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Pe3zwome. B oznadositi cmammi euxiadeno cyuachi 0ani w000 Mexawizmie Gopmysanns namonozii miokapoa y
HOBOHAPOOJICEHUX, AKA MOJCE GUAGAMUCL 6 PAHHLOMY HeoHamanivHomy nepiodi. Hagedeni doani cepynosani 32iono
pybopukayism Misxcnapoonoi cmamucmuunoi knacugixayii xeopo6 10-20 nepeensdy. 3ayeasceno, wo mexanizmu gop-
MYBAHHA HEOHAMANbHUX KapOiomionamii 3anexcams 8i0 6a2amo@axkmopHo2o 6nau8y HA OP2AHI3M NI00Y | HOBOHA-
POOINCEHO20, [ 8 MOMY YUCT - HAAGHOCMI CIMeUunux Gopm kapoiomionamiu, namono2ii nepebicy eacimnocmi, Cmamny
300p08 51 mamepi 3 YpaAXy8aAHHAM AKYULEPCbKOI ma eKCmpazeHimaibHoi namonoeii, ceoevachocmi ma ocobausocmeti
nepebicy nonoeie. Ceocuacna 0iazHOCMUKA 8U3HAYAE NPOSHO3 MA A0EK8AMHICMb mepanesmuiHux 3axo0is. Bucesim-
J1eHO OCHOBHI HANPAMKU 0iA2HOCMUYHO20 NOWYKY MA CNOCMEPeICeHHS HOBOHAPOOICCHUX 3 HEOHAMANbHUMU KAPOio-

Mionamisamu.

Knwuogi cnoea: xapoiomionamii, nogonapodceni, diaznocmura, cnocmepesicenis.

3rinHO i3 mpomo3unieio ekenepTiB American Heart
Association (AHA, 2006), mo xapamiomiomaTiii Bim-
HOCSTh IeTEPOreHHY TPyIy 3aXBOPIOBAaHb MiOKapny,
10 € acOIiHOBAHMMH 3 MEXaHIYHOK a00 eNeKTpHU-
HOIO AUC(OYHKIIE, BEHTPUKYISIPHOIO TinepTpodieto
abo mmratamiero [1]. BapiabenpHicTh eTionaToTeHE3Y
KMII Hepinko € 00yMOBICHOIO TEHETUYHUMHU (PaKTO-
pamu [1]. Tomupenicts KMII cepen gutsdoro Hace-
JIEHHS BU3HaA4aroTh Ak 1,2 : 1000 miTell, aHaaoTigYHUKA
MOKa3HUK y HOBOHAPOKEHUX HE J0CITiKeHO [2].

KniniyHi TposSBM HEOHATAJbHUX Kapaionarii
(KMII) BapiabenbHi, 1iarHOCTUYHUN MpOILEC YTPYA-
HIO€ HeCHenu(pivHIiCTh CHMITOMIB Ta BaXXKiCThb JH-
(dhepeHIianpHOI MiaTHOCTHKH OKpeMux gopm. OcHo-
BHUMH o3Hakamu nepBuHHOI KMII € xapmiomeramis
Ta CHUCTOJIYHA//IlacToJiuHa ceplieBa HEJAOCTATHICTh
(CH), 1o nporpecye 3a BiICYTHOCTI MOP(OJIOTIUHUX
03HaK aKTHBHOTO 3amaneHHs. MaHidecranis KMII B
HEOHATAJIbHOMY MEePiojai HEPiAKO CBIAYUTH PO BHCO-
KUH pU3HUK JIeTaJbHOTO BUXOAy. B miTeparypi mupo-
KO IUCKYTYIOThCS MUTAaHHA KIiHIYHOI, TabopaTopHOI
Ta peHTreHorpadiuHoi 11arHoCTUKY TinepTpodivHUX
ta nquinaraniiiaux KMII y HOBOHapoO)KeHUX. 3araib-
HUH BUCHOBOK ITIIKPECIIOE aKTyaJbHICTh BUPIMICHHS
npobieM aupepeHIiifHOT NiarHOCTHKH HEOHATallb-
aux KMII 3 mocmigoBHUM BAOCKOHAJIIEHHSIM ITHTAHb
NMpOTHO3YBaHHS mepebiry ta tepamii [1,2,3].

