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HenocraTouynocTs muTaHus — YacTasi npodieMa y AeTeii ¢ BpOKIeHHbIMA OPOKAMH CePALA, He3ABUCHUMO OT THIIA IOPOKA M HAJIMYHS
WM OTCYTCTBUS IMaHO3a. [leTH, poXKIeHHble ¢ MOPOKaMH cepaua, popMHUpPYIOT rpyniy BbICOKOIO PUCKA PA3BUTHSI HYTPUTHBHOTO
nedunura. Xupypruyeckoe jiedeHHe BPOXKIEHHBIX MOPOKOB CepIUA YACTO COMPOBOKIAETCH METAOOIMYECKAMHM H3MEHEHHSIMHU
! TMOBBIIIEHNEM NOTPEOHOCTH B SHepruy U Oeske. KoppeKkuuss HyTPpUTHBHOIO CTaTyca y JeTeii ¢ BPOXK/IEHHbIMU MOPOKAMH CepAla
MO3BOJISET YIYYIIUTh COCTOSIHUE MANMEHTOB MOCJIe KapIMOXUpypruyeckux onepamuii. Ilebio Hamero ucciieoBaHus ObLIa OLEHKA
HYTPHUTHBHOTO CTATyca JeTeil, FOCIUTAIN3UPOBAHHBIX B KAPIMOXUPYPTHUECKOE OTAe/IeHHEe C BPOXKIEHHBHIMH MOPOKAMH CepIua,
U MpoBeIeHHe KOPPEKIMH JHTepaibHOro nmutanus. OcCyecTBIeH aHAJIN3 AHTPONOMETPHYECKHX HAHHBIX MO Z-score (Macca—
BO3PACT) JIeTeil, MOCTYNHMBINNX B OTIEJEHHEe Il 00CIeN0BAHUS M KOPPEKINH MOpPoKa cepaua. CueaH BbIBOJ 0 HEOOXOAMMOCTH
JaJbHEHIINX UCCIeJOBAHMUIA MO OLleHKe BIMSAHMS U3MeHeHHil HyTPUTHBHOTO CTATYCA HA 3200/1€BaeMOCTb M JIETATbHOCTh NALMEHTOB
¢ BPOXK/JIEHHBIMH IOPOKAMH CEP/LA M BO3MOKHOCTH ONTHMAJILHOI KOPPEKIMH HyTPUTHBHOTO CTATYCA.

Karoueeote caosa: demu, époxcoenHbie NOPoKU cepoya, NUManue, HympumueHblii Cmamyc.
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Malnutrition is a common problem in children with congenital heart defects, regardless of the type of defect and the presence /
absence of cyanosis. Children born with heart defects form a high-risk group of nutritional deficiency. Surgical treatment of congen-
ital heart defects is often accompanied by metabolic changes and increased needs of energy and protein. Correction of nutritional
status in children with congenital heart diseases improves the condition of patients after cardiac surgery. The purpose of our study
was to assess the nutritional status of children with congenital heart defects hospitalized to the cardiac surgery department, and to
correct their enteral nutrition. The authors analyzed anthropometric data on the Z-score (weight — age) of children admitted to the
department for examination and correction of heart disease. The authors concluded that there is need for further studies to assess
the impact of changes in nutritional status on the incidence and mortality of patients with congenital heart defects and the possibility
of optimal correction of nutritional status.
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TpodoJornyeckoir  HemocrtaroyHoctu. Hemocrarou-
HOCTb TIMUTAHUSI BBISBISIETCS TIPU Pa3AWYHBIX Bapu-
aHTax BPOXIEHHBIX TOPOKOB Ceplla, KaK «CHHUX»,
Tak U «0nenHbix». 1. Arodiwe u coaBt. [1] ipu obclieno-
BaHuu 40 123 aeteit y 50 BbISIBWIM BPOXIECHHBIC IOPOKU
cepaua; y 46 (92%) u3 HUX UMEINCh U3MEHEHUSI HYTPU-
TUBHOTO CTaTyca Pa3iWYHON CTeNeHU BBIPAXKEHHOCTH.
Tpodosornueckass HEOOCTAaTOYHOCTb y TaKuX Mallu-
€HTOB (POpMUPYETCS KaK pe3yabTaT YMEHbIIEHUS MOCTY-
TJIEHUST B OPTaHU3M MUTATEIbHBIX BEIIECTB B COYETAHUN
C TIOBBILIEHHOW B HUX IOTPeOHOCTHIO. OOGHApPYXKEHO,

