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060cHOBaHHe. [IpUMEHEHNE BbICOKOKAI0PUINHbIX CMECEH MPU MYKOBUCLIMAO3€E COMPSIXKEHO C PUCKaMMU HEraTUBHOIO B/USI-
HUSI Ha YITIEBOAHbIN M INMMNAHbIN OBMEH. B aTOM CBSA3M MpeACTaBiseT UHTEPEC N3YYEHNE 3PPEKTUBHOCTU KOPPEKLIMN HELO-
CTaTOYHOCTH MUTaHUSI M 6€30MacHOCTH NMPUMEHEHUS TMNEePKaIoPUIMHOIo SHTEPasbHOIro MPOAYKTa C HU3KUM [TTIMKEMUYECKUM
MHAeKcoMm u cogepxaHnem 50% cpeagHeuenovyeyHbiX TpumnLepngos. Lenb nccnegoBaHuss — U3y4nTb 3POEKTUBHOCTb
KOPPEeKUUU He[OoCTaTO4YHOCTH MUTaHUS Yy AeTen C MYyKOBMCLUMAO30M C MC0JIb30BaHUEM JIeHeOHOro rurnepKaasopuinHoro
poAyKTa A1 dHTepasabHoro nutaHus. Meroasbl. B ncciegoBaHme BKOYaam naunMeHToB B Bo3pacTte oT 3 4o 18 net ¢ Hefo-
cTtatoyHocTbto nutaHns (MMT < 50 nepueHTusl), KOTopbiM 6bla Ha3HadyeHa ne4ebHas rmnepKanopumHas cMech C Lesbio
KOppeKUuun HeaoctaTtoyHoCTH nutaHms. OUeHuBan aHTPOrNoMeTpuYecKme rnokalaTtenn (pocT, Maccy Tesa), COCTOSIHME
GaKTU4ECKOro nuTaHus, A03bl NaHKpeaTuHa, QYHKLMIO JIErKMX, MoKa3aTeau YrlieBogHOro obMeHa M MapKep xojecta3a
(KOHUEeHTpaLMs Ken4HbIX KUCJI0T) MCXOAHO U Yepe3 1 Mec ncrnosib30BaHusi cmecu. Pe3ynbTtatbl. Yepe3 1 Mec npumeHeHms
runepkaaopuiHon cmecu macca tena (Me) geten yseandunace ¢ 24,5 (21,2; 38,7) go 25,3 kr (24,6; 39,7) (p = 0,001),
poct (Me) — ¢ 133,5 (120,2; 146,5) go 136,5 cm (123,0; 148,5) (p < 0,001). MepueHTnb pocTa yBeandunacs ¢ 33 go 40,
3HaveHuns z-kputepns — ¢ —0,5 go —0,3 SD (p < 0,001). He 6b110 oTmeyeHo yBenandeHuss UMT B AuHamMmMKe — B CBSI3U C TEM,
4YTO POCT AeTen onepexxas npubaBKy Macchl Tesia. CyToYHas aHepreTuyecKas LLleHHOCTb NMUTaHus yBendniach B CpeqHem Ha
450 KkKan, 4to coctaBmno 21,8% Mo OTHOLIEHMIO K GU3NOI0MMYECKON NOTPEOHOCTH. 3aKIo4YeHune. BKioYeHne runepKano-
PUINHON CMECH B PaLIMOH NUTaHUS1 JETEN C MyKOBUCLIMAO30M B TeYEHUE 1 MeC 3Ha4YMMOo yBEeIMYUBAET NoKal3aTeu IMHENHOIro
pocTa v NoJIOKUTEIbHO BUSIET Ha 06LYMe noKasaTtesin GU3N4ecKoro pa3BuTms. He oTMe4eHo HeraTuBHOIO B/IMSIHUSI CMECH
Ha MoKa3aTtesin yI71eBO4HOIro U JINNnAHOro obmMeHa.

KnioueBbie cnoBa: MyKoBUCUMAO3, AETH, HEAOCTATOYHOCTb MUTaHUSA, rMNepKasopuiHas CMech, dHTepPasibHoe MUTaHue,
KMLLIEYHbIN CUHAPOM, MaibabcopbLms
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KOPPEKLMN HeaQoCTaTOMHOCTU MUTAHMA Yy AeTer C MyKOBMCLMAO30M C WMCMOMb30BaHWMEM TUMNEPKanopurMHOM cMecu Ans
3HTEpPaNbHOro MUTaHWs B TeYeHWe OAHOro Mecsila: KOropTHOe uccnefoBaHue. Borpockl COBPEMEHHOM neauaTpun.
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OBOCHOBAHME
M3BecTHO, 4TO pauuoH nutaHus 40% nauMeHToB

pacxogoM Ha ¢doHe KaTabo/NM4yecKow HamnpaBNEeHHOCTH
obmMeHa BelecTs [5-7].

¢ mMyKoBucuMao30M (npoekT McCyFAPP, 6 LEeHTpOB MyKo-
BMCLMA03a B CcTpaHax EBponenckoro cotos3a) aepuunteH no
KanopumHoctn [1—-3]. Mo gaHHbIM OTEYECTBEHHOIO UCChe-
poBaHusa (150 peten ¢ MyKOBMUCLIMAO30M), AOCTATO4YHbIM MO
3HEPreTMYEeCKOM LIEHHOCTU pPaLMOH MUTaHUSA Obln TOMbKO
y NauuneHToB B Bo3pacTte Ao 3 net [4]. B ctapwmx Bo3pacTtax
OTMEYEHO HEYK/IOHHOE CHUMXEHME KaNOpUHUHOCTM paLmo-
Ha NUTaAHWS BMECTE C HapacTaHMeM TSAXECTM M 4acToTbl
OCNOXXHEeHUM 3aboneBaHus [4]. Hegoctato4HOCTb Kanopuin-
HOCTM paLlMOHa MUTaHUS NpU MyKOBKUCLIMAO03€e 0ByCnoBfeHa
ancbanaHcom Mexay MOCTyrn/ieHUEM 3HepPrun (BbICOKME
NOTPEOHOCTHN, 3NU30Abl aHOPEKCUU) U €ee YBESIMYEHHbIM

OCHOBOW KOPPeKLMKN AedurLiUTa MUTaHUsA y AETEN C MYKO-
BMCLMAO30M AaBAseTcs aueTtotepanus [6-8]. CornacHo
peKoMeHAaLusaM OTeYeCTBEHHbIX NPOdEeCCUOHaNbHbIX
COOOLLECTB, 3HEpreTMyeckas LLEHHOCTb pauuoHa nuTaHus
npyv MYKOBUCLMAO3E AOMKHa OblTb yBennyeHa B 1,2—
1,5 pasa, eBponenckux npodeccmnoHanbHbIx cO06LWECTB —
B 1,1-2,0 pa3a no cpaBHEHUIO C OU3NONOrMHECKUMU
HOpMaMKu [nd COOTBETCTBYOLWEro BoO3pacTta W nofa
[5, 7, 8]. Ons obecneyvyeHuns BbICOKOW NOTPEOBHOCTU B Kano-
pUSX 1 MaKpOHYTPUEHTaX Y NaLMeHTOB C MyKOBUCLIMA030M
PEKOMEHIYIOT UCNOMIb30BaTb LOMNONHUTENIbHO K 06bIYHHOMY
paunoHy cneunanu3mpoBaHHble BbICOKOKanopuHbIe Mpo-



