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MeHmax nepedHeil U HUNCHel CMeHOK Je6020
acenydoura. MaxcumanivHoe COOMHOULEHUE
HEKOMNAKmMHO20 c10i K Komnaxmuomy (1,7)
pezucmpupo6anocv npu U3MepeHusx 6 KOHUe
duacmoabt. B pexcume ugemosgozo donnaepos-
CK020 KApMUPOBAHUS BU3YAAUIUPOEALOCD
KOHMpPACMUPOBAHUE MeHMPAOeKYyLAPHBLX
AAKYH, 8 KOHUe 0uacmosbl 8U3YanuU3UPO8a-
J10Cb boJiee 3 mpabeKy.i, HeKOMNAKMHbLIL CLOU
COKPAW,ANLCS CUHXPOHHO C KOMNAKMHBLM.
Hmenuco npusHaku ymepenHHO BblLpAICEHHOU
cucmoauieckoli. OUCPYHKUUL J1e6020 HCely-
dourxa (VTI — 13 cm), cHudMceHUe 21100A1bHOU
npodosibHOll OehopmMayuu J1e60z20 HeayoouKa
<I14% (modyav), duacmonuveckas OucPyHk-
uus aesozo xHeanyoouka (E/A — 2,4, DT —
77 mc). IIo dannvim MPT cepduya ¢ 6Hympu-
BCHHLIM KOHMPACMUPOBAHUECM ONPeensisoCh
3HaYUmMelbHOe NoBbLULeHUEe MPAbeKYLAPHO-
cmu muokapda nepedreil, 60K080U U HUNCHel
CMEeHOK 1e6020 JHeaylouKa 8 cpedHeM U anu-
KAAbHOM cezmeHmax 6 @a3y Oouacmovl
(10u3 17 cezcmenmos ). CoomnouleHue HeKom-
NAKMHO020 U KOMNAKMHOZO CJ0e8 Muoxapoa
6 a3y duacmoav. — 2,56—4,0, 6 a3y cucmo-
At — 1,2. Kpome mozo, omme4wanacs novbLULeH-
Has mpalbeKynLapHOCMb NPAa6ozo JHeaydoika
6 oonacmu eepxyuiku. M P-kapmuHa O0bLia pac-
UYeHeHa KaK OUBEHMPUKYLAPHAA HEKOMNAKM-
Has kapouomuonamus. Ha SKI' nokos 8vlis-
JleHbl cuHycosas apummus ¢ Y4CC 58-71 yo/
MUH, HenoJHaAs 010Kada npasoii HOM KU NYLKa
T'uca, npusnaku zunepmpopuu J1e60z0 Hceay-

douka u Jqesozo npedcepdus. Obpauwana Ha
cebs. BHUMAHUE XAPpAKMePHAs 015 CUHOPOMA
Bpyzada 1-z0 muna ceodwamas KoHQuzypa-
uus cezmeuma ST c anesauueil >2 mm 8 om-
gedernusx V1-V3. C yenvio ymouHeHUus Npu-
YUH KOMNJLeKca (PeHOMUNULeCKUX NposéJie-
HUil (ckenemHvle USMEHEHUS, HU3KAs moJie-
paHmHocmvy K (QuU3UYECKUM HAZPY3KAM
¢ demcmea, HEKOMNAKMHASL KAPOUOMUONA-
mus, HapyuleHus pumma cepoya ) npogedero
NOJNH0IK30MHOe CeKB8eHUpPOB8aHUe. B pe3ynv-
mame uccnedoéarus OvliU 6bLA6/eHb. 064
PeOdKux zemepo3uzomHbvLX 6APUAHMA 6 2eHAX
MYH7 (c.2679G>A, p.Ala893=) u FLNC
(c.6629C>A, p.Ser2210Tyr). B cmamuve
makice npedcmagiern Kpamruii 063op aume-
pamypuvL no paccmampuéaemoil npobieme.

Kntouesvie cnosa: sxoxapouozpaus, maz-
HUMHO-DE30OHAHCHAs momozpadus cepouya,
O0pyzadonodobHble asaexmporapduozpapuie-
CKUe NpU3HAKU, HAPYUleHUs pumma cepoua,
HeKoMnaKkmuas KapOuoMuUonamus.

Humuposanue: Tpywruna O.A., Ce-
0os B.I1., Kanaynosa B.IO., Cmykaaosa O.B.,
3arkaasvmunckas E.B. HeuHneas3uenas uH-
cmpymenmanvHas OuazHocmuKa oOueeHmpu-
KYJAAPHOU HEKOMNAKMHOU KAPOUOMUONG-
muu y nayuernma ¢ 6py2adonodobHbLMU ITeK-
mpokapouozpauiecKkumu nPpUSHAKAMU.
Vavmpaseykosas u QynrkyuonasvHas dua-
enocmukra. 2022; 2: 67-85. https://doi.org/
10.24835/1607-0771-2022-2-67-85

HexoMIaKTHBINT MHOKAapH JEBOTO KeJay-
mouka (JIJK) — KAImHWYECKM W TeHETUYEeCKU
reTeporeHHLINl BapHaHT KapAMOMUOIATUU, B
OCHOBe KOTOPOTO JIEKUT HapyIlleHne KOMIaK-
Tusanuu (yIJIOTHEHUSI) MHUOKapAa B aMOpPHUO-
reuese. IlepBbIii cioli 00pasoBaH KOMITAKT-
HBIM MUOKAapPAOM, a BTOPOH CJIOI ITpeCTaBIA-
eT co00i1 ry6uaTyio CTPYKTYPY C MHOYKECTBEH-
HBIMU TpabeKyJaMU U MeXKTPaOeKyJIAPHBIMU
JIaKyHaMHu, COOOIITAIOIITMMUCA € TTOJIOCThIo JIGH
[1-5]. IIo MHeHHIO pAga MeKIYHAPOIHBIX
opraHmsaIuii, HeKOMIIaKTHBI Muokapn JIJK
OTHOCUTCA K HEKJACCUDUIMPYEMBIM Kapauo-
muonaruam [6, 7]. Knaccupuramusa Amepu-
KaHCKOUN accomuanuu cepamna (American
Heart Association (AHA)) BbIfesseT HeKOM-
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MMAaKTHYIO KapANOMHUOIATHIO B OTAEJbHBIN Ba-
pUaHT reHeTUUYECKU OO0YCJIOBJIEHHBIX Kapano-
muonatuii [8]. B MKB-11 mekommakTHas
KapAUOMHUOIIATUSA BbIJeJeHa B OTAeJbHBIN
kiaacc (BC44 - noncompaction cardio-
myopathy) [9]. CyiiecTByoT HECKOJIBKO TO-
YyeK 3peHudA Ha IMpolecc (POopMUPOBAHUS He-
KOMIIAKTHOM Kapaumomumonatuu. Cpemau HUX
HapyIlleHue Ipoiiecca sMOpuoreHesa u pasBu-
Tre 3a00JIeBaHUA HEIIOCPEICTBEHHO B IIPOIlec-
ce xu3Hu [10]. PopmupoBanme MuokKapaa
IIPOUCXOAUT 13 IPEeKaPAUAIbLHON Me30IePMbI
1 TOJAUYMHEHO TeHeTUUECKON peryadailuu.
HauanbHoe yBennueHure Macchbl MHOKapaa
JKeJIyZOYKOB OCYIIEeCTBJIAETCS 3a cCUeT 00paso-
BaHUA TpaberkyJs, QopMuUpyerca TryOoUuaThIi
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muokapna [10] (puc. 1). B pmanbueiirniem 1o
Mepe YILJIOTHEeHUA TPabeKyJi, KOTOPOoe IIPOYC-
XOAUT OT 9MHUKap[a K SHIOKapAy X OT OCHO-
BaHUA cepAlla K BepxyIlike, HaUMHaeT (popMu-
pOBaThCA KOPOHAPHBIN KPOBOTOK, M MeKTpa-
OeKyJaApHBIEe IIPOCTPAHCTBA YMEHBIIAIOTCH
o kanuaasapos [10, 11].

MmMmeHHO HapyIlleHMe TPOoIleccoB (hOPMUPO-
BaHUA CTPYKTYPHI MHUOKapja, IpeKpaleHue
VILUIOTHEHUS CEeTH ero BOJIOKOH BO BHYTDH-
YTPOOHOM mepuoje MPUBOAAT K (POpMHUPOBa-
HUI0O HEeKOMIaKTHoro mumokapza [10, 11].
B GoabimHCTBE ciiydaeB 3a0ojieBaHUE IOpa-
sxkaet JIVK, xoTa B JimTepaType BCTPEUAIOTCS
OnMcaHWs KaK WM30JUPOBAHHOTO MOPAKEHUA
npaBoro xenynouka (IIiK), Tak 1 coueTanHo-
ro nopaskeunud [12, 13]. Tem He MeHee coue-
TaHHOE MOpaKeHne MUoKapaa KeJyIouKOB —
penkasa matosorud [13]. Berpeuarorcsas Kak
OeccuMnToMHaA (popMa HEKOMIIAKTHOTO MUO-
Kapia, Tak U pasjnuHble (DOPMBI, IPU KOTO-
PBIX UMEIOTCA KJIWHUUYECKUE IIPOABJIEHUA
B BHUJle CepJleYHON HEeJOCTaTOYHOCTH, TPOMOO-
AMOOJIUYECKUX OCJIOKHEHUHN, KeTyT0UKOBBIX
apUTMU, KOTOPBIE MOTYT IIOCHYKUTD IPUUL-
HOUW BHe3allHOW cepaeuHol cmeptu [14].
OnucaHbl KaK cHopaguyecKue, Tak U ceMeii-
HBbIe cJydYaW HeKOMIIaKTHOTO Muokapma [15].
AyTocoMHO-TOMUHAHTHBIN TUII HACJIETOBAHUA
ABJAETCA NOMUHUDPYOIIUM [IJs CeMeUHOI
dopmer [16]. Ha mamHBIi MOMEHT M3BECTHO
MHOKECTBO T'€HOB, MYyTallUi B KOTOPBHIX BBI-
3BIBAIOT PA3BUTHE HEKOMIIAKTHOTO MHOKapAa
JIJK. 9T0 reHbI, KOOUPYIOIIHE KaK capKoMep-
wHele (MYH7, ACTC1, TNNT2, MYBPC3),
Tak u CTPyKTypHble (TAZ, LMNA) Genku
[15, 16]. ITaTorenuble MyTaIluU B PA3TUUHBIX
resax, BrJouag SCN5A, LMNA, RBM20,
TTN u DES, cBA3aHBL C HEKOMIIAKTHBIM MHO-
KapaoM 1 HapylneHuaMmu putma [16, 17].

