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PE3IOME. MykoBucLuA03 — HacleACTBEHHOE NONMOPraHHOe 3a60NeBaHNe, UMetoLLee TAXEN0e TeYeHue, Npu
KOTOPOM NPOJO/IKUTENBHOCTb U KQUECTBO XU3HN 60NbHbIX AeTeli HanpsiMyto CBA3aHbl C UX HYTPUTUBHBIM CTa-
TycoM. Bbicokas yacToTa He0CTaTOYHOCTM NUTaHUA ABNSIETCA aKTyanbHOW Npo6aemMoii Npyu MyKOBUCLMAO3E,
Tak KaK B pesynbTaTe HapylweHUs GU3NYECKOro pasBuTUst CTpadaeT GYHKLMSA NIETKMX, CHUKAETCA KauyecTBO U
NPOLOMKUTENbHOCTD XU3HU. B 0630pe N0APOGHO pacCMOTPEHbI 3TUOOMUA U 0COBEHHOCTU HOPMUPOBaHUA fAe-
buunTa NMTaHKs y feTei ¢ MyKoBUCLMA030M. OCHOBHBIMI NPUYMHAMK fedULUTa MUTAHUS CYNTAIOTCA CUHAPOM
Manbabcopbuum B pesynibTaTe HEAOCTaTOYHOCTU 3K30KPUHHOW QYHKLNM NOLKENYAOYHOMN Xenesbl U BbICOKUE
3HepreTuyeckme NOTPe6HOCTU BCIEACTBHE XPOHMYECKOrO NErOYHOr0 BOCNasieHus, KOTopble yCyry6nawTcs Boc-
nannTenbHbIM NPOLLECCOM U U36bITOYHBIM POCTOM GaKTepuit B KUILEYHUKE, HU3KOI CeKpeL et GukapboHaTa B
Xenyake, HapyleHneM QYHKLMKU NEYEHN N MeTabonuyeckumMu npodnemMamu. fNogyepknBaeTcs HEO6XOAUMOCTb
perynsipHbIX OLeHOK HYTPUTUBHOIO CTaTyCa, HE3aBMCMMO OT BO3pacTa NaLyueHTOB, C UCNOJIb30BAHMEM He TONbKO
MHIEKca Macchl TeNa, HO M aHaNu3a cocTaBa Tefla M CTEMeHU MUHepann3aLnmn KOCTHOM TKaHu. NMpodunakTuky
HapyLeHniA NUTaHMA Y AeTel C MYKOBMCLMAO30M HAUMHAKT C NEYEHNsi NaHKPeaTUYecKoi HeJOCTaTOYHOCTH.
B cTaTbe npefcTaBneHbl 0CO6EHHOCTU [03NPOBaHNUS GepMeHTHbIX NpenapaToB, BO3MOXHbIE NPUUKHbI Head-
(EeKTUBHOCTMW 1 OCNTIOXHEHUA Tepanuu. [laHbl AUETONOrMYECKNE PEKOMEHA ALY NO BELEHUIO NALUEHTOB C MYKO-
BMCLIM030M B 3aBUCUMOCTM OT (M3MYECKOro cTaTyca M Bo3pacTa, a TakXXe NpuBeAeHbl MOKa3aHMs U ONUCaHbl
BO3MOXHOCTM NPUMEHEHUSA arpecCUBHbIX METOA0B HYTPUTUBHON NOAAEPXKKM.

KJIIOYEBBIE CNNOBA: mykoBucumngo3, HyTPUTUBHBIN CTATyC, 3aMeCTUTENbHAsA (epMeHTHas Tepanus, JeTH,
nuTauune
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ABSTRACT. Cystic fibrosis is a hereditary multiple organ disease with a severe course, in which the duration and
quality of life of sick children is directly related to their nutritional status. The high incidence of malnutrition is
an urgent problem in cystic fibrosis, as lung function suffers as a result of impaired physical development, and
the quality and duration of life decrease. The review examines in detail the etiology and features of the formation
of nutritional deficiency in children with cystic fibrosis. The main causes of nutritional deficiency are considered
to be malabsorption syndrome as a result of insufficient exocrine function of the pancreas and high energy
requirements due to chronic pulmonary inflammation, which are aggravated by the inflammatory process and
excessive growth of bacteria in the intestine, low bicarbonate secretion in the stomach, impaired liver function
and metabolic problems. The need for regular assessments of nutritional status, regardless of the age of patients,
is emphasized using not only body mass index, but also an analysis of body composition and the degree of bone
mineralization. The prevention of nutritional disorders in children with cystic fibrosis begins with the treatment
of pancreatic insufficiency, the features of the dosage of enzyme preparations, possible causes of inefficiency
and complications of therapy are presented. Dietary recommendations are given for the management of patients
with cystic fibrosis, depending on their physical status and age. Indications and possibilities of using aggressive
methods of nutritional support are presented.
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MyKOBMCLMAO3 — HAacNeLCTBEHHAs NMOJIMOPraHHas
naTonorus, 06ycnoB/ieHHas MyTaLueid reHa MyKoBuC-
LMA03HOTO TPaHCMeM6paHHOro perynsaTopa NpoBo-
anmocTn (MBTP), xapakTepusyoLasca nopaxeHnem
9K30KPUHHbIX XeNie3 XU3HEHHO BaXHbIX OpPraHoOB U
CUCTEM M UMetoLLas 0ObIYHO TAXKENOe TeYeHUe U He-
6naronpusTHbIA NporHos [1]. B Poccuu yactoTa Myko-
BUCLMA03a cocTaBnseT 1:9000 HOBOPOXAEHHbIX [2].
l'eH MBTP KOHTpONIMpYyeT CTPYKTYPY U GOYHKLMIO 6enka,
KOTOPbI ABNAETCA XJIOPUAHBIM KaHanoM, NoKanumsy-
€TCs B anuKaNbHON YacTh MeMBpaHbl ANUTENNANbHbIX
KNeToK BbIBOAHbIX NPOTOKOB XXeNe3 BHELLHeli cekpe-
uum (NOTOBbIX, C/IHOHHBIX, Xenes B 6poHxax, noxeny-
JOYHOW Xenese, KUWEYHNKE, YPOreHUTanbHOM Tpak-
Te) U perynupyeT TPaHCNOPT 371eKTPONNTOB (rNaBHbIM
06pa3oMm xnopa) Mexay 3TUMKU KNeTKaMu U Mexkre-
TOYHOIA XnAKOCTbO. MMpK 3aTPyAHEHNM NPOXOXAEHMS
XJlopa yepes KNeTOYHYO MembpaHy yBenuuyuBaeTcs
peabcopbuua HaTpUs Xene3ncTbiMU KneTKaMu, Ha-
pylaeTcs 3NeKTpUMYecKuin NoTeHLMan NpocBeTa, Yto
BbI3bIBAET U3MEHEHWE 3NEKTPOSIMTHOIO COCTaBa U Ae-
rMapaTaumio cekpeta 9K30KpUHHBIX Xenes. B pesynb-
TaTe BbIAENSAEMbIA CEKPET CTAHOBUTCA OYEHb TYCTbIM
U BSI3KWUM, NPU 3TOM CTpafaloT BEPXHWUE W HUXHUE
AblXxaTenbHble NYTH, XENYAO0YHO-KMLWEYHbI TPakKT,
neyeHb, NOLXKENYLOYHAA XKenesa, MOYenonoBas cu-
ctema [1]. KaHan MBTP Takxe y4yacTByeT B perynsuuu
TPaHCNopTa UOHOB Kanusa W KanbuUnsi B TKAHAX JIErKnX
W XXenyaouHO-KMLEeYHoro TpakTa [1, 3, 4].