aHHble MHOTOUYMCJEHHBIX HWCCAeIOBaHUIl CBUIE-
I[TCJIbCTBleT, 4TO y JAeTell ¢ BPOXIEHHBIMU TOPO-
KaMM Ccepllla 4YacTo OOHApyXMBAlOTCA W3MEHEHUs
HYTPUTHUBHOTO CTaTyca, TMPOSIBISIONIMECS B  BUIAE
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YTO Y MALIMEHTOB C Je(eKTOM MEXKEJyTOUKOBOM mepe-
roOpoaKu ob0mmmii pacxon sHepruu Ha 40% mpeBbIlIaeT
AHAJIOTMYHBIN TI0Ka3aTeslb Yy [IEeTe C HEU3MEHEHHBIM
aHaToMuyeckuM crpoeHuem cepaua [1]. I[oBbiieHHas
MOTPEOHOCTb B DHEPIUMU MOXET TMOSIBUTHCS IPU YyBeE-
JIMYEHUU TIOCTHATPY3KU Ha TPaBbli WM JIEBBINA Xely-
IOYKW cepila, Harmpumep Mpu KoapKTalMu aopThbl
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Caovikosa JI. 1. u coagm. OcoOEHHOCTU HYTPUTUBHOTO CTAaTyca y ETeil ¢ BPOKAEHHBIMHU TIOPOKAMHU CepALa

win GOpMUPYIOIIEHCS JIETOUHOM TMIEPTEH3UU, a TAKXKe
MPU BPOXIEHHOM CEPACYHOU HETOCTATOYHOCTH.

YckopeHre MeTaboJIMYeCKUX IMPOLIECCOB B MUOKapIe
COMPOBOX/IAETCH YBEJIUYEHUEM MOTPEOHOCTU B KHUC-
Jopone M nuraTeabHbIX BemectBax [1]. Ilo maHHBIM
B.A. Hassan u coaBT. [2], manueHTaM C BPOXKICHHBIMU
nopokaMu cepaua u  QOpMUpPYIOLIEKHCS CepAeYHOM
HEAOCTATOYHOCTbIO IS TMOIJAEPXKAHUS YCUJIEHHOTO
(byHKIIMOHUPOBAHUSI ~ MUOKapAa, PeCnUpaToOpHOro
TpakTa W aKTUBALMMU IIPOLIECCOB HEUPOTyMOpaJbHOM
peryjsiuyyd  HeoOXxoguMmo  OoJiblliee  KOJIUYECTBO
sHepruu. Kpome Toro, peuuauMBupylolline pecrnupa-
TOpPHbIE UH(MEKIMK, BOZHUKAIOIIME MMPU XPOHUYECKOU
CepJeYHON HEeIOCTaTOYHOCTU, TPEeOYIT YCUJIEHHOTO
obMeHa BelecTs [2, 3].

BoipaxkeHHOCTh SHEPTreTUYECKOro nucbagaHca
y IeTeii ¢ BPOXKIAEHHBIMUA MOPOKAMU CEepAla, MO TaHHbIM
J.J. Wong u coaBr. [4], omnpenensieTcss BO3pacTOM MaL-
€HTa, BUJIOM MaTOJIOTUU CEePACUYHO-COCYIUCTON CUCTEMBI
U HAJIMYMEM WJIU OTCYTCTBUEM CEepAeUYHON HEeA0CTaTOY-
Hoctu. B uccnenoBanuu 1. Arodiwe 1 coaBt. [1] moka-
3aHO, YTO BbIpaXeHHas TpodoJioruueckass HeaocTa-
TOYHOCTb Y MAllMEHTOB C «CMHUMM» MOPOKaMM cepila
BCTpeyaeTcsl yalle, 4eM y TMaLMEHTOB C «OJeIHbIMU»
MOpPOKaMU; He3HAUUTEJIbHbIE U3BMEHEHUSI HYTPUTUBHOTO
craryca OOHApyXXHMBAIOTCSI y IAallMEHTOB 0Oe3 IraHo3a
U B OTCYTCTBME JIEFOYHOU TMMEPTEH3UN.

JlonmoaHUTeAbHBIM  (aKTOPOM, CIIOCOOCTBYIOLLIMM
Pa3BUTUIO TPOGOJOrMYECKO HENOCTaTOUHOCTU Y ACTei
C MOpOKaMu CepAla, SIBJISIETCS TUIIOKCHUS, MPUBOISILAS
K TIOSIBJICHUIO KOMIIEHCUPOBAHHOIO METa00JIMYeCcCKOro
alua03a. XpoHUYecKas TMIIOKCEMMSI YCUJIMBAET aHO-
PEKCHUIO M CIIOCOOCTBYET HEIOCTAaTOYHOMY YCBOEHUIO
NUTATeNbHBIX BEIIECTB Ha KJIETOYHOM YpoBHe |[1],
YXY[LIAeT KJIETOUHbIA MeTaboaM3M U POCT KJIETOK [2].
M3MeHeHnI0 HYTPUTUBHOTO CTaTyca TakXe MOXET CIO-
COOCTBOBaTh HapyllleHWE MPOLECCOB MUILEBAPEHUS
U BCACBIBAHUSI B PA3IMUYHBIX OTAENAX XKEJIyTOYHO-KU-
1LIEYHOTO TpaKTa BCJIEICTBUE Pa3BUBAIOLLIEICS Me3eHTe-
puanabHoIi runonepgysuu [1].