L. Shan et al. [18] ma GosbIoii Koropre
ATOHCKUX IAIlMeHTOB IIPOJAEeMOHCTPUPOBAJIN,
YTO PACIPOCTPAHEHHOCTh MYyTaIluili B TeHe
SCN5A 6oablile y TaIlIEHTOB C HEKOMIAKTHOMN
KapauoMuonaTueil m apuTMuaMu (IIapoKcus-
MaJbHBIMU JKEJYJOUKOBBIMU U HaIKeIy-
MTOUYKOBBIMU TaxXUKapPAUAMU, (QUOPUIIAIIMEH
IpeJcepanii m Ap.), UeM y IallueHTOB 0e3 ne-
TeKTUPOBAaHHBIX apuTMuii. Kpome Toro, moBbI-
IIeHHaA PACIOJIOKEHHOCTh K aDUTMUAM BeJeT
K 0OJIBIlIEMYy PUCKY CEepAeYHOIl HemZoCTaTOou-
wHoctu [18]. IIpumeuaTenbHO, UTO MYyTaIlUU
B I'eHe HaTpueBLIX KaHaaoB SCNSA aBasaoTca
Tak:Ke HamboJiee YaCTBIMU W BCTPEYAIOTCH

Puc. 1. ®opmupoBanue yIaIoTHEHU (KOMIIAKTHI-
sanun) muokapza JIMK [10]. a — 6-a mepesd.
BusyanusupyroTcsa MHOTOUYNCIEHHBIE TPAOEKYJIBI.
b — 12-s memensa. Hauaio mporecca yIjoTHEHMU S
TpabeKyJs, yBeJIudeHNUe TOJIIUHBI KOMIIAKTHOI'O
cJIosl, 3aBeplieHNe (OPMUPOBAHUA MEKIKEJIY-

IOYKOBOM Ileperopoiku. ¢ — 16-a Hegmesd.
KomnakTHbI ciofi o6pasyeT OCHOBHYIO Maccy
MUoKapza.
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y 25-30% mamueHTOB ¢ MCTUHHBIM CHUHIPO-
moM Bpyraza [19]. OgHaxko Teopuu HapyIleH-
HOTO 9MOpHOreHe3a He COOTBETCTBYIOT CJIydyaun
IpUOOPETEHHOT0 HEKOMMIAKTHOTO MHUOKapha
y 6epemenHBIX [20], v cnmoprcmenos [21], mo-
cjie aHTPAIUKJIWHOBON xummuorepanuu [22].
UccnenoBanusa pusuonorunu JIGK y coprcme-
HOB C IIOBBIIIIEHHOM TPabeKyJIAPHOCTHIO ITOKA-
3aJiM, 4TO TPabeKyJabl, OCOOEHHO B BEPXYIIKe
JIJK, momoraioT mepepacupeeiuTh HalpasKe-
HHUE U CIIOCOOCTBYIOT CO3aHUI0 60Jiee BHICOKO-
ro yaapuoro oobema [21]. S. Gati et al. [20]
HabJIIola/I TOsABJIEHVE MOBBIIIIEHHOI Tpabe-
KyasgpHocTu y 25% IepBOPOAAININX KeHIITNH
C TOCJIEAYIOIIUM BOCCTAHOBJIEHUEM HOPMAaJb-
"o mopdoaorunu JIK y 81,2% wuccireayeMmbix.
Coopaguueckue ciaydayd HEKOMIIAKTHOM Kap-
IVOMUOTATUM HAaOJI0JAIOTCA y TMAIllueHTOB
C XPOHUUYECKOH IMOUeUHON HeJOCTATOUHOCThIO,
pasBUBIIElicA Ha (oHe MOJUKUCTO3a IIOUEK
[23]. HexoMmaKTHBII MUOKAapH BBIABJIAETCS
y IaIlMeHTOB C CEPIIOBUIHO-KJIETOYHOU aHe-
Mueil u 6era-ranaccemueii [24]. XoTa CIOXKHO
00'BACHUTH MATOPU3UOJOTUUECKUN MeXaHU3M,
U3MeHeHUA B KPOBOOOpAIlleHWU U THUIIEPBOJIE-
MU, ABJIAACH OOIITUMU YePTaMU AJIs BbIIIIeHA3-
BaHHBIX COCTOAHUI (6€peMEHHOCTH, MOUeYHAasd
HEeJJOCTaTOYHOCTh, aHEMUHU), YKasbIBaIOT Ha
pPOJIb YBeJIMUEeHUA IpPeIHATPy3KU B PasBUTUU
M30LITOYHOM TpabeKyaApHocTH Muokapza [20].

CorslacHO aKTyaJbHBIM PEKOMEHAAIIUAM
AHA [8], HeKOMIaKkTHadA KapAUOMHUOIATHUA
JIZK MoskeT OBITh AMArHOCTHPOBAHA C IIOMO-
mibio sxokapauorpadguu (9xoKI'), marHUTHO-
pesonancHoi Tomorpadunu (MPT) cepama nianu
auruorpadun JIK.

C MomeHTa onucaHuA (PeHOMeHa HEeKOM-
MaKTHOTO MHOKapAa ObLiu paspaboTaHBI pas-
aunuyable OXoKI-kpurepuu [25, 26]. B kau-
HUYECKOM IpaKTuKe Hambojiee 4acTO IpUMe-
HaoTca IxoKI-kpurepuum R. Jenni et al.,
paspaboranabie B 2001 r. [26]. YuurbiBas
CJIOXKHOCTh AuddepeHUAIlUN HEKOMIIAaKT-
HBIX ¥ KOMIAKTHBIX CJI0€B MUOKap/a B KOHIIE
IWaCTOJbI, UCIIOJb3YETCA OTHOIIIEHUE TOJIITH-
HBI HEKOMITIAKTHOTO MUOKapAa K KOMIaKTHO-
MYy B KOHIIe CHCTOJIbI. VcIosb3yeTca moporo-
Boe 3HaueHUe 2 (3HAUEeHUA IapameTpa >2 IO-
3BOJIAIOT AUATHOCTUPOBATH HEKOMHIAKTHYIO
KapauoMuonaTuioo). J{omoJIHUTENIBHO K 3TOMY
OTHOIIIEHUIO UCIIOJb3YIOTCA TPU JUATHOCTHYE-
cKuX Kpurepusd [26]:

— OTCYTCTBUE IIPUBHAKOB COIYTCTBYIOIIEH
CepAeYHOM MaTOJIOTUN;
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— IPU3HAKM HEKOMIIAKTHOTO MHOKapIa
(yrommenue creunku JIVK, cocrosamieii u3 1Byx
CJI0€B: TOHKOI0 KOMIIAKTHOTO SIHKaAPIUAID-
HOTO CJIOS UM YTOJIIEHHOTO HEKOMIIAKTHOTO
SHAOKAPAUAJBHOTO CJIOA C BBIPAKEHHBIMU
TpabeKyJaaMu U IIOJOCTSIMMU);

— HaJInure KPOBOTOKA B IIYyOOKUX MesKTpa-
0eKYJIAPHBIX IPOCTPAHCTBAX II0 Pe3yJbTaTaM
IIBETOBOTO JOMNILIEPOBCKOTO KapPTUPOBAHUA.

B 2013 r. 6b1I oy0IMKOBaHBI KPUTEPUN
C. Stollberger et al. [27]:

1) Busyanusanusa 6osiee 3 Tpabexya B JIGK
B KOHIIE TNaCTOJIbI,

2) TpabeKyaApPHBIN (HEKOMITAKTHBIN) CJIOMN
IBUKETCA CHUHXPOHHO C KOMIIAKTHBIM MIMO-
KapaoM,

3) IByXcCJOMHAd CTPYKTypa Muokapzaa (me-
KOMIIAKTHBIN ¥ KOMIIAKTHBIA CJIOM) JIyUIIIe
nuddepeHIIupyeTcsa B KOHIIE CUCTOJbI,

4) Ipu IIBETOBOM JIOIIIIJIEPOBCKOM KapPTHUPO-
Bauuu uian OXoKI' ¢ BHyTpUBEHHBIM KOHTPA-
CTUPOBaHUEM B KOHIIE JUACTOJIBI BLIABIIAECTCS
KPOBOTOK B MEXKTPaOEKyJIAPHBIX IIPOCTPAH-
CTBaX, IOCTYIAIONINII M3 TOJIOCTH KeIynou-
Ka.

Heo6xomguMo OTMETHTB, UYTO KPUTEPUH
C. Stollberger et al. [27] He BKIIOUAIOT TaKMe
IpU3HAKU, KaK OTHOIIEeHNE TOJIUHBI HeKOM-
MaKTHOTO MUOKapAa K KOMIOAaKTHOMY B KOHILE
CHCTOJIBI I OTCYTCTBHE IIPUSHAKOB COIIYTCTBY-
IoIell cepaevHoil maTojoruu. Juaruos “He-
KOoMOaKTHBIN Muokapn JIZK” Mmoxxer cTaBUTh-
csd B COUETAHUU C APYTUMU 0OJIE3HAMU CePI-
ma [27].

