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All over the world, congenital heart defects are the main
heart disease in children and one of the main causes of
infant mortality, especially in developing countries. Infants
and children with congenital heart defects have a number of
delays in weight gain and growth. In some cases, the delay
may be relatively mild, whereas in other cases it may lead to
developmental delay.
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numaHus.

Bo ecem mupe 8poicdeHHble NOPOKU cepdyd s18AHMCS
OCHOBHbIM 3a6o./1eeaHuem cepdya y demell u 00HOU u3
OCHOBHbIX NPUYUH MAADEHYECKOU cCMepmHOCmU, 0CO6EHHO 8
paszsusawwjuxcsa cmpaHax. Y wmaadeHyes u demel cC
8pP0JCOEHHbIMU hnopokamu cepdya Habawdaemcsi psio
3adepicek 8 Habope s8eca u pocme. B Hekomopbix cayuasx
3adepicka Moxcem 6blmMb OMHOCUMEALHO J1e2KoU, moada
KAaK 8 dpya2ux c/y4asix OHa Moxcem npusecmu K 3adepicke 8
pazsumuul.
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AKTyasibHOCTb. B HacTosillee BpeMs H3y4eHHWI0 HYTPUTHUBHOIO CcTaTyca JeTel
NpUAAI0T 60JiblIOe 3HaYeHHue. MHOTOYHC/IeHHble UCC/1eJ0BaHUs HallpaBJeHbl Ha BblsIBJIEHUE
M30bITOYHOM MaccChl TeJla M OXUpeHUA. BMecTe ¢ TeM 3HAaYUTEJNbHO MeHblle BHUMaHUA
YAEeJ[I0T AeTSIM C OTCTaBaHUeM B pU3UYECKOM Pa3BUTHM.

[lo pa3HbIM JaHHBIM, NIOKa3aTeau pacnpoctpaHeHHocTd BIIC y neTel 3HaUYUTeJNIbBHO
BapbUPYIOT U COCTABJAIOT OT 4 10 50 cayyaeB Ha 1000 xxuBopoxaeHHbIX [9, 10]. B TeueHue
nocsefHUX 15 sileT oTMevyaeTcs HEKOTOpas CTabuau3anus 3Ha4eHUM 3TOro rnokasaTeJisi, U B
MUpE eXerofHo poxaaeTtcs okosio 1,5 muH aeteit ¢ BIIC.

XCH — opHa u3 HauboJiee CJ0XKHBIX NpPo6GJieM 3paBOOXpPaHEHUs PAa3BUTBHIX CTPaH
MHUPA3, a TAKXKe 0JJlHa U3 IJIaBHbIX IPUYMH WHBAJIU/AU3AL MU U BBICOKOW CMEPTHOCTH B JIeTCKOM
Bo3pacte [Vaughan JF, Fuchs G.2015, Bacapruna EH. 2018]. He3aBucMMO OT NMpHUYUHBI U
dyHkuMoHanbHOro kiaacca XCH exerojHas JieTaJbHOCTb JleTedl C 3TUM 3aboJieBaHUEM
cocraBasieT okoso 10-12% (make B yCA0BUAX JiedeHUS B ClelUaJU3MPOBAaHHOM
CTaloHape), a NATUJIETHSAS BbhKHMBaeMocTb — MeHee 50% [Oab6uHCckas JIW, UrHaTeHKO
Cb., 2015].

[Ipu nporpeccupoBanuu XCH Ha ¢oHe HapylIeHHOr0 BCaChbIBaHUSA XKUPOB U OEJIKOB B
KULIeYHHKe Pa3BUBAETCsS CUHAPOM 3aCTOMHOM 3HTEPONaTHH, YTO CIOCOOCTBYET MOSABJAEHUIO
YIOPHBIX AUaper U UcTolleHuto 6osibHOTO. ¥ AeTeit ¢ XCH III-IV ¢pyHKIIMOHA/IBHOTO Kjacca
NPOUCXOJUT BbIpaXKEHHAs] CTPYKTYpPHas epecTpoiKa CJAU3UCTON 000JI0YKHM TOHKOW KHUILKHU
B BU/Jie TOBBIINIEHHOrO OTJIOKEHUS KOJIJIaTe€Ha, YBeJWYeHUSl TOJILUHbl CTEHKH, CyDO- U
aTpoduu BOPCUHOK. CTpPYKTypHble HM3MeHEHUsI TOHKOM KHIIKU BJEKYT 3a CO060U
JYHKIMOHA/IbHbIE HApYILEHUS], BblpaXkawoliuecsl B CHUXKEHUHW MHTEHCUBHOCTH BCAChIBaHUS
OCHOBHBIX MUUIEBbIX BeLIeCTB M MHUKPOHYTPUEHTOB, 4YTO 4YacCTO XapaKTepU3yeTcs
JIUCIIENCHYEeCKUMH pacCTPOMCTBAMM (CHMXKEHMe aNNeTUTa, TOLIHOTA, OTPbDKKA, Auapes),
3amyckasi IOpOYHbIA 3aMKHYTBIN KPYT .

