY,
npuCMynbl roAOBOKpPYKeHMs M BbIPAXKEHHON 0bLues crabocmu
6e3 cuHKone, nepebon 8 pabome cepguia, npucmynsi cepguebu-
€HUSA, NOSBUAMCb OMEKM HA FOAEHSAX BO BMOPOU NOAOBMHE GHA.
o ganHbiM Dx0KI B noAmkAmHuke no mMecmy >Xumeabcmaa
06Hapy’KeHbl NPU3HAKU BbIPAXKEHHOW rMnepmpodumu AeBoro
JKeAygodka. [NaLumeHmka camocmosmeAbHO 0b6pammaace gas
06CA€gOBAHNA M KOPPEKLIMM ACYEHUS B CNELMAAM3MPOBAHHYIO
Kapguoxmpyprudeckyio KAMHUKY AMypcKo# rocygapcmaeHHOM
MEegMLIMHCKON aKagemmuu.

[pu pusnkarbHoM ocmMompe BbISABAEHbI CAEGYIOLIME 0CO-
6enHocmu. Obluee cocmosiHne msxeaoe. boAbHas acmewu-
YECKOr0 MEAOCAOXKEHUSA, NOHMXKEHHOro numanus. KosxHbin
NoKpoB GAEGHBIN, YNCMbINA, BAQXKHbIA. YMEPEHHbIN LinaHo3 ryb,
akpoumanos. Tpemop kucmen pyk. LLlnmosugHas xxeresa msr-
KO-3AaCMuYecKor KOHcUcmeHumn, 6e360Ae3HeHHAs, yBeAnyeHa
go | cmenenn. YmepeHHbie omeku Ha roaeHsix. Co3HaHue ACHOe,
BbIDAXKEHHAS SMOLMOHAAbHAS AdBMABHOCMD. [pygHas kaem-
Ka acmeHnu4eckol opmbl, 06e ee NOAOBUHbI CUMMEMPUIHO
ydacmsylom B gbIXaHuu. AbixaHue Be3MKyAspHOe, npoBogumcs
no BceM noAsM, xpunos Hem. Yacmoma geixauus B nokoe 20
gblxameAbHbIX guxKeHu’ B MuHymy. Obaacmp cepguia BU3yaAb-
HO He uameHeHa. [1pasas rpaHnua omHocMmeAbHOM mynocmm
onpegeasiemcst Ha 1 cM KHapy>ku om npasoro Kpas rpyguHbi,
BepxHAs — Ha cepegute Il pebpa no AeBoy 6e3bIMSHHON AK-
Hum, Aeas — B V Mexxpebepbe no AeBoW CpegHEKAIOYMYHON
AMHUK. ToHbI CepgLa apummmyHbl, npurAyiensl. | mon Ha sep-
XyLWKe cepgua 0cAabAeH. 3gech Ke BbICAYLIMBAEMCA gyIoLLMA
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cucmonnyeckmui wym. Boissaen akuenm Il mona Hag AeroyHon
apmepuen. Yacmoma cepgeyHbix cokpawennn (HCC) 86 yg/
MuH, geduumma nyabca Hem. AbmepuarbHoe gaBAeHue Ha Ae-
BO/ M npasoy pykax oguHakosoe — 110 u 70 mm pm. cm. 2Ku-
BOm 06bIMHOW (POPMbI, NpU NAAbNALMM MATKMMK, 6e360Ae3HEH-
HbIM. HUXXHMA Kpan nedenn npu nepkyccum onpegeasiemcs Ha
yposHe pebepHon gyru. Kpaw raagkmi, b6e36oaesHeHHbIM. Cmya
HOpMaAbHbIN, 63 namoAorndeckux npumeced. Obaacmb novek
BU3YAAbHO He u3MeHeHd. CUMNMOM NOKOAGYMBAHMSA OmpuLa-
MmeAbHbIY ¢ 06enx cmopoH. Auzypum, no cAoBam 6oAbHOM, Hem.

[launenmke nposegeHo KomnAekcHoe obcaegoBaHue B
06beMe, NO3BOASIOLLEM MCKAIOYMMb gndysHbI MUOKapgrm,
nopoK cepgua, mMpeomoKCHYecKylo MUOKapguogucmpodmio,
KOmMopbie gonycKaAUCb C y4EMOM BEGYLUMX KAUHUYECKUX CUHG-
POMOB 1 gaHHbIX PU3UKAABHOTO OCMOMPA NpU NOCMYNAEHUU B
cmaumorap. Kpome moro, nposoguaach gudgepeHumnabHas
gMarHocmuKa 3a6oAEBaHUA C ULLIEMUYECKOK BOAE3HDIO cepgLia.