MPT cepparia gaiie ITpPOBOAUTCS IJA yTOU-
HeHUsA AuarHosa mocje mpoBemeHus IXoKT,
yCcTymas MecTO MeTOJa IIePBOii IMHUU YJIbTPa-
3BYKOBOMY HcciaenoBanuio cepanal28]. Oguaxo
MPT cepamna saBiasdgeTca MeHee 3aBUCHUMOII OT
oneparopa metonukoii. [Ipu MPT nyure Buj-
Ha TpaHuIla MeXJIy MHOKapAOM U KPOBBIO U,
cJaenoBaTeJbHO, MOJKHO JIETKO OOHAPYIKUTD
MOBBIIIIEHHYIO IIATOJIOTUYECKYIO TPaOeKyIap-
HOCTh [29]. HecMOTpsA HaA BBICOKYIO IMarHO-
ctuuecKyio rnennoctb MPT ceparia, y Hee ecThb
oImpeneeHHbIe OTPAHUUYEHUSI, B OCHOBHOM 00-
YCJIOBJIEHHBIE HEBO3MOYKHOCTBIO BBITIOJITHEHU
HCccJeNOBaHUA IMAlMeHTaM C HeKOTOPbIMU
BUJAMHI MMILJIAHTAPOBAHHLIX YCTPOMCTB, UTO
IOJIKHO OBITH OTMEUEHO B ITaCIIOPTE YCTPOIi-
CcTBa. YUUTHIBAS BHICOKYIO MH()OPMATUBHOCTD
MPT ceppaiia B gmarHocTUKe HEKOMMIAaKTHOM
KapAuOMHUOIaTUU, UCCIeSOBaHNe OOLIUHO pe-
KOMEHIyeTCcsA BCeM MalleHTaM C IIoL03peHureM
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HA HEKOMIIAKTHYIO KapANOMUOIATHIO HE3aBI-
cumMo ot pesyabraToB IxoKI' [11].

B KamHMYeCKOU IpaKTUKe Yallle IPUMeHsI-
orca MP-kpurepuu S.E. Peterson et al. [30]:
ou(d@epeHuanua ABYX CJI0eB MUOKapza —
KOMIIAKTHOIO SHUKAPAMAJIBHOIO U HEKOM-
MaKTHOTO SHAOKAaPAUAIbHOTO; TPAOEKyIAI A
HEKOMIIAKTHOI'O CJIOSA; OTHOIIIEHIE TOJIIHNHBI
HEKOMITAKTHOTO MHOKapAa K KOMIIAKTHOMY
B KOHIIe AUACTOJbI >2,3. IIpeBbIllIeHre TOPO-
roBOro 3HaueHusA 2,3 IIO3BOJAET ITUATHOCTU-
poOBaTh HEKOMIIAKTHYIO KapAMOMMIOIATHIO
C UYYBCTBUTEJbHOCTHI0O 86% , cmemupuuHO-
cteio 99%, mpeackasaTeJbHOH I€HHOCTBHIO
MMOJIOKUTEIBHOTO TecTa 75% , IpeacKasaTesb-
HOM IIeHHOCTBIO OTpHUIlaTeJbHOro Tecta 99%
[30]. Tak:ke B MpaKTUUYECKOMH AesATEIbLHOCTU
HUcImoab3yioTcsa naHubie A. Jacquier et al. [31],
COTJIacHO KOTOPBIM Macca HEeKOMHOAaKTHOTO
MuoKapzaa (pasHHIla MeXIy oOIeil Mmaccoit
u Maccolr kommnakTHOoTo Muokapaa JIVK B koH-
me auactosbl) >20% oT o0Imeii Macchbl MHUO-
Kap/ia I03BOJIIET YCIEeITHO JUarHOCTUPOBAaTh
HEKOMIIAKTHYIO KapauoMuonatuio (uHdOp-
MATHUBHOCTh JAHHOIO KPUTEPUS HECKOJIbKO
mpeBbIIaeT HWHPOPMATUBHOCTL KOJMUUE-
crBenHoro kpurepusa S.E. Peterson et al.
[30]: AUC 0,98 npotus 0,94). Tax:ke B 1uTe-
paType Hepeako ynomuHaoTcesa MP-kpurepun
M. Grothoff et al. [32]: macca HeKOMIIaKTHO-
ro muokapzaa JIMK >25% ot obieit maccsl
Muokapaa JIK u mHIeKc Macchl HEKOMIAKT-
nHoro muoxapzma JIJK >15 r/m2. YUyscrBu-
TeJILHOCTH 000ux Kpurepues 91% mpu creru-
¢mrunoctu 100% [32].

B Hopme MbIIIeuHBIe TPAOEKYJIBI MOILYT
BcTpeuaThesa B IIVK, manuunme ux B JIVK cuura-
eTcda narojorueti. HopmanbHBINT BapuaHT II0-
BBIIIIEHHOUN TpabekynaapHoctu IIWK oueHb
TPYAHO OTJIMYUTE OT HATOJOTNUYECKOI0 HEKOM-
MakKTHOTO MUOKap/a, MO3TOMY BOIpoc 006 13-
meHenuu II3K mo cux mop ocTaeTcss CIIOPHBIM.
BceaencTBue TOTO, UTO HA HACTOAINEE BPEMs
OTCYTCTBYIOT UeTKHE IHUATHOCTHUUYECKNE KPU-
TePUU AJIA OIeHKU HEKOMIIaKTHOTO MUOKapAa
IIK, mmarHocTmka WCTUHHOTO HM30JUPOBaH-
HOTO HeKoMIIaKTHOro Muokap/aa JIVK u 6usen-
TPUKYJAPHOTO IOPaKeHUs 3aTpylHeHA.
3aMeTHEBIEe TpabeKyJbl, TIyOOKHe MeKTpade-
KyJApHbIE YIIyOJeHUsS U yBeJHUUeHUEe COOT-
HONIEHUS HEKOMIIAKTHOI0/KOMIIAKTHOIO
CJIOEB MUOKap/ia B JUACTOJIY — BOT HEKOTOPHIE
13 U3MEHEeHH, KOTOphle XapaKTepUusyioT BO-
Biaeuenue 13K mpu MPT ceparia [33].

T'oBopsa o sieKTpoKapauorpapUIeCcKUX m3-
MEHEeHUSX IIPU HEKOMIIAaKTHOM MHOKAape,
cjeayeT OTMETHUTbL, UTO OIMMCAHUe CHerudu-
YeCKUX U3MEHEeHUN MpaKTUUYeCKU He BCTpeda-
eTca B jaureparype. S. Aggarwal et al. [34]
omucaayu PeIKUIl caydyail n30JIUPOBAHHOTO He-
KoMnakTHoro mMumokapza IIiK y 51-merHero
0ecCUMIITOMHOTO MY KUUHBI 6€3 3HAUUMOI CO-
OYTCTBYIOMIEN KapAnOJOTUUECKON MaTOJIOTUY
¢ aJIeKTpoKapauorpapuIeCKUMU IPOSBIEHH-
amu B Buje saeanuu cermenTa ST B oTBefe-
HUAx V1-V3.

Eciiu BepHYTHCA K KJINHUKE HEKOMIIAaKTHOMN
kapauomuonatun JIVK, To nna sabosieBanusAa
XapaKTepHa TpUaZa CUMIITOMOB: HAPYIIIEHUA
puUTMa U IPOBOAMMOCTU CEP.Ia, CepleuHasd
HEJIOCTaTOYHOCTh WM TPOMO0OSIMOOINUECKIE OC-
no:xHeHUdA [35]. Cucrosnmueckasa UCHYHKITUA
pasBuBaerca y 13—24% manueHTOB ¢ HEKOM-
OaKTHON Kapamommonartuei. [IpuunHa ee pas-
BUTUA J0 KOHIIA HEe SCHA, HO OJHA U3 TUIIO-
Te3 — CcyOsHJOKapAMadbHAad TUNONEPPy3usd
IPY HAJUYUY COXPAHHBIX KOPOHAPHBIX apTe-
puii. OcioKHEeHNsT HeKOMIIAKTHON KapauoMu-
oImaTHU: WHCYJbT, TPAH3UTOPHASA HIITeMUYe-
CKasd aTaka, mH(papKT MuoKapa, Me3eHTepu-
aJabHbIN TpoM603, MHGAPKT IOUeK, nepudepu-
yeckas sMOous. [IpUUMHON STUX OCJIOMKHE-
HUI MOTYT CJIYKUTH TPOMOBI, KOTOPBIEe 00paso-
Basuch B mostoctu JIVK BesiencTBue cucroamye-
CKOM MUCPYHKIINM W HAJUUUS ITOBBIIITEHHOMN
TPabeKyJIAPHOCTH M TJIYOOKUX MeXKTpabeKy-
JApHBIX mpocTtpaHcTB [36]. Hamo oTrmerurs,
YTO y psAfia HaIlMeHToB 3a00JieBaHIe IIPOTeKAaeT
0ecCUMIITOMHO U BBISIBJIAETCA CAyYaWHO IpU
npoBenennu IxoKI [16].

J.A. Towbin et al. [16] BeIZe1AI0T HECKOIb-
KO BapMaHTOB TeUEHUs HEKOMITaKTHO! Kap-
muomuonatuu JIGK:

1) 6s1arompUATHBIN (HEOCTOKHEeHHBII) TUII;

2) apurmMuueckas @Qopma (HOpMaJbHBIE
pasMephbl cepAlla, COXPaHEHHad CUCTOJIUYEe-
CKad (PYHKIUA U HAJIUUYUE JKeJYIOUKOBBIX
HapyIIeHu# puTMa);

3) munatamuoHHLIN Tun (mumaramusa JIGK,
cucTonuuecKkada qTUCHYHKIIUA);

4) runeprpoduyecKkuii Tun (yTOJIeHUE
crenok JIMK, acuMmerpuuyHOe YTOJIIEHUE
MeKIKeJaynouKoBoi meperoponku (MIKII),
IUACTOINYECKad MUCHPYHKIIUA U CUCTOJIUYE-
cKag runep@yHKIUA) (IPU AaJbHEHUIIIEeM IIPo-
rpeccupoBaHuY 3a0ojieBaHUA HAOJIOMAIOTCA
nunaranusa JIJK u cHUMKeHne CUCTOJINYECKON

byHRIMN);
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5) cMmeraHHbIA QeHOTUII (THIEPTPOdUUEC-
KU#l + aujaTanoHHBIN) (YyTOJIIIEeHNe CTEHOK,
IujaTanua U CHUCTOJIWUYecKasdA AUCHYHKIIUA
JIK);

6) peCTPUKTUBHBIN TUII (BCTpeUYaeTcs Kpaii-
He penko) (pacliupeHUe JIeBOTO IIpeJcepaus
(JIIT) mam oboux mpeAcepAuit U AMACTOJIUUE-
cKasd TucHYHKIUA);

7) TPaBOKEIYAOUKOBBIN, NIV OMBEHTPUKY-
JAPHBINA, TUN (IOBBINMIeHHAA TpabeKyaap-
HOCTB 000U X KeJyI0YKOB);

8) coueranme ¢ BPOKIEHHBIMH ITOPOKAMU
cepaua.