OpOLIO M3BECTHO, YTO MYKOBMCLMAO3 CBA3aH C
HWU3KWUM HYTPUTUBHbLIM CTAaTyYCOM BCNEACTBUE HapyLue-
HMA NOCTYNNIEHWUSI NUTATENIbHbIX BELECTB U 3HEPTUH,
a TaKXXe BbICOKUX 3HEpPreTUYECcKux notpebHocTeil [1,
5-7]. OcHoBHas npuunHa — Manbabcopbuus, KoTopas
06ycnoBneHa HeA0CTAaTOYHbIM MOCTYMIEHUEM MaH-
KpeaTuyeckux GepMeHTOB B NPOCBET KULIEYHMKA B
pesynbTaTe HapyWeHUs 3K30KPUHHOA GYHKLKUM noa-
XeNnyLoyHoit xenesbl. MNaHKpeaTuyeckas HeaoCTaTou-
HocTb (MH) Ha6nopaetca y 85-90% nauueHToB ¢ MB
W AnarHocTupyetcs no Huskomy (<200 MKr/r) cogep-
XaHuto anactasbl-1 B kane [3, 8, 10]. MH pasBuBaeTcs
B paHHeM BO3pacTe M ABNAETCA OCHOBHOI NPUUYKUHOIA
0TCTaBaHMa B GU3MYECKOM pPa3BUTUU Ha MEPBOM rofly
XW3HW, KOorpa us-3a HegocrtaTka nunasbl o 80% no-
CTYMatoLWMNX B OPraHU3Mm XMPOB BbIBOAATCS CO CTY/IOM
[6, 10, 11]. B cnyyasx, Koraa u3HayanbHo QyHKLMA
noAXeny[ouHOI Xenesbl coxpaHeHa, MH passuBaet-
csl No3aHee, Kak CneAcTBUE NPOrpeccMpoBaHus 6o-
nesHu. MNMpu MyKOBUCLWUAO03E HapyLWeHUs nuliesape-
HMS yCyrybnsaTCcsa BOCMaNUTENbHbIM NPOLECCOM B
KULLEYHMKE, 36bITOYHbIM POCTOM GaKTEpUil B TOHKOIA
KULKE, HeJOCTAaTOYHOI cekpeuuenn 6ukapboHaTa B
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Xenygke, HapyleHuneM GyHkuumu nevenn [1, 11]. dHep-
reTuyeckue notpebHocTU AeTeil, cTpagatowmx MB,
3HAUYUTENbHO BbILE, YEM Y 340POBbLIX AeTeN, YTO 06b-
AICHAETCSA XPOHUYECKUM BOCMANUTENbHbIM MPOLECCOM
B pecnupaTopHomn cucteme. CTpecc W HeBbINOJHEHME
MeAULMNHCKUX PEKOMEHAALMIA MOTyT ycunueatb gedu-
uut nutanua [3,8,9]. Y aeteit c MB yacTo Habnogaercs
CHWXEHWe anneTuTa, CBA3aHHOE C BOcNanuTeNbHbIMU
npoueccamu, LUCKOMbOPTOM BCNEACTBUE HapYLLIEHUS
paboTbl XeNyLOYHOro-KULWEYHOro TpakTa (racTpoaso-
(areanbHblil pedntokc, 3anop, CUHLPOM AUCTaNbHOIA
WHTECTUHANBHON 06CTPYKLUM, U3BLITOYHBIA POCT 6ak-
Tepuii) n no6oyHbiMK 3 dexkTamu nekapcTs [8, 12, 13].

Mo mepe nporpeccupoBaHusa MB y geTeii cTaplue-
ro Bo3pacTa M B3pOC/blX BO3HUKAIOT pasinyHble Me-
TabonMyeckne OCNOXHEHUS, KOTOPble YBENNYUBAIOT
BeduunT nuTaTeNbHbIX BEWEeCTB, YTO ele CUibHee
YXYALWaeT HYTPUTUBHBIA CTATyC U YBENUYMBAET PUCK
cmepTu [14, 15, 18]. CaxapHblit AnabeT, accoLmmpo-
BaHHbI ¢ MB, npoBOUMPYET 1 yCuIMBaeT HeJoCTaTou-
HOCTb NMUTaHMUS 3@ CYET YyMEHbLIEHUS aHaboANYeCKUX
addexToB nHcynuHa [3, 8, 9]. Cteatos neyexn npu MB
CBsi3aH C Ae(ULNUTOM XNPOPACTBOPUMbIX BUTAMUHOB,
XXMUPHbIX KUCNOT W Kanbuua [1, 3]. 310 yxyawaet Hepo-
CTaTOYHOCTb NUTAHUS B LLEIOM U BHOCUT CBOW BKNaf
B APYrve HapylleHus, Takme Kak OCTEONEHMA U OCTEO-
nopos [1, 3, 12]. HU3KMit HYTPUTUBHDIIA CTaTyC BAUAET
Ha QYHKLMIO AblXxaTeNbHOW MycKynaTypbl, CHUXaeT
TONIEPaHTHOCTb K hU3NYECKUM Harpyskam u yxygwaet
nMMyHuTeT [13, 14]. B pesynbTaTe HapyweHus Gpusu-
Yeckoro pasBuTMA CTpajaeT QYHKLMA Nerkux, kade-
CTBO XW3HU CHUXAeTCs, a NPOJOMKUTENIbHOCTb ee
cokpalaercsa [14]. He6naronpuatHble nocneacTeus
HeJOoCTaTOYHOCTU NUTaHWUS ABAAIOTCA OCHOBaHWEM
ANS paHHeii U arpeccMBHON fueToTepanuu, Kotopas
JOMKHA HAauyMHATbCA B paHHeM AETCTBE M MPoAon-
XaTbCA NOXWU3HeHHO [3, 6, 10]. BHe 3aBucUMOCTM OT
BO3pacTa MaLMUeHTOB AN yNyylleHUs UCXOL0B 3abo-
NeBaHUsi HEOGXOANUMbBI PEryNspHbIE OLLEHKN HYTPUTMB-
Horo cTaTyca. KoHTponupoBaTtb Guanyeckoe pa3sutue
Jeteii ¢ MB Heobxoaumo B Bo3pacTe o 1 roga npm Ha-
JINYKUM OTKIIOHEHUI B HYTPUTMBHOM cTaTyce 1-2 pasa
B Hefento, Npu HOPManbHOM MUTAHWUU EXEMECSYHO
Mpu KaXaoM BU3NUTE K Bpayy, CTapwuM LETAM U Noa-
poCTKaM — Kaxible 3 Mecsua, B3pOCAbIM — Kaxfble
3-6 mecsues [3, 5, 13].

0nsa oueHKu GU3nMyeckoro pasBuTMA UCMONb3yeT-
CSl COMaTOMETPUYECKNIi (aHTPONOMETPUYECKHNI) Me-
TOA: Macca Tena, pocT U UHAeKC Maccel Tena (UMT),
KoTopble y AeTell pacCYUTbIBalOT B COOTBETCTBUM C
BO3PacTOM UM MOMOM MO LEeHTU/IbHBIM Tabnuuam unm
nepueHtTunam/Z-ckop (SD) no nporpammam WHO-
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Anthro, WHO-AnthroPlus [16]. MuTaHne mnagexues u
jeteil, cTpagatowmx MB, cuntaeTcs [OCTaTOYHbIM,
ec/n Ux nokasartenn GU3MYecKoro pasBuTUS He OT-
NNYarTCA 0T HOPMATUBHbIX MOKasaTeneil gna nony-
nAUMKM 3L0POBbIX CBEPCTHMKOB. MnafeHuam u aetam
MNaALLero Bo3pacrta K AByM rogam Xu3Hu Heobxopu-
MO AOCTWYb NoKa3saTeNeil Macchbl U ANUHbI TeNa, cooT-
BeTcTBYyOWMX 50-My NepueHTUNO 340POBOI NoNyns-
M1 CBEPCTHUKOB. [Jns AeTeii cTapliero BospacTa v
nofApocTKoB (0T 2 Ao 18 neT) ueneBbIM NokasaTenem
apnsetca UMT, cooTBeTCTBYHOWMUIA KaK MUHUMYM
50-My nepuUeHTU0 340poBo# nonynsaumum [3, 5, 13].
Mpu nokasatensx Z-score no UMT o1 -1 po -2 (<50,
>10 nepueHTMNb) cneayeT AuWarHOCTUpOBaTb cpej-
HETS)KENY HeJOCTaTOYHOCTb MUTaHuA, a npu >-2
(<10 nepueHTMb) — TAXKENYH HELOCTaTOYHOCTb NKUTa-
HMSA. Y B3pOC/bIX TAXKECTb HEAOCTAaTOYHOCTU NUTAHUS
pekoMeHayeTcs oueHuBaTb no nokasarenam UMT: UMT
15-17 kr/M? cOOTBETCTBYET HELOCTATOYHOCTM NUTAHMS
cpepaHeit ctenenn Taxectu, UMT meHee 15 kr/m?2 — 18-
Xenoi cTeneHn HegocTaToyHocTH nutauua [5, 12]. Ons
nauneHToB Mnagwe 20 net, yeit pocT 60NbLIE, YEM Ha
OAHO CTaHAAPTHOE OTKJIOHEHME OT/IMYaeTcA (B CTOPO-
HY YMEHbLLIEHMS) OT COOTBETCTBYHOLLErO N0 BO3PacTy
W Mony 3HayeHus Ana 380poBbIX, Z-nokasatens UMT
HEo6X04MMO KOPPEKTMPOBATb MO POCTY MW BO3PACTY,
COOTBETCTBYHOLIEMY (haKTUYECKOMY pOCTY. ITO NO3BO-
NseT U36exarb 3aBbllEHHbIX Pe3ynbTaToB NpU OLEeH-
Ke aepuunta UMT y naumueHTOB C HU3KUM POCTOM [8,
13]. B 70 xe Bpema UMT He no3BoNAET NOMHOLEHHO
OLIeHUTb HYTPUTUBHDIIA cTaTyC feTeil ¢ MB, Tak Kak oH
He AaeT npeAcTaBfieHNe 0 COCTaBe TeNa, B YaCTHOCTH,
COOTHOLLEHMM XUPOBOIA 1 TolLeit Macchl Tena [17, 18].
besxupoBas Macca Tena U cCTeneHb MUHepanusayuu
KOoCTeli aBNAKOTCA 601ee YyBCTBMTENbHbIMU UHAMKA-
TopaMu aeduunTa NUTaTeNbHbIX BellecTs, Yem UMT.
Hu3kue 3HayeHusa aTUX nokasaTesieil cyuTaloTCs npe-
AMKTOPaMU HapyWeHMs QYHKLUMW NETKUX KaK y AeTel,
TaK W y B3pocnbix ¢ MB. HopmanbHblit UMT (Z-score
(SD) 6nm3kmit k 0) MOXET 6GbITb y pe6eHKa C NOBbILIEH-
HOI1 XXMPOBOI4 MaccoM Tenia 1 HU3KOW 6e3)XMpOoBOIi Mac-
COM, KOTOpas BKOYAET MbILULbl, KOCTU U BHYTPEHHUE
opraHbl (TEPMUH «OXWPeHWe ¢ HopManbHbIM UMT»)
[19-21]. 3710 0co6eHHO aKTyanbHO B HacTosALiee Bpe-
MS$, TaK KaK MCMOSIb30BaHMe TapreTHOM Tepanun pns
neyeHus MB nosBonser nauueHTaM CYLLEeCTBEHHO
yBennMymBaTb Maccy Tena. YCTaHOBNEHO, YTO BbICOKas
XWpoBas Macca Tefia (COOTBETCTBEHHO, HU3Kas 6es-
XXWpoBas Macca Tena) yxyAlaert nporios MB [13, 20].
CocTaB Tena MOXHO OLEHUTb C MOMOLLbIO pasnny-
HbIX METOA0B. B HacTosiLee BpeMs C 3TOM Liefbio LK-
POKO NpUMeHsieTCss GUOMMMeaHCOMETpUS, KoTopas
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MO3BOJISIET OLLEHUTb AOJI0 XUPOBOIA U TOLLeid Maccehl,
MOHWXEHHbIE 3HAYEHNSI KOTOPbIX YKa3bIBAOT Ha HU3-
KU CTaTyC NUTaHKSA, a TakXe aKTUBHYIO KNETOUYHYI0
maccy (HM3Kne 3HaYeHus 3TOro nokasaTens ykasbiBa-
0T Ha aeduunT 6enka u ABUraTeNbHON aKTUBHOCTHM).
[JaHHblii MeTof NO3BONAET OLEHUTb AOMH0 CKeNeTHo-
MblLLEYHOIi Macchl (%) B TOLLeli Macce, YTo BaXHO Ans
onpeAeneHns YpoBHS paboTOCNOCOOHOCTM U BOSMOX-
HOCTM 3aHMMaTbCA QU3UYECKUMU YNPAXKHEHUAMN C
LeNbto yNyyLIeHus aBakyauum MokpoTbl [20].

