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AHHOTAUNA

06ocHosaHue. HacneacTBeHHble HapYLUEHWS OKUCTIEHUS JMUPHBIX KUCAOT — Fpynna HaciefCTBEHHbIX hepMeHTonaTuii,
00yCOBNEHHbIX BWannenbHbIMM MyTaUMsIMU B FeHaX, KOAMPYIOLLMX 3H3WUMbl Kackaa MUTOXOHAPUANBHOTO [(-OKUCNEHMs
JUPHBIX KWUCNOT. HeloCcTaTOYHOCTb OKUCIEHNS MUTOXOHAPUANBHbIX XUPHBIX KUCIOT MpeLcTaB/isfeT coB0M reHeTUYecku re-
TEPOreHHyK rpynny 3aboneBaHwid, BbI3BaHHbIX LedeKTaMu MUTOXOHLPUANBHOMO B-OKUCTIEHUA KMPHBIX KuUcnoT. 06Lien xa-
PaKTEPUCTUKON BCEX PacCTPOWCTB MUTOXOHLPUANIBHOMO B-OKMCNEHUS UPHBIX KUCNOT ABNISIETCA TMNOKETOTUYECKAA TMNOrN-
Kemusi, BO3HMKAKOLLas B pe3ynbTaTe MOBbILLEHHON 3aBUCHMOCTM OT OKWUCSIEHUS TIIOKO3bl U HECMOCOBHOCTM CMHTE3UPOBaTb
KETOHOBbIE TeNa M3 XUpHbIX KCoT. KnnHnyeckve nposeneHns 3abonesaHnid 3Ton rpynnbl KpaiiHe BapuabenbHbl. MauueHTsl
C [edeKTOM OKUCEHUS JIMHHOLLEMOYEYHBIX KVPHBIX KUCIOT MOABEPIKEHbI PUCKY Pa3BUTUS aHOManui cepaua W CKenet-
HbIX MBbILLLL, BKJOYas KapAMOMMOMATUIO U apuUTMUK, KOTOpPbIE MOTYT MPOrpeccupoBaThb L0 paHHeW CMEepTH, a TaKKe PUCKY
pabroMuonn3a 1 HenepeHoCMMOCTH (U3NYECKOM Harpy3ku. ONTUManbHbI COCTaB 3HTEPasbHON aMUHOKMUCIOTHOM CreLmuani-
3MpOBaHHON HU3KOXKMPOBOM CMecU MO3BOMSET UCNONL30BaTh €€ Y [ieTeli C KMLLeYHoN AuchyHKUMeR 1 MeTabonmyeckumu
HapYLUEHUSIMW KaK KOMMOHEHT HYTPUTUBHOM NOLAEPIKKN MW € AMHCTBEHHBIN UCTOUHUK NUTaHMS.

Llenu uccnedosaHuss — vn3yyeHne KIIMHUYECKWX AaHHbIX CUHAPOMA KULLEYHON HEA0CTATOYHOCTY Y AeTeN B KPUTUUECKOM
COCTOSIHWM; OLIEHKA POJIY IHTEPaNIbHOr0 NUTaHUS B NPOMUNAKTUKE U NIEYEHUM KULLEYHON AUCHYHKLMW Yy BOMbHBIX NeauaTpu-
YECKWX OTAENEHMI MHTEHCUBHOW Tepanuu B KPUTUYECKOM COCTOSIHUM; KIMHUYECKOe HabioeHre 3a AeTbMU paHHero Bo3pac-
Ta C BPOXKAEHHBIM HapYLLEHNEM OKUCNEHMUS XUPHBIX KUCTIOT.

Mamepuanel u Memodel. B uccnefoBaHuv npuHanm yyactve 12 peeii B Bo3pacTe 0T 3 Mec A0 7 JIET C HApYLUEHUAMM M-
LesapeHus. [pofomKUTENBHOCTL UCCEI0BaHNA COCTaBuNa 3 HeA. B xoae uccnenoBaHus AeTvt noslyqany cneuyuani3npoBaH-
HbI HU3KOXWPOBOW NPOJYKT B COOTBETCTBUW C BO3PaCcTOM W MHAMBUAYANbHBIMU MOTPEOHOCTAMM B MUTaHWUW. Ha NpoTsKeHum
BCEr0 WCCNeL0BaHMS YYWTbIBANM MULLEBOW CTaTyC AeTel U AMHAaMUKY HapyLieHWn nuiieBapeHus. KnuHudeckue ucnbiTaHus
npenapara npoBoAWIM Ha hoHe 06LLENPUHATOr0 MeIMKaMEHTO3HOTO JIeYeHUs B COOTBETCTBUM C XapaKTepoM 3aboneBaHus.

Pe3ynbmamel. IuHamMunKa 00bEKTUBHBIX KIIMHUKO-N1Ab0paTOPHBIX AaHHbIX, @ TaKKe CYObEKTUBHBIX XapaKTePUCTUK Bofb-
HbIX CBULETENbCTBOBANA 00 ynyuyLleHU camoUyBCTBUSA, HU3NYECKOr0 Pa3BUTMSA U O NONOXMUTENBHOW AUHAMMKE MOKa3aTenen
Kposu. Crnewumanu3upoBaHHbIid NPOAYKT C HWU3KUM COAEPIKAHUEM XKMpa COOTBETCTBYET MMIMEHUYECKUM TpeboBaHUAM K Co-
CTaBy W KauyecTBY NPOLYKTOB [AETCKOro JieyebHOro NUTaHUs 1 UMeeT XopoLUMe opraHoNienTUyecKkue nokasartenu. Cnepyert ot-
MeTUTb, YTO CreLManu3npoBaHHas HU3KOXMpoBas cMechb yaobHa B NpUMeHeHUM (pasBefieHne 1 JO3VUPOBKa UHAMBUAYAbHbI
B COOTBETCTBMM C BO3PACTOM U KIIMHUYECKWUM CTaTycoM pebeHKa), 06agaeT BbICOKOH B1ONOTMYECKOM LIEHHOCTbIO (COAepHUT
NErkoycBosieMblIi up, 84% cpefHeLenoyYeyHbIX TPUMIULEPULOB U JIETKOYCBOSEMBIA MOJIOYHBINA HENOK C COLepKaHMEM Chbi-
BopoTKyM 60%). MpenMyLLECTBOM NpoayKTa ABNseTCs ero besrnTeHoBas Gopmyna.