B kAMHMYECKOM 1M 6HOXMMUYECKOM GHAAM3E KDPOBU OMKAOHE-
HUIA NOKA3aMeAEeN 0m HOPMAAbHBIX BEAUYMH He 06HAPY KEeHO, B
MOM YUCAE 3HAYEHUN AChAPMAMAMUHO-, AAGHUHAMUHOMPAHC-
¢epazbl, MB-cppakumn kpeamuHdocokmHasbl, MUOrA0buHa.
TpononuHoBbI mecm makxe ompuuameAbHbid. [1pu Heog-
HOKpamHou 3-4acoBoy mepmoMempumu runepmepmms He BbisiB-
AeHa. C yyemom gAMmeAbHOCMM 3a60AEBAHMA, OMCYMCMBUSA B
GHAMHE3e yKa3aHMI Ha CBA3b €ro NOSABAEHUSA MAM 06ocmpeHun
C KaKMM-AM60 MHGEKLIMOHHBIM AW BOCNGAUMEAbHBIM NPOLIEC-
COM, OMCymMCcmB1A NPU3HAKOB MHMOKCUKALMOHHOIO CMHgpoma
M gaHHbIX JONOAHMMEABbHBIX MEMOgoB 06CAegoBAHMSA gHArHo3
MWOKapgnma He NOgMBEPIKGEH.

YposH1 mupeomponHoro ropmMoHa u mmpokcuHa coomsemc-
MBOBAAU HOPME, NO PE3YALMAMOM yAbMPA3BYKOBOr0 MCCAEGO-
BAHUA LUMMOBUGHON >KEAE3bl NAMOAOTUYECKMX U3MEHEHUN HE
BbISIBUAM. IMO NO3BOAMAO UCKAIOYMMb MUPEOMOKCUYECKYIO MM~
oKkapguognucmpoduio.

BoAbHyto ocMompeA omoAapUHIOAOT gAsi UCKAIOYEHUS XPOHU-
YECKOro geKoMNEeHCUPOBAHHOIO MOH3UAAMMA KAK BO3MOXKHOM
npudnHbl Muokapguogucmpoguu. amoaorus AOP-oprarqos
MCKAIOYEHA.

Ancannugemmm, nsmeHeHnn cmpykmypbl MarucmpabHbix
apmepum roAoBbl HA LEE AMePOCKAEpOMUYECKOro Xapakme-
pa (npu yAbmpassykoBo# gonnaeporpapum MarucmpabHbix
apmepui roAoBbl Ha LLEe), NPU3HAKOB aMePOCKAEPO3a aopmbi
M KOPOHAPHbIX apmepuit no pesyAbmamam KoMnbiomepHou
momorpacpum opraHoB rpygHor KAEMKM MAKKe He BbISBAEHO,
4mo ¢ ydemom Bo3pacma Ha4aAa 3a60AEBAHUS NO3BOAMAO yCOM-
HMMbCA B gUArHo3e ulemMmdeckon 6oaesHu cepgud. B mo xe
BpeMsi BeAOIproMempuyeckasi npoba He npoBogUAACh B CBA3M
CO CAOXKHbIMW HAPYLUEHUAMU pumma.

[pu pacwmgposke nepsuaton IKI ommeyeHo, Ymo BoAb-
max 3y6L0B COXPAHEH, JAEKMPUYECKAs OCb HE OMKAOHEHA, CH-
Hycoas apummms ¢ YCC 55 yg/mun, npusHaku runepmpogum
MMOKapga AeBOro >KeAygouyka, HapyLieHue npoLeccos ero pe-

noasipusaumu. [pu NoBMOPHOM MCCAEGOBAHMM CyLLLECMBEHHOM
gnHamuku sremeHnmos KT He ob6HapyskeHo. [Npoba ¢ Humpor-
AULIEPMHOM OMPULIAMEABHAS.