HccnenoBatenn oTMeyvaroT, YTO y MallMEHTOB, Iepe-
HECILIMX OIepalrio Mo KOPPEKILIMU BPOXKIEHHOIO ITOpoKa
cep/iua, TIOBBIIAETCS BEPOSITHOCTh (HOPMUPOBAHUS
Tpodosiornueckoit HemocrarouyHocTu. CIOCOOCTBYIO-
wuMr (hakTopaMM B TakKOM CJlydyae CTaHOBSTCS CaMoO
OIepaTUBHOE BMEIATEbCTBO, TMPOBEACHUE AHECTE3UU
U MHGY3MOHHOU TepaIlnu, a Tak:ke 0COOEHHOCTHU MOCJIe-
oIepalMoHHOro yxona [4].

PanHuii Bo3pacT MalMEHTOB, HE3peEJOCTh MeXa-
HU3MOB PperyJsiuuu (GU3MOJIOTUYECKUX TMPOLECCOB,
U3MEHEHUs TeMOIVMHAMUKU W TUMOTEPMUS MPU TOMI-
KJIIOUEHUHU afrmapaTa MCKYCCTBEHHOIO KpoBOOOpa-
1IEHUSI, TPAaBMATUYHOCTb OMNEPATUBHOIO BMeEllaTe/b-
CTBa MOTYT MNPUBECTU K runornepdy3ud BHYTPEHHUX
OpraHoOB U ULLIEMUU TKaHel. Bo3HuKIag nucperyasuus
MEXaHU3MOB rOMeOCTa3a CIOCOOCTBYET Pa3BUTUIO BOC-
najeHus, HapylIeHUsIM TIpoleccoB MeTaboausma,

paboThl PHAOKPMHHOI CUCTEMbI, YTO MOXET O00YyClIO-
BUTb MOJIMOPTaHHYIO HEIOCTAaTOYHOCTh U BTOPUYHYIO
JIETaJbHOCTb [5].

Ectb nanHbIe 0 TOM, 4TO (DOpMUPOBAHUE TPO(POIOTrU-
YeCcKON HEeJOCTATOYHOCTU BEAET K MOBBILIEHUIO JIETalb-
HOCTM B MepuorepaluoHHOM nepuoje. [lo MHeHuIo
M. Radman u coaBT. [6], CHMXXEHHas Macca Tejia, OCTPO
pa3BUBLIASICA U XpOoHMUYecKass Tpodojoruyeckass Helo-
CTaTOYHOCTh ACCOLMUMUPYIOTCS C YBEJIMYEHUEM 4YacTOThl
HeOJIaronmpUSITHBIX UCXOI0OB KapAUOXUPYPTUUYECKHUX OTle-
pauuii. B oTcyTcTBHME CBOEBpEMEHHOU XUPYPIUYECKOM
KOPPEeKLMU BPOXACHHOTO MOPOKa Cepjlla COXpaHseTCs
XpOHUYECKash TUMOKCEMUS, IMPOrpeccupyeT cepaeuHas
HEAOCTAaTOYHOCTb, UTO CIIOCOOCTBYET YCYIyOJICHUIO
HapyllIeHUl HyTPUTUBHOIO cTaTyca [7].

ITo panHbM uccinenoBanust B.A. Hassan [2], BbIpa-
KEHHOCTh TPO(POJOrnUeCKOil HeAOCTaTOUYHOCTHU Y JeTei
C BPOXACHHBIMU TOPOKAMHU CepAla MOJOXUTEIbHO
KOppEeJUPYeT C HU3KUM YPOBHEM IeMOrJI00MHa, HU3KOM
caTypalueil KpoBM KMCJIOPOIOM, HAIMYMEM CEPIACYHOMN
HEIOCTaTOYHOCTU, CTEMNEHbIO JIETOYHOW TUIEePTEH3UU.
M3mMeHeHUs1 HYTPUTUBHOIO CTaTyca acCOLUMUPYIOTCS
C TIOBBILLIEHHOU 3200J1eBa€MOCTbIO, YACTBIMU CIy4YasiMu
rocnuraau3alu, WU3MEHEHUsSIMU B (U3MYECKOM pas-
BUTUU, OBBILIEHHON JIETAIbHOCTBIO.

B uccnepoBanuu G.D. Correia u coabt. [5] moka-
3aHO, YTO B MOCJIEONEPALlMOHHbBIN MepUOJ Mocie XUpyp-
TMYECKON KOppeKIlIMU MOopoKa cepilia B Ija3Me KpoBHU
Ha0JII01aeTCs CHUXKEHUE YPOBHS JIUMIONIPOTEMHOB OY€Hb
HU3KOU TJIOTHOCTU U YBEJIUYEHUE COJAEPXKAHUSI KETO-
HOBBIX TeJl BCJAEACTBUE KPATKOBPEMEHHOTO TOJIOAAHMUS.
B nmocneorniepalluOHHbBIA  MEpUOJ  MCCIENOBATEISIMU
BbISIBJIEHA accoLMalMsl MexXIy OamaHCOM IPOBOCHAIN-
TEJbHBIX LMUTOKUHOB (COOTHOIIEHWE WHTEPJEUKUHOB
WNJI-6 u UJI-10) u nakrata, 0oOHAPYXKMBAIOIIAS TECHYIO
B3aMMOCBSI3b MEXIy IMpoliecCaMM BOCIAJIEHUsI U MeTa-
0OJIMYECKMMM PpacCTPOMCTBAMU B TMEpPBbIe JAHU MOCIE
omnepauuu [5]. ITo manaeiMm M. Radman u coasr. [6],
oOHapy:KeHa oTpuliaTeIbHasI KOPPEISLMS MeXIy O0LINM
Coiep>KaHMEeM XMPOBOU MacChl B OpPraHU3ME U YPOBHEM
HaTpuilypeTnueckoro rnentuaa B-tuna (BNP).