Okpim kinacugikanii NMepBUHHUX 1 BTOPUHHHX
KMII 3a B. J. Maron, J. A. Towbin at ai., 2006 [1,4],
JUISL HOBOHAPO/XKEHHUX 3 KapioMionaTisiMU BUKOPHC-
TOBYIOTH Kiacu(ikamito 3rigao pyopumi MKX-10 P
29.0 — «CepueBo-CcyauHHI po3Iagll y HOBOHapOIXKe-
HUX» 3a miapyopukamu P 29.6 — 29.9. Tlpu npomy
BUJAUISIOTH rinepTpodiuHi Ta AUISTALIiTHI, TEepBUHHI
ta Bropunui KMII.

Iineprpodiuna xapaiomionaris (I'KMII) xapak-
TEPHU3YETHCA IE30pTaHi3alli€cl0 pPO3TAaIlyBaHHS Mi-
0¢i0pwi, MO Hagali CTae OCHOBOK I PO3BUTKY
rimepTpodii Miokapay. PanHs miarHocTHKa € yTpyA-
HEHOI0 HE TINBKHU B JiTEH, aie i cepex AOPOCIUX Y

3B’SI3KY 3 BIJICYTHICTIO THIIOBUX KJIIHIYHUX MPOSBIB.
Tak, mocmimxenas CARDIA (Coronary Artery Risk
Development in Young Adults) [3] cBiguuTh mpo
Bucoky nomupenicte ['KMII (6au3pko 1:500 cepen
JIOpOCIOTro HaceleHHs) [5] Ta HaArojomye Ha pe-
aJbHHUX CKJIAJHOIIAX JiarHOCTUKH 3aXBOPIOBAHHS
B MOMyJsnii. «30JOTHM CTaHAApPTOM» TiarHOCTHUKH
rineptpo¢ii (koHHeHTpUYHOI abo TrimepTpodidHOI)
Ta BHUSABICHHS AiacTONIYHOI AMCYHKIIT 3aMUIIA€TH-
cs pomnepexokapuiorpadis (JEXOKI). Ilpu ubo-
My cupaxHs etionoris KMII He 3aBkau BCTaHOB-
JI0€THCS. 3a JIAaHUMHM HaiOlIbII BEIHMKOTO pEeCTpy
KMII y niteit CIIA i Kanagu cepen rpynu, B sKii
npuunHa KMII Gyna BctanoBnena, y 29,1% 0Oys nia-
THOCTOBAaHMN Miokapaut, y 24,2% - ciMmeliHa i3051b0-
Bana KMII, y 22,2% - HeiipoM'si30Bi 3aXBOpIOBaHHS,
y 15,4% - Bpo/uKeHI HopylIeHHs MeTabdoJyi3My 1 B
8,8% pisuirenernuni cunapomu [4,5,6]. Hepinko na-
TOJIOTISI CBOEYACHO HE JIaTHOCTY€ETHCS: ICHYIOTh CITO-
CTEpEeKEHH, KOJU MOPYHICHHS CTPYKTYPH MiOKapay
B OKpEMUX MaIi€HTiB OyJI0 BCTAHOBIECHO 3a CEKIIii-
HUMH JaHUMH, TOAI SIK MiJ 9ac MOMEPEIHBO MPOBE-
nenoi JJEXOKTI o3naku KMII ve Oynu BusiBnexi [7].

[Ipenatanpra miarHoctuka KMII e ckiamgHOTO,
OCKIUJIBKY IPYHTYETHCS Ha Cy0'€KTUBHIH OIIHII CTaHy
MioKapja JiBOTO NUTYHOUYKY i BUMarae o0oB's13KOBOTO
IWHAMI9HOTO cHocTepexeHHs. [loBiZOMISAIOTH, IO
HaBiTh MpPHU HApOJKEHHI AUTUHHU 3 (idpoesnacTozom
MpeHaTaJbHO J[IarHO3 HEe BCTAHOBIIOETHCS OJIU3BKO Y
22 — 27% nnonis [8,9].