[Mpu xoAmepoBCcKOM MOHMMOPUPOBAHUM, BLINOAHEHHOM
gBAXXgbl B CMALMOHAPE, OMMEYAACs pasbpoc yacmomel cep-
gedHbIX cokpalleHmit B gHesHoe Bpems om 41 go 143 yg/muH,
B HoYyHoe Bpemss — om 29 go 86 yg/muH. Cunycosbit pumm
4epegoBaAca ¢ Murpalmes BOgUMeAs pumma no npegcepguam.
Perucmpuposaance: ognHo4YHble KeAygouKoBble SKCmpacuc-
moabl (674 B meyeHne Cymok), napHble KEAygoyKoBble Nno-
AMMOPpHbIE SKCMpacucmoAbl (7), rpynnoBbie JKeAygouKoBbie
3KCMPAcUcmoAbi (3), NapOKCM3Mbl SKEAYGOYKOBOW MOHOMOPp-
HOW MaxuKapguu (2 ycmonumBbIX 3n130ga), OGUHOYHbIE XKEAy-
JO4KOBbIE 3AMELLAIOLLME KOMNAEKChI (4), OgUHOYHbIE HaGXKEAY-
goykoBble 3xkcmpacucmonbi (160), napHble HagsKeAygodKoBbie
akcmpacucmonst (501), rpynnosbie HagKeAygoyKoBble 3KC-
mpacucmonsi (447), s3nu30gbl Hag>KeAygo4KoBOro ycKopeHHo-
ro pumma (33), napoKcMambl Hag>KeAygodKoBOH Maxukapgum
(11), s3nu30gel cuHoampuarbHon baokags Il cm. ¢ YHCC 37-87
yg/muH (B 60AbLIOM KoAMYecmBe), snu3ogbl AV-6aokagst Il cm.
¢ HopmanbHou cobcmserHon YCC, naysbl MexKgy KOMNAek-
camu QRS go 2 281 mc (1 021). PerucmpupoBaancs anusognl
BbipakeHHou genpeccun ST BO BpeMs pU3U4ECKON HATPy3KM U
nporHocmu4ecKn HebAAronpusimMHoe nosiBAEHME KOCOHUCXO0gsi-
wen genpeccun ST Bo Bpems smux 3nusogos. O6beM BbINOA-
HeHHou pabombl — 1 340 kr/m/mun. CybmakcumanbHas YCC
gocmurHyma. ToAepaHMHOCMb K pU3MYECKON HArpy3Ke HUKe
cpegHen. Pernucmpuposarocb ygauHeHue KoppurMpoBaHHoOro
nHimepsaaa QT csbiwe 450 mc Ha npomskennn 44% speme-
HU HabAlogeHus. BbickazaHo MHeHne 0 HeobX0gUMoCmu ceAek-
MUBHOW KopoHaporpagpum.

Takum 06pasom, npuanHa HeygoBAEMBOPUMEAbHOTO COCMO-
AHMsA 6oabHoM go IxoKI ocmasarach HesICHOM, 0gHAKO COBOKYN-
HOCMb KAUHMYECKUX CUMNMOMOB 3aB0AEBAHMSA YKA3bIBAAA HA
cepbe3Hoe NopaXkeHne cepgeyHom MbiLlLibl.