PesynbraThl psina ucciaegoBaHUiA MOKa3aiu, 4To pas-
BUTHUE TPOMOJOrMYECKON HEAOCTATOYHOCTU MOXET
CIocoOCTBOBAaThL  (POPMUPOBAHUIO  SHIOTEIMAIbHOM
U MUOKapAuaabHOU nUCYHKIMU, aTpODUU CKETETHBIX
MBI, UMMYHHOCYIIPECCUU, TMOBBIIIEHUID WHCYJIMHO-
PE3UCTEHTHOCTH M aKTUBHOMY Juronusy [6, 8]. Beipa-
KEHHBIX U3BMEHEHU U JTMIIUAHOIO COCTaBa KPOBU Y Malv-
€HTOB C BPOXACHHBIMU MOPOKAMU Cep/lia, MO JaHHbIM
G. Fuenmayor 1 coaBT. [9], He 0OHapyKEHO.

YuursiBas MHOTOYUCJIEHHBbIE  TOJOXUTEbHbIE
3¢ deKTh MpUMeHEeHUsI MPOOMOTUKOB, TaKuMe KaK yCH-
JIeHe UMMYHHOTO OTBeTa MPOTHUB MaTOre€HOB, KOHKYPH-
poBaHUEe C MAaTOreHHOK MUKPOMIOpOil 3a mUTaTeIbHbIE
BEIIECTBA, YJIYYlllEHUE MMMYHOJIOTUYECKON (DYHKIIMUHU
KMIIIEYHOTO Oapbepa M MHIMOMpPOBAaHUE ITPOBOCIIANIM-
TeJlbHbIX HUTOKMHOB, T. Umenai u coant. [10] npoBeau
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OPUINHAJIbHbIE

HCClIeIOBaHUE T10 M3YYEHUIO Pe3yJbTaTOB BKIIOUEHUS
npoouoTukoB Bifidobacterium breve B KOMILIEKCHYIO
Teparnuio TMalueHTOB, OMNEePUPOBAHHBIX I10 TMOBOIY
BPOXIEHHBIX MOpPOKOB cepaua. [Ipu atom He oOHapy-
JKEHO KJIMHUYECKU 3HAYMMOTO TIOJIOXUTEIbHOIO BJIM-
SHUSI TPUMEHEHMS] TMPOOMOTUKOB Ha YMEHbIIIEHUE
YacTOThl TOCTEONePallMOHHBIX OCIOXHEHU, B TOM
yyciie THQULIMPOBAHMSI.

MHorouuc/eHHbIe MCCIIEIOBaHUs TTOKA3alu YBEIM-
YeHWe YacTOThbl Pa3BUTHUSI HEKPOTUZUPYIOIIETO DHTEPO-
KOJINTA Y TALIMEHTOB C BPOXKAEHHBIMHU MTOPOKAMM CepLia
[11—17]. YacToTa HEKPOTU3UPYIOILIETO0 >HTEPOKOJIUTA
y JeTeii paHHEro Bo3pacTa C BPOXIEHHBIMU TIOPO-
KaMu cepila KosebjieTcs, Mo pa3HbIM AaHHBLIM, OT 3,3
10 6,8 %, YTO HAMHOTI'O IIPEBBIILIACT PUCK PA3BUTHSI 3TOTO
3a0071eBaHUSI Y HOBOPOXIEHHBIX C HEM3MEHEHHBIM aHa-
TOMUYECKUM CTpoeHUeM cepaua [14].