Y neonaranpuHoMmy mepiogi 'KMII moxe wma-
HipecTyBaTH TpyOUM cHcTONiYHUM mmymoMm Yy III
Mexpebep’i 3miBa Bif TPyIAWHHU TINBKH Yy pas3i ¢op-
MyBaHHs OOCTPYKIii BHXIZHOTO BIAJAINKY JiBOTrO
mryHouka (BBJIII). 3a nassuocti BBJIII moxe po3-
BUHYTHCH KJIIHIKa «MaJIOTO CEPI[EBOr0 BUKHAY» 3 Ha-
pocranusam mnposiBiB CH, CIIb 6inbme 3-x cexynn,
MOXOJONaHHAM KiHIIIBOK, TIMOTOHIEIO, MPHUTITyIICHIC-
TIO CEpILEeBHUX TOHIB Ta iHm. Hepigko po3BUBaEeTHCS
apuUTMisi cepueBoi AisIbHOCTI (Hamaju MapOKCHU3-
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ManbpHOI Taxikapaii 3 mepmux ai6 xutts). JEXOKT
J03BOJIIE BUKJIIOUUTH BPOJKEHY Baay ceprs (Ko-
apKTalilo aopTH, KJIAMMaHHUNA CTEHO3 aopTH). 3a BiA-
cytHocti BBJII mym BiacytHii, kninika [KMII He
€ crnenu(pivHOI; 3aXBOPIOBAHHS JI1arHOCTYETHCS 3
ypaxyBaHHSIM CiIMEHHOro aHaMHe3y, POsIBIB AU3MOP-
¢ii, massuocti 3min EKTI [7,8,9], o3nak rimeprpodii
3a ganumu EXOKIT. SIx mpaBuio, miarHO3 YTOYHIO-
€THCS 32 JOTIOMOTO0 iIHCTPYMEHTAIBHUX METO/IB J0-
CHIJDKEHHST MK 2-M Ta 7-M JIHSMH KHUTTS JUTHHH
[10,12]. V wminmomy MOXXHa 3a3Ha4UTH, IO B OCHO-
Bl kiiHiuHMX uposiBiB nepsurHOoi ['KMII nossrae
npiacTonmiyHa Au3QyHKIiS TimepTpodoBaHOTO cepis
3 WOro HacTymHOIO 0O0CTpyKui€eio. BBaxkaioTs, mo
nepBuHHi ['KMII xninivHO MaHipecTy0Th Y 55% HO-
BOHApOJKEHUX B PAaHHbOMY HEOHATAJIbHOMY NEpiofi,
y 31% mnamieHTiB MiarHOCTYIOThCS y BiIlli Bix 8 mi0
10 4 micauis. Y 29% HoBOHapOKEHUX rinepTpodis
MiOKapJly He € BUPaXKEHOIO, 3aXBOPIOBAHHS Mae 0e3-
CHUMITOMHHUN TepeOir.

3a HasgBHOCTI Timeptpodii mMiokapma y HOBOHa-
POKEHOTO B mpoleci audepeHIiaabHol maiarHoc-
tuku igionmatuyHoi/mepBurroi ['KMII HeobxigHO
BUKJIIOUMTH HHU3KY METa0OJIYHUX Ta MITOXOHJpI-
aJbHHUX 3aXBOPIOBAaHb, JJIS YOTO0 MPOBOJATH aHAINI3
KpOBI KIIHIYHHHA (HEHTpOTeHis Moxe OyTH O3Ha-
koto Barth-cungpoma) [13,14], mocnimKyoTh piBEeHb
eJIEKTPOJIITIB KPOBi, KOHIEHTpAIlii JIAKTATIB B KPOBI
Ta cedi; OpraHiyHUX KHUCJIOT B C€Yi, piBEHb KUPHUX
KHMCJIOT; IIKipHa Oiomcis Ta eJeKTPOHHAa MIKPOCKO-
st PEKOMEHAYIOTHCS JUISl J1arHOCTHKHU 3aXBOPIOBAHb
3 MOPYIICHHSAM NPOoQiIo eH3uMiB. ¥ HOBOHapOIXKe-
Hux 3 [KMII BukmatogaroTs xBopoOy [lomme mmsaxom
NpoBeacHHs Oiomncii mMKipW Ta MOCTIIKCHHS CIUHH
3 BH3HA4YCHHSAM amiHomaibTazu [15]. 3a HasBHOCTI
«KITIBY» JUIS NMPOBEJIEHHS I'€HETHYHOTO OOCTEKEHHs
€ BaXJIMBUM BHKIIOUCHHS MYyTalliil, acoliioBaHUX
3 rimeprpodicro/aunaranieto Miokapay [4,10,11].