Ha ¢poune XCH, BcsiecTBUE BBICOKON YTOMJISIEMOCTH U CJ1aOOCTH, CHU>KEHHOTO alMneTruTa
(BIJIOTH [0 aHOPEKCHUH), pebeHOK He MoJyyaeT MO0JI0KEHHbIN M0 BO3PacTy 00'beM NHUTaHUA
[6, 7].

[lepBUYHON peaklyedl opraHu3Ma B OTBeT Ha TO0JIOJ SBJSETCS MOOUIM3aALUs
TJIMKOTeHa M3 Jelo B KayecTBe HCTOYHMKA 3Hepruu (raukoreHosins). OfHako 3amac
TJIMKOT€Ha B OpraHrW3Me 0ObIYHO HEBEJIMK U UCTOLAETCS B TeYeHHUe NePBbIX ABYX-TpPeX JAHEM.
B pganbHellleM caMbIM JIETKUM W JOCTYIHHbIM HCTOYHUKOM TJIIOKO3bl CTAHOBSTCS
CTPYKTYpHble OesikU (rJIloKOHeoreHe3). B mponecce riokoHeoreHesa BbIpabaTbIBAIOTCSA
KETOHOBBIE TeJla, KOTOpble 0 MeXaHU3My 0OpaTHOM CBSI3U 3aMe/JIIIOT OCHOBHOM OOMeEH U
HauMHaeTCsd OKUC/IeHHe JIMIIUJ0B B KaueCTBe UCTOYHMKA 3Hepruu. [locreneHHO opraHusM
nepexoAuT B 6eJIKOBO-cOeperamliuid pexuM paboThbl, U IJIIOKOHeOreHe3 BO30OHOBJISIETCS
JIMIIb IIPU MOJIHOM HUCTOILlEHUHU 3aMacoB »kupa [8].

YBesiMueHUe 3SHePreTUYeCKUX 3aTpaT B IIOKOe CBSI3aHO C HeOOXOJAUMOCTBIO
noazep>kaHus GyHKIMOHUPOBAHUSA MUOKAap/Ja U AbIXaTeJbHON MYCKYJaTyphl, obecredyeHus
06a30BbIX MeTabO0JIMUYECKUX (PYHKLUUN, NOAJEP>KaHUS TepMOperyJslud. JHepreThyecKue
3aTpaTbl Ha MNOAJAepKaHUEe 3TUX QPYHKLUUMU NpU cepAeYyHOW HeAOCTAaTOYHOCTH pPe3KO
BO3pacTalT, a Mnpd ¢GU3NYECKOM aKTUBHOCTM MOTYT TMpeBbIIaTh TaKOBbIE Y
COOTBETCTBYIOLUX [10 BO3PACTY 3/J0POBLIX JleTel 10 2,5 pas .
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B ciy4yae ©OoJsie3HM [JleTU 3HAUYUTEJbHO CUJIbHEe, 4YeM B3pOC/ble, CTPaZalT IMpHU
HeJI0CTaTOYHOCTH NHUTAHUSA, YTO 0OYCJI0BJIEHO HEKOTOPbIMHU aHATOMO-PHU3UOJIOTHYECKUMU
0COOEHHOCTSIMM MX OpraHu3Ma, OCOOEHHOCTSAMU TedyeHUs 3aboseBaHud. Y pertei ¢ BIIC
NpUYUHAMM pPa3BUTHUA TUNOTPOGUM SBJAAKTCA CHUXXKEHHOe TMOTpebJieHHe KaJlopUH
(CHM>KeHHBIH aNlleTUT, NOBbIlIEHHAs yTOMJISAEMOCTD), CHHAPOM MaJibabCcopOL MU BCIeACTBUE
HapylleHUs1 KPOBOCHAbGXXeHHUSl KUIIKM, TrUulepMeTabosn3M (BCAeACTBUE TaxUKapAuH,
OZbIIKH, TAXUIIHO3) [5].