3axsioyeHue. Bcé Bbllen3noxeHHOe N03BOJIAET PEKOMEH/0BATh UCMOJb30BaHUE MOJTHOLEHHOMO HU3KOXMPOBOrO Mpo-
AYKTa B KayecTBe [06aBKV K AveTe UM eaUHCTBEHHOMO UCTOYHMKA MUTaHuA. [IPOAYKT MOXET NpUMeHATLCA ANS nepoparib-
Horo (NOTArMBaHMs) UK 30HLOBOT0 NUTAHUS LETEN C POXAEHMS C OCTPbIMU XUPYPrUYECKMMM M TepaneBTUYECKUMY 3aboneBa-
HUAMM, a TaKKe opdaHHbIMY BPOXKAEHHBIMU MOPOKaMK, B TOM YMC/IE MOPOKaMM OKUCIIEHWS KMUPHBIX KUCIOT, NPY CUHPOMaX
MarbAMrecTun u Manbabcopbumm, MHTOKCUKALMK M TUNOTPOGUH.

KnioueBble cnoBa: petu; Opd)aHHbIe 3ab0neBaHus; KuLIeYHas ,EIMCd)YHKLI,VIFI; HapyLleHuAa MeTabonuama; 3HTepasibHoe
NMUTaHKUe; aMMHOKUCII0THAA cneumannu3nposaHHasa HU3KOXKUpoBasa CMeChb.
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ABSTRACT

BACKGROUND: Hereditary disorders of fatty acid oxidation are a group of fermentopathies caused by biallelic mutations in
genes encoding enzymes of the mitochondrial B-oxidation cascade of fatty acids. Mitochondrial fatty acid oxidation deficiency is
a genetically heterogeneous group of diseases in humans caused by defects in mitochondrial fatty acid f-oxidation. A common
characteristic of all mitochondrial fatty acid f-oxidation disorders is hypoketotic hypoglycemia, resulting from an increased
dependence on glucose oxidation and an inability to synthesize ketone bodies from fatty acids. The clinical manifestations
of diseases in this group are highly variable. Patients with a defect in the oxidation of long-chain fatty acids are at risk of
developing cardiac and skeletal muscle abnormalities, including cardiomyopathy and arrhythmias, which can progress to early
death, as well as rhabdomyolysis and exercise intolerance. The optimal composition of Nutrigen Low Fat enteral mixture
allows its use in children with intestinal dysfunction and metabolic disorders as a component of nutritional support or the sole
source of nutrition.

AIMS: To study the clinical evidence on intestinal insufficiency syndrome in critically ill children, to assess the role of enteral
nutrition in intestinal dysfunction prevention and treatment in critically ill patients in the pediatric intensive care unit, and to
perform clinical monitoring of young children with inborn errors of fatty acid oxidation.

MATERIALS AND METHODS: Twelve children aged 3 months to 7 years with digestive dysfunction took part in the study.
The study duration was 3 weeks. During the intervention, children received the product Nutrigen Low Fat in accordance with
their age and individual nutritional needs. Throughout the study, the children’s nutritional status and the dynamics of digestive
dysfunction were taken into account. A clinical trial of the dry complete enteral product Nutrigen Low Fat took place from May
to August of 2021. A clinical trial of the product was conducted against a background of generally accepted medical treatment
in accordance with the character of the disease. The study design was an observational, longitudinal cohort study.

RESULTS: The dynamics of objective clinical and laboratory data, as well as subjective patient characteristics, indicated
an improvement in well-being, physical development, and positive dynamics of blood parameters. The product Nutrigen Low
Fat meets the hygienic requirements for the composition and quality of pediatric medical nutrition products and has good
organoleptic characteristics. It should be noted that Nutrigen Low Fat is convenient to use because it allows individual selection
of the dilution and dosage in accordance with the child’s age and clinical status, has a high biological value (contains easily
absorbed fat, with 84% medium-chain triglycerides, and easily digestible milk protein comprised of 60% whey). The product’s
gluten-free formula is another advantage.

CONCLUSIONS: All of the above allows us to recommend the use of a complete product, Nutrigen Low Fat, as a supplement
to the diet or as the sole source of nutrition. It can be used for oral nutrition (sipping) or tube feeding from birth in children with
acute surgical and therapeutic diseases, as well as orphan inborn errors, including fatty acid oxidation errors, with maldigestion
and malabsorption syndrome, intoxication, and malnutrition.

Keywords: children; orphan diseases; intestinal dysfunction; metabolic errors; enteral nutrition; Nutrigen Low Fat.
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OPUTHAJTBHBIE VICCTIE IOBAHNA

Ob0CHOBAHUE

B nocnenHue rogpl MHTEpEC NeMaTpOB M LIMPOKOM 0bLLe-
CTBEHHOCTU K MpobneMe opdaHHbIX 3ab0neBaHNN HEYKIOHHO
pacTeT [1-3]. 370 cBA3aHO KaK C YMy4LIeHWeM AMArHOCTUKU
(BBepeHme B Poccuiickoii Depepauymmn nporpaMM HeoHaTasb-
HOro CKpUHWHIa Ha 5 Ho3onorwii ¢ 2006 r.,, a B psae nunoT-
HbIX peroHoB — Ha 20 1 bonee HO30/0TUI), NOSBNEHNEM
COBPEMEHHbIX METOI0B MOMEKYNAPHO-TeHeTUYecKoro 1 buo-
XMMUYECKOro TECTUPOBAaHMS, TaK U HOBbIMW BO3MOXHOCTAMM
Tepanuu paHee Hem3neuuMbix 1, 6esycnoBHo, GaTanbHbIX 3a-
BoneBaHuiA paHHero AeTcKoro Bospacta [4-7].