Cunapom Bpyraga — sTo mepBuuHas (Ha-
cJefcTBeHHAas) 60JI€3Hb apUTMOTeHes3a, XapakK-
TepUsyIoasica HaJUUYNeM TUIIUYHOTO KJIWHU-
KO0-dJIeKTPOKapAUOrpa)nueCKoro CHUMIITOMO-
KOMILJIeKCa, BKJIIOUAIOIEero ocobyio ¢opmy
0JI0KaABI TPaBoOil HOKKMU nyukKa ['mca ¢ moab-
emoM cermenTa ST B OLHOM MJIM HECKOJBKHUX

MIPaBBIX TPYAHBIX OTBEIEHUAX Ha 9J€KTPOKap-
nuorpamme (9KT'), oTcyTcTBUEM CTPYKTYPHOI
MaTOJIOTUU CepAlla M Pa3JIUUYHBIMU KU3HEe-
YIPOKAOIIUMU KeJTYIOUKOBBIMU apPUTMUA-
MU, KOTOpbIe IIPUBOAAT K PE3KOMY IIOBBIIIIE-
HUIO PUCKa pa3BUTUSA BHE3AIIHOHN cepAeuHOit
cvmeptu [37]. Tuner OKI-usmenenuii mpen-
craBjeHbI B Ta0s. 1. [[JId MCTUHHOTO BPOsKAEH-
HOTO cuHApOoMa Bpyrasa xapakTepHbI n3MeHe-
HUsA 1-T0 WM 2-TO TUIIA B OTCYTCTBUE APYTUX
9KT-usmeunenuii [37]. Hamo oTMeTuTh, UTO
opyragmomonobubsie umamenenusa OKIT moryrt
OBITH TPOABJIEHVEM APYTUX 3a00J€BaHUI 1 CO-
crosHuii opranusama (tabiu. 2) [37, 38].

B macrosimeii pabore IpUBOAUTCA KJIUHU-
yecKoe HabOIIoleHre TalueHTa ¢ OMBEeHTPUKY-
JAPHON HEKOMIIAaKTHOW KapAmoMuoOmaTue,
KOTopasA COIIPOBOMKIAETCA CHUCTOJIUUECKO
nuchyurnuein JIVK, HapymeHuamMu putMa u
Opyramomnomo0ubIMu u3aMeHeHuaMu Ha KT,

Ta6auua 1. Tuner OKT-usmenenuii mpu cuagpome Bpyrazga [37]

Namenenusa OKT Tum 1 Tum 2 Tumn 3

Awmnnuryzna BOJIHBI J >2 MM >2 MM >2 MM

T sy6er, OTpPUIATETbHBIN TOJIOXKUTEIbHBIN TOJIOMKUTEIbHBIN
WK ABYX(as3HbIit

Koupuryparus ST cBoguarasd (coved) ceIIOBUHAS ceIIOBUHAS
(saddleback) (saddleback)

Koneunas vacts ST IIOCTOSIHHO syeBanud >1 Mm sjaeBanusa <1 MM

OTpUIATETbHbBII

Tao6auna 2. [Ipuunns! 6pyragonoqo0HbIx nsmMenenuii [37, 38]

ITHoNoTnYecKasa KaTeropus

Kannnueckue cocroaumsa

MetabonnuecKue yCIOBUS

MexaHnueckoe coxaTue

Nmemusa u Tpom6osMboImT

3abosieBaHUA MUOKapaa
U epuKapza

Moaynanus OKT

yactor OKT

3abosieBaHUA EHTPATHHON
U BereTaTMBHOI HePBHOM
CUCTEMBI

TUIIOKAJINEeMHNd B KOHTEKCTe BPOXICHHOI'O TUIIOKAJINEMUYECKOI'0
IepuoaANYEeCKOro nmapajnya; rulieprajJarneMusd; OTHOBPEMEHHadA
TUIIEPKaAJINEMUd, THIIOHATPUEMUA U allA03; TUIIePKAJbIINEeMUA

KoMmIpeccus BeiHOCsAIero TpakTa ITHK omyxo/ibio opraios cpeJocTeHns,
MTHEBMOTOPAKC, aHATOMUYECKYE 0COOEHHOCTY CTPOEHUS I'PYIHON KJIETKU
(pectus excavatum — Bmasnas uim BOpOHKOOOpasHasd IPyab)

OCTPBI KOPOHAPHBIN CUHIPOM, TPOMO09MOOIMS JIETOUHOII apTepuu,
pacciauBalolias aHeBpU3Ma aopThl, aneBpusma JIVK

OCTDHI TEPUKAPAUT, APUTMOTEHHAA IPABOKEIYAOUKOBAA
KapJuOMUOIATUS

arunuuyHas 0JI0Kaja IpaBoil HOXKKY myuKa I'uca, peHoMeH paHHe
PemoJIsIpU3AINHT JKeIyJ0UYKOB, HECOOTBETCTBYIOIINH (DUIBTD BHICOKUX

cybapaxHOUIAIbHOE KPOBOUBIUAHNIE, TeMOPPArnueCKil NHCYJIbT,
arakcua @puapuxa, MeineyHasa guctpodus [omena—Bekkepa
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ITamuenT C., 23 jeT, OLII TOCOIUTAIUIUPO-
BaH B OT/JleJIeHUE KapAUOJOTUN ¥ HUBEPCUTET-
CKOH KJamHuYecKoi O6oiabHuibl Nel ®OI'AOY
BO “IlepBwiii MI'MY um. .M. Ceuenora”
MunsnpaBa Poccuu (CeueHOBCKUII yHUBEpP-
CUTEeT) ¢ KajgobaMu Ha BNU30AbI APUTMUU
PasIUYHOM NIPOMOIKUTETBHOCTH, CJAabOCTh,
TOJIOBOKDY KEHUE U OABIIIKY IIPU cpeaHeit du-
3UYECKOI HArpy3Ke, HOXYAeHNe.

W3 amamHesa: ¢ paHHETO JeTCKOT0 Bo3pacTa
HabJaNCcad y Kapauojiora ¢ PasJIUuYHBIMU
IuarHO3aMM: HesapallleH’e OBaJILHOTO OKHa
MeKITPeICEPAHOI ePeropoJKu, HeJI0CTaTOu-
HOCTH aoOpTaJbHOTO KJamaHa, gedext MIKII.
Kpowme aToro, ¢ 1eTCcKOro Bo3pacra y mamueHTa
OTMEeYaJNCh NPUSHAKU MUCILJIA3UU COENUHU-
TeJILHOI TKaHU B BUe KU(POCKOJIN03a IPYIHO-
T'0 OT/leJia ITI03BOHOUYHMKA, TUIIePMOOMIBHOCTHU
cyctaBoB. C MOAPOCTKOBOTO BO3PACTA ITAI[MEHT
OTMeUYaeT IJIOXYI0 IePeHOCHUMOCTh (huamuec-
KMX HarpysoK M3-3a MOABJEHUA PE3KOii caabo-
CTU, TOJOBOKPYKEHUs, DPeKe — OJIBIIIKHU.
Bpenubix mpuBbiueKk He umeeT. CeMelHBIN
aHaMHe3: y OTIla HapoKcuaMaiabHasa hopma u-
OpUJLIAIIY TIpeacepauii, B aHaMHe3e IIOBTOP-
HOe IIpOoBelieHUWE PaAUOYaCTOTHON abaAnuu
YCTheB JIETOUHBIX BeH. MaTh ymepJia B Bo3pac-
Te 54 jeT, B aHaMHese JuaaTallioHHasa Kapau-
oMmonaTud, QUOPMILIAIUA Ipeacepanii, Xpo-
HUYecKad ceplevyHas HeJOCTaTOUHOCTh. TaKiKe
el OBLIT YCTAHOBJIEH JJIEKTPOKAPAMOCTUMY-
aarop. Crapiias cecTpa manueHTa 340pOBAa.
TaksKe mMalUeHT WMeeT IBYX 3MOPOBBIX ILIe-
MAHHUKOB.

HeopmokpaTHO Jieumycsa B cTallmoHapax,
rlle IPOBOAMJINUCH TaKWe MCCJIeNOBaHUA, KaK
9xoKTI', MPT ceppaiia 1 KOMObIOTEPHAA TOMO-
rpadus opraHoOB I'PYIHOI ITOJIOCTHU.

Ilo mamabBIM TpaHCTOpPaKadbHON Ox0KT,
cllelaHHOUM 5 JeT Hasaj, omucaHa KapTUHAa
YMEepeHHOTO pacIlupeHnus MOJOCTeH Ipeacep-
IUM TIpU COXPaHHBIX 00BEMaxX KeJIYIOUKOB.
®paknua BeiOpoca (PB) JIVK B mpemenax
HOPMAaTUBHBIX 3HaueHUN (73% ). OT™Meuasoch
HaJuuWe JOUACTOJUYECKON AUCHYHKIIUU
(E/A - 2,E/e’ —16). MurpaabHasa peryprura-
nusg I cremenu. AoprasbHas peryprutamus
I cremenu. Ilepemue-6okoBas crtenka JI/K
uMeerT I1y00K1e KPUIITHI.

Ilo maHHBIM KOMIIBIOTEPHO# TOMOTpaduu
OpTaHoOB I'PYIOHOI MHOJIOCTHU, CAEJAHHON 7 JeT
HasajJ, TpyAHas KJeTKa gedopmMumpoBaHa,
OIIPENIeIAIOTCA YMEPEHHO BBIPAYKEHHBIN CKO-
JIN03, fereHepaTUBHBIE N3MEeHEHNUA II03BOHOY-

HUKa Ha YPOBHE UCKPUBJIEHU U JedopMarus
TeJl TO3BOHKOB U 3aMBIKATEJbHBIX ILJIACTHH.
Cepame mamueHTa PACIOJIOMKEHO THUIINYHO,
B pasMepax He yBeJUYE€HO, OTMEUYeHO HepaB-
HOMEDHOEe YTOJIIeHNe JUCTKOB IIepuKapaa a0
3 mMm. Ompepensanoch HE3HAUYUTEIHHOE KOJI-
YeCTBO KUAKOCTA B KapMaHaX IepuKapia
M Ha ypoBHe 0asaJbHBIX OTAEJOB IIPABOTO
npencepausa (IIII). Hepe3xko BbIpakeHHBIE
IMOCTBOCIIAJIUTEIbHbIE M3MEHEHUA B JIETKUX
(uebosbIliad MmaeBpo-aAuadparMagbHad cHai-
Ka B HUKHEH JoJe JIEBOTO JIETKOTO0, IMoJ4yep-
KHyTa Me:KJoJieBad ILJieBpa ¢ 00erxX CTOPOH),
JKUAKOCTU B IJIEBPAJBHBIX ITOJOCTAX HET.