Opyrum BaXHbIM MokKasaTeneM HyTPUTUBHOIO
cTaTyca fIBNSieTCA OLEHKAa MUHEepanbHON NNOTHOCTH
KocTu. Mpu MykoBMCLMAO03€e BCEM NaLMUeHTaM cTap-
we 8-10 net nokasaHo npoBeaeHne DXA (aeHcuTo-
METpUM) C UHTEpPBaNOM B 1-5 neT, B 3aBUCUMOCTM OT
BO3pacTa nauueHTa, pesynbTaToB NpepALWecTBYOLWMX
uccnefoBaHuit U GpakToOpoB pucka (Hanpumep, oTcyT-
cTBUE GU3MYECKOI aKTUBHOCTHU, TEPANUS TNTHOKOKOPTH-
Kongamum) [3, 9, 22, 23]. K 6uoxumMnuyeckum Mapkepam,
XapakTepusywWwmM HYTPUTUBHBIA CTaTyC, OTHOCATCSA
06LWmnit aHanu3 KpoBM, COLLEPXXaHue Xenesa, YypoBeHb
XMPOPacTBOPUMbIX BUTAMUHOB B Nyia3mMe KpOBM, Cbl-
BOPOTOYHbIe NoKa3aTenu QyHKLUM NeYeHN U YPOBEHD
aNeKTponuToB [3, 13].

MpodunakTuky HapyleHnii nuTaHua y aeteit ¢ MB
HaYMHaIoT C leYeHns NaHKpeaTMyecKoil HeJoCTaTou-
HocTu (MH) [7]. 3amecTuTenbHas Tepanus naHkpea-
Tuyeckumn depmentamu (3TM®) XM3HEHHO HEO6-
X0AMMa ANA NOJAEepXaHWs afeKBaTHOro NUTaHuA y
nauyuenToB ¢ MMH. MaHkpeaTuyeckne pepmeHnTobl (M)
Ha3HayarTCsA BHYTPb B BUAE TA6NETOK, MOKPbITbIX KU-
LWEeYHOPACTBOPUMON 060M10YKOIA, UNU B BUAE MUKPO-
cdep, YTo NpefOTBPALLAET UX MHAKTMBALMIO KUCIIOTOA
XeNnyao4yHoro coka U obecneymBaet ux AOCTaBKY B
ABEHajLaTMNEpCTHYIO KUWKY. B Hawen cTpaHe npe-
MMYLLECTBEHHO MCMONb3YTCA MUHUMUKPOCHEpSI,
NOKPbITble KMLWEYHO-pPacTBOPMMOIi 060N104KOi 6e3
MeTaKpMHOBOIi KUCNOTbI, KOTOPbIe CYnTaoTCA 6onee
9QdEKTUBHbIMU, YEM TABNETKM C KULIEYHO-PACTBO-
pumoit 060n0ukoii [24, 25]. 3TMNd HasHaualOT BCEM
nauueHTaMm, UMEKLLUM HU3KYI0 KOHLEHTpaLui naH-
KpeaTuyeckoii anactasbl-1 B kane (<200 mkr/r). Ans
ManieHbKUX AeTell Kamncynbl, cofepxalime MUHUMU-
Kpocepbl, BCKPbIBAKOT, JENAT COLEPXKUMOE U JaKOT
C NIOXKMW C MOJIOKOM, BOAOI WK A6104HbIM Niope Ao
WAn B Havyane kopmneHnus. MuHuMukpocdepbl Henb3s
APO6UTDb, HENb3s CMELIMBATbL CO BCEM 06bEMOM MULLK
(Hanpumep, ¢ MONIOYHOM CMecbio B 6yTbinouke). Heo6-
XOAWMO TILATeNbHO KOHTPOIMPOBATh, HE OCTaNUCh Jin
MUKpOKancynbl B nonoctu pra. NMoa6op 403 naHkpea-
TUyeckux hepmMeHTOB TPaANULMOHHO NPOBOJMUTCA M-
MUPUYeCKK. Y 60MbLUIMHCTBA NALMUEHTOB [03a AOJKHA
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6bITb MeHblUe unu He npesbiwaTb 10 000 EJ, no nimnase
Ha 1 kr maccbl Tena B cyTku unu 4000 EL] Ha 11 noTpe6-
NeHHoro xwupa. HayanbHas f03a 06bI4HO COCTaBNsET
1000 E[J/kr no nunase Ha Kaxpablii NpUeM nuwmn ans
netert mnaguwe 4 net n 500 E[l/kr no nunase Bo BpeMs
npuema NuwK fna aeTei ctapiue 4 neT U B3pOCbIX, B
JanbHenweM go3a MOXET NOCTENEHHO NOBbIWaTbhCA
[0 MCYE3HOBEHMA CUMNTOMOB cTeaTopen. HoBOPOX-
AEHHbIM Ha Kaxable 120 Mn nUTaHUs (CMECb WK XKEeH-
CKOe MOJIOKO) CTapToBas A03a PacCyuTbiBaeTca Kak
2500-3333 E[] nunasbl (1/4-1/3 kancynbl npenapata
c akTuBHoCTbto 10 000 EJI nunasbl B kancyne) [3, 5, 26,
27]. MokasaTensMu aflekBaTHON A03bl (PEPMEHTHbIX
npenapaToB SABAAKTCS yayylleHne npubaBKKU Macchbl
Tena feTeil, yMeHblWEHNe 0bbeMa CTyna, ero yacTo-
Tbl, UCYUE3HOBEHME GoNeii B XnBoTe. JlabopaTopHble
nokKasaTenu — yMeHblUEHWe CTENEHU CTeaTopen, YTo
KOHTPONMUPYETCA C NOMOLLbIO KONporpamMMbl (Konnye-
CTBO HeiiTpanbHoro xupa) [3, 9, 28]. Uccneposanue,
npoBeAeHHOE B LIeHTpax MyKOBMCLMA03a, NPOLEMOH-
CTPUPOBANO OTCYTCTBUE €LMHOr0 NOAXOLA K HAa3Haye-
HUIO 3aMeCTUTENbHOW ()epMEHTHON Tepanuu, B pas-
HblX CTpaHax A03bl MaHKpeaTUYeckux (epMeHTOB
3HAUNTENIbHO pasnnyanuchb, a agekBaTHas fo3a Ans
MNafeHLeB A0 CUX NOp OCTaeTcA HEeU3BECTHOW [29].
B uccnepgosanun E.N. KonpgpaTbesoit n coasT. (2018)
YCTaHOBNEHO, YTO A03a ()epMEHTOB, pacCyMTaHHas
amnupuyecku, B 95% cnyyaes He coBnagaet ¢ J030i,
paccyMTaHHOM Ha COAepXXaHue Xupa B NuLLe, U Ans
ONTUManbHOI A03UPOBKM HEOBXOAUM MEPCOHANN3HU-
poBaHHbI Nop6op NaHKpeaTUyeckux GEpMEHTOB C
y4eToM GaKTMUYECKOro NOTPedIeHNs XNpa Ha Kaxabli
npuem nuium [28].