HacnencTBeHHble HapyLUEHUS OKUCTIEHUS KUPHBIX KMCOT
(MKB-10 — E71.3) — rpynna HacneacTBeHHbIX GepMeHTona-
TUIA, 00YCNOBNEHHBIX OMAnNenbHbIMU MyTaLMAMK B FeHax, Ko-
AVPYIOLLMX 3H3WUMbI KacKaJia MUTOXOHPUANbHOTO B-OKUCTEHMS
UPHBIX KucnoT. K TakUM COCTOSIHUAM MOXKHO OTHECTW Ha-
PYyLIEHWE MUTOXOHLPUANBHOMO OKWUCNEHUS AJIMHHOLIENo-
UEYHbIX JKMPHBIX KUCNOT (epuUMT [JIMHHOLENoYeYHOM
3-ruppokenaumnn-KoA-pervaporeHassl, LCHAD; neduumt aumn-
KoA-pmernpoporeHasbl ¢ o4eHb AsmHHON Lenbio, VLCHAD; He-
A0CTaTo4HOCTb TpUdyHKLMOHanbHoro benka, TFP deficiency).
MuToxoHApHanbHoe B-0KMCEHNE KUPHBIX KUCNOT ABNSETCS
OJHMM U3 BaXKHbIX BMOXMMUYECKUX NPOLLECCOB As BbIPaboT-
KW 3Heprum B MuToxoHapusix [8].

HenoctaTouHOCTb OKMCIIEHUS MUTOXOHAPUANBHBIX KUP-
HbIX KUCIIOT NpeACTaBNIseT COBOM reHETUYECKY TeTePOreHHYH
rpynny 3aboneBaHuin y Niofel, BbI3BaHHbIX AedeKTamMu MUTO-
XOHAPUANbHOro B-0KMCHEHUS MPHbIX K1CnoT (mitochondrial
fatty acid beta-oxidation, mFAQ). 06weit xapaKTepucTUKOIA
Bcex pacctpoiictB mFAQ sBnseTcs runoketoTMyecKas ru-
MOIMIMKEMHUS, BO3HUKAIOLLAs B pe3ynbTaTe MOBbILIEHHON 3a-
BMCMMOCTM OT OKWUCNIEHUS [JIHOKO3bl U HECMOCOBHOCTU CHH-
Te31poBaTh KETOHOBbIE TeNla U3 MUPHBIX KUCNOT. MauueHTsl
€ BeEKTOM OKUCTIEHUSA [ITMHHOLLENOYEYHBIX UPHBIX KUCTOT
MoABEPIKEHbI PUCKY Pa3BUTIS aHOManuiA CepaLa U CKENETHBIX
MBbILLILI, BK/0Yasl KapAMOMMONaTUIO M apUTMIM, KOTOpbIE MO-
ryT NPOrpeccupoBaTh A0 paHHel CMepTH, a TakXKe pUCKY pab-
L0MW1O/IN3a U HEeMepeHOCUMOCTU M3NYECKO Harpy3skm [8].

HacnepcTBeHHble HapyLUeHWUst MATOXOHAPUANbHOrO B-oKuc-
NIEHUSA JMPHBIX KUCIOT — rpynna MOHOTeHHbIX 3aboneBaHu,
CBAI3aHHbIX C HapYLLEHWEM MUTOXOHLPUANBHOTO -OKUCTEHMS
1 TPaAHCMOPTa KapHUTUHA U KUPHBIX KUCNOT B MUTOXOHAPUSX.
[ins Bcex aTux 3abonieBaHuMI XapaKTepHO HapyLLeHWe NPOoaYK-
Lwm aHeprumn. KnuHnyeckue cMNTOMBI pa3BrBAKOTCA WM YCU-
NMBaIOTCS Ha (OHe KaTabonMuyecKux COCTOSHWW: HanpuMmep,
MPU MHTEPKYPPEHTHBIX MH(EKLMAX UK ronofaqui. Havbonee
4acTo 3aTparuBakeTCA opraHbl (TaKue KaK CepaLe U CKENETHbIe
MbILLLBI), ANS KOTOPbIX MPHBIE KWUCTOTbI CAYXaT 0CHOBHbBIM
MCTOYHMKOM 3Heprun. Bo3spacT naumeHTa Ha MoMeHT aebioTa,
CMEKTP KIMHUYECKUX CUMMTOMOB W CTeNeHb TsXecTn 3abone-
BaHuUs MoryT pasnuyatbcs [9-12].

