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HEKOMMAKTHbIA MUOKAPL, IEBOIO YKE/TYOOUKA Y AETEMN:

KITMHUYECKUIA CITYYAA

HekomnaxktHbeiii Muoxkapg, (HM) — kapauommu-
omaTusi, BpOXXJIeHHOe MOopakeHue MMoKaphaa, Ko-
TOpOe pa3BUBAaeTCs B pe3y/ibTaTe HapylIeHUS ero
SMOpHMOTeHe3a M XapaKTepu3yeTCs IOBBIIIEHVEM
TPabeKyAIPHOCTY MMOKApAa, Yalle JIEBOTO SKery-
mouka (JDK), HanmuumeM MeKTpabeKylIsipHbIX MPo-
CTPAHCTB, COOOMIAIONIVXCS C MTOMIOCTHIO SKETYI0UKa.
B Hacrosiliiee BpeMs CyIIeCTByeT HECKOIbKO Tep-
MMWHOB [JISI XapaKTePUCTUKM AAHHON TMaTOIOTUM:
HeKOMIaKTHasi KapAMOMMONATUSI, CUHAPOM He-
KOMITaKTHOTO MMOKap/ia, HEKOMITaKTHbII MUOKap/,
JDK, ry6uaThlii MMOKapA. B aHITIOSI3BIUYHONM JTHTe-
parype BCTpeuYaloTcs TEPMUHBI: «non-compaction
myocardium», «non-compaction cardiomyopa-
thy», «left ventricular non-compaction cardiomy-
opathy», «hypertrabeculation». [Ins dopmyamupos-
K1 auarHosa «®enepasbHbIMU KIMHUUYECKUMU Pe-
KOMeHJAIMSIMM 110 OKa3aHUI0 MeAUIIMHCKON T0-
MOIIM AeTsIM C KapauoMmuonaTtusimu» (2014) ripen-
JlaTaeTcsl UCIOAb30BaTh TEPMUH «HEKOMITaAKTHBIN
MMOKapy, ieBoro xxemygouka» (HMJDK) [1].

BnepBbie denomen HM 6bu1 onycad B 1926 T.
Grant R.T. mo pesynbraTaM HaTOMOPQOIOrUIe-
CKOro mcciaenoBaHus. LleneHamnpaBieHHOe M3yde-
HMe MaTOJIOTUM CTAJ0 BO3MOKHBIM I10C/Ie BHepe-
HUS B KIIMHUYECKYIO MPAKTUKY MEeTOa 3X0KapAno-
rpadun. TepMUH «HEKOMITaKTHbBII MUOKaP[I, JIEBO-
ro Xenaynouka» 661 BBegeH B 1990 r. Chin T. K.

Pacnpoctpanennocts HMJDK Bo B3pocioit mo-
nynsuuu cocrasisiet 0,014-1,3%. YV mereii maHHas
MaToMOTUSI CTOMT Ha TpeTheM MecTe IO YacToTe
BCTPEUaeMOCTU CPey BCeX KapaAMoOMMOMNaTHi To-
cJie AUISITAllMOHHOM U TUIIePTPOGUUECKOIA.

otuonatoreHes HMJDK musyueH HemocTaToOu-
Ho. [IpusHaHa KoHUenIus GOpPMUPOBAHMS OaH-
HOJ TIATOJIOTMM B Pe3YJ/IbTaTe HApyIIeHUs 3MOpPUOo-
reHesa. Pa3BuTue TKaHel cepalla — CJIOKHBIN ITPO-
1lecc, peryJmMpyeMblii Ha MOJIEKY/ISIPHOM YpOBHe
TKaHecrenupuueckuMmu GakTopaMy TPAHKCKPUII-
LMY ¥ CUTHAJbHBIMU MoJiekyiaMu. K HacTosiiemy
BpeMeHM 13BecTHO 20 TeHOB, B KOTOPBIX OGHApY-
KMBAIOTCS MyTauuu y nanueHtoB ¢ HMJDK. Hau-

60J1ee YaCTo BBISIBJISIOTCS MyTalluy B TeHaX, OTBET-
CTBEHHBIX 32 pa3BUTHeE PA3JINMUYHBIX TUTIOB KapAno-
muonatuii: TPM 1, MYH 7, MYBPC 3 u np. HMJDK
MOYKET COUeTaThCs C HEPBHO-MbIIIEYHBIMM 326071€e-
BaHMSIMM, XPOMOCOMHbBIMMU abeppainusvu. YV 44%
60bHbIX ¢ HMJDK HabmogaeTcst ceMeifHblii Xapak-
Tep 3aboneBanus: B 70% ciay4aeB — ¢ ayTOCOMHO-
JOMMHAHTHBIM TUIIOM HacjemoBaHus, B 30% — c
X-CllerIeHHBIM pelleCCUBHBIM [2,3].