Original Article

OpuruHanbHas ctaTbs

OYKTbl AN 9HTEpanbHOro nutaHusa [6—8] — Kak B CyXoM
Buae (ana aob6aBneHus K rotoBomMy 61t04y), TaK U roToBble
MUOKMe cmecu. AOPEKTUBHOCTb MMMNEPKaNOPURHBIX CMecen
npv MyKoBMCLMAO3€ Oblna MOATBEPXKAEHA B HECKOMbKMX
HeBONbLUMX POCCUNCKUX UccnedoBaHuax [9—11].

OOHaKo KoppeKuus HegocTaTOYHOCTU MUTaHWS y aeTewn
C MYKOBMCLMAO30M MPOAOIKAET OCTaBaTbCA CNOXKHOM 3aja-
yen [6—-8]. B 4yacTHOCTU, HEOOCTaTOYHO WUcCCreaoBaHHbIMU
OCTalOTCs PUCK Pa3BMUTUS TMNEPrIMKEMUN Ha GoHe nNpuema
BbICOKOKaNOPUIHbIX MPOAYKTOB, a TaKKe xofiectasda noj Bau-
SHUEM cpefHeLenoYeyHblX TPUIMULEPHUAO0B, COAEPKALLMXCS
B COCTaBe psia NPOAYKTOB AJ1 9HTepanbHOro nutaHus [6, 7].
Kpome Toro, paHee He NPOBOAMANCH UCCNEAOBAHUS BANUSHMUS
rMNEePKanopUMHbIX MPOAYKTOB C HWU3KWUM TIMKEMUYECKUM
MHAEKCOM U CofeprKaHueMm cpeaHeLenoveyHblX TpUrmuepm-
[0B ANS 3HTEPanbHOro NUTaHMs Ha NoKasaTenu yrneBoAHOro
o6bMeHa 1 MapKepbl xonectasa y AeTen ¢ MyKOBUCLIMAO3OM.
Mo paHHbIM €eBpOMENCKOro ob6liecTBa racTpO3HTEPOSIOroB
n auetonoroB ESPEN-ESPGHAN-ECFS, KoHTponupyemble
nccnefoBaHus apOEKTUBHOCTU AMETOTepanun Npu HeaocTa-
TOYHOCTM MUTaHMSA Yy NALMEHTOB C MyKOBMCLMOO30M UMEIOT
psig HeAOoCTaTKOB W orpaHuyeHun [7]. Tlo aTon npuymHe
COBpPEMEHHbIe PYKOBOACTBA MO MUTaHUIO JeTen C MyKOBMC-
uMao3omM chopMynmMpoBaHbl rnaBHbIM 06pPa3oM Ha OCHOBeE
3aK/to4YeHns akenepToB [12].

Llenb uccnepoBaHua

M3yuntb adPEKTUBHOCTb KOPPEKLUMM HEOOCTAaTOYHOCTU
KanOpPMMHOCTU paLMOHa MUTaHUs y AeTel C MyKOBMUCLMAO-
30M C UCMOJ/Ib30BaHWEM Ne4e6HOro rmnepKantopmMmnHoOro Npo-
[YKTa NSl 9HTepanbHOro nuTaHus.

METOAbI

Aun3aiiH uccnegoBaHus

lMpoBeaeHO MNPOCNEKTUBHOE KOrOPTHOE HEKOHTPO-
nMpyemMoe uccrnegoBaHue (B OAHOW rpynne no MApuHLMNY
«Qo-nocne»).

YcnoBus npoBeAeHUs UccnefoBaHusa

MccnenoBaHue NpoBeAeHO B OTAENEHUN MYKOBUCLIMA03a
Hay4yHo-nccneaoBaTenbCKOro KIMHUYECKOTO UHCTUTYTa AEeT-
ctBa MuHUCTEPCTBaA 34paBOOXpaHeHnMs MOCKOBCKOM obna-
¢t (MbITULLKM), KIUMHMYECKOW 6Ga3e Hay4HO-KIMHUYECKOro
oTaena MykoBMcLMAo3a MeauKo-reHeTUYeCKoro Hay4YHoro
ueHTtpa (MIHLU) nm. akaa. H.IN. boukoBa (MockBa). [lepBoro
nauuveHTa BKIOYUIM B UCCNieAoBaHMe B anpene, nocneaHe-
ro — B utoHe 2021 r. OTcnexmMBaHne UCXOA0B y nocnegHe-
ro 60MbHOr0, BK/IIOYEHHOrO B MCCNEfOBaHWE, 3aBEPLIEHO
B uione 2021 r. [letn o6cnenoBanmcb ambynaTtopHo.

Kputepumu cootBeTCcTBUA
Kputepun BknoyeHuns

1. [etn B BO3pacTe oT 3 A0 18 net ¢ AMarHo30M «MyKO-
BUCLMOO3.

2. WMT < 50 nepueHTMns ans COOTBETCTBYIOLLErO BO3pacTa.

3. HasHauyeHne BbICOKOKaNIOPUMHOW CMeCK Ass Ne4ebHOoro
nUTaHus.

4. TlognucaHne MHPOPMMPOBAHHOIO AOOPOBOLHOIO Corna-
CUsi pOAUTENAMM / 3aKOHHBIMU NPEACTABUTENSAMU PeBEHKA.
[narHos «MyKoBMCUMI03» YCTaHaABIMBAIN HA OCHOBaHUM

IMarHoCTUYeCKnx Kputepmes [5, 8]. MNepueHTUnbHbIe 3HaYe-

H1S UMT 1 MX COOTBETCTBME BO3PACTy ONPEAENSN MO aHTPO-

nomeTtpuyeckon nporpamme WHO AnthroPlus [13]. Ong

Ne4e6HOro NMUTaHUs BO BCEX Clyvasix NMPUMEHSNN TOTOBYIO

K YyNnoTpebneHnto rMnepKanopuiHyio CMecb AN 3HTepab-

HOro nutaHusa «HytpuaH SHeprus» (UAHbanpum», Poccus).