KnuHuyeckue nposenenuss 3aboneBaHuii 3Toi rpyn-
Mbl KpaWHe BapuabenbHbl. C TOYKM 3peHMs naToreHesa
He[oCTaToOYHasA NPOAYKUMS KETOHOBBIX Ten B COYETaHWM
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KnuHrieckoe nutaHmne v Metabonmam

C MHrMOMPOBaAHMEM [IIIOKOHEOTEHE3a M3-3a HU3KOM0 YPOBHS
aumn-KoA Bo Bpems KaTabonuueckux coctosHMiA (ronopa-
HWe, MHOEKUMM U T.4.) MOTYT BbI3blBaTb TUMMYHbLIE NPOSB-
NeHus B BUAE MMMOKETOTUYECKOW MMMOTTIMKEMUM, COMPOBOXK-
[aloLieiics CMMNTOMaMM MEeYEHOUHOW HEeJ0CTaToYHOCTU
W runepamMmoHuemuen. Ha ceropHsWHWA AeHb M3BECTHO,
yto aeduumnt Bcex (EepMEeHTOB, 3@ WCKIIOYEHWEM Ledu-
uuta CPT1 u MCAD, cBsizaH C cepfeyHbIMM CMMNTOMaMM.
MbilweyHble CMMNTOMBI HabnloaaloTCa B CpeAHEM Yy MON0BK-
Hbl MaLMEHTOB, M3 HUX Y MOAABNALLEro boNbLUMHCTBE —
MWanrMM UAM NapoKcM3ManbHas MUOrMOBUHYpKS, a y MeHb-
LUer YacT — MpOrpeccupyloLLas NpPoKCUManbHas MUoMaTus
[9-12]. XpoHWU4eCKMe HEBPONOrMYECKUE NPOABIEHWA BCTpe-
YaloTCS PefKo, 3a UCKIIYEHUEM NaLMeHTOB C AeduuuToM
LCHAD/MTP  (MuTOXOHApManbHbIA  TPEXPYHKLIMOHANBHbIN
BenoK), y KoTopbiX YacTo 0bHapyXuMBalT nepudepuyeckyto
HEeBPONaTUIO M NUrMeHTHbIN peTuhuT [13]. Opyrve uccnepo-
BaHWA NOATBEPLAMUAM, YTO pabaoMuUoNN3, MUANTUSA U MblLLeY-
Has cnabocTb ABNAIOTCA YacTbIMU MpU3HAKaMM, 0COBEHHO
Yy nauueHToB, obpallatowmxcs Ha bonee MO3LHUX CTagusX.
[enaToMeranus U NeYEHOUHbIE aHOMaNMK TaKxe Habniopa-
10TCA Y MaumeHToB ¢ aeduumtoM mFAQ, xota u pexe [11-13].

[lebrot 3aboneBaHms, Kak NpaBuno, NPOUCXOAMT B NO34-
HEM MnajfeHuyecTBe. HaKonneHne TOKCWMYHBIX LJIMHHOLLENO-
YeYHbIX aUMIKaPHUTMHOB, 0COBEHHO MPU HapyLLEHMSX OKUC-
NEeHUs BJIMHHOLLENOYEYHbIX JUPHBIX KUCTIOT, MOXET BbI3BaTh
TAXENbIA HeOHaTaNbHbIA NaKTaTauMao3, KapAMoMUONaTUio
u renatonatuto [14, 15]. bonee Markve dhopMbl MoryT aebto-
TMpOBaTb B NMO3AHEM B0O3PacTe NaToormeil CKENETHBIX MbILLL,
B BUAE MbILeYHOW cnaboctu, bonen u peumanBupyloLLero
pabaomuonu3sa [12-16].

[lneToTepanusa ¢ WCMoNb30BaHUEM CMELManu3vMpoBaH-
HbIX JleyebHbIX CMecel ¢ 0CODbIM XMMWYECKUM COCTaBOM
npu MHorux opdaHHbIX 3aboneBaHNUAX ABNSETCS OCHOBHbIM,
a 3a4aCTyl0 M eQMHCTBEHHbIM crocoboM nedenus [17, 18].
Mpu psape TAKENbIX BPOXAEHHLIX 3aboneBaHuin AeTen paH-
Hero BO3pacTa, NPOTeKaLLMX C HapyLUeHWeM aurecTum / ab-
copbummM / MUTOXOHAPUANBHOTO OKWUCTIEHUS XKMUPOB C NEPBbIX
LHEW XWU3HW HeobX0AMMO MCMoNb30BaHWe CMeck ¢ Moaudu-
LMPOBaHHBIM }MPOBLIM COCTaBOM, rae bonblias WX yacTb
npeacTaeneHa cpeaHeLenoyeyHsIM1 Tpurnuuepuaamm (CLIT).
MeHbLUas YacTb IMNULHOTO KOMMOHEHTa MPeLCTaBeHa 3C-
CeHLManbHbIMW ANMHHOLIENOYEYHBIMM KUPHBIMU KUCTIOTaMy.

CnewumanmanpoBaHHble HU3KOXMPOBbIE CMECU MOTYT UC-
nosib30BaTbCs A9 AeTel NepBOro rofa KWU3HW Kak efuH-
CTBEHHBIN (OCHOBHOM) UCTOYHUK MUTaHus, 4ns bonee crap-
LUMX [eTell M B3pOC/bIX — B KauyeCTBE AOMOSHUTENIBHOMO
MUTaHUS NpU OUETUYECKOM JIeYeHUN KaK ophaHHbIX reHeTy-
YecKy 00ycnoBneHHbIX 3ab0NeBaHuiA, TaK U KPUTUYECKMX CO-
CTOSHWAX NaLUMEHTOB C APYrMMM 3aboneBaHUAMM: HampuMep,
MHTECTUHANBHOM TMMAAHTMO3KTa3um (BPOXKAEHHON M BTOPUY-
HOM); XUNOTOPAKCE W XMNE3HOM acLUTe; HapYLUEHUSX JIUMKL--
HOro 0bMeHa M nMMdaTMYecKon CUCTeMbI, Korna Tpebyetcs
HWU3KOXKMPOBasn [ueTa C BbICOKUM copepxaHueM CLT. Takve
MOAXOAbl MOrYT BbITb UCMO/b30BaHbI NPY TAXENOI Anapee co
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CTeaTopeen pasfIMYHOro reHesa; CUHAPOME KOPOTKOW KMLLU-
KU; rMnepaunonpoTeMHeMum 1-ro Tuna; BHELUHECEKPETOPHOI
MaHKpPeaTUYeCcKOM HefoCTaTOMHOCTM MPU MYKOBUCLMAO3E;
cuuapomax LlsaxmaHa—[laitMonpa, Mupcona, MoxaHcoH—
bnu3sapaa; XpoHMYEeCKOM MaHKpeaTwTe; YAaneHuM Nof-
YKEeNyLoYHOM Kenesbl; Manbabcopbumm XupoB BCeacTame
BPOXKAEHHBIX XONlecTaTMYecKuX 3aboneBaHuii (aTpe3ns BHY-
TPUNEYEHOYHBIX JKEMYHbIX NpoToKoB U ap.) [18, 19].