AAsi ymouHeHMs guarHo3a BbINOAHEHA MPAHCMOPAKAAbHAS
xoKT, B npouecce Komopos BU3yaAU3UPOBAH HEKOMNAKMHbIN
MHOKapg B 06AGCMM MeKKeAygoukoBor neperopogku (MKIT)
1 BepxylKu AeBoro xeaygouka (AXK). MumpaabHbiii Kaana:
@ubpozHoe kobLo (PK) 30 mm, nuk E 43 cmic, nuk A 83,4
emlc, peryprumaums 1-4 cm. — 12% naowagu Aesoro npegcep-
gua. Asuxkenne @K B cucmoay Sm 6,4 cmlc, B gnacmoay Em
8 cmlc, Am 6 cm/c. CmBOpPKM KAGNAHA YNAOMHEHBI, NOGBUKHBI.
Kposomox usmenen. Aopma: ®K 19 mm, gnamemp Ha yposHe
CMHycoB 37 MM, NUKOBbIA rpagueHm gasaeHus 7 Mm pm. cm.
Tpu cmopku, morkue. KpoBomok He usmeHeH. TpukycnngaAb-
Hb KAanaH: @K 31 MM, ckopocmb KpOBOMOKA B PaHHIOKW gua-
cmoay 46 cmlc, B nosgHiolo guacmoay 56 cmlc, peryprumauus
1-2-1 cm. — 15% naowagu npasoro npegcepgus. Auskenue
@K B ccmoay Sm 11,5 emlc, B guacmoay Em 9 emilc, Am 10
cmic. AeBbint sxeaygoyek: no TeNxoAbLly KOHEYHbIN gMacmoAu-
yeckun o06vem 180 MA, KOHEYHbIM cucmoAndeckmin obbem 102
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MA, KOHeYHbI guacmonyeckuy pasmep 60 MM, KOHEYHbIN CUC-
moandeckmit pasmep 47 MM, ygapHbii obbem 78 MA, ppakums
Bbi6poca 43%. B norocmu AXK oumpyemcs nosbiweHHas mpa-
bekyAsspHocmb ob6Aacmu Bepxywwku u cpegHert mpemu MKTI.
ToALMHAG KOMNAKMHOTO CAOSt 8 MM, MOALLMHA HEKOMNAKMHOIO
crosa 17 mm. B nepegHe-neperopogoyHoi obAacmm He UCKAOYA-
emcss mpom6 11 x 10 mm. IMpu LIAK Busyaausupyemcs seep-
HOe OKpALIMBAHME NOAOCMEN B NPEJeAax HEKOMNAKMHOIO CAOS.
Om Q go 3agHes cmenkn AXK 366 mc, om Q go MXKIT 176 mc,
om Q go aopmaAbHoro kaanana 92—116 mc, om Q go Aeroy-
Hou apmepumn 88—116 mc, QRS 92 mc. IMpasbi xxeAygoyek: Ko-
HEYHbIN gMACMOAMYECKUH pasmep 24 MM, MOALMHA nepegHen
cmeHKu 5 MM, pacdemHoe gaBAeHue B npaBoM KeAygodke 49
mm pm. cm. Aesoe npegcepgue 38 x 49 mm. [pasoe npegcep-
gne 39 x 51 mm. Aerodnas apmepus: K 24 mm, cmsoa 28 mm,
peryprumaums 0—1. MesxnpegcepgHas neperopogka MHMaK-
mua. MXKTI: moawmHa B gnacmony 8 6asaabHom omgeae 10
MM, runokuHes. 3agHas cmenka AXK: moawmna 8 gnacmoay 10
MM, 3KCKypcus cHuKeHa. [Nepukapg He usmeHeH. 3aKAloyeHue:
HEKOMNAKMHbIN MMOKApg AeBOro sxeAygouyka. OmHocumeAbHas
MMMPAAbHAS U MPUKYCNUGAAbHAs HegocmamodHocmp 1-1 cm.,
HesHayumeAbHas no obbemy. CokpammmeAbHas cnocobHocmb
A€BOro JXEAYgoyKa CHMXKEHd, NpaBOro XeAygoyKa COXPAHEHQ.
Anacmoanyeckas ¢pyHKUMA A€BOro M NPaBOro XKeAygoykos Ha-
pyweHa no 1 muny. AonoAHumeAbHas mpabekyaa B norocmu
AeBOro JKeAygoyka. AeroyHas runepmensus | cm. [No3gHee no
ypecnuieogHoi IxoKI nogmeepguan mpomb B norocmu Ae-
BOr0 JKEAYJOYKa.

Takum 0bpasom, yAbmpasByKoBoe UCCAEJOBAHME NO3BOAMAO
gnarHocmuposamb pegkoe 3aboreBaHne cepgud, OMHoCALLEECs
K HEKAGCcupuLmupyeMbiM Kapgnommonammam, — HEKOMNAKm-
HbI MMOKapg. B pesyabmame noaydeHo 06bekmuBHOe 06bACHe-
HMe BCEX CMMNMOMOB 3a60AEBAHUSA NALMEHMKM.

Panee y 60AbHOW BbIsIBAEHBI CAOKHBIE HAPYLIEHUS pUMMA.
C 0gHOM CMOPOHBI, 3aperncmpupoBaHbl HAGIKEAYGOUKOBAS M
JKEAYGOUKOBAs SKCMPACMCMOAUS, NAPOKCM3MAAbHAS HAGIKEAY-
JO4KOBAS M NAPOKCU3MAAbHAA YCMOWYMBASA KEAYJOYKOBASA Ma-
XMKApgus, ABASIOLUMECS NOKA3AHMEM K Cepbe3HOM aHmuapum-
Mudeckon mepanuu. C gpyrost cmopoHbl, 06HapyKeHbl Yacmbie
3NM30gbl CMHOGMPUAABHON M AMPUOBEHMPUKYASPHON BAOKAY
BbICOKOM CMENEeHH C nay3amu 0KOAO 3 € M 4acmomon cepgedHbix
cokpatieHni go 37 yg/MuH, Ymo orpaHMYMBAAO BOZMOXKHOCMb
npuMeHeHUs aHmuapummudeckux npenapamos. [locaeghue 8
JaHHOM CMMYALIMM MOXKHO HA3HAYMMb MOABKO NOCAE UMNAGH-
maumun 3Aekmpokapgmnocmumyaamopa. [pu yaacmun 3ase-
gywouero omgeennem [Cemuknna E.H.u raasHoro kapguoaora
Amypckon ob6aacmu Menblumnkoson W.I. pewweHo Hanpasump
60AbHyl0 B HOBOCUOMPCKMI HAY4HO-UCCAEGOBAMEABCKUA MHC-
mumym namoaoruu KpooobpatleHus umenun akagemuka E.H.
MelwaAkuHa gAsi ymodHeHus guarHo3a u BepOSMHOM MMNAGH-
mauun Kapguosepmepa-gepubpUAAIMopa ¢ yHKUMEN SAeK-
mpokapguocmumyasmopa. [pu pewennn 06 ycmarHoske noc-

A€gHEro NPUHUMAAACh BO BHUMAHME HU3KAs (pakLus Bbibpoca
A€BOr0 XKEAygouKa.