CirenyeT OTMeTUTb, YTO HEAOCTAaTOYHOCTb NHUTAHUSA pa3BHUBAETCA IOCTENEHHO U
CTAaHOBUTCA BHUAMMOM NIpU BbICOKMX Kjaccax XCH . Ilpu atom, B cBA3U € OrpaHUYeHHEM
o6’beMa MOCTyHawlled >KUJAKOCTH, BO3HHUKaeT ImpobJseMa aJeKBaTHOTO BOCIHOJIHEHUS
JHepreTU4YeCKUX NOTEPh, UYTO Ype3BbIYaUHO aKTyaJIbHO Y ZleTell IepBOro roja *XU3HHu.

CorsiacHO COBpPEMEHHBIM JIUTEePaTypPHbIM [JaHHbBIM, OOJIBIUIMHCTBO MalUEHTOB C
BPOXX/JEHHbIMU MOPOKAaMHU CepAlla UMeT HOpPMaJIbHbId BeC NMPU POXJAEHUHU [Js1 CBOETO
recTallMOHHOTO BO3pacTa, HO B paHHEM BO3pacTe y HUX pa3BUBAITCA 3HAYUTEJIbHbIE
HeJI0OCTaTKU B poCcTe U pa3Mepax Tesa [1,5,24]. Bec 6osiee uU3MeHYUB, yeM pocT [21].

[lo paHHbIM psjga uccaegoBaHui [11,17], ¢usnyeckoe pas3BUTHE 3HAUYUTEJBHO
3ajJlep>KUBaeTCs y OOJIBIIMHCTBA JAeTel C BPOXKAEHHBIMU IOPOKAaMU Cep/ilia, 0CJI0KHEHHBIMU
3aCTOMHOM cepJieuHOMN HegocTaToYyHOCThIO (3CH).

Hanpumep, mayueHThl ¢ LIMAHOTHYECKHUMH NOpPOKaMHU (Hampumep, TeTpaja Paso,
TPAHCNO3UIUsI OCHOBHOM apTepHH) 4acTO UMeEIT 60Jiee HU3KUe BeC U pocT (Huxke 10-15-ro
NPOLEHTUISA WJIU Z-Score <2) N0 CPaBHEHHWIO C HOPMasJIbHbIMHU JeTbMHU. MiaZieHIbl C
aHeBpPU3MAaTUYECKMMHU [OPOKaMH pPa3BUTUA WA OOJBIIMMH MpPaBbIMU U JIEBBIMU
IJIeBpaJIbHbIMU BbINOTAaMU (IaTEHTHBIN apTepUaJbHbIN IPOTOK, AePEKT MeXKeayJOUKOBOU
eperopo/iky) Xy»ke NpuOaBJISIOT B BeCe, HO MOTYT COXPaHATb HOPMaJibHbIM POCT B TeUeHHUE
nepBbIX JeT KU3HU. OJHAKO MNpH HAJUYUMU OOJbLIUX JedeKTOB MeXIKeayA04KOBOU
eperopojiki U JAPYrux MNOPOKOB Cep/lia, OCOOEHHO JIErOYHON TUMIIepPTEeH3UH, MPOUCXOAUT
pe3koe 3aMejieHue pocTa. B Tabusinne 1 npeacrasyiensl BIIC B 3aBUCMMOCTH OT BEPOSITHOCTHU
pPa3BUTUS HeJOCTAaTOYHOCTH NUuTaHus [11,18].