Bnaropaps ToMy, 4To cneLManM3vpoBaHHbIE HU3KOXMPO-
Bble CMecu cofiepkat B bonblueM Konmyecte CLT (KupHble
KUCNOTbI CO CpeAHeid AnnHoi yrnepoaHon Lenu, C,—Cyq), nx
MOXHO MCMonb30BaTb B AueToTepanuu 3aboneBaHuii, npo-
TEKaWLLMX C HapylleHneM aurectuu / abcopbuum / muto-
XOHAPUANbHOTO OKMCNEHUS MpoB. MuToXoHApManbHoe
B-okucnenue CLT, B oTiMuMe OT ANMHHOLLENOYEYHbIX MPOB,
npoucxoaut b6e3 yyacTus KapHWTMHA. [lns nepeBapuBaHus
CLT He TpebytoTca naHKpeaTudeckue depMeHTbl (nmnasa);
ansa abcopbuum CLT He TpebyeTcs ux aMynbrupoBaHue xeny-
HbIMU Kucnotamu. CLUT nerko BcackiBatoTcs, MUHYst IuMda-
TUYECKYI0 CUCTEMY, HEMOCPELCTBEHHO B KPOBEHOCHBIE COCYAbI
CUCTEMbI BOPOTHOM BEHbI W TPAHCMOPTUPYHOTCS U3 KPOBOTOKA
B MeyeHb, A CIyXaT UCTOYHUKOM 06pa30BaHNs KETOHOBbIX
Ten, NpeacTaBAWMX JIErKOAOCTYMHbIA UCTOYHUK 3HEp-
rum; CLIT B npocBeTe KULIEYHMKA He ycunuBatoT umdopeto
W3 pacLUMPEHHbIX MMPATUYECKUX COCYLOB BOPCUHOK KULLKHU
B cyyae nuMmdaHruskTtasum. CLT BcackiBatoTcs 3HauUTeNbHO
npoLLe 1 bbicTpee, YeM 0bbIYHbIE upbl [20-27].

Y NauWeHToB B KPUTUMYECKUX COCTOSHUAX, 0COBEHHO
y AeTeil paHHero BO3pacTa, XenyAo4YHO-KULLEYHbIA TpaKT
SIBNSETCA MepBbiM opraHoM-MuweHblo. Lok, runosonemus,
MCUX03MOLMOHANBHOE HaMNpsiXeHUe, TMNepTepMUYECKIiA U Cy-
LOPOXHBIA CUHLPOMBI, ONepaLMoHHas TpaBMa, 3KCCyaaTuB-
Has 3HTeponatus, ophaHHble 3aboneBaHns (MyKoBUCLMAO3,
LLeNMaKWA, HapYLLIEHWUS OKUCTIEHNS JUPHBIX KUCOT) U MHOTME
ApYrve COCTOSIHUA COMPOBOXOANTCS Y ManeHbKUX NauueH-
TOB Pa3sBUTUEM KULLEYHON AUCHYHKUMM, a HepeaKo U dop-
MWUPOBAHWEM CTPECCOBBIX 3P03MBHO-A3BEHHBIX MOBPEXAEHMI
[28-30]. YHuBepcanbHOCTb M LUMPOKas pacnpocTpaHEHHOCTb
LaHHOro MpoLiecca No3BOSISET BbILENUTb €70 B OAMH U3 Be-
AYLLMX peaHMaLMOHHbBIX CUHAPOMOB — CUHAPOM KULLIEYHOM
He[oCTaTOMHOCTU. MeToAbl MHTEHCMBHOM TepanuW LaHHOro
COCTOSIHMSA JOCTaTO4HO XOpOLo 0TpaboTaHbl, a Heobxoam-
MOCTb PaHHEr0 3HTEPaNbHOTO MUTAHWA YXKEe He SBMSeTCS
npesMeToM LUCKYCCUM.

JleyebHoe 3HTepanbHOe NUTaHWe SBASETCS HEOTbeMIe-
MOW cocTaBnsioLLeii iedebHOro npouecca, Urpas BaxHyio
PO/ib KaK B peaHMMAaLMOHHbIV Nepuoa, Tak U B OTLENEHUsX
TepaneBTUYECKOTO M XMpypruyeckoro npoduns B nepuop
peabunutaumm [28-30]. Cneunanu3ampoBaHHble MPOAYKTbI
3HTEPasIbHOr0 MUTaHWA UMEKT MOJHOLEHHBIN COCTaB U COo-
LEepaT KOMMOHEHThI, KoTopble 006ecneynBalT He TOJbKO
HOpPMasibHbI POCT M pa3BUTWE Manbllla, HO W BAMSKOT
Ha CTaHOBNEHWE MECTHOT0 M FyMOpanbHOro 3BeHa UMMY-
HWUTETa, OCYLLECTBAAKT NPodUNAKTUKY MeTabonnyecKoro
cTpecca, atonuu, 3aboneBaHunin 0praHoB NULLEBAPEHMs 1 Ip.
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lMoHMMaHWe aKTyanbHOCTU MPO6IEMbI KIIMHUYECKOTO MWTa-
HWA NPU KULLEYHOM HELOCTAaTOYHOCTU Y AETEN JIEMNO B OCHO-
BY MPELCTaBMEHHOM UCCNEN0BaHUS.