CocTaB npogyKTta npeactasneH B lNpunoxenun 1. Mpwu pac-

yeTe NOTPEGHOCTU B 3HEPreTMHEeCKOW LEHHOCTU (a TaKke

MaKpPOHYTPUEHTaxX M GanaHCe OCHOBHbIX MULLEBLIX BELLECTB)

onupanucb Ha PEKOMEHAALUMKU 3KCMEPTHbIX COOGLLECTB MO

NUTaHuto 1 GepPMEHTHON Tepanuu AETEN C MyKOBUCLMI030M

[5, 7, 8]. KoppeKuuio agmeTbl NPOBOAMIM MYTEM COCTaBEHUS

WUHOMBMAYaANbHOTO paLMOHa MUTaHMSA C YYETOM MULLEBOWM

TO/IEPAHTHOCTU M MULLEBLIX NMPUBbIYEK MaLMEHTa COrNacHo

pa3paboTaHHOMY aBTOpaMu anroputmy [14].
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Results of Malnutrition Correction in Children with Cystic
Fibrosis with Hypercaloric Formulas for Enteral Nutrition

for One Month: Cohort Study

Background. The use of hypercaloric formulas in cystic fibrosis patients has the risks of negative effects on carbohydrate and lipid
metabolism. Thus, it is interesting to analyze the efficacy of malnutrition correction and the safety of hypercaloric enteral products with
a low glycemic index and with medium-chain triglycerides content of 50%. Objective. The aim of the study is analyze the efficacy of
malnutrition correction with therapeutic hypercaloric product for enteral nutrition in children with cystic fibrosis. Methods. The study
included patients aged from 3 to 18 years with malnutrition (BMI < 50 percentile) who were prescribed therapeutic hypercaloric formula
to correct the malnutrition. Anthropometric indicators (height, body weight), actual nutritional status, pancreatin doses, lung function,
carbohydrate metabolism rates, and cholestasis marker (bile acid concentration) were measured initially and after 1 month of using
formula nutrition. Results. The children’ body weight (Me) has increased from 24.5 (21.2; 38.7) to 25.3 kg (21.6; 39.7) (p = 0.001),
growth (Me) — from 133.5 (120.2; 146.5) to 136.5 cm (123.0; 148.5) (p < 0.001) after 1 month of using hypercaloric formula. The
growth percentile increased from 33 to 40, the z-criterion values — from —0.5 to —0.3 SD (p < 0.001). There was no increase in BMI in
dynamics due to the fact that the growth of children was ahead of body weight increase. The daily energy intake increased by an average
of 450 kcal that was 21.8% regarding physiological need. Conclusion. The inclusion of hypercaloric formula in the diet of children with
cystic fibrosis for 1 month significantly increases the indicators of linear growth and positively affects the overall physical development.
There were no negative effect of formula on carbohydrate and lipid metabolism.
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Kpntepun HeBKIOYEHUSA
He 3annaHupoBaHbI.

Kputepum ncknovexums
OTKa3 oT ynoTpebneHuns rmnepKanopmunHoro ne4ebHoro
npoayKra.

LleneBble noKa3atenu ucciegoBaHusa

OcCHOBHbI€e NoKa3aTe/Iu nccaefoBaHus

[JnHaMWKa aHTPOMOMETPUYECKMX MOKa3aTeNnen — Maccehbl
Tena u pocta. [Nokazatenu Guan4eckoro pasBuTUS U3Mepsnm
MCXOAHO BO Bpems ambynaTopHOro npuema npu BKIKOYEHUN
B UCCnefoBaHWe 1 3ateM Yyepes3 1 mec npuema runepkano-
pUMHOM cmecu. Maccy Tena U3mMepsnin Ha Becax ¢ TOHYHOCTbIO
namepeHusa o 0,1 Kr, pocT — Ha pocTomepe C TOYHOCTbIO
namepeHua go 1 mMm. AHTponomMeTpuyecKkue MokasaTenu
(Macca Tena v pocT) oueHnBanu no Kputepusam BecemmpHon
opraHu3aumn 34paBOOXPaHEHMS C MCMONb30BaHMEM MpO-
rpammbl WHO AnthroPlus. 3a Hopmy npuHumanu 50-v nep-
ueHTMAb unn O SD (No Z-KpUTEPUIO) COrNacHO KIMHUYECKUM
pekomeHzauuam [5]. Jllobasa npubaBKa Maccbl Tena wu
pocTa pUKCUpoBanacb KaKk NonoXuTeNnbHasa AMHaMUKa.

HAononHuutenbHbIe NOKa3aTenn ucciefoBaHnus

CocTosiHME (PaKTUYEeCKOro nuTaHua n GepmMeHTHOM Tepa-
NUK (CyTOYHbIE A03bl MAaHKpeaTWHa, A03bl Ha KaXKabli Npuem
nuwwy, EA/Kr no nunase u EA/r upa B nuvule no nunase)
n3y4anu nytem onpoca naumeHToB WK MX poauTenen (aHeB-
HUKM NUTaHUA 3a TPOE CYTOK C YKa3aHuem [03bl GepPMEHTOB
Ha KaxKablv NPUEM MUK U B CYTKK). BENKOBO-3HEPreTUYECKYO
HEeLOCTaTOYHOCTb (HeAOCTaTOYHOCTb MUTAHUS) NIEFKON CTEMEHM

Ta6nuua 1. KnvHuyeckas xapakKTepuctuka rpynnbl UCCneaoBaHus
Table 1. Clinical characteristics of study group

avarHoctupoBanu npu UMT < 50 / > 25 nepueHTuns, cpeaHemn
cteneHn — < 25 / > 10 nepueHTUns, TIXKEeN0n CTeneHn —
< 10 nepueHtUns [5]. MNpun oLeHKe COCTOAHUA haKTUYECKOro
nUTaHns M GEepMEHTHOM Tepanuu MCMNonb30Baau NporpaMmmy
«MOHWUTOPUHT HYTPUTUBHOIO CTaTyca, paLnoHa NuTaHus u dep-
MEHTHOM Tepanuu Npu MyKoBUCLMA03€E». JTaBopaTOpHYO OLEH-
Ky HEAOCTATOMHOCTM MWUTaHUS MPOBOAMAM MO MOKasaTensam
KOHUEHTpaumu anbbyMuHa, TpaHcheppuHa 1 MHCYIMHONOA006-
Horo dakTopa pocta 1 (MPP1) B Kposw [15].

®DYHKUMIO BHELWHEro AblXxaHus OLEeHWBanu Mo nokKasa-
Tenam cnupomeTpmm: GopcMpoBaHHas KU3HEHHas eMKOCTb
nerkmx (PXEJM) n o6bem popcMpoBaHHOro Bblaoxa 3a nep-
BYyl0 cekyHay (O®PB;) (c cobniopgeHnem crtaHgaptos PPO
n ATS/ERS [16]) B rpynne geten ctaple 5 net. Pesynbrathl
Bblpaxann B NPOLEHTax OT AO/IKHOIO 3Ha4YeHUs; 3a HOpMY
npuHuManu 3HaveHms = 80% pgomkHoro [16].

be3onacHOCTb cMecuM B OTHOLWEHWW PUCKa pas3BUTUSA
HapyWweHW yrneBoAHOro 06MeHa OLEeHMBaNM No AvHaAMUKE
(Ha doHe NPUMEHEHMS CMECH) KOHLIEHTPALIMKM TIHOKO3bl KPOBU
HaTOLLaK U CbIBOPOTOYHOM KOHLEHTPALMKN UHCYINHA, B OTHO-
LWEHMM PUCKA pa3BUTUS XonecTaza — MO AMHAMMUKE KOHLEH-
TpaLMK XeNyHbIX KUCNOT B KpoBW. MNoKkazaTtenu yrneBoaHOro
obmeHa 6bln Bbl6paHbl B CBA3KM C MHGOPMATUBHOCTbIO Npu
JaHHOW natonioruu [7, 8], Ken4yHble KUCNOTbl KaK MapKepsbl
XonecTtasa oueHuBanu Bnepsble [17]. JlabopaTopHble Ucche-
[10BaHWs BbINOJIHEHbI B NabopaTtopun «<MHBUTPO» (MOCKBA).