ITo pauruwiM MPT cepalia ¢ BHyTpUBEHHBIM
KOHTpPaCTUPOBaHUEM, CAeJaHHOI 6 jieT Ha3a,
OTMEeUajoch paCIIUpeHue II0JIoOCTell 000ux
npencepauii (JIIT — 4,1 cm, IIII — 4,6 cwm).
Pasmepnl ocTalbHBIX KaMep cepAlla B IIpene-
Jgax HOpMBI. OTipesesiaiach MOBBIITIEHHAA TPa-
0eKyJIAPHOCTD B 00JIaCTH BEPXYIITKYU 1 OOKOBOIA
crerku JIJK npu oTHOIIIEHUY HEKOMIAKTHOTO
Muokapaa K komnaxktaomy 1 : 1. Ilepukaps He
YTOJIIII€H, BBIIOTA B €r0 IIOJOCTH HET.
ITaTosiornyecKoro HaKOILJIEHUA KOHTPACTHOTO
mpenapara He BeIsiBJIeHO. TeM caMbIM, corJiac-
HO Kputepuam S.E. Peterson et al. [30], ocHo-
BaHUM JJIsd IIOCTAHOBKHM JUarHosa “HeKOoM-
MaKTHBIN MUOKapa”’ OLLIO HEJOCTATOUHO.

IToceqHre HECKOJBKO JIeT HAI[UeHT YIIOo-
MUHaeT 00 SIM30/aX apUTMUM 0 3 pas3 B T'OJ,
MPOXONAIIUX caMocToATeabHO, HO KT B me-
puoJ TOABJEHUA apUTMUU HE TPOBOJUJIACH,
IMO9TOMY XapaKTep apUTMUU OCTaBaJiCA Hepac-
nosHaHHBIM. ITo HacToAlee BpeMs COXpaHAeT-
cA CpegHAsS TOJIEPAHTHOCTh K (DM3MUEeCKOoM Ha-
rpysKe, UTO OIpeAeigeTcA MOABJIeHUEM T'0JIO-
BOKDY:KEHUA, PESKOU cJ1a00CTU U OJIBIIIIKH.

OO0 BbEeKTUBHBIN OCMOTD (Ha MOMEHT IIOCTY-
mieHus): poctr — 173 cm, Bec — 56 Kr.
Acrennueckoe Tesiocsiokenue. OOpariaoT Ha
cebs BHUMaHMe KU(GOCKOJINO03 TPYAHOTO OTIesa
MMOBBOHOYHUKA, KUQMOCKOJMOTUUECKASA TPYA-
Had KJIeTKa, TUIEePMOOUIBHOCTH CYCTaBOB,
MIPOIOJILHO-TIOTIEPEYHOE ILJIOCKOCTOI e 3-1i cTe-
nmeHu. AyCKyJIbTaTUBHO AbIXaHUE B JIETKUX Be-
BUKYJIAPHOE, XPUIIOB HeT. I'paHUIILI OTHOCHU-
TeJIbHOM CepAeuHol TYyIoCTH: mpaBasa — Ha 1 cm
OT IIPaBOTO Kpas TPYAWHEI, JieBasg — Ha 1 cMm
BJIEBO OT JIEBOU CPEAUHHO-KJIOUUYHON JTUHUH,
BepxHaa — B III mexxkpebepbe. TOHBI cepalia
PUTMUYHBIE, BBICJTYIINBAIOTCA XJIOTMAIOITUA
I ToH, cmabwIii cucTOMUECKUI IITyM Ha Bep-
xymKe. Yacrora cepAeuHBIX COKPAIeHUi
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Puc. 2. 9KT nanuenra C. B mokoe. BepTukajibHOe IOJIOKEHE 9JIeKTPUUeCcKOol ocu cepaiia. Hemonuasa 61okaga
npaBoil HoKKHU nmyuka I'mca. CBomuaras Koudurypamnusa cermenTa ST ¢ sieBanueir >2 MM B oTBefeHuAX V1—

V3. IIpusuaku runeprpoduu JIJK u JIII.

(UCC) — 68 ya/Muu. AprepuajibHoe AaBJIeHUE
(AO)—-110/75 MM pr. cT.

ITIo pesynabTaTaM JaHHBIX JabOPaTOPHBIX
KCCJIeIOBAHMI: B 00IIeM aHaJim3e MOYM, 006-
IeM aHajau3e KPOBU M OMOXMMMUYECKOM aHAa-
Jin3e KpoBu 6e3 MaTOJOTMYeCKUX N3MEeHeHni.

C 1esbio OIeHKU BO3MOJYKHOTO 3aCTOA B Ma-
JIOM Kpyre KpOoBooOpallleHus HallueHTy Obliaa
BBIIIOJIHEHA PeHTreHorpad s IpyaHON KIETKH,
110 TaHHBIM KOTOPOII ierkue 6e3 CBeyKUX 0Yaro-
BBIX ¥ MH(MUILTPATUBHLIX N3MEHEHUI, ILIeB-
pajbHBIE CHHYCBHI CBOOOZHBI, a0pTa M CepAlle
PEHTIeHOJIOTUUYECKN He N3MeHEeHbI.

Pesyabrarel OKI', cuaTol B mokoe (puc. 2),
— cunycoBasa aputmusa ¢ YCC 58-71 yx/muH,
BEPTUKAJIbHOE IIOJOMKEHUEe BJJIeKTPUUECKOI
oCcHU cepjAlla, HeloJHaA 6JioKajja IPaBoil HOMK-
K1 myuxka I'mca, cBomuaras KOH(MUI'ypaI[Hs
cermenTa ST c sseBamnueit >2 MM B OTBEJeHU-
ax V1-V3. Taxkike uMeJanCh TPU3HAKYU T'AIIEP-
Tpodpun JIK B BuIe IpEBLIMICHUSA HHIEKCA
CokogsoBa—Jlaiiona, cmabo oOTpHUIIATEIbLHBIX
niau aByxdasubix 3y6moB T ¢ menpeccueii cer-
meHTa ST B orBegenuax II, III, aVF, V5, V6;
runeprpodun JIII — P = 130 mc, nByrop6srii P
B oTBefenuax I, aVL, V5, V6; nmpeobiaganue
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oTpuIaTeJbHO# (asnl 3yb6rma P B oTBemeHUIX
V1-V2. Ob6parana Ha cebA BHUMaHUe XapakK-
TepHad AJA cuHApoMma Bpyraga 1l-ro Tuma
cBomuarad KoHpurypamus cermerra ST ¢ ajte-
Bamuen >2 MM B oTBegeHuax V1-V3.
3HauMMON JUHAMUKYM B CPABHEHUU C IIPEIbI-
nymumu OKT, mpemcTaBieHHBIMH Ial[MeH-
TOM, BBISIBJIEHO He OBLIO.

C 1es1b0 BepUPUKAIIUY IIPEXOAAINEeH apuT-
MUY TAIUeHTy OBLIO BBIMOJHEHO XOJTEePOB-
ckoe moHuTopupoBanue IKI' (24 u), mo maH-
HBIM KOTOPOI'0 PEeruCTPUPOBAJICA CUHYCOBBIN
putm ¢ YCC pguem 60-163 ya/mMun (cpegHsas
YCC — 76 yn/muH), HOUbI0 — 47—87 yn/MuHn
(cpemusas YCC — 62 ya/mum). KonuuecTBo HaI-
JKeJIYTOUKOBBIX sKcTpacuctoa — 110, makcu-
myMm/yac — 14, 1 mapokcusM HAIMKEIyIOUKO-
Boit Taxukapauu ¢ YCC 117 ya/MuH OauTesb-
HocThi0 1 ¢. CMertaHHBIN (IIPEeUMYIIIEeCTBEHHO
HOYHOI) TUIl paclupefeseHus HaIMKeJIyI0UKo-
BOM BKcTpacuctTosnu. JlocToBepHON TUHAMUKY
1mo 1-My u 2-My MOHUTOPHBIM OTBEJJeHUAM (MO-
nuduinrpoBanubie VD u V1) He 3aperucTpupo-
Bano. Ilays purma Oosiee 2 ¢ He BBIABJIEHO.
ITokasarenmu BapuabelbHOCTU CEPIEYHOTO
puTMa B IIpejiesiaX BO3PACTHON HOPMEI.
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HO AJaHHBIM CYTOYHOI'O MOHHUTOPHMPOBAaHUA
A]Jl BBIABJIEHA HOPMOTOHUS B TeUEeHUE CYTOK
C TeHJEeHIIMEeN K TUIIOTOHUU II0 CUCTOJIUUECKO-
My u nuactosndeckomy AJll B THEBHOE BpeM4.
Bapuabenpnocts AJl B mpemesaax HOPMBEI.
Cyrounbiii mpoduab AJll HapymeH — non-
dipper (HemocTaTouHOE CHUIKEHNE) IO CHCTO-
andyeckoMmy u nuacroaudeckomy AJl. Cpenusas
YCC nuem — 72 ya/MuH, HOUbIO — 59 ya/MuH.