Llenu uccnepoBaHna — u3yyeHne KIMHUYECKUX NPOSB-
NEHWU CMHAPOMA KULLEYHON HeAOCTATOYHOCTM Y AETEN B KpU-
TMYECKOM COCTOSIHMM; OLIEHKA PONW 3HTEPaNIbHOTo MUTaHMS,
OPWEHTUPOBAHHOMO Ha BEAYLUMIA NaTONIOTMYECKUIA CUHAPOM,
B NPOQUNAKTUKE W NEYEHUM KMLLEYHON AMCHYHKUMM Y na-
LMEHTOB NeLMATPUYECKOTO OTAENIEHUS peaHUMaLMN U UHTEH-
CMBHOM Tepanuu; KIMHUYECKoe HabnoaeHne AeTeit paHHero
BO3pacTa C reHeTU4eckn 00yCnoBNeHHbIM HapYLLIEHUEM OKMC-
NEHUA UPHBIX KUCIOT.

MATEPUAJIbI U METObI

Iln3anH uccnepoBaHus

MpoBeseHo 06cepBaLMOHHOE NPOAO0bHOE KOTOpTHOE UC-
CNefoBaHue.

B cBA3M C HM3KOM YacToTon opdaHHbIX 3aboneBaHui y na-
LUMEHTOB [ETCKUX OTAENEHMIA peaHnMaLmm B 1ccnenoBaHue
bbino BK/lOYEHO Hebonblioe unucno naumeHToB. [lns nop-
TBEPXKAEHUS AMArH03a HapyLLEHNS OKMCIIEHNS UPHBIX KUC-
10T NPOBOAMNOCH Me[MKO-TeHETUYECKOE KOHCYNbTUPOBaHME.

KpMTepMVI cooTBeTCTBUA

Kpumepuu sx/irodeHus: LeTCKWW BO3pacT; Hannuue no-
Ka3aHWi K NpOBELEHMI0 HYTPUTUBHOW MOLAEPHKY; Heob-
XOOMMOCTb fIeYeHWUs! B OTAENIEHUM peaHUMaLW; CUMNTOMb
3HTEpanbHOM AMCHYHKLMM; OTCYTCTBUE MPOTMBOMOKA3aHWM
K 3HTepanbHOMY MUTaHUI.

Kpumepuu ucknw4eHus: HeperynsipHblid KJIMHUYECKUIA
KOHTPOJIb; NMpUCOEAMHEHWe 3aboneBaHWiA UM CUMNTOMOB,
Tpebylowmx M3MeHeHUs paumMoHa U (MM) HasHaueHus Ne-
KapCTBEHHBIX CPELCTB, CNOCOOHBLIX MOBAMAT Ha pe3ynbTa-
Tbl OLEHKM 3QGHEKTUBHOCTM NUTaHMSA; NoboYHbIE 3DPEKTDI
Ha HasHaYeHHble CMecu, HEeMepeHOCMMOCTb KaKoro-nmbo
KOMMOHEHTa CMecH; 0AHOBPEMEHHOE Y4acThe B ApYroM Kiu-
HWYECKOM UCCIef0BaHN.

Kpumepuu oueHku KnuHuyeckol 3ggexmusHocmu cMe-
CU: MEpPeHOCMMOCTb M3y4aeMoil cMecu (anneTuT; OuMHaMWKa
(YHKUMOHANBHBIX PacCTPOWCTB MULLEBAPEHUS: METEOPU3M,
KONWKY, 3aMopbl, U3MEHEHWE YacTOTbl U KOHCUCTEHLWM CTYNa,
B TOM uuCne [uapeu; COCTOSHWUE KOXHOro MOKPOBa, NoKa3a-
TS KpoBY); NoKasaTenu GU3n4ecKoro pasBuTus: AMHaMUKa
pocTa M Macchl Tena (peructpaums Maccbl M pocTa npoBo-
OMnack C WUCMOJb30BaHWEM CTaHLAPTU3MPOBaHHLIX BECOB
1 pocTOMepa); KIMHWUKO-NabopaTopHble MoKa3aTesn: 00LLMA
1 BMOXMMUYECKUI aHaNN3 KPOBM, YPOBEHb aLMIKAPHUTMHOB,
00LLMIA aHanM3 MOUM; KOMPOIOrMYECKOE MCCe0BaHNE.

YcnoBus nposeneHusa

KnuHuyeckas anpobaums cyxon cbanaHcMpoBaHHOM HU3-
KOXXMPOBOIA cMecK npoBogumnack Ha 6ase Mb6Y3 TO «0bnacT-
Haa KNMHUYeckas bonbHuua Ne 1.
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Ta6nuua 1. KnuHudyecKas xapakTepucTuka HabmofaeMbix aeTei
Table 1. Clinical characteristics of the observed children

Tom 3, N2 1, 2022

KnuHrieckoe nutaHmne v Metabonmam

Yucno peteit no Bo3pacty

lMNepeyeHb Ho30M0r WA
0-12 Mec | 1-3 net | 3-7 net | Bcero

CocTosHMe Mocne onepaumuu Ha TOJ'ICT0“17I KMLLKe 1 9 ) 3
(6onesHb [MpLunpyHra, fpyrve BPOXAEHHbIE aHOMaNNM)

Llennakusa - 1 1 2
[Jedunumt aunn-KoA-permaporeHasbl KUPHBIX KUCNOT C AJIMHHOW YINEPOAHON LEnbio 1 1 - 2
MyKoBMCLMA03, KMweyHas GopMa 1 1 - 2
3JKceynaTMBHas 3HTeponaTus - 1 - 1
CVMHZPOM KOPOTKOM KULLKM - 1 1 2
Wtoro 3 7 2 12

"pOﬂ,OH)KVITeanOCTb nccneposaHua

WccneposaHne BbIMOAHEHO B mepuof € Masa Mo
asryct 2021 r.