TTaTodusunonornueckre MexaHM3Mbl BOSHUKHOBEHUS
HEKPOTU3MPYIOIIET0 3SHTEPOKOIUTA Y HOBOPOKIEHHBIX
C TIOpOKaMHU cepAlla W y HEIOHOUIEHHBIX HOBOPO-
JKIEHHBIX pa3indaorcst. OCHOBHOM MPUYMHON pa3BUTHUS
HEKPOTU3MPYIOIIET0 SHTEPOKOIUTA Y HOBOPOKIEHHBIX
C MOpOKaMM Cepala CIAYXUT Me3eHTepualbHasl TUIIO-
nepdysus [18]. [MposBiasiomuiicss npu 3ToM «heHOMEH
00KpaabIBaHUsI» C OTTOKOM KPOBM B OpIOIIHYIO aopTy
OINKCaH Y MAllMEHTOB C OTKPBITBIM apTepUalbHBIM MPO-
TOKOM OOJIBIIIOTO AMaMeTpa, AYKTYC-3aBUCUMbIMU MTOPO-
KaMM, IIIyHTaMU TMPY eIMHCTBEHHOM XeJTyIouKe cepilia,
0011IeM apTepuaibHOM CTBOJIE M aOPTOMYJIbMOHAJIbHOM
denectpaiuu  [19]. Kpome Toro, MeseHTepHallbHOM
runornepdy3ur  CHOCOOCTBYIOT HU3KUI  CepaeuHbIid
BBIOPOC, MUKPOBACKY/ISIpHbIE aHOMaluu, (QYHKIIM-
OHMPOBaHUE KOMIIEHCATOPHBIX MEXaHMW3MOB, TaKMX
Kak pedJiekc morpyxeHus ¢ rnepugepruiyeckoii Ba30KOH-
crpukuueii [18, 19].

MexaHu3Mbl Pa3BUTHUSI HEKPOTUZUPYIOIIETO HTEPO-
KOJINTA Y MJIAJICHIIEB C BPOXKAEHHBIMU ITOPOKAMM CepLia
TpebyloT nanbHeimero usydenus [14, 20]. B xauectBe
BO3MOXHBIX TIPUYMH TakKXKe paccCMaTpuBalOTCS Hapy-
LIEHUsI TeMOIMHAMUKHU B TMepUOIepallMOHHBII Meprof,
HU3Kasl caTrypalus KpOBU KHCIOPOAOM, ITOBBILIEHUE
LIEHTPaJIbHOIO BEHO3HOTO JaBjieHus [14].

Ilo maHHBIM psima ucciaegoBaTesieil, nHGY3uUs Ipe-
MmapatoB IMpoCTarjaHAWHOB, TPOBOAMMAs HOBOPO-
KIEHHBIM C TIOPOKaMHM cepAlla C CHUCTeMHBIM IyK-
TYC-3aBUCUMBIM KPOBOOOpaIleHUEM MOXET 00YCIIOBUTH
MOBBIIIEHUE pHUCKAa BO3HUKHOBEHUSI HEKPOTU3UPY-
jolero sHTepokonuTa. [IpuMeHeHMe 3HTepaIbHOTO
MUTAaHWSI TIPYM HApYILIEHWU MepeBapuBaHUS YIIEBOMOB
W JIMIUAOB TPUBOAUT K U3MEHEHUI0 KHWILIEYHOTO
MHUKpPOOHOILIEHO3a, CLIOCOOCTBYET ITOBPEXICHUIO CIIU3U -
CTOI 000JOUYKM KUIIIEUHUKA U PA3BUTUIO HEKPOTU3ZUPY-
fo1Iero aHTepokoaura [14, 20, 21].

OpHako B uccienoBanusx K.C. Becker u coasr. [11]
MOKa3aHo, YTO JHTepaJbHOE KOPMJIEHUE HE acCOLM-
UpYyeTCsl CO CTAaTUCTUYECKU 3HAUMMBIM yBeJWYeHUEM
YacTOThl Pa3BUTUS HEKPOTU3UPYIOILIETO SHTEPOKOIMTA.

He oOHapykeHO pa3HULILI MEXIY 4YacTOTOil pa3BUTHUS
HEKPOTU3UPYIOIIETO SHTEPOKOIUTA Y TTALIMEHTOB C DHTE-
paJbHBIM U TIapeHTepaIbHbIM KOPMJIEHUEM, MO TaHHBIM
C.J. Scahill u coasr. [22].

S.C. Zyblewski u coanrt. [23] npeanojaraor, 4To mpu
COOTBETCTBYIOILIEM MOHUTOPUPOBAHMM U  CTpaTudu-
Kaluy (hakTopoB pucKa TOHOIIEHHbIE HOBOPOXXIEHHBIE
CO CJIOXKHBIMU TTOPOKaMM CEpIlia, BKIIOYAIOUIMMU JyK-
TYC-3aBUCHMbIE IOPOKU U HAIMYUE eNMHCTBEHHOTO XKeJTy-
JIoYKa cep/ia, MOTYT HTEPaIbHO MUTAThCS B Mpeaorepa-
LIMOHHBIN Tieproa. MccnenoBarenn CYMTAIOT, YTO TIO3IHEE
HayaJlo JHTEPAJbHOTO KOPMJIEHMSI MOXET TPUHECTU
0oJIbllie Bpeaa, YeM IOJIb3bl, BIUSIS B TOM UKCJIe Ha HepB-
HO-TICUXWYECKOTO Pa3BUTHE HOBOPOKIEHHBIX.