Ha EKT mamienTiB 3 xBopo6oro [Tomme € THTOBUM
BHCOKHH BOJbTaX, O3Haku rinepTpodii Miokapny,
BKOpOYCHHS iHTepBany PQ. 3a HasBHOCTI CiMEHHOIT
¢opmu rineprpodiunoi KMII y HOBOHapomxeHOro
BUKIIOUaOTh cuHApomMu Noonan [16], Beckwith-
Widemann [17,18], Trisomy-21, Costello [19],
Friderich’s [20], meTaboniunHi 3axBoproBanHs [21,22]
Ta MOpYIICHHS 00MiHY XUPHUX KucloT [23,24], Mmi-
ToxoHApianeHi aedexTH, cunapom Kepuca-Caiie
[25,26,27,28].

Kpim imiomarmunux nepBuHHHX KMII icHyioTs
iHmi (QopMH, IO 3a 30BHIIIHIMH O3HAKaMH MAalOTh
MiXx coboto 6araro cminpHOTO. [IpumHaMu MeTabo-
nigaux KMII BHACIIOK TEHETHYHOT ATOJIOTIi € BpO-
JOKEHI MOpyLIeHHs: 0OMIHY peYOBHUH a00 MOPYILICHHS
¢ynkuii opranen xkaituau. [lopymenns meradbonizmy
JKUPHUX KHCIOT € HAHOUIBII YacTOI0 MPUYMHOIO PO3-
BUTKy Metabomiuanx KMII. CrnagkoBi nedextu 06-
MiHY JKUPHUX KHCIIOT € IPUYMHOIO HE MeHIIe 5% BHU-
MajKiB panToOBOi AUTAYOI CMEPTI.

[Mosigomasierscs nmpo 'KMII, mo po3BuBarThCs
BHACHIZOK JU3(QYHKIIT MITOXOHIpPIH KapaioMionu-
TiB, TIPH SKUX MOPYLICHHS MOXYTh BIJHOCHTHCH 0
nedextiB Mmetabonizmy kapHiTHHY C, dpepMmeHTy Oe-
Ta-OKUCJIEHHS XUPHUX KUCIOT, O CHCTEMH MipyBaT-
JIET1IPOTEHA3HOr0 KOMINIEKCY Ta LHKJIY JHMMOHHOL
KHCJIOTH, 10 (EPMEHTIB AMXalbHOro JaHIra ado
nedinury ¢pepmMeHTIB B 0gHOMY a00 AEKIIBKOX KOM-
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MOHEHTax KiiTuHU [21,22,29].

Heonaranera ¢popma KMII nmpu medexrax oxumc-
JEHHS KUPHUX KHCIOT XapaKTePHU3YEThCS PAHHBOIO
MaHidecTaliero BIPOJOBXK MNEPHIMX JHIB KUTTS 31
MIBUJKUM PO3BUTKOM rineprpodii Ta paHHBOI cMmep-
Ti. YpaxenHus cepus 3a tunnom 'KMII y noegnanHi 31
3HM)KCHOI0O KOHTPAaKTHIBHICTIO MiOKapay, apuTMi€lo
cepueBoi AisTBHOCTI, Timormikemieto. Ilix gac rimo-
TIIIKeMIYHOI KOMHA WMOBIpHUM € PO3BUTOK aCHCTOMIi
Ta panToBoi cepueBoi cmepTi; 5% HOBOHAPOMKEHUX
MOMUPAIOTh y MepIli AH1 )KUTTA, 3 HUX 20% - 10 BcTa-
HOBIICHHS JaiarHo3y [23,24].

[ToBimommstors mpo 'KMII y HOBOHapOmKEHUX 13
CHCTEMHUM Je(iIUTOM KapHITHHY, IKUN OB’ A3YIOThH
3 mytaiieto rery SLC22AS5. ¥V Takux niTeid 03HAKH
CH uposBisIIOTBCS paHO Ta IIBHAKO IPOrPECYIOTh.
XapaktepHa M’s30Ba rimotoHis. TpomOGoemOomiuHi
yCKJIaJHEeHHs BUHUKAOTh y 20 — 25%. Moxe po3Bu-
HYTHUCH IepejcepaHa ado MIITyHOYKOBA apUTMisl, BH-
paxkena Opanukapnais. Tpanumiitae mikyBanas CH e
Mae edexrty [29].