HMJDK - aHomanusi CTpoeHMs cepAia, KOTOo-
pasi 3aK/II0YAeTCs B HAIMIMM IBYCJIOHOM CTPYKTY-
PbI MMOKApa, COCTOSIIE 13 BHyTPeHHEro Cy6oH-
JOTeIMaTbHOTO HEKOMIIAKTHOTI'O (TPabeKyISIpHOIO)
CJI0ST M JIeXKAIEro IMof, HUM Cy63MMKapayaTbHOTO
KOMITaKTHOTO ¢JI0s. B mpoliecce HOpMaJIbHOTO 3M-
6puoreHesa MUOKapauaibHbIe TPa6eKyIIbI ITOSIBIISI -
I0TCS1 Y SMOpUOHA Ha 4-7f Hemesne recranuu. B or-
CyTCTBME SNUKAPAMAIbHOM KOPOHAPHOM LMPKY-
JIAIMY OHM YBEIUUYMBAIOT TUIONIAlh MOBEPXHOCTHU
MuoKapaa. HaumHas co 2-ro mMecsiia sMOpuoreHe-
3a pasBMBAaeTCs KOpPOHApHOEe KpoBooOpalieHue u
UIeT pemMonenupoBaHue (YIJIOTHEHME, «KOMITaK-
TU3alLMSI») MUOKapaa. YBelueHne XeayqoukKoBbIX
005eMOB ITPMBOAUT K KOMITPECCUY TPAOEKYII 1 yBe-
JIMYEHUIO TOJIIMHBI KOMITAKTHOTO C/10S. YIIJIOTHe-
HMe MMUOKapAa UaeT 10 HallpaBJIeHUIO OT AMuKapaa
K SHJ0Kapay, OT OCHOBAHMS Ceppiia K ero Bepxyl-
Ke, OT IIEPErOPOAKM K CBOOOAHOI CTEHKE SKeTyI0U-
Ka 1 6osee BbIpakeHo B JUK, uem B mpaBom. ITaTo-
JIoTMYecKasi OCTAHOBKAa SMOpuoreHe3a Ha JAaHHOM
JTare CUUTAeTCS aTOreHeTUYeCKMM MeXaHU3MOM,
nexxamyum B ocHoBe HM. ITpu 3Tom MoryT chopmu-
pOBaTbCSI pasHble MOPGOIOTUUYECKME BapUAHThI
3aboseBaHus: akyHapHbiii (HM mpencraBieH ce-
ThIO XOPOIIO BUSYTU3UPYIONIUXCS TPabeKy), ry6-
yaTelii (HM mpencTtaBieH yepegoBaHMEM MHOXe-
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CTBa MeJIbUAMIINX JIAKYH) ¥ CMEeIIaHHbIA. YKa3aH-
Hble U3MEHEHUS MPUBOIST K CHYDKEHUIO CUCTOJIN -
yeckoit ¢yukuum JDK. PemomenupoBaHue cepaia
MOXKET MOWTHU IO TPeM KapAMOMUOTATUYECKUM TU -
am (OUIaTalyOHHOMY, TUIIEPTPOGUUECKOMY, pe-
cTpukTUBHOMY) [1]. Kak mpaBuio, mog HM nogpas-
yMmeBaloT naTtonoruio JOK, Tak Kak mpaBblii XKeTy10-
yek 6ojiee TpabeKyIsIpeH B HOPMe U IMAarHOCTUKA
HM naHHO Kamepsl cepalia 3aTpygHeHa [4].

I[Tomumo ruroTessl 0 riponcxoxgeHnnn HMJDK B
pe3ynbTaTe HapyIIeHHOTo 3MOpuoreHesa, mpeio-
>KeHBI U ApyTHe MaToreHeTU4IeCKe TeOpum, B 4acT-
HOCTM pacciloeHre MMUOKapha B pe3yabTaTe auia-
Tanuu, mMetabonnueckue gedekTbl M KOMIIeHCa-
TOpHAas TUIepBacKyaIpusanys [5].