Y HOBOPOXIEHHBIX, OINEPUPOBAHHBIX IO TIOBOILY
IIOPOKOB cepila, Mo maHHbIM 1. Maurer u coaBtT. [24],
HaOIIOMAI0TCSI  M3MEHEHMSI TPOHUIIAEeMOCTH  CTEHKU
KUIIEYHUKA B TepuonepallMoHHbIH nepuoa. I[losmHee
Hayajao SHTEPAJTbHOTO KOPMJIEHUSI MOXET IPUBECTU
K aTpouyecKuM M3MEHEHUSIM CTEHOK KUIIeYHUKA, UX
MaTOJIOTUYECKOW TPOHULIAEMOCTH, B JaJbHEWIIEM —
K 3aMelJIeHWIO TIPOLIECCOB pa3BUTHS U CO3PEBaHUS
KUIIEeYHMKa, HapylIeHWI0 MOTOpUMKHU. PaHHee Hauaso
SHTEPaTbHOTO KOPMJIEHMSI pACCMaTPUBAETCS KaK BaXkKHasI
YacThb ONTUMU3ALMM TE€PUOIEPALMOHHOTO Teprosa,
CIOCOOCTBYIOIIAS TTOCTHATAILHOMY CO3PEeBaHUIO MHTEP-
CTUHAJILHOTO 0apbepa, Pa3BUTHUIO KJIETOK W CIU3U-
CcTOil 000JI0YKU, (POPMUPOBAHUIO 3MOPOBOI KMIIEYHOM
MUKpPOOMOTHI [22, 25].

CornacHo pekomeHmanusm J. Slicker u coaBr. [26]
SHTepabHOE MUTaHUE MOXHO NMTPUMEHUTH Y MAlMEHTOB
C BPOXJIEHHBIMU TIOPOKAaMU Cepalia W CTaOUJIbHOM
reMOJMHAMUKe TIpU aleKBaTHOM MOHMTOPUPOBAHUM.
J1s1 9HTepaJbHOrO KOPMJIGHUST TpenjiaraeTcsl MUCIOJb-
30BaTh HaszoracTpaibHbIii 30HA. [lanueHTam ¢ ycra-
HOBJIEHHBIM TIYITOYHBIM KaT€TEPOM PEKOMEHIYeTCsI
SHTepabHOe KopMjeHue. I[larmeHTaM ¢ BPOXIEHHBIM
MMOPOKOM Cep/la C CUCTEMHBIM TYKTYC-3aBUCUMBIM KpPO-
BooOpallleHueM Npu MH(GY3UU MperapaToB MpocTariaH-
JNIMHOB TaKKe PEKOMEHI0BAHO dHTEPaIbHOE KOPMIICHUE.
151 3HTepaJIbHOTO BCKAapMJIMBAHMS MPEANOYTUTEIbHEE
MPUMEHSITb TPYIHOE MOJIOKO B CBSI3M C €r0 MHOTOYUC-
JICHHBIMU TIMTaTeJIbHBIMU M UMMYHHBIMU CBOHCTBaMH,
HaJdyMeM JIeTKo abcopOupyeMoro Oejika C BbICOKOI
OMOJIOrMYECKO LIEHHOCTRIO [26].

ITo manubiM Y. Cui u coabt. [27], onyOJMKOBaHHBIM
B 2018 ., paHHee MPUMEHEHUE SHTEPATbLHOIO IUTAHMS
C YBEJIMYEHHBIM COAepPXKaHWeM OelKa M TOBBILIEHHOMN
SHEPreTUYeCcKol IEHHOCTBIO MO CPABHEHUIO C OOBIYHBIM
MUTaHUEM XOPOIIO TMEePEHOCUIOCH IETbMU PAHHETO BO3-
pacTta B OTAEJEHUU KapAUOXUPYPIMM U CIIOCOOCTBOBAIO
XOPOIIEMY YCBOGHMIO TMUTATEJbHBIX BELIECTB B TMeEpBbIC
IHU Tocjie onepaluu. Y HaOMoIaBIIMXCSl TMalUeHTOB
OOHAPYXWJINCh TMOJOXUTEIbHOe MU3MEHEHHE a30THCTOTO
OaaHca M TIOBBILIEHUE CcOAEpXKaHUs B Ia3Me KpPOBHU
3CCEHLMATBbHBIX aMUHOKUCIOT. OTHOBPEMEHHO OTMEUYEHO
YMEHbILIEHUE Yncia MHPEKLIMOHHbBIX OCJIOXHEHUI [27].
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Caovikosa JI. 1. u coagm. OcoOEHHOCTU HYTPUTUBHOTO CTAaTyca y ETeil ¢ BPOKAEHHBIMHU TIOPOKAMHU CepALa

Leap uccaenoBaHus: OllEHKAa HYTPUTUBHOTO CTa-
Tyca ieTeil, FoCIUTaIN3UPOBAHHbBIX B KAPIUOXUPYPTU-
yecKoe OTJIeJIEeHUE C BPOXKIEHHBIMU MTOPOKAMU cepala,
U TpOBeIeHUE KOPPEKUMUU DHTEPAJIbHOTO MUTAHUS.
3agauyd uccleaoBaHMUSI — OMpeaeJeHue HCXOIHOTO
HYTPUTUBHOIO CTaTyca Ha OCHOBE aHanu3a Z-score,
BBISIBJIEHUE KOPPEJISLIMU MEX1y TUTIOM MOpOKa cepAala
U CTEIeHblo OeIKOBO-IHEPreTUYeCKO HeaoCcTaTou-
HOCTM, OlLIEHKa palioHa M (PaAKTUYECKOro MUTAHUS,
a Takxe 3((PeKTUBHOCTU U MEPEHOCUMOCTU 00OTaTh-
TeJIel TPYITHOrO MOJIOKA.