3afiep>)kki B (QU3WYECKOM pa3BUTUM MPUBOAAT K BTOPUYHBIM 3ajJiep>KKaM B
YyMCTBEHHOM M COLMAJIbHOM pPa3BUTHU MalMeHTa, yXyAllass KOTHUTUBHbIE CIIOCOOHOCTH,
KOHLIEHTpAlMl0 BHMMaHUsS W OTHolleHUs1 B ceMbe [20]. Hepgoenawiiue manueHThbl OoJiee
noJBep>XeHbl HWHQPEKUUOHHbIM W HeWHQPEKUUOHHBIM OCJ0KHEHUSIM: B 1IeCTb pas
YBEJIMUMBAETCS YUC/I0 CEeNTUYECKUX U MHPEKUOHHBIX MOCAe0NepPalMOHHbIX OCJI0XKHEHUN U
B 11 pa3 - cMmepTHocTb [23]; mo fgaHHbIM Limperopoulos S. et al, HeBpoJsioruuyeckue
HapyweHus: y getei ¢ BIIC yacTo BO3HUKAOT [0 KapAHOXUPYPrU4eCKOro BMellaTe bCTBa,
HYTPUTHUBHBIA CTAaTyC 3TOM KaTeropuu NalLMEHTOB KJIMHUYECKHW HeJlooleHuBaeTcs [24].
[loaToMy Heo6X0AWMO KOHTPOJIMPOBAaTb HYTPUTHUBHBIM CTAaTyC JeTeld C BPOXKJEeHHBIMU
IOpOKaMU cepJlia M Ha3HayaTb COOTBETCTBYHIOUIYID JOJTOCPOYHYIO HYTPUTHUBHYIO
HOAJEPXKKY JJis ONTHMAJbHOTO Pa3BUTHUA [0 ONepanyu. ITO MOAYEPKHUBAEeT BaXKHOCTb
CKpUHUHTA MUTAaHUS U BMeLIaTeJbCTBa B 60J1ee aMOyJIaTOPHBIX YCI0BUSIX.

Ilesiblo Kccie0BaHUA SABJSIETCS OLleHKa GU3UUeCKOro pa3BUTHSA JleTel C XPOHUYECKOH
CepedYHOU HeJIOCTAaTOYHOCThI pa3/IMYHOW CTENEeHU NPH BPOXKAEHHBIX MOpPOKaX cepjla
rOCIUTATM3UPOBAHHbBIX B KAPAUOXUPYPrU-4YeCKoe OT/e/IEHUE .
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cepAua
¢ XCH (n

5

TUIIOM  IIOpOKa
HeZ0CTaTOYHOCTU MMTAHU4, OLleHKa paloHa U GaKTUYeCKOr0 MU TaHUS.
Martepuansl M1 MeTOABl. B KapauOXuUpypruyeckom

CTelleHbI0

otaenenny CamMapKaHACKOTO

JleTCKOTO MHOTronpoQuJIbHOTO MeJWLUHCKOrO IleHTpa OblJI0 NPOBEJEHO CKPUHHUHIOBOE

06celoBaHKeE MALMEHTOB B Bo3pacTe oT 1 Mec 0 1roza ¢ BpoXKJeHHBIMU [IOPOKaMHU cep/La

28). 'pynny 370pOBBIX JleTell COCTaBUJIO 25 NMpPaKTUYECKU 3[0POBBLIX JAeTeu
TaKOM >Kke BO3PACTHOU KaTEeropHH.

OneHKa aHTPONOMETPUYECKUX MOKa3aTesed ObLIO MPOBEJEHO

C HCIIOJIb30BaHUEM
nporpaMmMmbl WHO Anthro (2009 c yyeToMm ciefyroiux napaMeTpoB: Bec/BO3pacT, BeC/pocT,

poct/Bo3pacT, uHAeKC Maccel Tesa (MMT)/Bo3pacT, Ha OCHOBAaHMMU pacuyeTa Z-scores -
OTKJIOHEHWH MHAUBU/YaJbHbIX [IOKa3aTesel OT CpeJJHUX 3HAYeHUH JJIS1 JAHHOW MONYJISLIUH.