JTHyecKas aKcnepTUsa

lMpoBeaeHne ncecnegoBaHns 6bi10 0406PEHO 3TUYECKUM
Komutetom MIHL, um. akaa. H.IN. boukoBa (npoTokon N2 27
o7 14.03.2021).

Mokasatenu 3HauyeHus
BoapacT (HacTosawmm), roabl 10,0+ 3,4
BospacT yctaHOBNEHUS gMarHosa, roabl 36+25
Mon (neBouyKm), abe. (%) 11 (55)
Macca Tena, Kr 296+25
Poct, cm 137,5+21,0

e PocT, z-KpuTepun -04+1,0

e PocrT, nepueHTUb 37,9+31,4

e PocT/Bo3pacTt < 25... > 10 nepueHt1ns, abe. (%) 3(15)

e Poct/B0o3pacT < 10 nepueHTUns, aée. (%) 6 (30)
WUMT, Kr/m2 14,2+ 3,5

® Z-KpUTepum -1,4%+0,7

e [lepueHTUNbHbIE 3HAYEHNS 15,5+ 14,8

e VMT/Bo3pacT < 25... > 10 nepueHTuns, aée. (%) 6 (30)

e VIMT/Bo3pacT < 10 nepueHTUns, abe. (%) 10 (50)
0dB, 78,7 £ 26,7
e OPB,; < 80%, a6e. (%) 6 (30)

Peaynbrathbl noceBa MOKPOTbI:

e Staphylococcus aureus, a6e. (%) 10 (50)

e MRSA, a6c. (%) 2(10)

e Pseudomonas aerogenosa 8 (40)
HazanbHble nonunel, aébe. (%) 9 (45)
LIMppo3 neveHun c noptanbHOM runepteHsnen, abe. (%) 3(15)
MeKoHuWeBbIN nneyc B aHamHese, a6ce. (%) 5 (25)

MpumeyaHne. UMT — nHaeKe maccol Tenia, 0PB,; — o6bem GopcrpoBaHHOTO BbifoXa 3a NepByto cekyHay, MRSA — METULIMINH-YCTONYUBbIN
Staphylococcus aureus. OnncaHne KONMYECTBEHHbIX NOKa3aTenen BbIMOMHEHO C YKa3aHMeM cpefHero apudmMeTUYecKoro sHa4yeHus

N BENIMYNHDbI CTaHAaPTHOrO OTK/IOHEHUA.

Note. BMI (MMT) — body mass index, FEV, (O®B,) — forced expiratory volume in 1 second, MRSA — methicillin-resistant Staphylococcus
aureus. Description of quantitative indicators was performed with indication of arithmetic mean and standard deviation values.
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CtaTUCTMY4ECKUI aHaNun3

MpuHYMnbI pacyeTa pa3Mmepa BbIOOPKH

Heobxoanmbin pa3mep BbIGOPKM NpeaBapuTeNlbHO He
paccyuTbiBanu.

MeTtoabl cTaTUCTUYECKOIro aHa/im3a fJaHHbIX

Cratnctnyeckme pacyeTbl MPOBOAWINCH C MOMOLLbIO NaKeTa
npuKnagHeix nporpamm STATISTICA, Bepcus 10 (StatSoft Inc.,
CLLUA). B onucatenbHOM CTaTUCTMKE pacCyuTbiBanu cpegHee
3Ha4yeHUe M CTaHOapTHOE OTKIOHEHWE, MefauaHy M KBapTU-
nn. Tpu cpaBHEHUWM [BYX 3aBUCHMMbIX BbIOOPOK (3HAYEHUS
roKasaTenen «40-nocne») NPUMEHsICa Kputepuin BunkokcoHa.
Paznnuuns cumtanucb CTaTMCTMYECKM 3HaunmbiMu pu p < 0,05.

PE3Y/IbTATbI

Y4yacTHUKU uccnepoBaHus

Jleye6HbIV rMnepKanopunHbIM NPOAYKT B NEPUOA UCCNEeao-
BaHUS nony4ymnun 23 pebeHKa, U3 HUX Tpoe BbiObINW U3 nccne-

[OBaHUS Mo NpUYMHE OTKas3a OT yNnoTpebeHns cMmecu (BKyco-
Bble npeanoyteHus). B nccnegosanune BratodeHbl 20 geten
C MyKoBucuMnao3oM. BapuaHtbl reHa CFTR |, Il u Il knac-
COB C MPOSIBAEHUSIMW MaHKpeaTUYeCKon HeAOoCTaTO4YHOCTH
o6HapyeHbl y 18 (90%) aeten; MONEKYNAPHO-reHETUYECKOEe
uccnegoBaHne 2 nauuMeHtTaMm He npoBoawfiockb. B Habnio-
Jaemon rpynne npeob6naganv AeTW C TAXeNblIM TeYeHUeMm
3aboneBaHus (Tabs. 1). Bce 6binM ¢ XpOHMYECKOW NaHKpeaTu-
YeCKOM HedoCTaTo4yHOCTbIO (3nacTasda Kana 1 < 200 MKr/r).
Cny4aeB KpoBoOXapKaHbsl, NEroYyHblX KPOBOTEYEHUM U MHEB-
MOTOpaKca He 3aperncTpmMpoBaHo.

OCHOBHbIe pe3ynbTaTbl UCCNIEJ0BaHUSA

Yepes 1 mec nocne BKIOYEHUSA B PaLMOH NUTaHUS neyve6-
HOrO rMNEepPKasoOpPUMHOro MPoAyKTa Macca Tena OeTen yBe-
nmnyunacb Ha 800 r, pocT — Ha 3 ¢cM (3a npeaplayluime 6 mec
npubaBKa pocTa cocTaBuna 3,2 CMm), NepLEHTUIb pocTa —
Ha 7 NMyHKTOB, 3Ha4YeHus z-kputepmuss — Ha 0,2 SD (Tabn. 2).