[NaumneHmka nocmynuaa B yKasaHHoe AedebHoe ydpesxgeHme
C gMArHo3oM: KapguomMmonamms «HeKOMNAaKmMHbI MUOKapgy.
MesxmpabekyArsipHble mpombbl B NOAOCMMU AEBOTO JKEAYJOUKA.
CuHgpom caabocmu cunycosoro y3aa: CA-6aokaga Il cm. Mo-
6umu I, Hag>xeAygo4KoBas 3KCMPACMCMOAUSA, HAGIKEAYGOY-
KO0BAs NAPOKCM3MAAbHAA MAXUKAPGUA, MUrPALMA BOGUMEAS
pumma no npegcepguam. Tpansumopras AB-6aokaga Ill cm.
¢ 3ameluaowmmmu pummamu u3 AB-y3aa u xeaygodykos. XKeay-
go4yK0BAs 3KCMpacucmoAus. [1apoKcM3mMarbHas >KeAygoyKkosas
maxukapgus. XpoHnyeckas cepgedHas HegocmamoyHocme: [l
byHKLMOHAALHBIN KAGCC NO KAaccuepukaumu Hito-Moprckoi ac-
coumaumm cepgua (NYHA).

[puHnmas Bo BHMMAHMe Yacmomy BcmpeyaeMocmu cement-
HbIX popM Kapguomuonammu, 06CAegoBaAM CbIHa BOAbHON. Y
HEero guarHoCMMpoBaHa runepmpoguyeckas Kkapguommonammsa
C gByMs ypoBHsAMMU BbipaskeHHou obcmpykumm AXK, obHapysxe-
Hbl NPU3HAKM HeKoMnakmHocmu muokapga. Kpome moro, us-
BECMHO, Ymo 6pam nauueHmKy ymep BHe3anHo om 3aboAeBa-
Hus cepgua B Bo3pacme 33 Aem.

Bckope 60AbHas obcaegosana 8 HHUMNIMK um. akag. E.H.
MelwarkunHa, rge BbINOAHEHA CEAEKMMUBHAS KOPOHAPOAHTMOrpa-
Ui, UCKAIOYMBLLAS amepockAepomuyeckmit npouecc. AuarHos
HanpasuBLLEro yypexxgeHns nogmseepskgen. [launeHmke umn-
AGHMUPOBAH Kapguosepmep-gepubpurrsmop. lNocae onepa-
LMK OHd OMMEMMUAQ 3HAYUMEABHOE YMEHbLUEHME YACMOMbI 1
BbIPAXKEHHOCMM NPUCMYNOB APUMMMM, OMCYMCMBHUE 3NU30g0B
FOAOBOKpYIKEHUS U pe3Koy oblLuen caabocmu, npubasky B Bece
2 Kr, noBbillieHME MOAEPAHMHOCMMU K (PUUYECKON HArpysKe
(ymeHblenne ogbiuku). OgHako nepebou B pabome cepgua,
HeCcMompsA HA DEryAApHbIN NpUeM KapBeguAOAd, PeKOMeHgo-
BaHHoro npu Bbinucke uz HHUMIIK, ocmasaancy gocmamoy-
HO YaCMbIMM, COXPAHAAMCb npucmynbl cepgLebueHuns, omeku
HA FOAEHsIX B BedepHee BPeMs; BOAbHAS MSAXKEAD NePEHOCHAA
aKMMBM3AUMIO UMNAGHMUPOBAHHOTO Kapguosepmepa-gepu6-
pHAAAMODA, KOMOPAs CONPOBOXKGAAACh Pe3KOH CAABOCMbIO U
gpoxkbio B meae. B cenmsabpe 2014 r. BHoBb 06pammAach B KA1~
HUKy Kapguoxupyprum Amypckort FTMA gas koppekumm anmua-
pUMMMYECKON mepanun u A€4eHUA XPOHUYECKOU CepgeyHon
Hegocmamo4yHoCmM.