WHTepnpeTaluio pe3yJbTaTOB aHTPONOMETPUUYECKUX U3MepeHUH HabJlo/1aeMbIX

NalMeHTOB MPOBOJUIA HAa OCHOBE KJacCHUPUKALUKA HeAOoCTAaTOYHOCTU nuTaHusa BO3, MKbB
10, Kputepuu onenku octpout HIl npeacraBsieHs! B Tabuuie 1
Ta6auna 1.
Knaccupukanys He,0CTaTOYHOCTU MATAHUSA
dopma Z-scores:
HeA0CTaTOYHOCTH | Macca Tesa/ Macca tesaa/ pocTt/BO3pacTt
UMT /Bo3pacTt
nuTaHusa/ AJIMHA TeJsia BO3pacT (A0 (Bce
(BCce Bo3pacTa)
CTeneHb TAXKEeCTH (mo 5 J1eT) 10 neT) BO3pacra)
OcTtpas ¢popma
HII:
ot-1pm0-1,9 - oT-1p10-1,9
e JilerKas
oT -2 10 -2,9 oT -2 10 -2,9 oT -2 10 -2,9
e yMepeHHas
ymep > -3 >-3 >-3
® TsDKeJIast
XpoHu4eckKas
¢opma HII
Pe3y/ibTaThl M UX 06CYXKAEHUE.

<-2
B HacToslee BpeMs B KapAMOXUPYpPruieckoM oThaeseHUU CaMapKaH/CKOTO JAeTCKOTO
CyMmMapHO HeJ,0CTaTOYHOCTh

MHOTONPO(HUIBHOTO MEULIMHCKOTO LIEHTPa NPOBOJAUTCS HAy4YHOE UCCeJOBAaHUE 10 OLlEHKe
pacnpoCTpaHEHHOCTHU HeJJOCTaTOYHOCTH NUTaHuA cpeu aetent ¢ XCH.
(82,2%)o6csieoBaHHBIX JeTeM:

MNUTAHUA

obLIa
10 (35,7%)

y 23

3adUKCUpPOBaHA

oCTpasi Jierkass HeJOCTAaTOYHOCTb NHUTAHUSA
(28,6%)octpas ymepenHasa — y 3 (10,7%), octpas Tsxkenasas — 2 (7,2%), xpoHudyeckasgs — y
Ta6una 2.

HOpMasibHas Macca Tesia — y 70,3%.

y 8
13 28 nanyeHTOB JeTU B Bo3pacTe 1-6 mec — 29%, ctapiue 6 mec — 61%; MaJIbuKMKOB
o610 54%, neBouek 46%. PacnpesesieHde 1mo TUIY MOpoOKa: «OJieiHbIe» MOpoku — 70%,
Anthro

«cuHue» — 30%. Macca npu poXXJeHUU HUXKe cpeAHeN 3apeructpupoBaHa y 29,7% peren,

CpeaHHe aTpoloOMeTpPHYECKHE MOKa3aTe/IM C MCNOoJIb30BaHHEM nporpammel WHO
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(c yyeTroM cjeAywIMX HNapaMeTpPOB: Bec/B03pacT, Bec/poCT, POCT/BO3pacT,
WH/IeKC MaccChl TeJia)

JlaHHble aHTPONOMETPUU JAeTeH Z-score
rOoCIUTaIM3alMU B Kap-JUOXUpypruyeckoe otaenenue: Z-score or —1,0 1o +1,0 (Hopma) —
y 5 (17,8%) nauuenTos, Z-score ot —1,1 1o —2,0 — y 10 (35,7%), Z-score ot —2,1 o —3,0
—y 13(46,4%).

Y 3/10pOBbIX /leTel HANPOTUB HAbJIIJAN0Ch MO0 Z-score (Macca—BO3pacT) : Z-score OT
—1,0 go +1,0 (HopMma) — y 10(17,8%) nauuenTos, Z-score ot —1,1 1o —2,0 —y 2 (8%), Z-
score oT —2,1 10 —3,0 — y 1 (4%).

Tao6suna 3.