Ta6nuuya 2. [InvHamnKa aHTPONOMETPUYECKUX NOKa3aTenewn y AeTein ¢ MyKoBUCLMA030M Yepes 1 Mec npuema ne4e6HoM runepKanopuinHomn

cmecu (n = 20)

Table 2. Anthropometric indicators dynamics in children with cystic fibrosis after 1 month of hypercaloric formula treatment (n = 20)

MoKasarenu Jlo KoppeKuumn Mocne KoppeKuun p*
Macca, Kr 24,5 (21,2; 38,7) 25,3(21,6; 39,7) 0,001
Poct, cm 133,5(120,2; 146,5) 136,5 (123,0; 148,5) < 0,001
® nepueHTUIb 33(10,0; 70,5) 40 (18,0; 75,5) < 0,001
® z-KpuTepui, SD -0,5(-1,3;0,5) -0,3(-0,9;0,7) < 0,001
UMT, kr/m2 14,8 (13,8; 15,6) 14,9 (13,9; 16,5) 0,090
® nepueHTUb 10,5 (3,0; 24,0) 12,5 (4,5; 29,5) 0,089
* z-KpuTepui, SD -1,3(-1,9;-0,9) -1,2(-1,8; -0,7) 0,110

lpumevaHue. <*> — p-3Ha4yeHne onpeneneHo ¢ UCNoNb30BaHMEM KpUTepUs BUIKOKCOHa Ans napHbIX BbIGOpoK. UMT — uHAeKC macchl
Tena, SD — cTtaHAapTHOE OTKNOHEHWE ANa AaHHOro nona U Bo3pacrta. OnuMcaHne KONMYEeCTBEHHbIX MOKa3aTenen BblNMOMHEHO C yKa3aHWeM

MeaunaHsbl (25; 75 nepueHTun).

Note. <*> — p-value defined using the Wilcoxon test for paired samples. BMI (MMT) — body mass index, SD — standard deviation for this
gender and age. Description of quantitative indicators was performed with indication of median (25; 75 percentiles).

Ta6nuua 3. CoctosiHMe paKTUHeCKOoro NUTaHua y aeTen ¢ MyKoBUCLMAO030M 40 M Yepe3 1 Mec nocsie npuMeHeHus ne4ebHoro

runepKanopuiHoro npogykrta (n = 20)

Table 3. Actual food intake in children with cystic fibrosis before and 1 month after the use of therapeutic hypercaloric formula (n = 20)

Mokasartenb [lo KoppeKuun Mocne KoppeKkuum p*
OHepreTuyecKas LleHHOCTb, KKan/cyT 2243 (1708; 2780) 2693 (2100; 3289) 0,041
JHepreTMyeckas LleHHOCTb / du3nonormyeckas notTpe6HocCTb, % 112 (70; 128) 134 (112; 145) 0,032
MHanBuayanbHas noTpebHOCTb, KKan/cyT 2360 (1370; 2678) 2370 (1987; 2670) 0,056
OHepreTMyeckas LLeHHOCTb / UHAMBWAYanbHasa NoTpe6HOCTb, % 100 (65; 124) 117 (105; 136) 0,076
Benok, r/cyt 78 (35; 98) 93 (78; 105) 0,087
benok / pusnonornyeckas notpebHOCTb, % 130 (98; 157) 155 (137; 187) 0.085
benok / aHepreTuyeckas LLeHHOCTb, % 15(13; 18) 18 (15; 21) 0,090
Hupel, r/cyt 89 (67; 92) 103 (91; 114) 0,089
Hupbl / dru3nonormyeckas notpebHOCTb, % 133 (96; 151) 155 (132; 176) 0,067
Hupbl / aHepreTnyeckas LeHHOCTb, % 39 (28; 52) 40 (32; 53) 0,096
YrneBogabl, r/cyt 226 (278; 354) 286 (201; 305) 0,890
Yrnesogabl / du3nonormyeckas notpeéHocTb % 78 (65; 89) 98 (76; 109) 0,987
YrneBoabl / aHepreTnyecKkas LeHHOCTb, % 38 (25; 48) 45 (48; 54) 0,567

lMpumeyaHne. Prusnonornyeckas NoTpebHOCTb, % — OTHOLEHUE NOTPEBASEMON IHEPTUM K GUBMONOrMYECKON NOTPEBHOCTU B NPOLEHTaX;
3HEpreTMyecKas LeHHOCTb / MHAUBUAYaNbHasA NOTPEBHOCTb, % — OTHOLIEHWE NOTPEBNIEMON SHEPTUN K UHAUBUAYANbHON NOTPEGHOCTH

B NpoLeHTax. <*> — p-3HayeHue OnpeaeneHo ¢ UCNONb30BaHNEM KpuTepus BUIKOKCOHa 419 NapHbIX BbIGOPOK. OnucaHue KoNMYeCTBEHHbIX

nokaszatenew BbINOSHEHO C YKa3aHWeM MeanaHsbl (25; 75 nepueHTun).
Note. Physiological need, % — ratio of energy consumption to physiological need in per cent; energy value / individual need, % — ratio
of energy consumption to individual need in per cent. <*> — p-value defined using the Wilcoxon test for paired samples. Description

of quantitative indicators was performed with indication of median (25; 75 percentiles).




[ononHutenbHble NOKa3aTenu UccnefoBaHUs

[eTn, BKIIOYEHHble B UCCnefoBaHWe, ynotpebnsanu ot
200 po 400 mn runepKkanopumHOM CMecu B CYTKU. TaKuUM
06pas30oM, CyTOHHasa aHepreTnyecKas LLeHHOCTb NUTaHus yBe-
nimyunacb B cpefHeM Ha 450 Kkan, 4to coctaBuno 21,8% no
OTHOLWIEHUIO K dU3MoNornyeckon notpebHocTu. KBota 6enka
Bblpocna B cpeaHeM Ha 14,9 r/cyt (25% no OTHOWEHWUIO
K GU3MON0rn4ecKon HopMe), upa — Ha 14 1 (23%), yrneso-
foB — Ha 60 r (20%) (tabn. 3). B utore npoLeHT notpebne-
HUs 6efika B CTPYKType aHepPreTM4eCKon LEeHHOCTU COCTaBwmi
18% (pexkoMeHpyemas Hopma — 20%), wupa — 40,5%
(35-40%), yrneBopgoB — 45,4% (40-45%).

[o3bl naHKpeaTMHa Ha GOHe MPUMEHEHUS TunepKano-
PUAHOW CMECH W yBENMYEHUS JOTaLMK KUPOB CTaTUCTUYe-
CKM HE U3MeHWIUCb (Tabn. 4). AHanu3 [o3bl NaHKpeaTuHa
C pacyeToMm Ha noTpebneHue xupa B nuuwe — EA/r »upa no
iMnase B CyTKW MoKasaJ, YTo AETU Mosyvyann 4O KOPPEKLMM
1800,0 EA/r v nocne — 2100,0 EA/r (pekomeHayemble
3HavyeHnsa — 2000-4000 EA/r xupa).