B kAuHMKe nposegeHo KOHMPOAbHOe 06cAegoBaHue 6OAb-
HOW. [Tpy XoAMeEPOBCKOM MOHMMOPUPOBAHUM OOHAPYIKEHO, YMO
gHem cpegHsas YCC cocmasasem 80 yg/MuH, MUHUMAAbHAA —
59 yglmun, makcumarbHas — 132 yg/muH; Hodblo cpegHAas
4CC — 62 yglmuH, munnmaabHas — 60 yg/MuH, MaKCMMAAb-
Has — 91 yg/muH; npu Harpyske cpegHsa YCC — 98 yg/muH,
MWHUMAAbHAs — 63 yg/MuH, makcumarbHas — 132 yg/mun.
LinpkagHbm uHgekc B Hopme — 129%. Ha ¢oHe cuHycosoro
prmma perncmpupoBauch xeAygoykosbie sKkcmpacucmonsi 1V
8 rpagaumm no Lown: 0guHoYHbIE XKeAYgO4KOBblE MOHOMOP(HbIE
3KCMpacucmoAsl — 95, napHble KeAygoyKkosbie MOHOMOP-
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Hble — 1, napHble JKeAygouKoBble NOAMMOPdHbIE — 2, rpynno-
Bble JKEAYJOYKOBbIE MOHOMOPPHbIe — 1, NapoKcU3M sxeAygoy-
KoBou maxukapguu — 1 (gaumeabHocmbio 23 C); 0GUHOYHbIE
HAGKEAYGOUKOBbIE SKCMPACUCMOAbI — 268, napHble HagKeAy-
goukosble — 170, rpynnosbie HagxxkeAygoukosbie — 68, Hag-
JKEAYGO4KOBBIN YCKOPEHHBIN UMM — 9, NapoKCU3M HagKeAy-
gouKoBoy maxukapgum — 6 anuzogos. CybmakcumanbHas HYCC
gocmurHyma B 2 cAydasix. [puunHa npekpaluenus Harpyskm —
ogbilKad. ToAepaHMHOCMb K Harpyske Hu3kas. Harpyska He
NpUBEAA K MLIEMMYECKUM M3MeHeHMAM. Bo Bpems onucarHoro
NApoKcM3ma >KeAygodKoBoM maxmukapgum mpuxxgbl akmmsmpo-
BAACA Kapguoepmep-gedpubpuarsmop, Komopbii B umore Ky-
NUPOBAA NAPOKCU3M.

BeinoaHena mpaHcmopakaabHas IxoKI. Mumpabhbiv
kaanaH: @K 20 mm, nuk E 69, nuk A 82 cmicek, perypruma-
umna 0—1, HesHaummeAbHas no obbemy (8% naoLuagu Aesoro
npegcepgus). CmBopKu ynAomHeHbl, nogsuxHel. Kposomok
usmereH. Aopma: @K 19 mm, guamemp Ha yposHe cuHycos 37
MM, nuKoBbIM rpagueHm 7 mm pm. cm. Peryprumaumm Hem.
Tpu cmBopku, moHKuMe, KpoBomoK He uamMeHeH. CmeHKa yn-
AomHeHa. Tpukycnugaabhbii kaanad: @K 31 mm, nuk E 42,
nuk A 50. Peryprumaums 0—1, HesHa4umeAbHas no obbemy.
NeBbiii sKeAygoueK: KOHEYHbIN guacmoaudeckuy obbem 175
MA, KOHEYHbIN CUCMOAMYEcKui 06bemM 88 MA, KOHeYHbIN gua-
cmoAndyeckuit pasmep 59 MM, KOHEUHbIN CUCMOANYECKMIA pas-
mep 44 mm, ygapHbi 0b6bem 87 M, ppakums seibpoca 50%.
B noaocmu AXK HekomnakmHbi caoit muokapga 17 mm, Kom-
NAKMHBIA CAOM 6 MM C AOKAAM3ALMEN B 06AGCMU BEPXYLLKM
u cpeghent mpemu. [Mpu LIAK Busyaausmpyemcs seepHoe
OKpalumBaHmue norocmen Mexxgy mpabekyramu. [pasbiv xxe-
AYgOo4eK: KOHEYHbI gnacmoamnyeckui pasmep B c/3 26 mm,
MOALLMHA nepegHen cmeHKu 5 MM, pacdemHoe gasaenme 25
MM pm. cm. AerodHas apmepus: ®K 24 mm; cmBoa 25 mm,
He pacimpeH. Peryprumaumns 0—1, HesHayumeAbHas. Aesoe
npegcepgne 39 x 45 mm. [pasoe npegcepgue 38 x 47 mm.
MesknpegcepgHas neperopogka uimaxkmua. MKl nHmak-
mHa, moAwmHa 8 gnacmoay 10 MM, xapakmep gsuxeHus
npasuAbHbIA. 3agHas cmenka AXK: moAwmHa B guacmoay
10 mMm, 3KkcKkypcus coxpaneHa. [epukapg He usmeHeH. 3a-
KAIOYEHHME: COCMOsIHUE NOCAE MMNAGHMALMK Kapguosepme-
pa-gecpubpusrsmopa. B npasbix omgeaax Busyaansupyiom-
cA puKcMpoBaHHble Saekmpogbl. CUHGPOM HEKOMNAKMHOro
muokapga. [Moaocmb AeBoro skeAygodka yseanyeHa. [loroc-
mu npaBsoro >XeAygoyka u obomx npegcepgui He yBEAUYEHDI.
HesHaunmeAbHas mumparbHaa u mpukycniugaabHas peryp-
rumaumm | cm. CokpamumeAbHas cnocobHOCMb AeBOro JKe-
AYgo4Ka CHUIKEHd, npaBoro — coxpaHeHa. Anacmoanyeckas
(DyHKLMS AEBOTO M NPABOIO XKEAYgOHKOB HapyLUEeHd.