ITo mammBIM TpaHcTOpakaabHOU IXOKT
(anmapat iE33 (Philips, Humepsiauab) ¢ uc-
MOJIb3OBAHUEM CEKTOPHOTO (asupOBAHHOTO
IaTymKa ¢ amamasoHom vactoT 1—5 MI'mr) BwI-
sABJIeHAa yMepeHHas rumepTpodus MHOKapaa
JIK (KoHEUHBIN AMACTOJIWYECKUII pasMep
JIWK — 4,38 cm, Tommmuua MIKII — 1,24 cwm,
ToJINUHA 3amHel cTeHKu JIWK 1,28 cm)
(puc. 3a). OTmeuasoch yMepeHHOE YBeJIUUe-
Hue pasmepos JIII, pasMepnl OoCTaJbHBIX Ka-
mep cepana He usmeHensl. Crenku JIJK cocTo-
AT U3 IBYX CJIOEB: KOMIIAKTHOT'O I HEKOMIIAKT-
Horo (puc. 3b, 3c). Tommnua HEKOMIIAKTHOTO
cJ0s mpeobsamaeT HaJ KOMIIAKTHBIM B CpPef-
HUX U BepPXYIIEeUHLIX CerMeHTax IepemHei
n HUKHel creHoOK JIGK. MakcumabHOE cOOT-
HOIlIeHNe HEKOMIIAKTHOTO CJOA K KOMIIAKT-
HOMY PerucTPUPOBAJIOCH IIPU UN3MEPEeHUIX
B KoHIe auactosbl — 1,7. To ecTh cooTHOIIIE-
HHue <2, UTO He ABJAETCI OCHOBAHUEM MIJId
IUarHOoCTUKY HEeKOMIaKTHOTO MHOKapAa Cco-
raacuo kputepuaM R. Jenni et al. [26].
OmHaKO B pesKuMe I[BETOBOT'O AOIILIEPOBCKO-
ro KapTUPOBaHUA BU3YAJIN3UPOBATIOCH KOHT-
pacTupoBaHUe MeKTPabeKyJIAPHBLIX JIAKVH,

B KOHIIE IMaCTOJIbl BU3YyaJIU3UPOBAJIOCH DoJIee
3 TpabeKyJ, HEKOMIIaKTHBIN CJI0M COKpAaIraJ-
cd CUHXPOHHO C KOMIIAKTHBIM (KPUTepUU
C. Stollberger et al. [27]). OTMeuasocs, HATH-
Yyye MHOKECTBEHHBIX AHOMAJIbHO PAacIIoJio-
sKeHHBIX xopa B JITK. Aopranbuasa, MUTpaIb-
Hasl, TPUKYCIUAAJbHAas perypruranus I cre-
neuau. ®B JIK — 59% (mopma). OgHako nume-
I0TCS MPU3HAKU yYMEPEHHO BBIPA’KEHHOI CH-
cronuueckon puchyurmnuu JIGK (muTerpan
JIMTHEMHOM CKOPOCTU KPOBOTOKA B BHIHOCSIIEM
tpakTe JIZK (VTI) — 13 cm (puc. 3d) mpu HOpMe
>15 cm [39], cHMIKeHMe T71006aJIbHOM IPOIOIh-
Hoii pmedopmanuu JIGK <14% (mMomynab)
(puc. 3e, 3f) mpu Hopme >18% (moxaynb) [40].
Huacronnueckas nuchyHrmma JIHK (E/A —
2,4, BpeMsa 3aMe[JIeHUA CKOPOCTH IIOTOKa B
(hasy paHHEro JUACTOJUYECKOT0 HAIIOJHEHUA
(DT) — 77 mc) (puc. 3g). BoiaBieHHBIE TIPU
TpaHcTOpakalbHON IXOKI' maMeHneHus MoryT
YKas3bIBaTh HA HEKOMIIAKTHBIN MUOKAaP/ C Ha-
pyIIeHrueM CUCTOJIUUYECKON U JUACTOJINYECKON
dyurmnnit JIK.

I moaTBep:KIeHUsS AuarfHosa “HEKOM-
HaKTHBIN MUOKAapPA”’ HmalleHTy Obljiaa IpoBeae-
Ha MPT cepaiia ¢ BHyTPUBEHHBIM KOHTPACTH-
poBaHUeM (XeJjaT raJoJNHNA) HA CBEPXIPOBO-
namem MP-romorpage Magnetom Avanto
(Siemens, TI'epmaHmA) ¢ HaTPAKEHHOCTHIO
marautHoro noJsia 1,5 T (puc. 4). Ilo ganHBIM
WCCJeIOBAaHUA BBIABJIEHO pacmiuperue JIII
(momepeunslii pasmep — 49 mm), pasmeps! 1111
ObLIM Ha BepXHEeW TrpaHuIle HOPMBI (moIe-
peunbrii pasmep — 40 mwm). CiemoBarenbHO,

Puc. 3. Pesyabratsl TpancTopakanbHoii OXoKI' manumenTta C. a — B-pexum. IlapacrepHanbHas TO3UIUA IO
nnuaHOU ocu JIMK. T'uneprpodusa muokapza JIK. b — B-peskum. AnukanbHasa HO3UIKUA, IBYyXKaMepPHOe cede-
aue. Crenka JIJK coctouT us AByX ciioeB. MapkepaMu yKa3aHbl U3MEPEHUS TOJIUHBI CJI0€B HEKOMIAKTHOTO
¥ KOMIIaKTHOTO MuoKapaa nepegueii creaku JIVK B hasy quacTost.

75



YJIbTPA3BYKOBAS Y1 ®YHKLIMOHAJIbHAS ANATHOCTUKA Ne 2, 2022

+LVOTVTI
Vmax 64.7 cmis
Vmean 41.8cmls
Max PG 2 mmHg
Mean PG 1 mmHg
VTl 13.0cm
=40

--80

70bpm

GLPSS LAX -14. GLPSS Avg -14.6 %
GLPSS_A4C -13. HR_ApLAX 64.0 bpm
GLPSS A2C -15.8% |AVC_CALC 0.280 sec

=80

<MV Decel Time 77 ms
= MV Peak A Vel

Vel 28.1 cm/!

PG 0 mmHg
MV Peak E Vel

8.1 cmis

2 mmHg

I?Smn.n‘s I‘?ﬂhnm

Puc. 3 (oxonuwanue). c — B-pexxum. [TapacrepHanbHasA IO3UIUSA 110 KOPOTKOI OCH Ha YPOBHE CPEIHUX OTAEJIOB
JIGK. Tuneprpodusa muokapzaa JIdK, cocrosamiero us aByx cioeB. MapkepaMu yKasaHbl U3MEePEHU TOJITUHBI
CJIOEB HEKOMIIAKTHOTO ¥ KOMIIAKTHOTO MUOKapna HukHeil cteHku JIVK B dasy guactosnsl. d — B-pexxum +
UMITYyJIbCHOBOJIHOBASA Aomiieporpadusa. AnuKaabHad IATUKaMepHad Mo3uusa. KoOHTPOJIbHBIN 00HEM B BBIHO-
camiem TpakTe JIJK. YMepeHHO BhIpaskeHHas cucrtoauveckas auchyaHrmua JIJK. e — B-pexum + cmekJ-
TPEeKUHT. ATIMKaJbHaA YeThbIpexKaMepHad mo3uliud. CHusKeHue riobanbHoit gedopmaruu JIGK mo 60abIinH-
cTBy cermenToB. f — cneka-rpexuur. CHmxeHnue riodanbuoi gedopmanuu JIZK 1o 0OJBIIINHCTBY CEIMEHTOB.
g — B-pexxum + wuMNOyJIbCHOBOJNIHOBas Aominieporpadus. ANuKaabHas dYeThIpeXKaMepHas MMO3UIUA.
Huacronuueckaa guchynriusa JIGK.
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Puc. 4. Pesyasrarsl kuao-MPT ¢ BHyTpuBeHHBIM KoHTpacTupoBaHueM narnmenTta C. a — gmuaHaA ock JIIK,
IBYXKaMepHasd npoekius. Pasa AMacTosbl. ¥YTOJIIeHHE HEKOMIIAKTHOTO cJjiod Muokapzaa JIJK (cTpenkn).
KomnakTubI Muokapsi o603HAaUEH TOHKOU cTpesikoii. TosIumHa KOMIAKTHOrO Muokapnaa 3,64 MM, HEKOM-
nakTHOro Mmokapza — 11,60 mm. b — gaunauas ock JIJK, ueThipexkaMepHas mpoeKmus. dasza AUACTOJIBI.
BriparkenHnasa TpabeKyJIapHOCTb 00acTu 60K0BOM cTeHKH U Bepxyiku JIVK (ctpenka) u Bepxymku 19K (ToH-
Kasd cTpeska). ¢ — Koporkaa och JIFK, cpeguuii cermenTt. Pasa auacronbl. HekomnmakTHoCTh Muokapaa JIGK
(crpenku). d — xoporkas ocek JIIK, cpenumii cermenr. Pasa cucronbl. HekommaxkTHOCTs Muorkapma JIGK.

JlakyHa B obJsiactu nepenueit creaku JIGK (cTpenka).

10 CPABHEHUIO C MPEABIAYIIINM UCCIETOBAHM-
eM oTMedYajlach IIOJIOMKUTEJbHAsd AUHAMUKAa
B Bujle ymMeHbIteHusa oobema I1I1. Hapymenuit
JOoKaJbHOU coKkpartumocTu JIJK BBIsBIEHO HeE
o110, OnpesesAoch 3SHAUNTENILHOE TTOBBIIIIE-
HUe TpabeKyJsIpHOCTU MHUOKapja IepemHei,
00KOBOIT M HMKHeH creHOK JIJK B cpemHem
U anuKaJbHOM CerMeHTaxX B ()asy AMacTOJIBI
(10 us 17 cermenToB). CooTHOIIIEHNE HEKOM-
MaKTHOTO M HEKOMIIAKTHOTO CJIOEB MUOKapaa
B a3y guactoiasl — 2,5—4,0, Torga KakK B cucC-
Tony — 1,2. O6patfasio Ha ce6s1 BHUMaHUe 3Ha-
YUTEJTbHOE CHUMKEHUE TOJIIUHBI (10 3—4 MM)
KOMITaKTHOTO CJI0S MUOKapAa nmepegHeii CTeH-

ku JIGK 1 mepeguux orgenos MIKII B 6azain-
HOM (YaCTHMYHO), CPpeJHEM UM BepPXyIIeuHOM
cermeuTax JIJK. Kpome Toro, ormeuasiach
HOBbBINIeHHAA TpabeKyasapHocTs 11K B o6a-
ctu Bepxymiku. MP-kapruna Obliaa pacie-
HeHa KaK IPU3HAKU OWBEHTPUKYJIAPHON
HEeKOMIAaKTHOM KapaumomMumonatuu. TpomOOoB
B IIOJIOCTAX CepAlla BBLIABIEHO He OBIJIO.
Ha mocTkoHTpacTHBIX M300paKeHUAX IIaTO-
JIOTUYECKOT0 KOHTPACTHUPOBAHUA MHOKapIa
JIGK u IT3K Tak:ke He OBIJIO BHIABJICHO.