Manidecranis ['KMII 'y HOBOHapomKeHHX
BiOyBaeThCcsl TakoX 1pu  JAedinuTi  KapHITiH-
nainpMiToinTpanchepasmu. HacninyBanust  ayrto-
COMHO-PEIIECCHBHE, 3a PaXyHOK MyTalliil B reHi Kap-
HITIHIAJIbMITOINTpaHCpepa3n; HeoHATAIbHAS GopMa
3aXBOPIOBAHHS 3aBXKIW JeTalbHAa. € XapaKTepHUMH
rinmoTepmis, JeTapris, CyJOMH, IiMOTOHIs, rinepped-
JICKCIsl; BII3HAYAOTh 3HAYHY T'eIIaTOMEralit (Makpo-
BE3UKYJISIPHUN CTEaTo3); BUSBISIOTH HUPKOBY HEMIO-
CTaTHICTh Ha TJII MOJIiKicTO3y abo nucIua3ii HUPOK,
rigporedposy, TyOyIIpHUX po3TaniB (IIPOKCHMAITh-
HHUH 1 TUCTAIbHUN KaHAJBIEBHH amuio3), aHOMAaii
po3sutky [ITHC (BeHTpuUKyIOMETais, KaabiudikaTu,
JIMCIIIIa3ist MO30JIMCTOTO Tija, HOJIMIKPOTUpii, KUCTH
NapaBeHTPUKYIAPHUX 1 0azanbHux sigep). L KMII ma-
HipecTye 3 mepmux Ai0 KUTTSA, MA€ NMPOTPECYIOUN
nepebir 3 po3BUTKOM MONIOPTAaHHUX YpaKeHb, He-
CIPUATIUBUNA IPOTHO3.

Anroput™m aiarHocTuku metabonmiuaux KMII nHa
TJI1 MOpyLIeHb OOMIHY KapHITHHY i MITOXOHIpianbHOT
OKCcUAAlii KUPHUX KHCIOT 0a3yeThcsl Ha HOEJHAHHI
KJIIHIYHAX KapAlaJdbHUX 1 eKcTpakap/ialJbHUX CHMII-
TOMIB 1 mabopaTopHUX NaHWX. EKcTpakapaialbHUMU
KPUTEPisSMH NiaTHOCTHKH € paHHii 1e0I0T 3aXBOpIO-
BaHHs, MOJIOPraHHOCTH ypaxkeHHs. J[o kapaiaibHUX
kputepiiB giarHoctuku mertaboniynux KMII BigHO-
caTh: 1) aunaranioo/rineprpodilo MOPOKHUH cepls,
3HMJKEHHS CKOPOYYBaJbHOI 34aTHOCTI Miokapnaa; 2)
CHMETPHYHY TrimepTpodito Miokapnaa; 3) moeqHaHHS
rimeptpodii Miokapay i gwmaramii MOPOKHUHH ILIY-
HOUKY; 4) pedpakTepHiCTh CTaHJAPTHOI Tepamii cep-
1[eBOT HEJIOCTATHOCTI; 5) apuUTMii cepIeBOl MisTbHOCTI
(mIyHOYKOBa Taxikapis, CHHIPOM CJIaOKOCTI CHUHY-
COBOTO By3Ja, aTpiOBEHTPHKYJIspHa Oiokana; 6) ri-
raaTchki T-3yOmi Ha enekTpokapaiorpami; 7) BUMAAKA
pamnToBoi (apUTMOTEHHO) cepIieBoi cMepTi B CiM'i.

JlabopaTopHUMH KPHUTEPIsIMH, IO JTO3BOJISIOTH
NPUNYCTUTH MOPYUICHHS OOMIHY )KHUPHUX KHCIIOT SIK
npuurHu po3BuTky KMII, € rinornikemist 6e3 KkeTo3sy;
MeTaOoXiYHUI alnM/103; TINEpIIaKkTarT i rinepmipysare-
Misl; MiABUINCHHS KpeaTuHPOoCcPOoKiHaA3H; 301IbIICHHS
aKTUBHOCTI TpaHcaMmiHa3 mediHku. J{ns Bepubikamii
BCIX BHINEBKAa3aHMX J1arHO31B MOTPiOHA MOJEKYISIp-
HO-TCHETUYHA JiarHocTuKa. [IporHo3 B mepeBaxcHii
017pIIOCTI BUIAJIKIB HECTIPUSTINBUI.
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Jlnst paHHBOT IaTHOCTUKH BPOJIKEHUX TOPYIICHb
0OMiHY JKHPHHX KHCJIOT 3aCTOCOBYIOTH HEOHATalb-
HUI CKPUHIHT HOBOHAPOKEHHUX, [II0 TO3BOJISAE 3a J10-
MOMOTOI0 Mac-CIEeKTPOMETpii BHUSBISATH MOPYLICHHS
ANMIKAPHITUHOBOTO 1 aMIHOKHCIOTHOTO PO iiio.