[lo pesyAbmamam mccaegoBanus pelueHo ycuaums aHmma-
prummuyeckylo mepanmio, 3ameHuB pekomeHgoBaHHbi B HHU-
UMK um. akag. E.H. MewaakuHa KapseguaoA Ha comarekcaa
B HayaAbHou gose 80 mr/cym. Bnocaegcmsum nog KOHmMporem

YCC gosa yseanyera go 120 mr/cym. MMommumo 3moro, 60AbHas
NOAYYAaAd MHTMOMMOPbI GHTMOMEH3UHNDEBPALLAIOLLETO pepMeH-
ma (npecmapuym) ¢ LieAblo yMeHbLueHust nocmHarpysku Ha AXK,
AHMUIMNOKCaHMbl, Npenapamsl KAAUS U MArHus, mmdasngosble
guypemuku, gesarperaHmei.

[MposegeHo KOHMPOAbHOE XOAMEPOBCKOE MOHMMOPHPO-
BaHME, KOMOpoe 3aUKCUPOBAAO gOCMOBEPHOE yMEHbLIEHME
abCOAIDMHOI0 YMCAA KEAYGOUYKOBbIX IKCMPACMCMOA npu co-
XPAHAIOLLENCA BbICOKOM rpagaiimm, omcymcmsue hapokCM3mMos
JKeAygo4yKoBo¥ maxukapguu. B meyenne 14 4 31 mun peruc-
MPUPOBAACS CUHYCOBBIM pUMM, B medeHne 8 4 2 MuH — pumm
kapgnocmumyasimopa. CoraacHo koHmpoabHor IxoKT, ¢ppak-
ums BbIBpOCA npy npueme COMAreKCaa He CHU3UAAC.

Ha ¢oHe aeyeHns 60AbHAs omMemUAA yMeHblueHHe 06-
wen caabocmu, 4acmomsl M MHHMeEHCMBHOCMM BoAel B cepgLie,
nepeboes B ero pabome, omcymcmsue OMEKOB HA FOAEHSIX,
HEKOMOpOe yAydlUEHME NepeHOCMMOCMM (PU3UYECKON HA-
rpyskn. OgHaKo coxpaHsaaacb bbicmpas ymomasemocms npu
YMEDPEHHBIX PU3NYECKUX YCUAMAX, NDPEXOGSLLEE FOAOBOKDYKe-
HU1e, KOMOpoe CMAAO MEHee BbIPAXKEHHbIM. MO CBUgEMeAb-
cmByem 0 mMoMm, Ymo MMNAGHMAuus Kapguosepmepa-geduo-
puarsimopa sBasemcs 3¢pHeKmmBHLIM CNoCcobOM AeyeHUs
CMHGPOMOB gaHHOro 3abOAEBAHUSA — XPOHMYECKON cepgey-
HOM HegocmamoyHocmu 1 apummmu. B mo e spemsa pagu-
KAAbHbIX MEMOJOB A€YEHUA ONUCAHHON Kapguommuonamumu He
cylecmsyem, mak Kak cepgeyHas mbiwia 6biAa u ocmaem-
CA U3MEHEHHOU MOPPOAOTUHECKM M, CAEJOBAMEAbHO, (DyHK-
unoHaAbHo. o amow npuunHe Hepegko mpygocnocobHocmb
MAakux NAauMeHMoB OrpaHn4eHa gaxKe NoCAe ONUCAHHbIX, go-
CMAamoYyHo goporoCMOALUMX XUPyPrudecKux BMELIAmMeAbCMB.
B msseAbix cAyqasx npu HaAnumm nokazaxmi obcyxxgaemes
BONPOC 0 MPAHCNAGHMALMK cepgud. YyMmbIBas CMONKoe CHU-
JKEHWe mpygocnocobHOCMM y npegcmaBAeHHOM BOAbHON, en
0(OPMUAM HANPABAEHNE HA MEGUKO-COLIMAAbHYIO SKCnepmusy
gASl OnpegeAeHus rpynnbl MHBAAUGHOCMN.