Y psiga nayueHToB, 0CO6EHHO MpU GeNKOBO-3HEp-
reTMYecKoW HeaoCTaTOYHOCTU M LPYrUX COCTOSIHU-
X, MOXeT NoHaf06MTbCA [03a NaHkpeaTUHa 6onee
10 000 E1 no nunase Ha 1 Kr Maccbl Tena B CYTKW UK
4000 EQl Ha 1 r noTpebneHHOro xupa. Motpe6bHOCTb
3HAUNTENIbHOTO YBENUYEHMA 03 (GEPMEHTOB UAN KX
He3ahPeKTMBHOCTb MOXET ObiTb CBS3aHa C MOBbILIEH-
HOW KMCNOTHOCTbIO XeNy[04YHOro COKa M HeJocTaTou-
HbIM OLLeNaYnBaHNEM XMMYCa B BEHAALATUNEPCTHOIA
kuwke. IGPeKTUBHOCTL HEpMEHTHOI Tepanum MoOXeT
ObITb MOBbILEHA HAa (OHE NPUMEHEHUSI MHTUOMTOPOB
MPOTOHHOI NOMMbI, YTO NpPeAOTBpaLLaeT pas3pylleHmne
nMnasbl XenyaouHbiM cokoM [8, 10]. HepocTaTouHas
apdekTuBHocTb 3TN TakkKe MOXeET 6bITb CBA3aHa
C ractpoasodareanbHbiM pedtOKCOM, BOCMNANNUTeNb-
HbIMU 3a60NeBaHUAMU KUILIEYHUKA, U36bITOYHbIM
6aKTepnanbHbIM POCTOM B KULIEYHUKE, XONECTa3oM,
napasuTapHoOil MHBa3Wen, NakTasHON HeJoCTaToOYHO-
cTbto [30]. Mo6ouHbIMK ahdhekTamMn 3aMecTUTENbHOM
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(epMeHTHOW Tepanuu ABNSATCA pa3ApaxeHue Ciun-
31CTOI 060/104KN POTOBOI NONOCTU MPU Pa3XKEBbI-
BaHUU UNKU YAEPXaAHWUU BO PTY KUCAOTOYCTONYMBDBIX
MUKpOTrpaHyn, nepuaHanbHoe pasfpaxeHue npu
BblJ€/IEHUN CO CTYNOM 60ONbLWOro Konuyectsa ep-
MEHTOB NPMW YCKOPEHHOM MHTECTUHANIbHOM TpaH3uTe
UAK CIMLIKOM 60MbLINX A03aX, TAXeNble 3anopbl Npu
aedbuuute Xupa B NUTaHUM M 6onblwmnx gosax dep-
MeHTOB [28, 29]. OcnoXHeHneM, CBA3aHHbIM C [,03U-
POBKOI (hepMeHTHON Tepanuu, cUMTaeTcs CUHAPOM
AMCTaNbHOW MHTECTUHANbHOW o6cTpyKunK (CAMO).
MpeanonaraeTcs, YTO Heco6NtOfEeHNE NaLMeHTamu
pexuma npuemMa naHkpeaTuyeckux GepMeHTOB MO-
XET NPUBOANTb K pa3BuTuio anusogos CAMO [31].
Cepbe3HbIM OCIOXHEHWEM, CBSI3aHHbIM C NMPUEMOM
6onblWKUX A03 NaHKpeaTuyeckux hbepMeHToB (6onee
10 000 EA/kr), sBnsetca Gpubpo3Has KONOHOMNaTHS.
ToyHas npuyMHa pasBUTMS STOTO OCNOXHEHMS He
yCTaHOB/EHa, NpefnonaraeTca CBA3b C XMMUYECKH-
MW KOMMOHEHTaMW KUCNOTOYCTOWYMBOrO NOKPbITUSA
kancyn [3, 5, 28].

[lmeToTepanus CoCTaBNSIET BaXKHY 4YacCTb KOM-
nnekcHon tepanuu npu MB u nopgpasymeBaeT Bbl-
COKOKaNIOpUNHOE, C BbICOKUM COLepXaHueM 6enka,
HeorpaHWYeHHOe NO XWUPY NUTaHWe, C af,eKBaTHOW
GepMeHTHOI 3aMeCcTUTENbHOI Tepanueit (y 60/bHbIX C
naHKpeaTUYecKoii HefocTaTouHocTbo) [7]. Bee nayu-
eHTbl ¢ MB f,o/mKHbBI NOTPEONATH B CYTKU YBEIMYEHHOE
KONUYeCTBO Kasiopuil N0 CPaBHEHWIO CO 3[L0POBbIMU
AeTbMu. C Lenbto noaaepXxaHnus XopoLero HyTpUTHB-
HOro cTaTyca CyTOYHast KaNOpUIAHOCTb YBENNYMBAETCA
A0 120-150-200%, noTpebneHne 6enka cocTaBnsieT
20%, upa 35-40% v yrnesofoB 40-45% OT CYyTOYHOIO
Kanopaxa (taén. 1). YuutbiBas noBblLWEHHbIE 3HEpre-
TUYeCcKne NoTpebHOCTU BCNeACTBUE KaTaboNMYeCcKuxX
MPOLECCOB NMPU XPOHWUYECKOM BOCNaneHun u pedu-
LMTe Macchbl Tena, KaopuMHHOCTb CYyTOYHOrO paLyuoHa
nauueHTaM ¢ MyKOBUCLMAO30M PacCyMTbiBAeTCs He
Ha (aKTMYECKMiA, a Ha loMKeHCTBYoWMiA Bec [5]. Mpu
TSXKENOIA AblXxaTenbHON HegocTaToyHocTn 50-60% He-
6eNKOBbIX Kanopuit JOMKHO NPUXOAUTLCA Ha XUPbI
(UMErT HaMMEeHbLLUMI AblXaTeNbHblil KO3DOULMEHT —
0,7) [3, 5]. CornacHo oTeYeCTBEHHbIM peKOMEHAALM-
fIM, B NOBCELHEBHON NPaKTMKE NpW pacyeTe JOMoN-
HUTENbHbIX Kanopuii peKOMEeHAYeTCa MoJib30BaThCs
cnepytowmmu opueHtupamm: 1-2 roga — 200 kkan;
3-5 net — 400 kkan; 6-11 net — 600 kkan, cTapwe
12 net v B3pocnble — 800 Kkan B cyTku [3, 5].

Moka3aHWeM K AONOAHMTENbHOMY MUTaHUIO cre-
LMann3npoBaHHbIMU BbICOKOKANOPUIAHBIMU CMECSMU
SIBNAETCA N1060€ CHUXEeHUe HOpManbHbiX (BO3pacT-
HbIX) Npu6aBOK Macchbl Tena/pocta n UMT (Tabn. 2).
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OB30PbI

Tabauua 1. NotpebHOCTU B IHEPTUU U BeAKe Y BOAbHBIX C MYKOBMCLIMAO30M B 3@aBUCUMOCTH OT Bo3pacTa [5]

Table 1 . Energy and protein requirements in cystic fibrosis patients by age [5]

Bospact / Age Benok, r/Kr B CyTku / OHeprusa, kkan/Kr B cyTku / Energy, kcal/kg per day
Protein, g/kg per day MWHUMaAbHaA / minimal | MakcumanbHas / maximum

0-1ropn/ year 3-4 (pno 6) 130 200

3A0pOBbIE AETU / 2-2,5 110 115

Healthy children [17]

1-3 ropa / year 4-3 90-100 150

3-10 neT / year 3-2,5 70-80 100

11-14 net / year 2,5-1,5 45-70 90

Tabnuua 2. Ametonornyeckme pPEKOMEHAALMU NO BEAEHUIO NALMEHTOB C MyKOBUCLUMAO30M B 3aBUCUMOCTU OT dUnye-

ckoro ctatyca [5, 13]

Table 2. Dietary guidelines for the management of cystic fibrosis patients according to physical status [5, 13]

Loss or no weight gain in
the previous 2-4 months

AeTtn po 2 net / Aetn 2-18 net / Bapocablie / Adults CocrosiHUe nUTaHuA /
Children under 2 years old | Children 2-18 years old Nutritional status
Macca u anvHa UMT >50-ro nepueHtias / | UMT 18,5-22,0 Kr/m>? HopmanbHOe cocTtoAHue
>50-ro nepuUeHTUAs / BMI 50" percentile AN KEHLLMH nNUTaHKS.
Weight and length 18,5-23,0 (KI/M? pAA MyX- MpodunakTnueckoe
50th percentile UuH / KOHCYAbTUPOBaHUe

BMI 18.5-22.0 kg/m? no Bonpocam nutaHua /

for women Normal nutritional status.