XapaktepucTuka geten u MeToabl UCCNea0BaHNSA

IMpoBeneHn aHanu3 85 wucTopuit 0OoJe3HEl aeTeit
1o 1 roma ¢ BpOXIEHHBIMU TOPOKAaMU Cepila, IMoJy-
YUBIIMX OIEepaTUBHOE JieUeHUE B TeYeHUE OIHOTO
roga B YCJIOBUSIX KapaUOXUPYPTUYECKOTO OTIAEICHUS.
Bbli olleHEeHBI aHTPOMOMETpUYEeCKUe MaHHblE OeTeit
MpU POXIAECHWU, TMPU MOCTYIIEHUU B OTIAEJeHUE U B
MOCJAeNHUI IeHb CTAllMOHAPHOTO JIeYeHHsI, oTpeaeieHa
CBSI3b MEXIy (DU3MYECKUM CTaTycCOM M THUIIOM ITOPOKa,
MpoaHaJM3UPOBaHbl TEMIbl HapallMBaHUs o0bema
MUTaHWS W TUT TUTAHUS TOCJIe OMepaTHBHOTO BMella-
TEIbCTBA B KAPAMOXUPYPTUUECKOM OTAEIEHUMU.

Kpumepuu exarouenus: Bo3pact oT 4 Hen 10 12 mec,
JIOHOIIEHHOCTh, HAJIMYME BPOXISHHOTO MOPOKa cepalia.
Kpumepuu uckarouenus: couyeTaHHbIe TOPOKU XKeJy-
JIOYHO-KUIIIEYHOTO TpaKTa, TMapeHTepaibHOe TUTaHUeE,
00s1e3HM OOMEHa, XpOMOCOMHBbIE 3a00JIeBaHUs, ITOJIMOP-
raHHasi HeIOCTaTOYHOCTb, AMCTIETICUYECKUE SIBICHUS —
pBOTa, Iuapesi, B3NyTHe XKUBOTA.

M3 85 mauueHTOB AeTH B Bo3pacre g0 1 mec cocra-
B 42%, B Bo3pacte 1—6 mec — 29%, crapiue 6 Mec —
29%; manpuukoB ObL1o 54%, nmesouek 46%. Pacripe-
JeJICHUEe 110 THUILy MOpoKa: «OjenHbie» mopoku — 70%,
«cunue» — 30%. IlpoBeneHHOE OIEpaTHUBHOE BMellla-
TEJIbCTBO: OAJJIOHHAs AuaTauust — y 7% aeteit, MMIUIaH-
Talusl 3JIEKTPOKApAUOCTUMYJIsiTopa — y 7%, omneparus
C MCKYCCTBEHHOM BEHTWIALIMEN nerkux — y 28%, orme-
pauust 6e3 Hee — y 58%. Macca npu pOXICHUU HIXE
cpeaHei 3aperucTpupoBaHa y 29,7% neteii, HopMasibHast
macca tena —y 70,3%.

Pe3ynbTathl n 00CcyXaeHue

JlaHHbIE aHTPOIIOMETPUU JeTeil mo Z-score
(Macca—BoO3pacT) Ha MOMEHT TOCIUTAIU3AlUU B Kap-
IuoXupypruyeckoe otaeiaeHue: Z-score ot —1,0
no +1,0 (Hopma) — y 56 (66,3%) nauueHTOB, Z-score
or —1,1 mo —2,0 — y 18 (21,1%), Z-score or —2,1
10 —3,0—y 11(12,7%).

3a nepuon nOpeObIBAHUSL B OTACJIICHUM OOHApy-
JKWJIOCh, YTO Cpedu NeTeil ¢ HOpMaJbHbIM (u3nye-
ckuM pasutuem (Z-score —1,0 +1,0) y 12 (21,4%)
Macca Teja yBeIndmiaach, y 25 (45%) He u3MeHUIaCh,
y 15 (27%) cuusunach. Cpenu NaluMeHTOB C Z-score
or —1,1 mo —2,0 macca tena yBeanuniaach y 3 (15%),
He usMeHunach — y 12 (69%), cuusunace — y 3 (15%).

Cpenn nauueHToB ¢ Z-score o —2,1 10 —3,0y 2 (18,3%)
JeTeit Macca Teja yBeauuuiaachk, v 3 (27,2 %) He usmMe-
HuIach, y 6 (54,5%) cHU3MIACH.