OcobeHHOCTbIO KAMHUYECKOTO CAyYas SIBASIeTCS AOCTa-
TOYHO MO3AHSAS AUArHOCTMKa 3ab6OAeBaHMs, HECMOTPS Ha
MHOroaeTHee HabAlopeHMe BOAbHOW B PasAMUHbBIX Aeveb-
HbIX YYPEXAEHUAX. DTO OObACHAETCS TEM, YTO CUHAPOMBI
MaToAOrMM HecrneuMdUUHbl U MOTYT BOHUKHYTb MpU pas-
AMYHBIX MOPAXKEHUSX CEPAEYHOW MbiLLbl. EAMHCTBEHHBIM
METOAOM, MO3BOASIIOLLMM OBbEKTUBM3UPOBATL XapaKTep
M3MEHEHUs MMOKapAa MNpU AaHHOM 3a60AeBaHUM, SBASIETCS
3XOKapAMorpadus, MO3TOMY KAMHULIUCTbI U BPauMn yAbTpa-
3BYKOBOW AMArHOCTUKM AOAXHbBI 6bITb MHGOPMUPOBaHbI O
TaKOW MaTOAOIMM, @ TaKXKe KPUTEPUSX AMArHOCTUKM U BO3-
MO>HOCTSX KOHCEPBATMBHOIO U XUPYPIrUYECKOrO ACHEHMS.
BpayaM MeAMKO-CaHMTapHbIX SKCMEPTHbIX KOMUCCUMI MpU
PeLleHnn O TPyAOCNOCOBHOCTH MaLlMeHTa He cTouT abco-
AIOTU3MPOBaTb GaKT U POAb XUPYPrUHECKUX BMELLATEABCTB,
B TOM YMCAE UMMAAHTALMK BHYTPUCEPAEYUHBIX YCTPOMUCTB,
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TaK Kak OHW, HeCMOTPs Ha 3p¢PEKTUBHOCTb B OTHOLLEHMUM
OCHOBHbIX CMHAPOMOB 3a60OA€BaHMS, He YCTPaHSIOT ero
NpuUMHY. [AQBHbIN KPUTEPUM — TSXKECTb COCTOSIHUA MaLy-
€HTa, KOTOpasi MpU HEKOMMaKTHOM MUOKapA€E OMpeAeAsieT-
€Sl XPOHUYECKOW CEPAEYHON HEAOCTaTOYHOCTbIO, HapyLue-
HMSIMM PUTM2 U TPOMBOIMOOANHECKMM CUHAPOMOM. TOABKO
Ha MPOTSXEHUU MOCAEAHUX MOAYTOPa AET B KAMHMKE Kap-
Anoxupyprun Amypckont TMA BbisBA€HO 5 mauueHTOB C
AQHHOW MaTOAOIMEN, YTO B OYEPEAHOWM pa3 MOATBEPXKAAET
aKTYaAbHOCTb €€ U3y4eHMusl.
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A case of “non-compact myocardium’’ cardiomyopathy diagnosed and treated by means of implantable cardioverter-defibrillators
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The article presents a case of non-compact myocardium primary diagnosis of a woman of 45 years, who has complained of general weakness, pain in the heart
and interruptions in its work, shortness of breath and dizziness from her youth. A peculiarity of this case is that the patient was initially examined locally and
diagnosed with rheumatic heart disease and then with ischemic heart disease. However, the age at which the disease made its debut, the characteristics of
pain in the heart, the severity of symptoms of arrhythmia and heart failure, no changes of blood lipid spectrum and other signs of atherosclerosis raised doubts
about the presence of angina. Since the clinical syndromes showed a marked violation of all basic functions of the heart muscle, differential diagnostics with
diffuse myocarditis was performed, which led to the latter’s exclusion. During ECHO CT followed by transesophageal ECHO at the Academy’s Cardiac Surgery
Department, primary “non-compact myocardium” cardiomyopathy was diagnosed. Provided the patient’s complex arrhythmias, a cardioverter-defibrillator with
a pacemaker function was implanted and her health significantly improved.
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