18.5-23.0 kg/m2for men Preventive nutritional

counseling
Macca u anmHa <50, MMT <50, >10 nepueHtiaa. | UMT <18,5 Kr/M? UAK CHU- HapylweHune HyTpUTUBHO-
>10-ro nepueHTnAs / MoTepsa nAn oTcyTcTBUE XeHne macchbl Tena Ha 5% ro cratyca: KOppeKkuus
Weight npubaBkKU Beca B NpeAbl- | MeHee YyeM 3a 2 mecsaua / AMETbI U pAobaBAEHME
and length <50, Aylwime 2-4 mecaua / BMI <18.5 kg/m? or 5% NPOAYKTOB SHTEPAABHOIO
>10 percentile BMI <50, 210th body weight loss in less than | nutaHua /
percentile. 2 months Nutritional status

disorder: dietary
correction and addition
of enteral nutrition

percentile body weight
and growth failure since
last visit

products

Macca u panmHa <10-ro UMT <10 nepueHTUAS. UMT cToitko <18,5 Kr/m2 HapylweHue HyTpuTnB-
NepueHTUAs / Motepsa <3 n >2 nepuex- AU CHUXeHne UMT 6onee HOro cTaTtyca TAXEeAOoMn
Weight and length <10 per- | TMAe Macchbl TeAa U 3a- yem Ha 5% 3a 2 npoweAalmnx | cteneHn. ArpeccuBHoe
centile AepXka pocTa c MOMeHTa | Mecsaua / nutaxue /

nocaeaHero nocelieHnsa /| BMI persistently <18.5 kg/m? | Severe nutritional status

BMI <10th percentile. or a decrease in BMI of disorder. Aggressive

Loss of <3 and >2nd more than 5% over the past | nutrition

2 months

Mpumeyanune: UMT — MHAEKC MacChbl TeAa.
Note: BMI — body mass index.

OcHoBHOM NpuHUMN aguetoTepanun npu MB — ak-
TUBHBI NOAXOA K NUTaHMIO B N06OM Bo3pacTe. [e-
TAM ¢ MB cTaple roga peKkOMeHAYeTcs BK/YaTh B
palUnoH BbiCOKO6eNKOBble NPOAYKTbI (Aiua, pbiba,
TBOPOT, Cbip) He pexe 3 pa3 B A€Hb, MOIOKO W KUCJIO-
MOJI0YHble NpoAYyKTbl — He MeHee 500-800 Mn B feHb.

CHILDREN’S MEDICINE

B kayecTBe AOMONHUTENBHOrO UCTOYHMKA Genka uc-
nonb3ylTCs neyebHble CMECH Ha OCHOBE LieSIbHOrOo
MOJIOYHOTO 6enka, npu ux HeaGHeKTUBHOCTU — TU-
APOJIM30BAHHOTO MOJIOYHOTO 6enKa C MOBbIWEHHbIM
WU HOPManbHbIM COAEepXaHuem 6enka, KOTopble
HasHavatotca no 150-200-250 mn 1-3 pasa B AeHb
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B KayecTBe nepekyca. K BbICOKOKanopmitHbIM 0THOCAT-
cs cMecH, coaepxallue 6onee 70 kkan/100 mn ans ge-
Teit go 1 ropa, ot 100 go 150 kkan — anda peten 1-6 net;
ot 150 go 200 Kkan — pna geten ctapie 7 neT u B3poc-
nbix [3, 5, 9]. 06beM AONONAHNUTENBHOTO NUTAHUS ONpe-
Jensetcsa CTeneHbio HYTPUTUBHON HEAOCTAaTOYHOCTU U
annetutom [9, 14, 28, 32]. lononHUTENbHOE NUTAHUE
He [O/MKHO 3aMeHATb OCHOBHOW NPUEM MULLK, HEOB-
XOAWMO 06pallaTb BHUMaHME Ha KOJIMYECTBO M BpeMS
npuema nuiesbIx ao6asok [13, 33].

s peteit ¢ MB XW3HEHHO BaXXHO BbICOKOE NOTpPe6-
NeHne KayeCTBEHHbIX XWPOB, BO3SMOXHOCTb 3TOr0
obecrneynBaeTcs ajekBaTHOW 3aMeCcTUTENbHOI (ep-
MEHTHOI# Tepanueit [7]. lneta gonxHa 6bITb 60rata
Xnpamu, UMELLMMUN B COCTaBe 60/bLLIOE KOIMYECTBO
MOMIMHEHACDILEHHbIX XUPHbIX KNCNOT: omera-6 (KyKy-
py3HOe, MOACONHEYHOE Mac/o) U oMera-3 (NbHsHOe
Macio, XMp MOPCKMX Pbl6) U XMUPHbIX KNUCNOT, 6OraTbiX
npuUpoAHbLIM BUTaMuHoM E [3, 28, 34]. Mpu BbipaxeH-
HOIi CTeneHn 6eNKOBO-aHEPreTUYecKoii HefocTaTou-
HOCTW, HEBO3MOXHOCTM KOMMEHCUPOBATb CTeaTopeto
C NoMOLblo (epMeHTOB, BOSHUKHOBEHUN OCNOXHE-
HWii (BbiNageHune NpsMoN KMULWIKK) NPUMEHSETCA 060-
ralweHue XXMpoBOro KOMMOHEHTa paLuoHa cMecaMU
C BbICOKUM COAEpXaHMeM CpeAHeLenoyeyHbix Tpu-
rnuuepuaoB (CLT), MOAYNbHBIMU XWUPOBbIMU CMe-
cAMM (3MYNbCUK), KOTOPbIE UMEIOT B CBOEM COCTaBe
Tonbko CUT, nnu cneymanbHbiMu npenapatamu CLT.
PacTutenbHble Macna, cogepxalme B coctase CLUT
(KoKOCOBOE ¥ ManbMOBOE Macha), Ierko BcacblBatoT-
CSl HEMOCPEACTBEHHO B COCYAbl CUCTEMbI BOPOTHOM
BEHbl 1 NO3ITOMY AABASIKOTCA NErKOAOCTYMHbIMU UCTOY-
HUKamu 3Heprun ans 6onbHbIX ¢ MB. B To Xe Bpems
136bITOYHOE noTpebneHne CLT, KoTopble OTHOCATCS
K HacbILWEHHbIM XXWUpaM, YCUANBAET KETOreHHble npo-
uecchl [3, 9, 13, 27]. YBenuueHne noTpebneHNs XUpoB
He JOMKHO NMPONUCXOAMTL 3a CYET YBEIMYEHNS NOTpe6-
NEHNS KYJIMHAPHbIX HACbILEHHbIX XXUPOB M TPAHCKMP-
HbIX KMCNOT, YTO MOXET NMPUBECTU K YBENUYEHUIO pU-
CKa CepfleyHo-CoCyAUCTbIX 3aboneBaHuit [34].

OCHOBHas yYacTb YrIeBOAOB B paLnoHe 60NbHbIX
MB gomkHa 6bITb NpeAcTaBfieHa NPoAYKTaMu C He-
BbICOKUM FTMKEMUYECKUM MHAEKCOM — Kpaxmanamu
U ManbTOAEKCTPUHAMU 3epHOBbIX. [N nepeBapuBa-
HMA ManbTOAEKCTPUHOB He TpebyeTcs maHKpeaTuye-
CKasi amufiasa, OHU MMEKT HU3KYK OCMONSPHOCTD,
4TO NO3BOMAET YBENMUUTb KaNOPUIAHOCTb, He yBenu-
ynBas OCMOTUYECKYIO HarpysKy Ha Kuwky. [ns pac-
LenneHns Kpaxmana Tpebyetcs naHkpeaTuyeckas
ammunasa, HepacLLenyieHHblit Kpaxman NpMBOAMUT K no-
BbILIEHHOMY ra3006pa30oBaHUI0 U B3AYTHIO B KulIeY-
HuKe. B nutanun geteit ¢ MB npocTbie yrneBofbl He
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OrpaHMuYKUBaIOTCS, HO C YYETOM pUCKa BOZHUKHOBEHUS
accouumpoBaHHoro ¢ MB caxapHoro gua6eTa ux yno-
TPe6NSAT NOC/e OCHOBHbIX MPUEMOB MWLM BO U36e-
XXaHMe pesknx KonebaHuin ypoBHA caxapa B KpoBM [3,
5,28].