Ha cerogHsiliHMi1 AeHb HET eOUHOTO MHEHUS U
T10 MIOBOAY HOMEHKJIATypbI 3a60eBaHMs. COracHoO
kinaccudukanuy BO3 (1995), HeKoMIaKTHAas Kap-
IMOMMOTIATUSI OTHOCUTCS K TPYIIIe «HeKmaccupu-
LIMPOBAaHHBIX». [0 KIaccubuKranyiyu AMepuKaHCKOi
acconuaiuu cepaua (2006), 3abojeBaHue SIBISET-
Cs TIepBUYHON TeHeTMUeCKOV KapAMOMMOIIaTH-
eii. EBporieiickuM o6111ecTBoOM KapAuonoros (2008)
PEeKOMEeHAYeTCsl BbIEISITh CEMEHYI0 U Hecemen-
Hy10 Kapanomuonatuio. Kimraccudukamust MOGE(S),
paspaboTranHas BcemupHoii Opranusaiueit Cepy-
na (2013), mpenJyiaraetT yKa3bIBaTh MSITh MPU3HA-
KOB 3a60eBaHmsI: MOPGONOTUYECKYIO XapaKTepu-
ctuky (M), mopaskeHHblIe opranbl (O), xapaKkTep Ha-
cnepoBanus (G), atuonoruio (E), ctaguio XxpoHu4de-
CKO1 cepAeuyHoil HemocTaTouHOCTH (S). B mutepary-
pe BBIJIEJISTIOT TaKKe «M30IMPOBaHHYI0» HOPMY He-
KOMIIaKTHOM Kapauomuonatuu, korna HMJDK sB-
JITeTCSI CAaMOCTOSITEIbHBIM 3a60/IeBaHMEM, U «He-
MU30JIMPOBAHHYIO», TIPU KOTOPOI MMeeT MeCTO CO-
yetanne HMJDK ¢ BpOKIeHHBIMM ITOPOKaAMU Cepli-
11a, HacnencTBeHHbIMU cuHapomamu. ITo MKB-X
HMJDK orHocutest K IX kmaccy (mpyrue 6onmesHm
KPOBOOOGpaIeHus).

OCHOBHBIMM  KIIMHUYECKUMMU  KPUTEPUSIMU
HMIJDK y meTeii SBISI0TCS : cepAeYHasi HeLOCTaTOY-
HOCTb ITPY BBIPAXKEHHO CUCTOMMYECKOM TUCHYHK-
MM JIEBOTO >KemyJo4yKa, HapylleHUsI CepaedHOro
pUTMa U IPOBOAUMOCTHU ¥ TpoM603M6onuu. Yaiie
Bcero 3a6oseBaHue 1eGIOTUPYET C CUMIITOMOB Cep-
IeYHOV HefgocTaTouyHoCTu. [Ipm aTom cucronnye-
cKast IMChYHKIIMS JIEBOTO JKeTyIOYKa MMEEeT MECTO
TOUTH Y TTIOJIOBUHBI TTAI[MEHTOB.

dnexTpokapauorpaduueckue  MUCCIeOOBaAHMS
06HapYKMBAIOT MMPOKUIA CIIEKTP PAa3IUYHBIX OT-
KJIOHEeHMI, HauMHas ¢ M3MeHeHMit B cermeHTe ST u
3aKaHUYMBAS KU3HEYTPOXKAIIUMY OU3PUTMUSIMU,
TaKMMU KaK JKeTyA0uKOBas TaXUKapausl, SKerya0d-
KoBast puopuIaLMs, 6pagukapaus, AB-61okaga
BTOpOJ cTeneHu. Tak, >Kemymo4yKoBasi TaxuKap-
Vs, TIO JAHHBIM Pa3HbIX aBTOPOB, PETUCTPUPYET-
cs1 B 4-29% cnydaeB. HecmoTpst Ha TO, 4TO TpOM6O-
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9MOOMM BXOMSIT B TPUAAY KIACCUIECKUX CUMIITO-
moB HMJDK, 60/1bIIMHCTBO MCC/IeSOBaHMil CBIUIE-
TeJTbCTBYET O HEBBICOKOM YPOBHE TPOMO0OIMOOIIi
B IleTCKOM Bo3pacre. CienyeT OTMETUTD, UTO B 20%
caryuaeB HMJDK mpoTekaeT 6€3 KIMHUYECKNX CUM-
IITOMOB, ITPM3HAKOB PEeMOMAEIMPOBAHMS Cepama u
SIBJISIETCS] AMATHOCTUYECKO HaXOA KO [6].