N3meHeHne nabopaTopHbIX MOKas3aTenen HeaocTaToy-
HOCTU MUTaHWA Ha POHEe NpUMEHeHUs le4eBGHOro NpPoayKTa

npeacTaBneHo B Tabn. 5. CTaTUCTUYECKN 3HAYUMbIX UBMEHE-
HUM KOHLEHTPaLMn MapKepoB HYTPUTUBHOIO cTaTtyca (anbby-
MWH, TpaHCHEPPUH, cOMaTOMEANH) HE OBGHapPYKEHO.

Mpu oueHKe GYHKLIMM BHELIHETO [bIXaHUS CTaTUCTUYECKM
3Ha4YUMbIX U3MeHeHW 3HadveHnn PHKEST n OPB, He o6Hapy-
eHo (Tabn. 6).

OueHKa MapKepoB 6e30MacHOCTM TUMMepKanopuHON
CMeCH y feTert ¢ MyKOBMCLIMAO30M MO MapKepam yrneBoAHO-
ro o6meHa (rMoKo3a, MHCYNH) U PUCKa Pa3BUTUS xofecTasa
(*KenyHble KUCNOTbl) HE BbIiBUIA HEXeNaTeNbHOro BAWAHUS
neyebHoro npoaykTa (tabn. 7).

HexxenartenbHble ABNEHUS
OT ynotpebneHus cmecu oTkasanucb 3 (13%) pebeHka,
NpPUYMHa — Hecnagkui BKyC.

OBCYXAEHUE

Pe3lome 0CHOBHOro pe3ynbrata UccieoBaHUsl

Yepes 1 mec nocne BKAYEHUS B PaAULMOH MUTaHKUS
ne4ebHON TUNepKanopumHON CMecu 3HaYUTENIbHO YBENU-
YUNMCb NOKa3aTenu macchbl Tena v JIMHENHOro pocTa, Nnosy-

Ta6nuua 4. [103a naHKpeaTvHa y AeTein C MyKOBUCLIMAO30M A0 1 4Yepeld 1 Mec nocne NnpuMeHeHUs ne4ebHOro runepKanopumnHOro NpoayKra

(n = 20)

Table 4. Pancreatin doses in children with cystic fibrosis before and 1 month after the use of therapeutic hypercaloric formula (n = 20)

Hup, r/cyt 99 (86; 109) 110 (98,1; 126) 0,876
MaHkpeaTuH, EL/Kr/cyT 7450 (5700; 11650) 8620 (6012; 12340) 0,906
MaHkpeatnH, EA/r/cyT 1800 (800; 3600) 2100 (1000; 4300) 0,765

MpumedaHne. <*> — p-3HaveHne onpefeneHo ¢ UCNoNb30BaHWEM KpuTepus BUNKOKCOHa Anst NnapHbIX BbIGOPOK. OnncaHue KONMMYeCTBEHHbIX
rnoKasarenen BbINONHEHO C YKa3aHWeM MefuaHsbl (25; 75 nepueHTunu).

Note. <*> — p-value defined using the Wilcoxon test for paired samples. Description of quantitative indicators was performed with
indication of median (25; 75 percentiles).

Ta6nuua 5. [lnHamrKka nabopaTopHbIX NOKa3aTenen HeJoCTaTOYHOCTHU NMUTaHKA y AeTeN ¢ MyKOBUCLMAO30M Yeped 1 Mec npuema neyebHom
runepKanopuinHon cmecu (n = 20)
Table 5. Dynamics of laboratory markers of malnutrition in children with cystic fibrosis after 1 month of hypercaloric formula treatment (n = 20)

BOMPOCbl COBPEMEHHOMU NEAUATPUU / 2021 / TOM 20 / N2 6S

AnbBYMUH, I/n 35-46 40,7 (39,5; 42,5) 41,1 (39,5; 43,6) 0,877
N®PL, Hr/Mn 85-511 182,0 (146,0; 196,8) 230,0 (146,0; 396,9) 0,098
TpaHcheppuH, r/n 2,0-3,8 3,2(2,9; 3,5) 3,3(3,1;3,4) 0, 651

lpumeyaHune. <*> — cornacHo nHpopmaumu, NnpegocTaBneHHon nabopatopmen «<MIHBUTPO». <**> — p-3HayeHne onpeaeneHo

C UCNONb30BaHWEM KpuTepua BunkokcoHa ang napHblx BbI6opoK. PPL — nHcynnHonofobHbIn daktop pocta 1. OnucaHne KONMYeCTBEHHbIX
nokasaresnen BbINOMHEHO C YKa3aHWeM MeauaHbl (25; 75 nepueHTuin).

Note. <*> — according to the data provided by “Invitro” laboratory. <**> — p-value defined using the Wilcoxon test for paired samples.
IGF1 (MPP1) — insulin-like growth factor 1. Description of quantitative indicators was performed with indication of median

(25; 75 percentiles).

Ta6nuua 6. [InHamnKa CNIMPOMETPUYECKUX NOKa3aTenen y filetev ¢ MyKOBUCLIMA030M Yyepe3 1 mec npuema ne4ebHON rmnepKanopumnHom
cmecu (n = 20)
Table 6. Dynamics of spirometry in children with cystic fibrosis after 1 month of hypercaloric formula treatment (n = 20)

0B®,, %
DIKES, %

77,5 (69,0; 94,0)
85,4 (63,1; 97,9)

78,5 (68,7; 107,3)
86,7 (63,0; 110,5)

0,087
0,095

lMpumedaHume. <*> — p-3HaveHne onpeaesneHo ¢ UCNoNb30BaHNeM Kputepus BunkoKkcoHa ans napHbix BbIGopoK. OPB; — o6bem
$opcrMpoBaHHOro Bblaoxa 3a nepByto cekyHay, PHEJT — dopcrpoBaHHas KU3HEHHAA EMKOCTb Nerkux. OnncaHne KonmyecTBEHHbIX
nokasaTenen BbINOMIHEHO C yKa3aHWeM MeanaHbl (25; 75 nepueHTunm).

Note. <*> — p-value defined using the Wilcoxon test for paired samples. FEV, (O®B,) — forced expiratory volume in 1 second, FVC
(PXKEN) — forced vital capacity. Description of quantitative indicators was performed with indication of median (25; 75 percentiles).
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Ta6nuua 7. JuHamuKa nabopaTopHbIX MapKkepoB 6e30MacHOCTH ie4eGHOM rnepKanopuinHon cMecu y etei ¢ MykoBucLmMaosom (n = 20)
Table 7. Dynamics of laboratory markers of therapeutic hypercaloric formula safety in children with cystic fibrosis (n = 20)

MoKkasarenu PedepeHcHble 3Ha4yeHua* Jlo KoppeKuuu Mocne KoppeKuumn p**
[IoKO3a, MMOTb/11 3,3-6,0 5,4 (4,8; 5,6) 5,1 (4,7; 5,4) 0,873
MHeynuH, MKME/mn 2,7-10,4 4,6 (2,7;7,4) 4,4 (2,4;6,5) 0,986
HKenyHble KNCnoTbl, MKMOSb/N <10 15,0 (7,7; 27,7) 19,5 (9,0; 23,8) 0,654

lpumedaHune. <*> — cornacHo MHbopmaLmMu, npefoctTaBneHHon nabopatopuen <MHBUTPO». <**> — p-3HayeHne onpeneneHo
€ MCMONb30BaHNEM KpuUTepusi BUNKOKCOHa ANnst NapHbix BbIOOPOK. OnncaHne Konn4eCcTBEHHbIX MOKa3aTenemn BbiMONHEHO C YyKa3aHMeM

MeaunaHsbl (25; 75 nepueHTun).