YCcTaHOBEHO, YTO NlakTa3Hash HeLOCTAaTOYHOCTb
HepefKo coyeTaetcs ¢ MB, oco6eHHO y aeTet, one-
PMPOBaHHbIX MO NOBOLY MEKOHWANbHOro uieyca unu
CUHAPOMA AUCTANIbHON UHTECTUHANbHOI 0BCTPYKLUM
(CANO0), Hanuume cneyudpuyeckux CUMNTOMOB MpK
ynoTpe6neHn MONOYHbIX NMPOAYKTOB TPe6YeT MCKIIt0-
yeHusa aeduuuta naktasbl [35)]. Mpu noaTBEPXAEHUM
NnakTasHOW HeAOCTaTOYHOCTWU [AEeTAM Ha TPyAHOM
BCKapMJIMBAHUW UCMONb3YIOT J0OABKU, COepXxKallue
(GepMeHT nakTasy, Npu CMeWwaHHOM UK UCKYCCTBEH-
HOM BCKapMJIMBaHWM — HU3KONaKTO3Hble UK 6es-
NaKTO3Hble CMEecKU Ha OCHOBE ry60KOro rmaposnsa
6enka [27]. leTam cTaplie roga nokasaHbl nonyasne-
MEHTHble 6e311aKTO3Hble CMecKu ANsi 3HTepasibHOro
NMUTaHUSA, KOTOpble COAEepXaT YrneBOAHbIN KOMMO-
HEHT B BUJie MaNbTOAEKCTPUHOB [3, 9, 28]. B pauuoHe
AeTeii ¢ MB foMXHbI 6bITb MPOAYKTHI, G0raTble NuLLe-
BbIMM BOJIOKHAMM, B TO Xe BPEMS OrpaHM4YMBaeTCs
nuwa, 6orartas rpy6oi knetyaTkon [28, 32].

Y nauueHtoB ¢ MB uMeeTcs noBbllleHHas NOTPe6-
HOCTb B HAaTPUK, XJIOPE, KanbLKUKM U XXeNese BCNeAcTBMe
MOBbIWEHHOr0 MOTOOTAENEHUS, HApYLIEHUA BCacbl-
BaHUSA B KULIEYHUKE U XPOHMYECKOro BocnaneHus [3,
13]. Bcem AeTsM pekoMeHA0BaHO NoAcanuBaTh nuily
C LieNbio KOpPPeKLMKM HaTpua 1 Xopa, MpUYem noTped-
HOCTb B COMW YBENIMYNBAETCA B 3aBUCUMOCTH OT TEM-
nepaTypbl OKpyxatowleii cpeapi [5, 36].

Jeduumnt Kanbumsa, He06X0AMMOro ANs 340P0OBbA
KOCTeW, MOXeT BO3HUKHYTb Y 60/ibHbIX ¢ MB B cBSi-
31 C HeJOCTaTKOM BUTaMuHa D, a Takxe BCcneacteue
HapyLleHMa BCacbiBaHWUS B KULIEYHUKE NPU HEAOCTa-
TOYHO CKOppeKkTUpoBaHHoM [MH. MoBbICMTb cogepxa-
HWE Kanbuus B NuLLe BO3SMOXHO 3@ CYET YBESINYEHUS
B paLMoHe MOJIOYHbIX MPOAYKTOB, HanpuMmep chblipa.
bonbHble MB A0/MmXHbI AONONHUTENbHO €XeaHeB-
HO monyyatb Kanbuuii: 400-800 mr — petu; 800-
1200 mMr — noapocTKu 1 B3pocnbie [3, 5, 28].

Ons nauneHTtoB ¢ MB xapakTepeH LeduuUNT Xe-
nesa v pasBuUTHe xenesoaeduUNTHON aHEMUU, NpK
06Hapy)XeHUM NPU3HAKOB aHEMUW B aHanu3e KpoBM,
[0 Hayana neyexusi, HeobxoanmMo audpdepeHypoBaTb
xenesofedULMTHYIO aHEMUIO U AaHEMMUIO, CBA3AHHYIO C
XPOHWUYeCKUM BocnaneHuem [6, 13]. NMpu 3agepxke po-
CTa, NMOBbILIEHHOW YYBCTBUTENIBHOCTM K UHOEKLUSM,
3a/lepXKe NOJIoBOro pasBuUTUS, 3a60NeBaHUAX rNas,
aHopekcuu y peteii ¢ MB Heob6XxoAMMO UCKOYATD Jie-
GuunT umnHka [13, 37].
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Y nauymeHtoB ¢ MB ¢ naHkpeaTM4yeckoil HepocTa-
TOYHOCTbHI M Y YacTu 60NIbHbIX C COXPAHHOM QyHKL el
NOJ)KeNyA0YHON Xenesbl pa3BuBaeTca AeGuUUUT Xu-
pOpPacTBOPUMbIX BUTAMUHOB [5, 9, 13]. PekomenayeTcs
NPOBOAUTb MOHUTOPUHT YPOBHEI XNUPOPACTBOPUMbIX
BUTaMuHOB (A, E, D, K) B CbIBOPOTKE KPOBM BCEM Ma-
umeHTam ¢ MB, no nokasaHusaM, C Lieibio CBOEBPEMEH-
HOrO BbISIBNIEHUS NX HEJOCTATOYHOCTM U af,eKBATHOI
Koppekuun Tepanuu [5, 28]. [103bl XXNPOPaCTBOPUMbIX
BUTAMUHOB MpeBbIWA0T QU3NONOTNYECKy0 NoTpe6-
HOCTb U NpodunakTUYeckne [03bl, UCNONb3YEMBIE Y
340poBbIX AeTei [5, 36]. BuTaMuHHbIe f06aBKK, coaep-
Xallme XUpopacTBOPUMbIe BUTAMUHbI, NMPUHUMAIOT
BMECTe C Nnuuiei, 6oraToii Xupamu, u ¢ bepMmeHTamu
AN YNy4YWeEeHMs MX BcacbiBaHus. CuuTaetcs, uTo fge-
GuUUNT BOAOPACTBOPUMbIX BUTAMUHOB Y feTeil ¢ MB
BCTpevaeTca peako [3, 5, 28]. 06blyHO BOAOPACTBO-
pUMble BUTAMMUHbI HadHayatoTcs 60/1bHbIM MB B 06b14-
HbIX NPOQUIAKTUYECKMX A03aX, PEKOMEHAYEMbIX 3[0-
POBbIM JMLLaM COOTBETCTBYIOLLEro Bo3pacTa. [lepuumt
BUTaMuHa B, MOXeT BO3HWUKHYTb Yy NaLMeHToB, onepu-
POBaHHbIX MO NOBOJY MEKOHMaNbHOIo uneyca [28, 38].
BosopacTBopuMble BUTaMUHbI NPUHUMAIOT B BUJE NO-
NIMBUTaMUHHbIX KOMMIEKCOB 6€3 MUKPO3IeMEHTOB [3].