Cymytouu naHi niteparypu [23,24,29,30], MOKHA BH-
3HAUUTH TPYITy HAHOITBII PO3MOBCIOPKEHUX TCHIB, MY-
Tamii SKUX MPU3BOIATE 10 (HOPMyBaHHS TiepTPOPiTHOT
abo mumatariiiHoi kapaiomiomarii (Ta6a.1) [1,3,31,32].

Jlo BTOpUHHHUX KapjioMmionaTiii BiJHOCATbH TpaH-
3UTOPHY MOCTTIMIOKCUYHY 1lIEMi0 MioKap/Ja HOBOHA-
pOJUKEHHUX, JiabeTHUHy KapJioMionariio, KOKaiHOBY
Kapjaionarito HoBoHapo/keHuX, KMII mpu rimo-ra
TimepTUPEOiAM3MI Ta iHIII.

Y 20% HOBOHApOIXKEHUX, IO MEPEHECITH NEepH-
HaTaJIbHY TIMOKCiI0, B HCOHATAJIBHOMY MEPiofi, po3-
BHBAETHCS KJIHIKA MEPCUCTYIOYUX (eTasbHUX KO-
MyHIiKalliii a00 JercHeBa TiNepTEH3is; Mo3auepeBHA
aJjanTamnis KpoBooOIry y HUX BiJIOYyBa€ThCS yHOBIJb-
HeHo Ta HampyxeHo. Lli ¢pakropu, a came - reMoOIH-
HaMi4yHE TepeBaHTAXCHHS NPaBUX BiAMiNiB cepid,
BIAIrpaloTh MEeBHY POJb y GOPMyBaHHI TPAH3UTOPHOT

noctrinmokcuunoi imemii miokapay (TIIIM). Bracui-
JIOK TEPEBAHTAXKECHHS MPABOTO NITYHOUYKY CTAE MOXK-
JUBUM BiTHOCHE 3HIKEHHA mepdysii KpoBi B mpaBiit
KOpOHapHiil aprepii 3 NOJANBIIUM YIIKOJKEHHSIM
eHIoKapaianbHaoi 30HU Miokapny [33,34]. Ilocrri-
nokcuyHa 'KMII y HoBOHapoaKeHuUX, 110 MepeHecIn
(eranbHUN THCTPEC, CYNPOBOKYETHCS MOPYIICHHS
cucTonigHOi Ta nmiacromiunoi ¢ynkmii JIIII 6e3 ri-
nepTtpodii CTIHOK, IO BHUABISAETHCSA 332 JOMOMOTOIO
JEXOKT. T'ineprpodist Miokapay BHHHKaE MiXk 2-10
Ta 7-10 100010 XUTTSA, CIOYATKYy B MIKIIIYyHOYKO-
Biit neperunui (MIUII), nani po3noBCcIOIKYETHCA Ha
Miokapn 3amHboi crinku JIIII abo 000X MIIYHOYKIB.
[uBomroTist rimepTpodii MiokapAyBiLOyBaeThCS MiXk
2-M Ta 5-M micsauamu xutTs. [IporHos takoi Gpopmu
rineptpodii cipustiauBuii [34].

€ nani npo BipycHuii rene3 KMII sixk npuunny Bu-
HUKHEHHS MITOXOHJpiaJlbHOI HEeZ0CTAaTHOCTI, 30ya-
HUKaMH 5Koi BBaxatoTbcst Bipycu Koxcaku, ECHO,
reprecy, rpumy. Takoxx omucaHi B JiTeparypi BUIA-
ki po3BuTtky ['KMII BHAcTiZOK JOBTOTPUBAIOTO Ji-
KYBaHHS INTIOKOKOPTUKOCTEPOIJaMH.