Ilpu oueHKe AMHAMMKU M3MEHEHHUsI MaccChl Teja
3a IMepuoa IpeOblBaHUSI B OTAEJICHUU OOHAPYKWIOCH,
4TO €T C HOPMaJbHBIM (DU3MYECKUM pPa3BUTHEM TTPU-
GaBuiu maccy tena B 22% (n=12) ciydae, He u3Me-
Huu — B 45% (n=25), yoasunu — B 27% (n=15). Y nereit
C JIeTKOH cTemeHbio rumnorpoduu (Z-score or —I1,1
1o —2,0) macca Tena yBenuuuiaach B 15% (n=3) caydaes,
He u3MeHwiIach — B 69% (n=12), cuusuiaach — B 15%
(n=3). Y pereii co cpeaHeil CTeNeHbIO TMIOTPOGUU
(Z-score or —2,1 mo —3,0) Macca Tejia yBeJIUUMUIIACHB
18,3% (n=2) cny4aeB, He uaMeHwiach — B 27,2% (n=3),
cHM3unach — B 54,5% (n="6).

IMutaHue ManMeHTOB Ha MOMEHT TOCIUTAIM3AlUU
B OTIEJIEHME: IPyaIHOEe MOJoKO — y 26 (31%) nereit,
ajanTupoBaHHas cMmech — y 59 (69%). Ilpu ananuse
¢GakKTUUYECKOro MNUTaHUSI OOHAPYXWINUCH CJASAYIOLINe
rpo6Jemsl: y 14 (17%) neteit — orpaHUYCHUS B IpUEME
KMIKOCTH M3-3a HEIOCTAaTOUYHOCTM KPOBOOOpAIEHMUS,
y 39 (46%) — yTOMJISIEMOCTh U MOTIMBOCTD IIPU KOPM-
nenun, y 22 (26%) — yBenuueHHEe BPEMEHM IMpHUEeMa
rmuinu 6ojee 30 muH, y 10 (12%) — ycuiieHue OAbILIKA
npu kopmieHuu; y 32 (38%) nereit ObUT BBISIBICH
geuuut KajopuidHocTH pauuoHa, y 9 (10%) —
neduuuT noTpedaeHus oeka.

B cBsa3u ¢ Goiee BBICOKOI MOTPEOHOCThIO B 9HEPIUU
y  TalMeHTOB C  TeMOAMHAMMUYECKM  3HAYMMBIM
BPOXXIEHHBIM TTOPOKOM Cep/ilia TPYIHOE MOJIOKO — €IMH-
CTBEHHBII MCTOYHUK TMTATEJbHBIX BEIIECTB — YacTo
HE MOXET ObITb ONTUMAJbHBIM TMPOAYKTOM JISI KOPM-
JIEHWSI C TOYKM 3peHMsl obecrieueHUs] HOPMaJbHOTO
pocta. JInsi KOppeKlMU HYTPUTHBHOTO cTaTyca y HeTeit
C BpPOXICHHBIM TIOPOKOM Cepilla PEeKOMEHIYyeTcsl
HCIIOIBb30BaTh TPYAHOE MOJOKO M MPU HEOOXOIUMOCTHU
MIPUMEHSTh €ro 00O0raTUTerd, KOTOpble CIOCOOCTBYIOT
MOBBILICHUIO ero kanopuiiHoctu 1o 80—90 kkai/Kr;
HCIIOB30BaTh TOJy3JIEeMEHTHBIE CMECH, OOOTallleHHbIe
cpeaHerienoyeyHbiMu Tpurauuepunamu (0,67 Kkam/mi,
1—1,5 Kxau/mi); yBeIMIUTh YaCTOTY KOPMJICHUS LU OCY-
IIECTB/SITh KOPMJIEHUE Yepe3 30HI WM MOBBICUTH KOH-
LIEHTPAIIMI0 CMECH; OCYILIECTBUTh paHHEe BBEIEHUE
npukopMma (¢ 4 Mec XHM3HM); Y IeTell ¢ KIMHUYECKUMU
MPOSIBJIEHUSIMU CEePACYHOM HETOCTATOYHOCTU MCIOJb30-
BaTh CMECHU C HU3KUM COAepXKaHUeM HaTpus [28].

3aknovyeHue

Takum  oOpa3oMm, CBOeBpeMEHHas  KOPPEKLUs
BPOXKJIEHHBIX TTOPOKOB Cep/ilia U ONTUMM3ALMS TUTAHUS
KapAMOXUPYPruyecKux MalMeHTOB OCTAeTCs aKTyalbHOM
3afadyeil OJIs CIeLUUaJIMCTOB 3TOKM 00JIaCTU B pa3HbIX
crpaHax. HeobOxonumo npoBeneHue gadbHEHUIINX UCCe-
JIOBAHUM MO OLIEHKE BIUSTHUU U3BMEHEHU I HyTPUTUBHOTO
cratyca Ha 3a00JieBa€MOCTb U JIETAJIbHOCTbh MallMEHTOB
C BPOX/JIEHHBIMU MOPOKAMU CEeP/Ilia U BO3MOXHOCTEN ero
ONTUMAJIbHOU KOPPEKLIUU.
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