[lna peTeit paHHero BospacTa peKoMeHAayeTcs uc-
K/IOYNTENbHO TPYAHOE BCKapMAKUBaHUe ¢ J06aBKOM
naHkpeaTuyecknx GepmeHTOB. M3BECTHO, YTO rpya-
HO€e BCKapM/MBaHue accoLMMpoBaHO C NyyLLei Neroy-
HOM (QYHKLMeN n Gonee HU3KOI YacTOTON MHPeKL Uit
Mo CPaBHEHMIO C UCKYCCTBEHHbIM [3, 13, 28]. MpyaHoe
BCKapM/IMBaHKe No3BosseT o6ecneyntb pebeHka Wwu-
POKMM CNEeKTPOM 3alUTHbIX GaKTOPOB U 6UONOrMYe-
CKM aKTUBHbIX BELLECTB, a TaKXe 1unasoii, HO coaep-
XaHue 6enka B XeHCKoM Monoke Huskoe (0,9-1,1r Ha
100 mn), a y peteit ¢ MB o 50% 6enka MOXeT TepsTb-
cs co cTynoM [39-41]. Mpu HeaOCTaTOYHbIX BECOBbIX
npubaBKax y feTeil FPyAHOro BO3pacTa PeKOMeHAYeT-
cs n06aBnATb [0 5 I CyxolM CMEcU Ha OCHOBE rmppo-
nu3ata 6enka ¢ CUT B kaxabie 100 M1 MaTEPUHCKOTO
MonioKa [27]. HOBOpOX/EHHbIE U AeTH NepBbIX Mecs-
LLeB XW3HMU, KOTOPbIe HE MOTYT CaMOCTOATENIbHO NOJy-
yaTb HEOOXOANUMDI 06bEM MOJIOKA U3 TPyaM MaTepy
BBUAY TAXECTU COCTOAHMA (06lWas cnabocTb, 0AbIL-
Ka, CepAeYHO-NeroyHast HefJocTaTOYHOCTb), AOKHbI
nonyyaTb CLIEXEeHHOe HaTUBHOE MaTEPUHCKOE MOJIOKO
13 6YTbINOYKM UMK Yepe3 Ha3oracTpanbHbIA 30HS. MMpu
CMeLaHHOM/MCKYCCTBEHHOM BCKapMJIMBaHUM JeTH C
HOpPMasbHbIMU TeMnamn GU3NYECKOro pas3BuTus, oT-
CYTCTBMEM AMCNENCUYECKUX Xanob u cTeaTopen npu
ajeKBaTHbIX A03ax MaHKpeaTUyeckux (HepMeHTOB
MOTYT NosyyaTb 06bluHble afanTUPOBaHHble MOJIOY-
Hble cMecu. [pn 3TOM peKoMeHayeTCs BblOUpaTh CMe-
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cu ¢ Gonee BbICOKUM cofepxanuem benka (1,1-1,3 r
Ha 100 mn) u xupa (He meHee 3,5 r/100 mn) [31, 39].
Mpu pasBUTMM HELOCTATOYHOCTU MUTAHMUSA, a Takxe
COXpaHeHMM cTeaTopen Ha (QOHe afeKBaTHbIX 403
(hepMEeHTOB UCMONb3YIOT CMECH [151 MaNlOBECHDBIX U He-
AOHOLLEHHbIX AeTel, KOTOpble 0TIMYalTCA BbICOKUM
cojepXaHuem 6efka U UMEKT B COCTaBe XWUPOBOro
KOMMOHEHTa CpefHeLenoyeyHble TPUrANLEpUabl, 4To
MO3BONAET YNYYLWMUTb YTUAN3ALMNIO XKUPA, HE YBENUYM-
Bas AO3NUPOBKY (epMeHTOB. BenkoBblii KOMMOHEHT
CMECU MOXET 6blTb npeAcTaBneH NM60 LenbHbIM
MOJIOYHbIM 6eNIKoM, 6o ruaponusaTom 6enka. Mpu
KOpPMEeHUN [leTeil NepBbiX MeCALEB XU3HU C 6enKo-
BO-3HepreTnyeckoii HegoctatoyHocTbto II-11l cTeneHn,
npu 30HAOBOM MUTAHWUU, Y eTeii ¢ annepruen K 6en-
KaM KOpOBbero MosoKa Ucnosb3yrT CMeCU Ha OCHOBE
rnyboKMX rMapoNn3aToB 6eska, MMerlLLe B CocTaBe
XMpoBOro koMnoHeHta CLLT 1 nunuabl ¢ BbICOKUM CO-
AEPXaHUEM 3CCEHLMaNbHbIX (MONMHEHACDILLEHHbIX)
XUPHbIX KUCNOT [26, 27, 41]. leTam, KoTopble nony-
YaloT aHTUGAKTepUanbHYH Tepanuio, peKOMeHAYeTCs
3aMeHUTb YacTb 06bemMa MoouHoi cmecu (1/3) Ha
aflanTMPOBaHHbIN KUCOMOJIOYHbIA NPOAYKT UAU CMe-
CY C NPOGMOTUKAMY.

Mpukopm 06bI4HO BBOAMTCS B Bo3pacTe 4-5 mecs-
LieB, NpU HM3KOI NpubaBKe Macchl Tena aetsam ¢ MB
no UHAMBUAYANbHbIM NOKa3aHMAM NPUKOPM MOXeT
6bITb BBEAEH U paHblue [5, 26, 28, 41]. PekomeHayeTcs
BCErAa BBOAMTb dHEpreTUyeckn 6oraTble NPOAYKTHI
npukopma (Kalwm Ha crneyuann3MpoBaHHbIX CMecsX,
C CaxapoM W CNMBOYHbIM MacioM, OBOLLHbIE NIOPE C
pacTuTenbHbIM MacioM U MACHoe niope, TBOpor 5%
XUPHOCTK, XenTok). MepebiM MPUKOPMOM MOXET
OblTb U MACO, KaK UCTOYHUK, BOraTblil XXenesom U
LMHKOM. CnefyeT MCnosib30BaTh BbICOKOKANOPUiiHbIe
MPOLYKTbI NPUKOPMa, 060ralleHHble BUTAMUHHO-MU-
HepasnbHbIM KOMMIEKCOM: AETCKME MOJIOYHbIE Kallu,
OBOLLHbIE MOpe € J06aBNEHNEM MSica MPOMbILLJIEHHO-
ro Nnpom3BoAcTBa. [LononHMTENIbHOE KOIMYECTBO NO-
BAapeHHON CONMN B AieHb OPUEHTUPOBOYHO COCTaBnseT
1/8 yvaiiHoi noxku (0,6-0,7 r) ans pe6eHka nepBoro
nonyroausi u 1/4 vaitHoii noxku (1,25 r) ans pe6exka
6-12 mecsaues [3, 9, 27, 41]. Ha nepBoM rofly Xu3Hu
PEKOMEHAYETCA He YMeHbluaTb YacTOTY KOPMAEHMWIA,
COXpaHsAs 6-pa3oBOe NuTaHue, yTo GopMuUpyeT npa-
BU/IbHOE MULLEBOE NOBEJEHNE B AaIbHELLEN XNU3HN.
HeaganTupoBaHHble MONOYHbIE NPOAYKTbI (Kedup,
HaTypasbHbIi OTYPT), KaK U 3[0POBbIM AETSM, MOXHO
BBOJAUTb C BO3pacTa 8 MecALeB B 06beme 200 Mn [5, 41].

Y peTei AOLWKONbHOIO M WKOMbHOIO BO3pacTa nu-
TaHWe AO/MKHO ObITb PerynapHbiM — 6 pa3 B ieHb: TPH
OCHOBHbIX NpuUema nuLn (3aBTpak, 06eA, YXK1H) 1 Tpu
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LOMONHUTENbHBIX Nepekyca (2-i 3aBTpak, MONAHUK U
Ha HOYb). Kaxzblii OCHOBHOI NPUEM NMUILU LOMKEH
copepxatb 6nt0a C KayeCTBEHHbIMU XWUBOTHbIMU
6enkamu (Msco, cybnpoayKTbl, pbi6y, siia unm Monoy-
Hble NPOAYKTbI — Cblp, TBOPOT), KAYECTBEHHbIE XMPbI,
CNoXHble yrnesoabl (Kpynbl, xne6, osouwu). [onon-
HUTEeNbHble npueMbl Nuwm (nepekycobl: 2-ii 3aBTpaK,
NONJHUK, NEPES CHOM) AOJXHbI COCTOATb M3 KUCNO-
MOJIOYHbIX NPOAYKTOB, TBOpPOra, GPyKTOB, BbIMeYKU
¥ YMEepPEeHHOTo KolMyecTBa ciagocTeil. Heobxoanmo
MOMHUTb O AMETONOrMYECKOi NpodunakTMKe naTono-
UM NMEYEHN U caxapHoro auabera, acCOLMMPOBAHHbIX
¢ MB. B 3T0ii cBAA3M BaXXHO OL,eHNBATb KaYeCTBEHHbIN
COCTaB XXWPOB, BXOAAWMX B pauuoH. lMauneHtam c
MB pekoMeHAyeTCs eXefHEBHO ynoTpebnaTh Kak oc-
HOBHOIi MCTOYHUK KaNibLus U BbICOKOKAYECTBEHHOIO
6enKa Heo6e3XM1peHHble MOJIOKO, TBOPOT, Cbip, KUCNO-
MOJIOYHbIE NMPOAYKTbI, 060raleHHble XUBbIMU WTaM-
MaMmu npo6uoTukos (6udbnaobakTepuit n nakTobakTe-
pWii), OrypTbl KOPOTKOrO CPOKa XpaHeHus, Guokedmp.
C uenbto oboralweHnss paunoHa omera-3 XUPHbIMHU
KMCNnoTamu peKOMEeHJ0BaHO MCNONb30BaTb CNaboco-
NeHyto (He KOMYEHYH) XUPHYI MOPCKYHO pblbY: Cenbfb,
cemry, Gbopenb u fpyrue nococesblie, MKpy 3-4 pasa B
HeJleNlo B KauecTse 3akycku [3, 5, 9, 28]. U3 nuTaHus
nauyueHToB ¢ MB nckntoyaoTca TpaHCKMPbI, NPOLYK-
Tbl ¥ 6/110a, OCNOXHSOWNE PaboTy NEYEHU U XKen-
yeBbIBOAAWMX NyTeit (kpenkue GYNbOHbI, OCTpbIe,
Kucnble 61t04a M NPSHOCTM; NPOAYKTbI, COAEpXallue
CTabunnusatopbl, KpacUTeNn U KOHCEPBAHTbLI, FOTO-
Bble cyxue nonypabpukatbl, pacTdya); yMeHbLIaeTcs
KONMYECTBO HACbILEHHbIX XWUPOB, padUHUPOBAHHBIX
npocTbix yrnesoAoB (caxap, KOHPETbI), 0COGEHHO OT-
AenbHO OT ApYrux NpMEMOB MULLK, MPU JUcnencuye-
CKUX SIBNIEHUSIX — MPOAYKTbI, yCUNNBatOLLME ra3006pa-
30BaHue B KuwweyHuke [9, 13, 28].