OcHoBHBIM MeTogom amarHoctTukyu HMJDK Ha
CerOfHSIIHMIA TeHb CUMTAeTCS 3XOoKapauorpadus
(OXOKT) kak Haubosiee MOCTYIHBI MeTOH, UCCe-
moBaHust. CYIIeCcTBYeT psifi 9XOKapauorpagmaeckmx
kputepueB HMJIXK (Chin T. K.,1990; Jenni R., 2001;
Paterick T. E., 2012; Stollberger C., 2013). OcHOB-
HOJ KPUTEpWii — HaJIMuye HEKOMITAKTHOTO CyO3H-
JIOKapAMaIbHOTO ¥ KOMITAKTHOT'O CyO3TIMKapaAMaITb-
HOT'O CJIOEB MMOKAap/a, OTHOILIeHMe KOTOPBIX 6ojiee
2. HeKOMITaKTHBI €107 TpefiCTaB/IeH YTOMIEHHbI-
MM TpabeKyIaMu C IITyOOKUMM MEKTPaOEKY/ISIPHbI-
MM IIPOCTPAHCTBAMU IPEUMYIIECTBEHHO B 00ja-
CTY alMKaJbHbBIX U CPEIHUX CETMEHTOB OOKOBOII U
HIKHel cTeHOK JDK. MarHMTHO-pe30HaHCHAs TO-
Morpadus MO3BOJMSET YTOUYHUTb TOIIIMHY U pac-
IIPOCTPAHEHHOCTb KOMITAKTHOTO ¥ HEKOMIIAKTHO-
ro CJIOEB MMOKapza.

Jleuenme geteit c HMJDK Ha ceromHsIIHNI JeHb
SIBJISIETCSI HECTIeIM(MUUHBIM ¥ CUMITTOMATUUECKIM.
OHO OCHOBBIBAETCS Ha KOPPEKIUMM U TPOdUIaKTH-
Ke Tpex OCHOBHBIX KIMHMYECKUX ITPOSIBJIEHUIA 3a-
60jIeBaHMSI: CepAeYHOl HeOOCTATOUHOCTH, apuUT-
MUt ¥ 3MOOMMUECKUX OCTOKHEeHMI. TIpu oTCyT-
cTBUM 3 PeKTa OT IPOBOAVIMOI Tepamnuu, TOPII-
HOM TeueHuu 3a60/ieBaHMsI BO3MOXKHA ITOCTAaHOBKA
BJIMICT OKMIaHMS HAa TPAHCIIAHTAIMIO cepAatia. [Ta-
IIMeHTaM C >KM3HEeYTPOoKaloUMMM HapylleHUsIMu
puUTMa Heob6XomyuMa YCTAaHOBKA KapAuoBepTepa-
nedubpumisTopa [1].

Takum ob6pazom, HMJDK mpencrasisieT co6oit
OIHY M3 aKTyaJIbHBIX ¥ MaJIO U3YUEHHBIX TPOOIeM
IeTCKOM KapauopeBmarojoruu. IlaTomorust ma-
HUGECTUPYET KU3HEYTPOKAIOMIMMY COCTOSTHMSI-
Mu. HegocTaTouHO M3ydeHbl BOIIPOCHI 3TUOTATO-
resesa, Kinaccuburanuu 3aboneBaHus, 0CO6eHHO-
creii TeueHus, auddepeHIanTbHOM IUMarHOCTUKMA C
Ipyrumu hopMamMu KapauOMUOIIaTH, TPeaUKTO-
POB He6IarompUsITHOTO UCX0AA y JeTeit. OmcaHus
KnHnvYeckux ciyyaeB HMJDXK B metckom Bo3pacrte
OCTAarOTCSI HEMHOTOUMC/IEHHBIMA.

Ilenw HacTosmieit paboThbl — U3YIUTH OCOOEHHO-
CTU KAuHMuYeckoi kaptuHel HMJDK Ha mpumepe
KOHKPETHOTO KJIMHUYECKOro cTyvas.