C 1mesbi0 yTOUHEHUS HPUUYUH KOMILIEKCa
deHOTUIINYECKUX NPOSABIEHUN (CKeJIeTHbIe
N3MeHeHUs, HU3Kasa TOJEePaHTHOCTh K (pusu-
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YeCKUM HarpysKaM C JeTCTBa, HeKOMIIaKTHAasd
KapAMOMHUONIATHASA, HAPYIIIEHU PUTMA CEPAILA)
IIPOBEJIEHO TOJIHOAK30MHOE CEeKBEHUPOBAHIUE.
B pesyabraTe nccienoBaHUA OBIIN BbISIBJICHBI
IBa PeJKNX IeTepPO3UTOTHLIX BapuaHTa B re-
HaX MYH7 (c.2679G>A, p.Ala893=)u FLNC
(c.6629C>A, p.Ser2210Tyr). BapuaHT B rese
MYH7 (c.2679G>A, p.Ala893=) maxogurcsa
B KaHOHMUYECKOM caiiTe cIJalicMHTa, W 3Ta
3aMeHa BHICOKOBEPOATHO MIPUBOJUT K ITOTEPE
MTOHOPHOTO caiiTa CIJaliCMHTa U IOCJEAYyIo-
IeMy paspylIeHWI aHOMaJbHOTO TpaHC-
kpunra. 'en MYH7 saBadercsa OSHUM U3
IBYX I'eHOB, HanboJiee YacTO BOBJIEUEHHBIX B
pasBUTHE TUNEPTPOPUUECKOH KapAUOMUO-
HmaTUWM W HEKOMIIAKTHOM KapAUOMUOMIATUU
[41]. ITosTOMY BCe peiKue BapUaAHTHI B 9TOM
reHe pacCMaTPUBAJIUCh KaK KaHAUIATHBIE.
Bapuanut chr14:g2.23424769C>T (c.2679G>A,
p.Ala893=) MYH7 3arparuBaeT IIOCJEIHUI
TPUILIET 9K30HA 26 U MPUBOIUT K IIOTEpe I0-
HOpHOro caiita cmiaaiicuura (SpliceAl 0.26)
[42] u paHHeli merpajmanuyu aHOMAaJbHOTO
TpaHckpunra. Takum oOpasoM, B KJETKe
MIPOUCXOAUT TPAHCIANUA TOJHBKO HOPMAaJIb-
HOUM KOIHWHU TsAKeJol Ienu OeTa-MUO3UHA,
HO B CHH)KEHHOM KoJuuecTBe. BapumaHThI
BreHe MYH7 ¢ TaKuM MeXaHU3MOM peajinia-
nuu (HOHCeHC-MYTalluu, AeJelluy/MHCePIun
CO COBUIOM PAaMKH CUNUTBIBAHUSI, MYTAIUU
cmialicuara ¢ (QOpMUPOBAHMEM HETPAHCJIU-
pyeMoTro TPaHCKPUIITAa) BeAyT cebA KaK pelec-
cuBHble wmyTanuu [43]. CyilecTBymoIliue
0 JIeJIbHO, B IeT€PO3UTOTHOM COCTOAHUMU, OHU
He IPUBOJAT K MOABJIEHUIO KaKUX-JIN00 KJI-
HUYECKUX IPOABJEHUI, HO B COUETAHUHU C I1a-
TOT€HHBIM /BEPOATHO IATOMeHHLIM BAPUAHTOM
B MYH7 winu apyrom reHe, 3HAUMMOM IJIsA
pasBUTUA KapAMOMHOIIATUU, MOTYT CIOCO0-
CTBOBATh 00Jiee paHHel MaHubecTalu U ObI-
CTPOMY IPOT'PECCUPOBAHUI0 TUCHYHKITUUI MU-
okapga [44]. 9ToT Ke BapuaHT OBLLI BBIABJICH
Y KJWHUYECKHW B3IO0POBOI cecTphl IpobaHma
U ero OTIa, KOTOPbIe ABJIAITCA aCUMITOMHBI-
MU HOCUTEeJAMU MyTalnuu. IlosTomy OH He
MOJKET paccMaTpUBaThCA KaK eIWHCTBEHHAasd
WJIN BeAylllad NPUUYMHA HEKOMIAKTHONM Kap-
IUOMMOIIATHH.

B reue FLNC 6bli BLIABJIEH HOBLII M'eHETU-
yecKuii BapuaHrt (c.6629C>A, p.Ser2210Tyr).
Ha paupbplii MOMEHT BAapHAHT MOMKET OBITH
KJlaccu(UIMPOBAH TOJbKO KaK BapUaHT C He-
SCHBIM KJIMHUYECKUM 3HauenmeM (kjacc III).
duraMuHOIATUN, B TOM UYHCJEe CBA3aHHBIE
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¢ myranuamu B rene ¢uaamuaa C (FLNC),
MOI'YT IIPOSBJSATHCSA KaK H30JIHUPOBAHHBIMU
KapAMOMUONATUAMU (rumneprTpoduuecKoii,
PECTPUKTUBHON), TAK U IIPOrPECCUPYIOIMMA
MUONATHUAMU C BOBJieUueHIeM MuokKapzaa [45].
Opxnaako xjaacc III maToreHHOCTH He TO3BOJIAET
HU IIOATBEPAUTh, H OIIPOBEPIHYTH HUKAKOI'O
auarsosa. PoacTBeHHMKaM mnpobaHza, g0-
CTYIHBIM AJiA obcaemoBauusd (cecTpe U OTIY),
IpeIIoKeHO MeINKO-TeHeTUUECKOe KOHCYJIb-
THPOBAHNE U IIOCJEAYIONNI cerperanuoH bl
aHAJIN3, KOTOPBIA MOJKET IIOMOYb YTOUHUTL
KJINHUYECKOe 3HAUeHNEe BLISABJICHHOI'O IeHe-
THYecKoro Bapuanrta. B reme SCN5A, Kaxk u
B IPYIruX I'eHax, aCCOI[MMPOBAHHLIX C CHHIPO-
MoM Bpyraza, KIMHUYECKH 3HAUMMBIX I'eHe-
THYECKNX BAPUAHTOB He BBISIBJICHO.

Kannuueckuil nuarsos GbLI CPOpMYJIHPO-
BaH caenyoium oopaszom. OCHOBHOM JUArHO3:
HEKOMIIAKTHAs KapAUOMUOIIATHAS, OMBEHTPHU-
KyJaapHas opma, ceMelHbIi BapuaHT. Hap-
JKeJIyIOUYKOoBasA dKcTpacuctonaus. Ilapokcusm
HAIKeJIyIOUKOBOM TaxuKapauu. XpOHMUUYeC-
Kas cepAeuyHasi HeJOCTATOYHOCTbL I cramum,
@K (pyurmumonanbHbili Kjacc) I mo NYHA
¢ coxpanHoit @B. ConyTCTBYIOMUI NUarHO3:
aopTaJibHAs, MHUTPAJIbHAS U TPUKYCIINLAJb-
Haa perypruranus I crememu. Cumgpom He-
I pepeHIInPOBAHHON OUCILIABUN COENUHI-
TeJbHOU TKauu. Ku(oCKoImo3 rpygHOro OT-
Iejla TO3BOHOUHUKA. KudockoamoTuueckas
rpygHas KJjeTka. ['mmepMoOMJIBLHOCTH CyCTa-
BOB. IliocKocTomue MIpoOmOJIbHO-IIOIEPEeUHOe
3-1 cTemeHu.

YuureiBas MoOKa3aTeu IeHTPAJIbHOMN reMo-
OIUHAMUKN, OBLIO PEIIeHO BO3AEePiKAThCA OT
UMILIaHTALMKA KapauoBeprepa-neduOpuiis-
Topa. Heobxonmmo B JajbHENIIEM OIleHNBATE
XapakKTep apUTMUM Y HAIlMEeHTa, YTOOLI PeIlaTh
BOIIPOC O JajibHeHIell TaKTUKe BeJeHU.
C yueToM 0o6cCjIefOBaHUSA MAIlUEHTY ITOKA3AHBI
OXPAaHUTEJLHBIN PeKUM, HAOJIIOAeHEe KapIi-
ojiora, apuTmoJiora. IlpyM BO3HHKHOBEHUU
aputTMuu — obssaresnbHoe mpoBegenue KT,
XO0JITEPOBCKOE MOHHUTOpPHUpOBaHue. M3 memu-
KaMeHTO3HOI0 JJeueHu s ObLI HasHaueH TpomGo
ACC (100 mr/cyTrn). Tak kak y manuenta ©B
JIJK B mpenesax HOPMBI U B aHaMHe3e HeT (ub-
PUWLIANY IPeACepAruil U JaHHBIX 3a IIepeHe-
CeHHbIe TPOMOO3LI W 5MOOJUM, AHTHUKOATY-
JIAHTHAS Tepalus B HACTOSAIee BpeMs He I10-
KasaHa. OJHAKO PEeKOMEHIOBAH BO3MOIKHBIN
nepexoq Ha Kcapenro (20 Mr/cyTKu) mpu mo-
JIO3PEeHUN Ha HaJuuwme TPoMOO30B U d3MOOIUIA.
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Tax:ke OBLIM PEKOMEHJOBAaHBI IIperapaThl
MarHuA Kypcamu 1o 2 Mmec 2 pasa B I'Of.