Note. <*> — according to the data provided by “Invitro” laboratory. <**> — p-value defined using the Wilcoxon test for paired samples.
Description of quantitative indicators was performed with indication of median (25; 75 percentiles).

YeHHbIV pe3ynbTaT SBNSEeTCS 3HAaYMMbIM OTBETOM Ha HYTpU-
TUBHYIO NOJAEPHKKY C UCNOIb30BAHWEM JIe4eOHOTo NPOoAyKTa
NS 9HTEPASIbHOrO MUTaHUSA U OTPaXKaeT NPeuMyLLEeCTBEHHO
XPOHWYECKUIM naToreHe3 GeNKOBO-3HEPreTUYECKON HeaocTa-
TOYHOCTU NPU MYKOBUCLMAO3E. TaKon 3PbEKT MOXKET BOblTb
06yCcnoB/EH BbICOKOM KBOTOM M BMOAOCTYMHOCTbIO 6enKa (3a
CYET TEXHONIOTUN YNbTpadUNbLTPaLIMK) B UCCNEQYEMON CMECH.

OrpaHu4yeHusa uccniegoBaHusa

OrpaHuyeHns mnccnegoBaHns — Hebonblas BblIGOPKa,
HecpaBHUTENbHOE, KPaTKOCPO4YHOE HabNoAeHWe, YTO CHU-
YKaeT CTaTUCTMYECKYID LIEHHOCTb WMccnefoBaHuAa (He nony-
4YeHO NoATBEPXKAEHNUS IPDEKTUBHOCTU NO BUOXMMUYECKUM
noKasaTensiM HefoCTaTOYHOCTM MUTAHUA U QYHKLUW BHELU-
Hero AbixaHus). B cBA3M ¢ OTCyTCTBMEM rpynn CpaBHEHUS
HEBO3MOXHO OTHECTM HabngaeMylo AMHAMUKY MCKIOYM-
TENbHO K MPUMEHEHUIO TMNEePKaNoOPUMHOro NpPoAyKTa Ans
3HTEpaNbHOro NUTAHUA U AKCTPaNoNMpPoOBaThb pesy/braTbl Ha
reHepanbHylo COBOKYMHOCTb NaLMEHTOB C MyKOBUCLMAO30M.

06GcyXaeHUe OCHOBHOIO pe3ynbTaTta uccnefoBaHusa

[ns KOppeKLUMU HYTPUTUBHOrO CcTaTyca MpPUMEHSIN
rMNepKanopunHylo cMecb M3 lepeyHs cneluanu3vpoBaH-
HbIX MPOAYKTOB NIe4e6HOr0 NMUTaHWUS AN AeTeW-UHBANUAOB Ha
2021 r., yTBEPXKAEHHOrO pacnopsxeHvem [lpaBuTenscTBa
Poccuitckon dPepepaunn ot 7 gekabpsa 2020 r. N2 3242-p.
Bbi6op cneunanu3MpoBaHHOIro MNpoAyKTa [AUETUYECKOrO
nevyebHOro nutaHus (ot 3 NeT) 6bin 06YCNOBAEH TEM, YTO
MYKOBMCLIMO3 BXOAMUT B NepeyeHb NoKa3aHWi K Ha3Ha4YeHUio
CMecH, a TaKKe 0COBGEeHHOCTAMM cocTaBa: 6ekoBas 4YacTb
npeacraBneHa nentuaoM, MNONyY4eHHbIM METOAOM YabTpa-
GunbTpauun, obecnevymBalolLIMM CoOXpaHeHe Bcex 6Monorun-
4YECKMX CBOMCTB HaTUBHOIO 6€efiKa, B COOTHOLWEHUNU CbIBOPO-
TOYHbIN 6enoK / KazenH 20/80%. XunpoBas YacTb COAEPKUT
50% cpeaHeLenoYyeyHblXx TPUIMULEPULOB, 4YTO obnervaet
nepeBapvBaHWe U YCBOEHUE CMeCU 6e3 yBeNIM4eHUs LO3bl
naHKpeaTuyeckux GbepmMeHToB, cbanaHCUpPOBaHHBIK COCTaB
apaxvaoHOBOWM WM JOKO3areKCaeHoOBOW KWUCNOT (CM. Tabn. 1).
K npeumyliectBaM MNpoayKTa MOXHO OTHECTU HWU3KUK [Nu-
KemMuyeckun mHpekc: scero 0,5 r caxaposbl Ha 100 mn
NpoAayKTa, YTo obecneynBaeT ero 6e3onacHoe nNpuMeHeHue
[laxke y JeTel C HapylleHHOW TONEPaHTHOCTbIO K [/IOKO3e
W NpeaoTBpallaeT PUCK PasBUTUA HapyLUEHWUN YrIeBOLHOMO
ob6MeHa y AeTen ¢ MyKoBMCLMAO030M. Kpome Toro, npomyKT
MMeeT HeBbICOKyto ocmonsapHocTb (390 mOcm/n). Cmech
[IONONHUTENBHO oboralleHa omera-3 KUPHLIMU KUCNoTamu,
OKasblBaloWnMK NPOTUBOBOCNANIUTENIbHOE, UMMYHOMOZLY/U-
pyloliee, aHTMOKCUMAAHTHOE feNCTBUE, U XONMHOM, 06najato-
WMM renaTonpoTEKTOPHBLIM U IMMOTPONHbLIM AencTBuem [18].