PacnpocTpaHeHHOCTb HeJOCTaTOYHOCTHM NHMTAHMSA B 3aBHCUMOCTH OT BHJA

BPOK/I€HHBIX MIOPOKOB cep/ua

no (Macca—BO3pacT) Ha MOMEHT

Octpas ¢popma HII KosmmyecTBO
HasBanue XpoHU4Yeckasa
HoboKa Bes HII dopma HII Jlerkaa | Cpeansas | Tsoxesasn GOJIHBIX C
P P cr.HI | cr.HN | cr.HO HII
3 3
OAIl - 3 (10,79 - 9 (32,19
( %) (10,7%) (10,7%) ( %)
3
MAKII 5(17,89 4(14,39 - 1 (3,69 10 (35,79
A (o070 | SU7B%) | 4(143%) (36%) | 10(357%)
AMAKII+AMIII | 1 (3,6%) 1 (3,6%) - - 1 (3,6%) 2 (7,1%)
UCTA+IMKII | 1 (3,6%) 1 (3,6%) - - - 1 (3,6%)
JMXIT+0AIT | 1(3,6%) - 1 (3,6%) - 1 (3,6%)
6 8 3
10 (35,79 2 (7,29 23 (82,29
(21,4%) (357%) | 28600) | (10.79%) | 2 (72%) (82,2%)
[lo gaHHBIM ucciaenoBaHus cpeau 6osbHbIX ¢ XCH ¢ BIIC JIMXII 6b11 camMbiM

pacnpocTpaHeHHBIM U BCTPEYasICs Y
(32,1%), coueTaHHble NMOPOKHU
MallMEHTOB -B KOJINYECTBE

- 12 (42,8%) 60sbHBIX , Ha BTOpoM MecTe OAIl - 9

Takde Kak JMIKII+JAMIIII BcTpevyasuch TOJIBKO y Tpex
( 10,7%),u nocnemnue HCJIA+JMKII u  JAMXII+O0AIl
HabJ1I0jaIuCh B paBHOM KoJsindecTBe y 2 (7,1%) 60JIbHbIX COOTBETCBEHHO.

KpoMe sToro HefocTaTOYHOCTL KpoBooOpaieHus 1 crenenu 6s10 y 1 ro (3,6%), 2 A
crenenu y 23 (82,1%), 2 b crenenu y 4 (14,3%) 60/71bHBIX

Cpeiy HUX HEAOCTAaTOYHOCTb NMUTAHUA Oblla AuUarHoctupoBaHa y 23 (82,2 %)
o6csenoBaHHbIX nanydeHToB ¢ XCH , ¢ BpoXkKZIeHHBIMU MOPOKAaMM Cep/illa U3 HHUX: ocTpas
¢dopma HIT y 13 (46,4%) netel, cpeau kotopbix jerkasgs ¢opma HII -y 8 (28,6%), cpenHe
Tskesag ¢opma HIl y 3 (10,7%) u tsxenasa opma HIly 2 (7,2 %) 60abHBIX. XpOHUUECKaAs
¢dopma HII 6b110 sarnoctupoBano y - 10 (35,7 %) 60/1bHBIX fAeTel. B KOHTpoIbHON rpynne
3/I0POBBIX JleTell 6blJI0 AUAarTHOCTUPOBAHO TOJIbKO ocTpasg ¢opma HII serkoit crenenu y
27,2 % peTei.

TakuM 06pa3oM, HeJOCTATOYHOCTb NMUTAHUA y JeTed C BPOXKJIEHHBbIMU MOpPOKaAMH
cep/illa, OCJOKHEHHbIMH XPOHUYECKOH CepZieYHOM HeJ0CTATOYHOCTbIO, UMeeT BbICOKYIO
4acToTy BcTpeyaeMocTH (45%) 1 popMupyeTcs y»Ke Ha IEPBOM T'OAY KU3HU B BUJE OCTPOU
HeJoCcTaTOYHOCTH nuTanus (77%).
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Y neteit ¢ BIIC Ha 1 roAy *XUM3HU HEOOXOMMO NPOBOAUTH TIATEJbHbIA MOHUTOPUHT
JUHAaMHUKH  Macca-poCTOBbIX IIOKasaTeJsiel, TMpPOBOAUTh MNPOPUIAKTUKY  Pa3BUTHUS
TUNOTPOPHUH.

[lonydyeHHble pe3yJbTaTbl C JAaHHBIMM MHUPOBOW CTAaTUCTUKU O HeLOCTAaTOYHOCTH
NUTAHUA Y eTel, B COOTBETCTBUU C KOTOPBIMH [/ NALMEHTOB C BPOXKJAEHHBIMU IOPOKAMU
cep/lla XapaKTepHa CTOMKas 3aJep>KKa GU3NIYeCKOro pa3BUTHUSI.
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