IIpencraBieHHBINI KIMHUYECKUN ciuyuan
MMOKA3bIBAET BEAYIIYIO POJIb MHCTPYMEHTAID-
HBIX METOJOB BU3yaJM3allUU MUOKApJa, Ta-
kux Kax IxoKI' u MPT cepama ¢ BHyTpuBeH-
HBIM KOHTPACTHUPOBAHNEM, B JUATHOCTUKE He-
kKommakTHOro Mmuokapzaa JIdK. Kpurepun me-
KOMIIAKTHOM KapAUOMUOIIATUM, KOTOPhIE KC-
MOJI3YIOTCS CErofHs B MHCTPYMEHTAJbHOM
IMarHOCTHKe, Kpaline pa3dHOoOpas3HbI, UTO 3a-
YaCTYIO IIPUBOAUT K OIMINOOUHON TUarHOCTUKeE
aToro 3aboseBanuda. OQHO M3 MOCJETHUX KC-
ciaenoBaHuil mokasaso, uro MPT memoncTpm-
pyet B 12 pas 60Jiee BLICOKYIO PacIipoCTpaHeH-
HOCTH HEKOMMAKTHON KapAUOMUOIIATUU, YeM
9xoKT (14,79% uportus 1,28% cooTBeTCTBEH-
HO) [46]. MccnemoBanme pa3auyHbIX KPUTEPU-
eB MPT gnsa gumarHOCTHKM HEKOMIIAKTHOM
KapIuoOMMUONATUM TaKsKe IIOKa3bIBaeT BBICO-
Kyi0 BapuabesbHOCTh PACHPOCTPAHEHHOCTHU
3a00JIeBaHUA, U WX KJIUHUYECKas W IIPOTHO-
cTUUecKasd B3HAUMMOCTL OCTaeTCs HesCHOI
[47]. MoxHO IIPEAIIOJIOMKUTE, UTO OoJiee KOM-
IJIEKCHBIA TTOAXO0[, BKJIIOUAIOIIUNA HE TOJBKO
aHaJIM3 COOTHOIIEHUS TOJIIMHBI KOMIAaKTHO-
ro ¥ HEKOMHIAKTHOTO CJIOeB MHUOKapjAa, HO U
mpeobJiajaHrie HEKOMIIAKTHOCTHU B OIIPeieJIeH-
HBIX CEerMeHTaxX, a TaKiKe aHaJu3 COOTHOIIIe-
HUA He TOJBKO B JUACTOJIYy, HO U B CHUCTOJIY,
mpuBeleT K MOBBIIIEHWIO TOUYHOCTU IHATHO-
ctuku [48].

JaHHBIN KINHUYECKUH ciiyuyall 1eMOHCTPU-
pyeT OMBEHTPUKYJIAPHOE IMOpaKeHue cep/ra.
Eite Gojiee CJIOKHBIM ABJIAETCA XapaKTepHu-
CTUKa HeKOMIaKTHocTu Muokapnaa IIHK, rme
B HOpMe 00Hapy:KHUBaeTcA 3HAUUTEIHLHO 00JIb-
Imee KOJIMYECTBO TPabeKyJ 10 CPaBHEHUIO
¢ JIK masxke y 3mopoBbIx Jiofeii. IlosTomy
CJIOKHO IIPOBECTH Pa3Iinyue MeKIy HOpMaJsb-
HOW m maroJyiormueckoit amatomueit IIiK.
Kpurepuu, KoTopble npeajgaraioTcA A OIeH-
ku JIK, He oueHB X0poIiio mpuMeHUMbI K [T,
IMOCKOJIBKY MEKAy aHaToMueill 1 (DU3UOJOTHU-
eit ITK u JIIK cymrectByioT pasiaunuusa. Hu om-
TUMAJBHBIA METOJ BU3yaJIU3alluu, HU CTaH-
IapTU3UPOBAHHbIE W3MEPEHUA IJA OIeHKU
II’K y mamueHTOB ¢ HEKOMIIAKTHOM Kapauo-
MUoIlaTuel He ompeneaeHb! [49].

WsmeneHus penoaspusanuy Muokapaa JIGK
B oTBemeHuAX V1-V3 B BuIe cBOgUYaATON KOH-
¢urypamnua cermerra ST ¢ ajeBanueir >2 MM

B oTBeleHUAX V1-V3 ObLIu paciieHeHBbI Kak
Opyrazomnono0HbIe BBUAY OTCYTCTBUA y HAIlU-
€HTa KJWHUYECKUX KPUTEPUEB CHHIPOMAa
Bpyrana, ero reHeTHUeCKOTO ITOATBEPIKICHUA
coraacHo IllamxaiicKoil IIKaje AUAarHOCTUKU
cuaapoMma Bpyrazna [37]. AETuapuTMUUYeCcKue
npenaparts! IC Kiacca, B YaCTHOCTH aliMaJIuH,
KOTOPBIA PEKOMEHIOBAH K IIPOBEIEHUIO JUAaT-
HOCTUYECKO!I (PYHKIIMOHAJIBHON HPOOBI, OBLI
HeJocTyIleH. BesencTBue aTOro mpoda He IIpo-
BeZleHa. ['eHETHUUYECKOTO IOATBEPKIEHUA
cuHapoMma Bpyrazna He mosyueHo. OgHaKo 13-
BECTHO, UYTO BBIABJIAEMOCTb MYTAIli IIpPU Te-
HETUYEeCKOM TEeCTHUDPOBAHUU 3TOro 3aboJieBa-
Husa coctaBiasgeT menee 50% [19]. ¥V mamuoro
marnueHTa ObLIN BBHIABJIEHBI JBA PEIKUX TeTe-
poO3UTOTHBIX BapuaHTa B TeHax MYH7
(c.2679G>A, p.Ala893=)u FLNC (c.6629C>A,
p.Ser2210Tyr). M3BecTHO, YTO COUYETAHUIA
C IaTOTeHHBIM/BEPOATHO IATOTE€HHBIM Bapu-
anToM B MYH7 unu Apyrom rese, 3Ha4nMOM
JUIS PA3BUTUSA KapAUOMUOIIATUU, MOTYT CIIO-
cobcTBOBaTHL OoJsiee paHHeN MaHu@ecTaluu
¥ OBICTPOMY IIPOTPECCUPOBAHUIO NUCHYHKIIUU
muokapza [40]. Beugy Hamuuuda y mamueHTa
JKa00 Ha IMPUCTYNbl aDUTMUM, HECMOTPA Ha
OTCYTCTBUE SIMU30/I0B JKEJYAOUKOBBIX Hapy-
IMIeHUUA PUTMa NPU MPOBEAEHHOM XOJTEPOB-
ckom mMoHuUTOpupoBaHuu IKI, moKasaHo ak-
TUBHOE HAOJIOieHUEe, NeTeKTUPOBAHUE apUT-
muu. CTajio M3BECTHO, UTO IOCJeHNe 2 Toaa
y malyeHTa MPUCYTCTBYET MapoKCU3MabHasd
dbopma GpuObpUAIATINU TpPeAcepAnii, OH HaXo-
IUTCS HA Tepanuyd aMUOZAaPOHOM B MOAIEp-
sKuBaroien gosuposke 200 Mr/cyTKu c¢ ag-
(exTOM, Ha aHTUKOATyJAHTHOU Tepamuu
Kcapearo (20 mr/cyTru). Tak:ke He00X0IMIMO
MOMHUTBH, 4YTO (heHOTHUN cUHIPOMa Bpyrazna
MOJKET MAacCKWpOBaTh PAA APYruxX 3aboJieBa-
HUN CO CXOMKUMU KJIMHUKO-3JIEKTPOKaPIUO-
rpayecCKUMU XapaKTePUCTUKAMU, BCJIEH-
CTBUE YEero cjeayeT PacCMOTPETh BO3MOK-
HOCTh TIpPOBeIeHUA 3JIeKTpodusmogoruuec-
KOT'0 MCCJIEJOBAHUA C IeJIbI0 UHAYIIUPOBAHUA
¥ Bepu(UKAIUY BOSMOKHBIX HaPYIIIeHU cep-
JIEUHOTO PUTMa U IPOBOAUMOCTH y AAHHOTO
nanuenTa. HebGsaronpuaTHBIN TPOTHO3 U BbI-
COKasA JIeTaJbHOCTh OT JaHHOTO 3aboJieBaHUA
B MOJIOJIOM BO3pAacCTe eIlle pa3 IOJUepPKUBAIOT
Ba)KHOCTH PaHHE! JUAarHOCTUKYU, Ha3HAUEHUA
Tepanuy, THTEPBEHIIMOHHOTO JIeUeHUA Hapy-
IIeHUH CePIeUHOTO PUTMA, aKTUBHOT'O HA0I0-
JeHUs.
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Non-compact cardiomyopathy is a rare heterogeneous disease, which is based on a violation of the struc-
ture of the myocardium. This article presents a clinical case of a 23-year-old patient, diagnosed biven-
tricular non-compact cardiomyopathy, Brugada-like electrocardiographic pattern. Transthoracic echo-
cardiography revealed two-layer structure of the left ventricular (LV ) myocardium with a predominance
of the non-compact layer over the compact one in the middle and apical segments of the anterior and
inferior walls of LV. In the color Doppler imaging, contrasting of intertrabecular lacunae was visualized.
More than 3 trabeculae were visualized at the end of diastole. The non-compact layer contracted syn-
chronously with the compact. There were signs of moderate LV systolic dysfunction (LV outflow-tract
velocity-time-integral — 13 cm ), LV global longitudinal strain <14%, LV diastolic dysfunction (E/A —
24, DT — 77 mc). According to the contrast-enhanced cardiac magnetic resonance imaging (MRI ), a
significant increase in the trabecularity of the myocardium of the anterior, lateral, and inferior LV walls
in the middle and apical segments in the diastolic phase (10 out of 17 segments) was determined with
the ratio of non-compact and compact layers of the myocardium in the diastolic phase — 2.5—4.0, in the
systole phase — 1.2. In addition, cardiac MRI showed images with increased trabeculation in the right
ventricular apex. The cardiac MRI findings were regarded as biventricular non-compact cardiomyopa-
thy. Resting ECG revealed sinus arrhythmia with a heart rate of 58—71 beats/min, incomplete right
bundle branch block, signs of LV and left atrium hypertrophy, and the coved configuration of the ST
segment with >2 mm elevation in leads V1-V3. Whole-exome sequencing was performed. Two rare het-
erozygote variants in the MYH7 (¢c.2679G>A, p.Ala893=) and FLNC (¢c.6629C>A, p.Ser2210Tyr ) were
identified. The article also presents a brief review.

Key words: echocardiography, cardiac magnetic resonance imaging, Brugada-like electrocardiographic
pattern, cardiac arrhythmias, noncompaction cardiomyopathy.
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