OnucaHue MeaMUMHCKOro BMelLaTeNbCTBa

B otneneHun peaHumaumm Haxopunuch 12 nauueHTos,
13 HUX 7 C THOMHO-CENTUYECKUMU OCTIOXHEHUAMN 3aboneBa-
HWIN BPOHXONErOYHOI CUCTEMBI, BKITKOYas MyKOBUCLMAO3, OC-
JIO}KHEHHbIV MHEBMOHMEN, a TakKe MeTabonnyeckuM Kpusom
BCNEACTBME HAPYLUEHWS OKUCIEHWS KUPHBIX KUCHOT, CUHA-
POMa KOPOTKOW KULLKM. ¥ 5 fieTeil aHTepasnbHas AMCHYHKLMSA
Bbina cBA3aHa C xupypruyeckummn 3aboneBaHusmu. [leteid
Mo Mepe CTabuUnM3auum CoCTOSHUA NepPeBOAUIN B Npoduib-
Hble OTLENeHUs HONbHULLI, TAe MPOLOMKANM MOHUTOPUHT
BCeX J1abopaTopHbIX M KIMHUYECKUX MOKa3aTenen (tabn. 1).

B oTaeneHun MHTEHCWMBHOM TepanuW BLIMOHANNCHL eau-
Hble MPOTOKONbI (PaHHSAA pecnupaTopHas NOAAEPHKa; UHO-
TponHas M WHGY3MOHHasA, aHTMbaKTepuanbHas Tepanus),
Kapavo- 1 reMOMHAMUYECKUIA MOHUTOPUHT, BaKTepuonoru-
YECKWU KOHTposb bronornyeckux cpep, opraHnama. Ha Bcex
MaLlMeHTOB B peanbHOM BpeMeHu Obiiv 3aBefieHbl hopMani-
30BaHHble UCTOpUM HONE3HM C YYETOM HYTPUTUBHOIO CTaTYCa,
06LL1ero COCTOAHMA U AMHAMUKK BbIPAXKEHHOCTM NOSIMOPraH-
HOM anchyHKLMK. HyTpMTUBHAsA NoaepiKKa TaKKe ocyLUecT-
BNIANACk M0 eAMHOMY NPOTOKONY (MPUOPUTET Ha U30bpeTeHne
N® 2002108243(008560) ot 01.04.2002).

B Teuyenune nepuopa HabniogeHus 4etv nonyyanu nosHo-
LLEHHYI0 CyXyl0 NUTaTeNbHyl0 cMecb «HyTpureH HU3KOXMpo-
Boi» (MHbanpum, Poccus) ¢ MoaMGULMPOBAHHBIM KUPOBbLIM
COCTaBOM (HM3KOE COAEPIKAHNE XMUPOB M AJIMHHOLEMNOYEYHBIX
TPUFMLIEPUAOB W BLICOKOE MpOLEHTHOe copepanue CLT)
B COOTBETCTBWM C BO3PACcTOM U MHAMBWAYANbHBIMWA HYTpU-
TUBHBIMM MOTPEBHOCTAMM.

B npouecce uccnenoBaHns npoBogumics YYET dakTuye-
CKOro NuUTaHWsa HabniaaeMbix feTen U AMHAMUKN QyHKLMO-
HaJbHbIX PacCTPOWCTB MULLEBAPEHMS, YTO NO3BOAMIIO CLeNaTh
3aKJl04EHNE 0 COMOCTABUMOCTY NMOJTYYEHHBIX Pe3yNbTaToB UC-
cnepoBaHus. KnuHMYeckue UcnbITaHus NpofLyKTa NpoBoawn
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Ha doHe 06LLENPUHATOr0 MeAVNKaMEHTO3HOTO NeYeHus B CO-
OTBETCTBUM C XapaKTepoM 3aboneBaHus (aHTUOaKTepuanbHas
Tepanus, aHTUrMCTaMUHHbIE W aHTUCEKPETOPHbIE CPEACTBa,
depMeHTbI, aHTauMabl, COPOEHTLI, BUTAMUHBI, NaToreHeTUYe-
CKas aveTotepanus).

Ba)xHO 0TMETUTb, YTO HONBLUMHCTBO 60/IbHBIX HAXOAMOCH
B CPEAHETAXENOM W TAXKENOM COCTOSHUW, COMPOBOXAAB-
LIeMCS MHTOKCUKALMEN, CHUXKEHWEM anneTuTa (B OTAENbHbIX
C/lyyasx aHOpeKcMen), HapyLIeHNeM HYTPUTUBHONO CTaTyca.

JlokyMeHTbI, NoATBepXAaloLMe be3onacHoCTb
CMeCU ANs 3HTepabHOro NUTaHuMA

OueHKa xuMMWYecKoro coctasa, Kputepues besonac-
HOCTU M MMKPOBMONOTMYECKMX MOKa3aTesien CBUAETENb-
CTBYeT 0 TOM, 4TO WCCNeflyeMass CMecCb COOTBETCTBYeET
AeiCTBYIOLMM 3aKOHOAATESbHbIM aKTaM U HOPMaTUBHBIM
TpeboBaHMAM K KayecTBy W 6e30MacHOCTY, YCTaHOB/EHHbIM
ANA IAHHOTO BW/A NMULLEBON NPOAYKLMK, B TOM uuCre Tpe-
boBaHMAM TEXHUYECKMX persiaMeHTOB TaMOXEeHHOro cow3a
(TP TC) 027/2012, TP TC 021/20112, TP TC 022/201%, cneuu-
(uKaLmm nponssoauTena.