3a 1 mec HabnogeHus OblIo MONYyYEHO YBENUYEHUE
Maccbl Tena W IMHEMHOro pocTta y Bcex aeten. lNokasaHo,
YTO OCOBEHHO 3HAYUMbIMKU ObIIM U3MEHEHUSA POCTa, YTO

AB/IAETCA XOPOLWMWM pe3ynsTatoM ANA TaKoro KOPOTKOro
nepuoga HabnoaeHus. Mony4eHHbIn pesdynbraT NpeBbiCUi
cpegHemMecsayHble npubaBku pocta (0,5 cm) B uccnenyemon
rpynne. BepodTHo, 310 ABNSETCA OTBETOM Ha NPOBOAMMYIO
HYTPUTUBHYIO MOALEPHKKY M OTparkaeT NpenumyLlecTBEeHHO
XPOHUYECKUIN naToreHes O6eNIKOBO-3HEPreTM4ECKON Hepo-
CTaTOYHOCTM MpU MyKoBMUCLMAO3e. Takon 3ddeKT MOKeT
ObiTb OOYC/MIOBNEH TaKXe BbICOKOM KBOTOM W 6GMOAOCTYM-
HOCTblO O€efika (3a CYeT TexHOoNnoruu ynsrpadunbTpaLunm)
B Uccrnegyemon cmecu. M3BeCTHO, YTO JIMHENHBIN POCT AeTen
ABNAETCH BaXHbIM MoKasaTtenem Mx HyTPUTUBHOIO cTaTyca,
M ero oueHKa — Y4acTb OOLLEN OLLEHKM HYTPUTUBHOIO cTaTyca
y OETEN 1O MOMEHTa OKOHYaHusa nyGepTaTHOro nepuoja [19].
MNokasaTenb pocta z-Kputepuin < —2 SD gBngeTca nokasa-
TeNnemM XpPOHUYECKOW HeLOCTaTOYHOCTU NUTaHud. Pag uccne-
[OBaHWA [JEMOHCTPUPYIOT, YTO WM30/IMPOBAHHOE CHWXKEHUEe
pocta MeHee 5-ro nepLeHTUNsS — CyLEeCTBEHHbIN U HE3aBU-
CUMbIN PaKTOp pUCKa CMEPTHOCTU Y NaLMEHTOB C MyKOBMC-
unpo3om [20]. HeageKkBaTHble TEMIMbI YBEIMHEHNUS HE TONBKO
Macchl Tena, Ho U IMHENMHOro pPocTa CBA3aHbl C MPOrpeccuB-
HbIM YXYALEHUEM GYHKLMUM TerKux [21]. Kpome Toro, HU3Kui
POCT MOXET CcTaTb NPENATCTBMEM A1 YCMELIHOW onepauuu
no TpaHCnaaHTaLum Nerkux.

He 6bi10 nony4yeHo yBenuyeHus mnokazaTtenen WMMT
B AMHaMWKe — B CBHA3M C TEM, YTO POCT AETEN onepexan
npubaBKy Maccol Tena.

Cnepyer OTMETWUTb, YTO HEraTMBHOrO BAUAHUA CMECHU
Ha YrneBOAHbIA M KMPOBOW OOMEH He 3aperncTpupoBaHo.
MccnefoBaHne NpoaomKaeTcs, U Ha BTOPOM aTane naaHu-
pyeTcs npoBeLeHWe OLEHKU aHanuM3upyeMmblx nokasartenen
yepes 3 Mec.

3AKJ/IIOMEHUE

OnbIT NpPUMEHEHUS crneuuann3npoBaHHOM nevyeb-
HOM TMNEpPKaNoOpPUMHOM CMECU AN SHTEepaNbHOro MUTaHUSA
C LieN1bl0 KOPPEKLMKU HYTPUTUBHOIO AeduLmTa y ieTen C MyKo-
BMCLIMAO30M B BO3pacTe cTapwe 3 NeT CBUAETENbCTBYET
0 ero KIMHM4YecKon adpPeKTUBHOCTU. BKNtoyeHe B pauymoH
nuTaHMa aeten gaHHom cmecu B o6beme ot 200 go 400 mn
B Te4yeHne 1 mec 3Ha4YMMo yBeNMYMBAET NOKa3aTenn IMHEN-
HOro pocTa (nepueHTWnb pocta yBennuyunca ¢ 33 go 40,
z-Kputepun — ¢ —0,5 go —0,3 SD) 1 NONOXKNUTENBHO BAUSAET
Ha ob6uwue nokaszaTenu QGU3NYecKoro pasBuTUA. [MpoayKT
He OKa3blBaeT OTPULATENbHOr0 BUAHWUS Ha YrIEBOAHbLIN
N UPOBOWM OOMEH M MO3TOMY MOXET 6e3omnacHoO npume-
HATLCS Y AEeTEN C MYKOBUCLIMAO30M, UMEIOLLMX PUCK pPa3BU-
TUS aCCOLMMPOBAHHbIX C MYKOBUCLIMAO30M OC/IOXKHEHUA —
caxapHoro gvabeTa v UMppo3a neyveHu.

UCTOYHUK ®PUHAHCUPOBAHUSA
CraTba ony6iuKoBaHa npu GUHAHCOBOW MOALEPKKE
KoMMaHuun «MHdanpum».
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Mpunoxenue 1. CoctaB rMnepKanopunHoro NpoayKTa, UCNoab30BaHHOMO ANs IHTEPaNbHOMO NUTaHWs AeTeN C MyKOBUCLMAO30M
Appendix 1. Composition of hypercaloric product used for enteral nutrition of children with cystic fibrosis

OHepreTuyecKkas LeHHOCTb, KKan 150
benok, r 6
Hupbl, © 5,9
HacblWweHHble XXUPHbIe KUCAOThI, I 3,2
MoHOHEHaChILWEHHbIE YXUPHbIE KUCNOTbI, T 1,4
MoNMHeHacbIWeHHbIE XXUPHbIE KUCNOThI, I 1,4
CpefHelenoyeyHble TpUrnuuepuasbl, r 2,8
Omera-3 }MpHble KUCNOThI, I 0,64
OiKo3aneHTaeHoBas K1cnoTa, Mr 20
[loKo3areKkcaeHoBas Kucnota, Mr 12
Yrnesogabl, © 18,2
[}
) Caxaposa, r 0,5
b=
< NakTo3a, r HeT
=
£ MwuHepanbHble BelecTea:
2 Kanuit, Mr 190
(=) HaTPHit, Mr 120
KanbLui, Mr 112
588 docdop, Mr 97
MarHun, mr 30
2 »eneso, Mr 1,6
E MapraHeL, MKr 300
: Mefb, MKI 152
g LUMHK, M 1,5
é Xnopuabl, Mr 100
g nop, MKr 20
= XPOM, MKI 7,6
3 MONMBAEH, MKI 12
o CeneH, MKr 8,0
dTOp, Mr 0,15
ButamuHbl:
peTuHoN (A), MKr-3KB 120
Kanbuundepon (D), MKr 1,5
Tokodepon (E), mr 2,0
BUTaMUH K, MKr 8,5
ackop6buHoBas Kucnota (C), Mr 15
naHTOTEHOBas Kucnota, Mr 0,7
TMaMmuH (By), MKr 150
pn6odnasuH (B,), MKF 210
HuauuH (PP), mr 1,9
MUPWUAOKCHH (Bg), Mr 0,24
LMaHKo6anamuH (B,,), MKF 0,29
donmeBast KMcnoTa, MK 38
6UOTUH, MKI 7
XonuH, Mr 45
OcmonapHocTb, MOcM/n 390

McToYHMK: MHCTPYKLMSA No NnpuMeHeHuto npoaykTa (https://infaprim.com/ru).

Source: Product instructions (https://infaprim.com/ru).