Tab6nuusa 1

Mepenik HaNGiNbW Po3NOBCHAXEHUX FeHIB, MyTauii AKX NPU3BOAATb
po cdbopmyBaHHS KapaiomionaTin

Gene [ Protein [ Function
Autosomal

TTN Titin Sarcomere structure/extensible
scaffold for other proteins

MYH7 B-myosin heavy chain Sarcomeric protein; muscle
contraction

MYHG6 a-myosin heavy chain Sarcomeric protein; muscle
contraction

MYPN Myopalladin Sarcomeric protein, Z disc

TNNT2 Cardiac troponinT Sarcomeric protein; muscle
contraction

MYBPC3 Myosin-binding protein C Sarcomeric protein; muscle
contraction

TMPO Thymopoietin Also LAP2; a laminassociated
nuclear protein

LAMA4 Laminin a-4 Extracellular matrix protein

VCL Metavinculin Sarcomere structure; ntercalated
discs

Dilated cardiomyopathy with prominent conduction system disease

LMNA Lamin A/C Structure/stability of inner nuclear
membrane; gene expression

SCN5SA Sodium channel Controls sodium ion flux X-linked

DMD Dystrophin DAGC; transduces contractile force

TAZ/G4.5 Tafazzin Unknown; causes

Hypertrophic cardiomyopathy
PNPN11 mutation y noefHaHHi 3 cuHgpomamum Noonan, LEOPARD
SLC22A5 mutation kapHiTiHoBa TKMI

Jiabernuna KMII BuHHKa€e y HOBOHApOKECHUX,
10 HapOJIUIKCH BiJ MaTepiB i3 MyKPOBUM HiabeToM,
AKi Malu HU3BKHU piBEHB KOHTPOIIO TIiKeMii Tif
gac BariTHOCTi. Taki HOBOHApPOIXKEHI MalTh BHUCO-
KMl pU3MK BHHHKHEHHS PECHipaTOPHHUX pO3JAaaiB,
rimormikeMii, rimokamiemii, rimoMarsieMii, moJiIu-
tTemii, rimepOinripy6inemii Ta BpOJIKEHUX BajJ pPO3-
BUTKY [35]. TskKicTh IIyKpoBOTO miabeTy y BariTHOI
KOpEJIoe 3 PU3UKOM BUHHUKHEHHA niabetmuanoi KMII

y HOBOHapopkeHoro. ['imepTpodis mMiokapay € TUM-
YaCOBHMM SIBHIEM HE3aJIe)XHO BIJ TAKKOCTI Ta, 3a
naaumMu EXOKI, HaOyBae 3BOPOTHOTO PO3BUTKY Ha
NpOTs3i MEePIIUX MICALIB XUTTSA HOBOHAPOJIIKEHOT
auTuHU [36].

Bigomo, mo BropunHi KMII Hepigko MOXyThb
OyTH NpOSIBOM reHepai30BaHUX CHCTEMHHUX 3aXBO-
proBaHb [4]. ¥ 1pOMY BUIIaJIKy MOXHa TOBOPUTH MPO
BUCOKHMH PHU3UK KapAiOBACKYISPHHUX TOMIH y Maii-
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OyTHBOMY, (pOpMYyBaHHS CHUCTONIYHOT OU3QYHKIIT Ta
XPOHIYHOT cepIeBoi HEAOCTATHOCTI [1].

TakuM uwmHOM, MeXaHI3MH (OpPMyBaHHS HEOHa-
TaJbHHUX Kapaiomionariii 3amexaTh Big Oaratodak-
TOPHOTO BIJIMBY Ha OpPraHi3M IJIOAY 1 HOBOHAPOJXKe-
HOTO, 1 B TOMY YHCIi - HasBHOCTI ciMeHHUX (opm
Kapjaiomionariif, maroxorii  mepebiry BariTHOCTI,
CTaHy 3J0POB s Marepi 3 ypaxyBaHHSIM aKyLIepChKOi
Ta eKCTpareHiTadbHOI MaTonorii, ocobmuBOCTEH Te-

pebiry monoriB. CBoedacHa JiarHOCTHKa BU3HAYa€e
NpPOrHO3 Ta aJeKBaTHICTh TEPAINCBTHYHUX 3aXOMiB.