KITWHUYECKUWA CNYYAH

IleBouka, 15 yieT, HaxXogWIaCh Ha JIEYEHMUM B Kap-
JIMOpEeBMAaTONIOTMYECKOM oTAeneHun KoMMyHasb-
HOro yupesxxneHus «loponckasi JeTcKasi KIMHU-
yeckast 6ompumua N2 1 r. JloHenka» oceHbo 2020
roma.
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[Tpu OCTYTUTEHUY TIPEIbSIBIISIIA )KaTOObI Ha TO-
JIOBHbIE 60JIM, KOTOpbIe 6eCrIoKOMIM peGeHKa B Te-
yeHue roma. IIpy ambynaTOpPHOM OO6CIeAOBaAHUM
BBISIBJIEHA apTepuajbHas IMIIEPTEeH3UM, 10 II0BO-
Iy KOTOPOJ¥i MojyJasia ceJlaTMBHYI0 Teparnuio, C Ho-
s6pst 2020 1. mosTyvyasa SHaJANpUI B 103€ 5 Mr B
cyTku. HecMoTps Ha MpoBoauMoOe JieueHue, coxpa-
HSUTMCH TIOBBIIIeHHbIe mokasaTenu AJl (mo 145/80
mmHg), B CBS3M ¢ UyeM AeBOYKa OblIa TOCTIUTAIIN-
3MpOBaHa B KIMHUKY.

V3 anaMHe3a >XM3HM U3BECTHO, UTO IeBOYKA PO-
Iuiach OT HOPMAaJbHO IPOTEKaBIleli 6epeMeHHO-
CTU, TIPEeKIeBPEeMEHHbBIX POZIOB Ha CpOKe 36 Heellb
¢ maccoii 2450 r. B mepmoge HOBOPOXKIEHHOCTY Ha-
6/I0maach MO TIOBOAY HENOHOIIEHHOCTH, TePU-
HatanbHOro nopaxenmus LITHC. PacteT u pa3Busa-
eTCsl COOTBETCTBEHHO Bo3pacTy. CemeliHbIl aHaAM-
He3 OTATOIIeH — MaTh YyMepia B Bo3pacre 1o 40 ner,
CTpajana TMaTONOTHeN CeprevuHO-COCYOUCTON CuU-
cTeMbl (YTOUHNUTH 3a00jIeBaHMe B HACTOSIIIEE Bpe-
MSI He TIPeJICTaBJISIETCSI BO3SMOYKHBIM).

IMpu mocTymieHuu obIiee cocTosiHMEe pebeHKa
yooBiaeTBopuTenbHoe. Temmeparypa Tena 36,7°C,
UCC 76 B muuyty, Y40 20 B muunyty, AIL D —
150/80 mmHg, Al S - 140/80 mmHg (95%0 Al =
129/84 mmHg), macca Tena 65 xr, pocT 165 cm, UMT
23,9 kr/m2.

Pe6eHOK HOPMOCTEHUUECKOTO TeJIOCTIOKEHMSI,
YIIOBJIETBOPUTENIBHOTO TiUTaHMs. KoskHbie MOKpPO-
BbI 6JIeTHO-PO30BbIe, UuKcThie. CIM3UCThIe 060I0U-
KM po3oBble, umcThie. [lepudepuueckue amumdpo-
y3JIbl He yBeJiMueHbl. [Ipy aycKy/nbTaluy JbIXxaHue
B JIETKMX Be3UKyJASpHOe. I'paHUIIbI OTHOCUTENb-
HOI1 cepleuHOl TynoCTU Bo3pacTHbie. TOHBI cepr-
11a TPOMKME, PUTMUYHBIE, KOPOTKUIA CUCTOIMUYE-
CKuit ryM B V TOuKe 6e3 30HbI TpoBefeHus. JKuBoT
MSATKMIE, 6e3007e3HeHHbIN. [TleueHb y Kpasi pebep-
Hoi1 nyru. Cene3eHka He nanbnupyertcs. Ctyn 1 pas
B IeHb, 0popMIIeHHbIVI. MouencIycKaHue He Hapy-
IIEHO.

JlabopaTopHbIe MCCCIeIOBAHMS

OO6uIMit aHamM3 KPOBM: SpUTPOLUTHI — 4,1 T/,
Hb - 127 r/n, nelikountsl — 3,2 I/m,9 - 5%, 1- 1%, C
-33%,1—-51%,m - 10%, COD — 3 MM/4, TpOMOGOI -
Tbl — 233 '/, Ht — 39,6%.