HapylweHus anneTuTa YacTo HabnwopatTca y fe-
Teit ¢ MB, 06bI4HO [eTU HEOXOTHO NMPO6YHT HOBbIE
MPOAYKTbI M MNOXO CAYlWAalT PoAuTeNnen Bo BpeMs
npuema nuimn. HenpmaTne CBOEro BHELWHEro Buaa U
nuLLeBble pacCTPOWCTBA, TUMUYHbIE ANA MOLPOCTKOB,
TaKXXe BCTpeyatTcsa y 60nbHbIX ¢ MB aToro Bospacra.
HapyweHune nuieBoro noBefeHust yrpoxaet NoaHo-
LLeHHOMY NOTPe6NeHnto Kanopuii y NaLueHToB C MyKO-
BMCLMA030M. KOHCYNbTaLum HyTpuLmonora, obyyeHue
poauTenen NnoBefeHYeCKUM CTpaTernsM U npasuiam
nUTaHnst 3QGEKTUBHO NOMOTratOT B YAYULEHNN HYTPU-
TUBHOrO cTaTyca fetei ¢ MB [42-45].

OTCyTCTBME NPMOGABKN UMW CHUXXEHME MacChl Tena
B TeyeHne 6 MecsLeB, GakTUyeckas macca Tesia Huxe
3-ro nepueHTuna (unu Z-score UMT/Bo3pacT, Macca
Tena/Bo3pacT, Macca Tena/pocT MeHee 2-r0 nepLeH-

REVIEWS

TUNA); haKTMYecKas Macca Tena HUXKE JOMKHOTO 3Ha-
yeHus Ha 15% unu meHee 25-ro nepUeHTUNA Ha (oHe
JAOMONHMTENbHOTO NUTAHUS BbICOKOKANOPUAHBIMM
CMecAMU ABAAOTCA NOKa3aHUAMU K NPUMEHEHUIO
arpeccuBHbIX METOA0B HYTPUTUBHOI NOAAEPKKM [5,
9, 13]. K arpeccuBHbIM MeTOfaM OTHOCATCA 30HJ0-
BOE 3HTepasbHOEe W napeHTepanbHoe nutaHue. Uc-
Nonb30BaHKUe 30HA0BOFO NUTaHUs CNOCOBCTBYET yBe-
JIMYEHUIO BECA U YNYYLIEHWUIO HYTPUTMBHOIO cTaTyca
[46-49]. 30H0BOE 3HTEpanbHOE NUTaHNE B BUJE HOY-
HOW rMnepasMMeHTaLMU NPOBOAMUTCS Yepes Hasorac-
TpanbHbI 30HA UK NEPKYTaHHYK racTPOCTOMY, Mpu
3TOM MCNOMb3YIOT CMECU LNS SHTEPANbHOIO NUTAHMS.
30H[0BOE MUTaHMe BBOAMTCA MOCTENEHHO No Mepe
NnepeHoCMMOCTU B BUAE MEANEHHOro (MH(Y3NOHHO-
ro) BJAWBAHWA Ha MPOTAXEHUU HOYU UNK CTPYIHHOTO
(60NIOCHOr0) BANBAHUA JHEM, MW NPU NOMOLLN KOM-
OMHaLMW 3TUX ABYX METOLOB. B HOYHOe BpeMs Heob-
XOAMMbI 06BEM XUAKON NUTaTENbHON CMecK BBOAAT
KanenbHo (oNTUMaNbHO — C MOMOLLbIO MHDY3UOHHOTO
Hacoca) B TeyeHne 5-6 yacos. 115 60nbHbIX MB onTy-
ManbHa yCTaHOBKA HWU3KOMPO(UNbHOI racTPOCTOMBI
(Tuna MIC-KEY Kimberly-Clark), koTopasi nossonsier
MoAAEPXNBaTb aKTUBHbIA 06pa3 XU3HK, He MellaeT
CMOPTUBHBLIM 3aHATUSIM U NPOBEAEHUID KUHE3NOoTepa-
nun. Tpu NMTaHUKM MOTYT UCMONb30BATLCA KaK Nosy-
3/1eMeHTHble CMecH (Ha OCHOBE MAPON3aTOB Genka),
TaK U nonuMMepHble (nocneaHue NPeAnoYTUTENbHDI
BBUAY OTHOCMTENbHO HU3KON OCMOJIIPHOCTU U CTOM-
MocTH). HouHyto runepanuMeHTauuio HaumHarT ¢ 1/3
06bema CMecH, pacCYMTaHHOW OT CYyTOYHOI NoTpe6-
HOCTU B Kasopusax 1 YBEIMUYMBAOT N0 Mepe NpubaBku
B Bece. 06bem cMecu AN HOYHOW runepanuMMeHTa-
LMK He [OJKEH CHUXATb anneTuT 60/IbHOTO B AHEB-
Hoe BpeMsl. 3amecTuTenbHas GepMeHTHas Tepanus y
MauMeHTOB C NMaHKpPeaTU4YeCKON HeJOCTaTOYHOCTbHO
MPOBOANTCA MUHM-MUKpPOCHEpPUYeCcKUMM npenapaTa-
MW naHKpeaTuHa. 10 HacToALLEro BpeMeHU HeT onpe-
JeNeHHbIX peKoMeHAaLMin No pacyeTy noTpebHocTell
(opueHTUMpoBOYHO 0T 2000 fo 4000 ME no nunase Ha
1T Xupa BO BBOAMMOI CMECU) U peXnUMy BBeJEeHUSs
depMeHTOB (B 0UH UK 1Ba NpUEMa B TEYEHUE UHDY-
3un cMmech). MNpu 6ONOCHOM BBELEHUM MOXET MOTpe-
60BaTbCA yBeNMYeHNe A03bl PEPMEHTOB W3-3a BbICO-
KO CKOPOCTW BBEAEHMS XNPOB, a TakKXe fobaBeHune
He6oNbLOI [03bl MHCYNMHA [3, 9, 15, 18]. MapeHTe-
panbHOe NUTaHWe B NIaHOBOM NOPsAKE He UCMOMb3Y-
eTCA KaK MeTo[, HYTPUTUBHOI NOLAEPXKM NaLMeHTam
¢ MB. lNapeHTepanbHOe NUTaHME B N1AHOBOM NOpAAKe
He UCMOJNb3yeTCsl KaK METOA HYTPUTUBHOW NOALEPX-
Ky nauneHToB ¢ MB, HO MOXET 6blTb HEOBXOAUMO Y
MflafileHLeB nocne pe3ekuun KueyHuka no noBoay
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MEKOHMaNbHOrO Wieyca, a Takxe Y IeTeil U B3POCblX
rnocse onepauuy Ha opraHax XenyAo4YHO-KULWEYHOro
TpaKTa, Korfja 3HTepanbHOe NUTaHWe HEBO3MOXHO.
YacTuMyHoe napeHTepanbHOe MUTaHne UCronb3yeTcs
y 04YeHb 0ClabNeHHbIX 60MbHbIX, KOTOPbIM NPeACTOUT
TpaHcnnaHTauus nerkux [3, 5, 14].

AOMNOAHUTEAbBHAA UHOOPMALIUA

Bknapg aBTopoB. Bce aBTOpbl BHEC/N CYLLECTBEH-
Hblil BKNaj B pa3paboTKy KOHLENLWK, NpoBejeHne uc-
CNnefoBaHus M NOATOTOBKY CTaTby, MPOYAN U OA06pU-
N1 GUHanbHYIO BepCuto nepeg ny6nukaumen.

KoH@nUKT nHTepecoB. ABTOpPbLI LeKNapupyroT oT-
CYTCTBMUE ABHbIX M NOTEHLMANbHbIX KOHDIMKTOB UHTE-
pecoB, CBA3aHHbIX C Ny6anKaLneil HacTOALLEN CTaTby.

OB30PbI

WUcTouHuk puHaHcHpoBaHMa. ABTOPbI 3asBNAIOT 00
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