YTOYHEHHS 4acTOTH PO3BUTKY Ta CIIEKTPY HEO-
HaTaJIbHUX KapaioMiomaTii, JOCIIKCHHS MPUYHUH-
HO-HACJIJIKOBUX B3a€MO3B’s3KiB iXx (opMyBaHHS,
CTBOpPEHHSI Cy4YacCHUX aJropuTMmiB JudepeHuinnoi
JIarHOCTUKH Ta JIKYyBaHHS CIPUATHME TOJINIICHHIO
MPOTHO3Y 1 MaTUMe MEBHUH KIIHIYHUHN, COIiadbHUI
Ta eKOHOMIYHUN e(eKT.
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JUPOPEPEHIIMAJINBHAA JTUATHOCTHUKA
HEOHATAJBHOTI'O KAPIMOMHUOIIATHUHA

M.A. I'onuaps, A./l. boituenko, A.B. Cenamoposa

XapbKOBCKUN HAMOHAJAbHBIH MeAMUHHCKH I
yHuBepcuteT M3 Ykpaunusl,
XapbKOBCKHMIl pernOHAJIbHBIIH MePUHATAJIBHBIH LEHTP
(r.XapbkoB, YKpanHa)

Pe3ome. B 00630pHON  cTarbe  H3IOKCHBI
COBpPEMEHHBIE JaHHBIE 0 MEXaHU3MaxX (OPMHUPOBAHNUS
MATOJOTHHM MHOKapJa y HOBOPOXAECHHBIX, KOTOpBIE
MOTYT HpOSIBIATHCS B PAaHHEM HEOHATAIBHOM IIEPH-
one. IlpuBeneHHbIe TaHHBIE CTPYHNIIMPOBAHBI COTIIACHO
pyOpukammn MexXITyHapomHOH CTaTHCTUYECKOW Kilac-
cudukanum Ooxe3neir 10-ro mepecmorpa. OTMEUEHO, UYTO
MeXaHN3Mbl (JOPMHUPOBAHUS HEOHATAIBHBIX KapIHOMHOTIA-
THHA 3aBUCAT OT MHOTO(AKTOPHOTO BO3/IEHCTBHA Ha Opra-
HH3M IUIOZIa ¥ HOBOPOXEHHOTO, ¥ B TOM YHCIIE - HAJINIHS
CEeMEeHHBIX (OpM KapaANOMHONATHH, TATOJIOTHH TEICHI
O6epeMEHHOCTH, COCTOSIHUS 3[0POBbS MAaTe€pH C yUETOM
AKYLIEPCKOM M IKCTPAreHUTAJIbHOW MaTOJIOTUU, CBOEB-
PEMEHHOCTH W OcoOeHHOCTeH TedeHUs ponoB. CBOEB-
pEeMEHHasi AMAarHOCTHKA OIpEENseT MPOTHO3 U aJeK-
BaTHOCTb TEPANEBTHUECKUX MEPONPHUATHH. OCBEIIEeHBI
OCHOBHBIC HANpaBJICHUS AMATHOCTUYECKOTO IMOMCKA H
HaOIONCHNST HOBOPOXK/IECHHBIX C HEOHATAJIBHBIMHU Kap-
JUOMHOIATHAMH.

KawueBble ciioBa: kapaunoMHONaTHH, HOBO-
pPOKICHHBIE, IMATHOCTHKA, HAOJIIOCHUE.

DIFFERENTIAL DIAGNOSIS
OF NEONATAL CARDIOMYOPATHY

M.O. Honchar' A.D. Boychenko, A.V. Senatorova

Kharkiv National Medical University Ministry
of Health of Ukraine,
Kharkiv Regional Perinatal Center
(Kharkiv, Ukraine)

Summary. This article presents contemporary
data on the mechanisms of myocardial pathology in
newborns that could be detected in the early neonatal
period. The data was grouped according to the rubrics
International Statistical Classification of Diseases,
10th revision.

Itis noted that the mechanisms of forming neonatal
a cardiomyopathy depend on multifactorial effects on
the body of the fetus and newborn, and including -
the presence of family forms of cardiomyopathies,
pathology of pregnancy, the health of the mother
considering obstetric and extragenital pathologies,
timeliness and features of birth. Timely diagnosis
defines the prognosis and adequacy of therapeutic
actions. The article represents directions diagnostic
work and treatment supervision of newborns with
neonatal cardiomyopathy.

Key words: cardiomyopathy, newborns, diagno-
stics, supervision.
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