O61Mit aHaIM3 MOYM: KOanuuecTBo — 40 MJI, 1IBET
— CBETJIO-KeJIThIi, KUCIOTHOCTh — CJIabo-KuUCasl,
yaenbHbI Bec — 1014, 6eyloKk — HeT, caxap — HeT,
SMMUTENNI TVIOCKMI — GO/bIIoe KOAMYeCTBO, JIeii-
KOLMTBI — 2-3 B I1/3p., 3PUTPOLIUTHI — HET, [IWJINH-
IPbI — HET, CJIU3b — 60JIbILIOe KOJIMUECTBO, 6aKTePuii
— GOJIBIIIOE KOJIMYECTBO, COIM — HeT.

Broxummueckuit aHaan3 KPoOBU: INII0KO3a — 4,4
MMOJIb/J1, 061Nt 6e10K — 97 r/1, MoueBMHa — 4,4
MMOJIb/JI, KpeaTUHMH — 83 MKMOJb/J, OMIMpPyouH
obmuit — 12,2 MKMOJIb/JI, IPSIMOi — 2,4 MKMOJIb/JI,
AcAT - 23 En/n, AnAT - 22 Epn/n, menouHas ¢ocda-

Tasa — 265 En/i, KaapLyii o6mimit — 2,38 MMOJIb/JI,
ACJIO > 200 ME/mn, CPB < 6 mr/mi, PO < 8 ME/mu,
xoyiecTepuH — 4,4 MMOJIb/JI.

Koarynorpamma: I1B - 16 cek., AYTB - 29 cek.

Tupeonugnas nmanenb: TTI - 2,04 MmkME/mi, T4
¢B. — 15,83 mmonb/n1, AT-TIIO - 64,07 ME/Mi1.

AHanns Mouu no HeunriopeHKO: JeiKOUUTBI —
250/MJ1, SpUTPOLIATHI — HET, HUIMHAPBI — HET.

AHanms Kaa: gina IMCTOB M LMCThI JIIMOINi
He 0OHapy>KeHbI.

Cockob6 Ha 3HTepOo6M03 — OTPUIIATEIbHBIA.
HNHcTpyMeHTaTIbHbIE UCC/IeI0BaHMsI

OKT: pUTM CHHYCOBBIN, DPETyJISIPHBIA, BEpPTU-
KanbHOe TnionoskeHne J0C.

IOXOKI: MHOXecTBeHHbIE [IOMOJHUTE/IbHbIE
rorepeyHbie Tpabekynbl JDK; moBbieHHAsT Tpa-
6exynsipaoctb JOK; mpusHaku HM BepxyIieuHo-
60K0BOIi 061acTy JDK; KamaHHbINA anmnaparT He 13-
MeHeH; He3HauuTe/bHask CUCTO/IMYECKasi perypru-
Talus B CTBOpPKAax MUTPAJIbHOrO KjalaHa, remMo-
IVMHAMMUUeCKM He3HauuMasi; MUHUMAaJIbHAsI TpU-
KycnuaanbHas peryprutaius (GyHKIMOHATbHAS);
TOJIOCTHM Cep/illa He paclliMpeHbl; MMOKap/, He yTOo-
mieH; COKpaTMMOCTh MUOKapAa yIOBIeTBOPUTEb-
Hasl.

V3U opraHoB OPIOIIHOI ITOJIOCTY U 3a6PIOIIMH-
HOTO TIPOCTPAHCTBA: HOPMaJibHas 3XOKapTMHA TIe-
YeHU, KeJTYHOTO ITy3bIpsl, TIOMI3KeTyI0UHOI JKeJe3bl,
cejie3eHKU, IIoYeK, MPOoeKIIUM HaJ[IOUYeUYHUKOB.

V3U muTOBUAHOM Kee3bl: quddy3Hble U3Me-
HeHMUS IUTOBUIHON sKeje3bl.

Peosniiedanorpadus: B 6acceiiHe BHYTpeHHE
COHHOJ apTepuy MPaBOCTOPOHHSST ACUMMETpPUs
KPOBEHAIIOJIHEHMST; TOHYC COCYIOB 4 BEHO3HbII OT-
TOK B HOpMe; B 6acceiiHe MO3BOHOUHOI apTepun
KpOBeHAaIo/IHeHNe CHMKEeHO (JierKasi TUTIOBOIeMUs
¢ 06eMx CTOPOH); TOHYC COCYIOB ¥ BEHO3HBI OTTOK
He HapylIlleHbI.

PentreHorpacdusi opraHoB T'PyIHOV KJIETKA: B
MIPSIMOTA TIPOEKIINY YHKOBePTeOpaibHbIe BO3BBIIIE-
HMSI 340CTPEHBI; TIPU CTMOAHUM — CMEIeHNe B Cer-
meHTax C2-C4 mo 3,0 MM Knepenu; Ipu pasrmba-
HUU — cMmenreHue B cermenTax C2-C4 3,9 MM K3a11;
He6osbINE 3aHIe KpaeBble pa3pacTaHms; HeCTa-
OWJIBHOCTD IIETHOTO OTHE/Ia MTO3BOHOYHMKA; XOH-
Ipo3.

CyrouHoe MOHUTOpUpOBaHMe AJl: MOHUTOPU-
poBaHMe TIPOBOAMIIOCH C XOpoIlieii mepeHoCUuMO-
CThIO Kak B JIHEBHbIE, TAK U B HOUHbIE YaChl. BbI-
TOJTHEHO BCero 69 mM3MepeHuii, U3 HUX YCIEIIHbIX
57. Cpegune sHauenust Al mHeM coctaBuian 158/93
mmHg (roBeIIeHHBIE), HOUBID — 144/83 mmHg
(oBbilieHHbIe). CpenHsast YCC nHeM — 77/MUH, HO-
ybl0o — 72/MMH (HOpMOKapaus). MHOekc BpeMme-
HM 32 CYTKM IO 3MMU30[iaM TUTIePTOHUN: CUCTOIU-
yeckuit — 100%, nuactonmudeckuii — 96,5%. Makcu-
manbHOe 3HavueHue AJl nHem — 170/106 mmHg, HO-
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Yypi0 — 157/98 MM pT CcT. MMHMMAaJIbHbIE 3HAUEHUS
ALl nHem - 131/72 mmHg, HOubO — 134/71 mmHg
Crenenb cHmkeHus All B HouHoe Bpemsi: CAJl -
9%, nemoctatouHas (nondipper); JAI — 10%, oo-
cratouHast (dipper). BeiuunHa 1 CKOpOCTb yTPeH-
Hero noabema A/l B ipefiesiax HOpMBbI.
KoHcynpTanum crienuajaucToB

KoHcynbraius HeBposiora: medanrus Harpsoke-
HUS.

Koncynbranust JIOP-Bpava: maTonorum He BbI-
SIBJIEHO.

KoHcynbTanms OKyaMCTa: Cpelbl IMPO3payHbl,
I71a3HOe THO B HOpMe; apTepui Cy>KeHbl, BeHbI HOP-
MaJIbHOTO KaJuopa.

KoHcynbTanmsi 1eTCKOTo TMHEeKoJora: nepBuu-
Hasl AMCMeHopesi, ByJTbBOBarMHa/IbHbIN KaHAMI03.

DHIOKPUHOJIOT: ayTOMMMYHHBIV TUPEOUTUT,
runeprpoduyeckas popma, syTupeos.

B ormenennu pebeHOK IoOTydas jedyeHue: sHa-
narnpwuia (7,5 Mr yTpoM u 5 mMr Beuepom), peHuOYyT,
MarHeamnc, MEKCUIIPUM.

Ha done neuenns mokasarenu Al B oToeeHUN
-120/70 - 130/90 mmHg.

Kimmunyecknii ayuarHos: HeKoMIaKTHbBIN MMO-
Kapg, ynesoro xxemnygouka, CH 0. AprepuanbHasi TU-
nepreH3usi. AYTOMMMYHHBIN TUPEOUINUT, TUIIEP-
Tpoduueckas ¢dopma, ayTupeo3. HecTabuIbHOCTD
IIeifHOTO OT/Aeia MO3BOHOUHMKA. [lepBUUHas AuC-
MeHopesi, ByJIbBOBarMHa/IbHBIN KaHAMI03.

[pu manbHeiiem obcnenosanuu B PIKB r. [To-
Hellka auarHo3 HMJDK 6611 HOATBEPIKIEH.

BblBOAbI

Oco6eHHOCThI0O JAHHOTO KIMHUYECKOTO CTydast
saBisieTcs BoisBIeHre HMJDK mpu obcmeqoBaHnmu
pebeHKa T0 TMOBOAY apTepPUaIbHON TUIEPTEH3UN.
Ha MoMeHT 006c/ieoBaHMsT KIMHUUECKUX CUMIITO-
MOB, XapaKTepHBIX I/ KapAMOMMUONATUU, BBISIB-
neHo He 6bUT0. CeMeiiHbIN aHAMHe3 (CMepTh MaTe-
pPU OT CepIeyHO-COCYAMCTON MMaTOMIOTUM) TI0O3BOJISI-
eT IPeJIo0KUTh CeMeiHbI XapakTep 3a00j1eBa-
Hus. Pe6eHOK HYKIAeTCsl B TeHeTHUeCKOM o6ce-
JIOBaHUY, MMPOBEIEHUM NMHAMUYECKOr0 Habmome-
HUSI, TpobUIIaKTHUKE CEPIeUHO HeJOCTaTOUHOCTH,
IU3PUTMUIE U TPOMO0IMOOTNYUECKUX OCTIOKHEHUIA.
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HEKOMITAKTHBI1 MUOKAP], JIEBOT'O JKEJIV/IOUKA V IETEV: KJIMHUYECKUWI CITYYAT

HexkoMIakTHbII MMUOKap/, J1€BOTO Keaygodyka — Kap-
IMOMMOTIATHSI, KOTOpas XapaKTepU3YeTcs HaINYMeM
JIBYCJIOVHOM CTPYKTYpbl MMOKapza. Y meTeil MaToaoTus
HaXOAUTCS Ha TpeThbeM MecTe Cpeiu BCeX KapauoMu-
onaTuit mociae IUASITALLMOHHOM U runepTpoduyueckoii.
OCHOBHbIE ITPOSIBJIEHMSI HEKOMITAKTHOTO MMOKapza Jie-
BOT'O KeJyOUKa BK/TIOUAIOT B Ce6sl cepIeuHyro HeqocTa-
TOYHOCTb, Pa3HOOGPa3HbIe HAPYIIEHNMs PUTMA U TIPOBO-
IMMOCTH, TpOMO03MOOMNM. B HacTosiiee BpeMsl HeIo-
CTaTOYHO M3y4YeHbl BOIPOCHI 3THUOMATOreHe3a, KIacCu-

duxanuu saboneBaHus, ocobeHHOCTeN TeueHus, qudde-
pPEHLMATbHON AVMArHOCTUKYU C ApyruMu GopmamMm Kap-
JIMOMMOTIATHUIA, IPEAUKTOPOB HEOIAroNnpUsSITHOTO MCXO0-
Ia y gerteii. B craTbe TpencTaBieH KIMHUYECKUI CITy-
Yyaii mauyeHTa ¢ HeKOMIIAaKTHBIM MMOKapIOM JIEBOTO JKe-
JYI0YKa, HAXOSIIero Ha CTallIOHAaPHOM JIeUeHU! B Ha-
11eit KIMHUKe.

Kntoueesle c10o6a: HeKOMIIAKTHbBI MMOKap[ JIEBOTO
SKeJTyoouKa, KapauoMMOIIaTus, JeTH.

L.F. Chalaya’, A.V. Nalyotov', D.I. Masyuta’, O.A. Kurysheva’, O.N. Moskalyuk?,

0.V. Kotova?, O.V. Archireyskayad?, I.Ye. Frolova?
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NON-COMPACT LEFT VENTRICULAR MYOCARDIUM IN CHILDREN: A CLINICAL CASE

Non-compact left ventricular myocardium is a car-
diomyopathy characterized by a bilayer structure of the
myocardium. Pathology is in third place among all cardi-
omyopathies after dilated and hypertrophic in children.
The main manifestations of non-compact left ventricu-
lar myocardium include heart failure, various rhythm and
conduction disturbances and thromboembolism. The is-
sues of etiopathogenesis, classification of the disease,
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characteristics of the course, differential diagnosis with
other forms of cardiomyopathies and predictors of un-
favorable outcome in children have not been sufficient-
ly studied. The article presents a clinical case of a patient
with non-compact left ventricular myocardium who is
undergoing treatment in our clinic.

Key words: non-compact left ventricular myocardi-
um, cardiomyopathy, children.
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