! Texuuueckuin pernameHT TamoxeHHoro cotosa TP TC 027/2012
«0 besonacHOCTW OTAeMbHbIX BWUAOB  CreLMani3vpoBaHHOM
MULLEBOI MPOAYKUMM, B TOM YMCTie AMETUYECKOTO JieyebHOro
1 npodunaktuyeckoro nutaHus». puHat Pewennem Coseta
EBpasuitckon akoHoMmMyeckon Kommceun ot 15.06.2012 N° 34,
Pexwum  poctyna:  https://docs.cntd.ru/document/902352823.
[ara obpaluenus: 15.07.2021.

2 TexHnueckuii pernameHT TamoxeHHoro cotoza TP TC 021/201
«0 6e30MacHOCTM MULLEBOM MPOAYKLMW» (C M3MEHEHMAMM Ha
14.07.2021). YrBepxnaéH PewweHnem Komuccun TamoxeHHoro co-
t03a ot 09.12.2011 N2 880. PexxuM moctyna: https://docs.cntd.ru/
document/902320560. [lata obpatueHus: 15.07.2021.

3 Texuuueckmit pernameHt TamoxenHoro cotosa TP TC 022/201M
«[nLLeBas NPoAYKLMA B HacT1 eé MapKUPOBKM» (C MU3MEHEHNAMM
Ha 14.09.2018). YTeepxpaeH Pewwennem Komuceun TaMoxkeHHoro
coto3a ot 09.12.2011 N2 881. Pexxum poctyna: https://docs.cntd.ru/
document/902320347. [laTa obpalenms: 15.07.2021.
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OnucaHue n HasHayeHue NPOAYKTa
414 3HTepasibHOro nNUTaHuA

B oTaeneHUn MHTEHCMBHOM Tepanuu NaLMeHTbl Noayyanm
3HTEpasbHOE MUTaHWe Yepe3 HasoracTpanbHbIi 30HA. [locne
yOaneHus 30H4A W NepeBofa NauMeHTa B OTAeNeHWe Tepa-
MeBTUYECKOTO MNM XUPYPruYeckoro npoduns B KayecTse Jo-
MOSTHUTENBHOTO NUTaHUS (KaK 2-1 3aBTpaK U (Mnn) B NONOHMK)
Ha3Hayanm cMecb ¢ MOAUOMLMPOBAHHBIM KMPOBbIM COCTaBOM:
AeTAM paHHero Bospacta — no 100 Mn 2 pasa/geHb, 4eTaM
[OLLKO/bHOMO W PaHHEro LUKONbHOro Bo3pacta — no 200 mn
2 pasa/fieHb. [leTv NepBoro rofa KM3HK Nonyyann cMech B 3a-
BMCMMOCTY OT BECa W BO3pacTa CTPOro B COOTBETCTBUN C MHAVMBU-
AyanbHbIM PacYETOM M0 Kanopaxy W BenKoBoi COCTaBASIOLLEN.

CMecb Mcnonb3oBaAM B CTaHLAPTHOM  pas3BefeHuM
(1 kkan/1 Mn roToBOI K ynotpebneHnto cMeck) U roToBWIN He-
nocpencTBeHHo nepef ynotpebneHneM. Beegenne B nutaHme
AeTel CneLuanu3vpoBaHHOTO HU3KOXWPOBOIO NPOAYKTa no-
3BOJIANIO EKELHEBHO YBE/MYMBATb 3HEPrOLEHHOCTb MUTaHUA
Ha 100-400 Kkkan 1 nmoBbIlWaTh KBOTY Benka B 3aBUCMMOCTM
oT Bo3pacTa pebéHka. 06bEM CMecyn NoCTeneHHo YBeNMYMBaIu
B TeyeHne 3-5 AHel 1 JOBOAWIM 10 HEODXOAMMOro KoNMYecTBa.

Cny4yaeB OTMeHbI MM HEMEPEHOCMMOCTU MUTaHUA He 3a-
perucTpupoBaHo. Y AeTeil C MyKOBUCLMAO030M, LiefMaKuen,
CMHIPOMOM KOPOTKOW KULLKW, HapyLieHeM 06MeHa KUPHBIX
KMCNOT NPOLOKUTENLHOCTb MPUMEHEHUS CMECK B Ha3Ha-
YeHHOM 06BEMe cocTaBnsana 3 Hep. [leTelt ¢ XMpyprudeckon
naTosiormen, MosyyaBLUKMX CMEeLManM3vMpoBaHHbIA HU3KOMKU-
POBOI MPOLYKT B KAa4YeCTBE 3HTEPOTEPanuUM B paHHMIA nocne-
OnepauMoHHbI Nepuog (3-8 cyT), NepeBoAMIM Ha CMecb
«HyTtpuan Cranpapt» (MHdanpuM, Poccus) ¢ Lenbio nosHo-
LIeHHOW HYTPUTMBHOW NOALEPIKKM.

CocTaB “3yyaeMoro npoayKra
ANS 3HTepaNnbHOro NUTaHUs

B cocTaB BXOAAT ManbTOAEKCTPUH, CyXas AeMUHepa-
NM30BaHHas MOJOYHas CbIBOPOTKA, CyX0e 06e3KupeHHoe
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MONOKO, KoHLeHTpaT CLIT, KOHLEHTpaT CbIBOPOTOYHbIX ben-
KOB, pblOuii Xup (MCTOYHMK [OKO3areKCaeHoBOWM KWCNOTLI,
DHA), coeBoe Macno, MuHepanbHble BeLlecTBa (HaTpus
LMTPAT, Kanusa LUUTpaT, Kanbumusa KapboHat, Mariusa xnopuz,
HaTpus xnopug, enesa (I) cynbdart, umHKa cynbgart, Meam
cynb®art, MapraHua X0pua, XpoMa XJIopua, MoauL Kanus,
MOAMBAAT aMMOHMS, CENeHNUT HaTpUs), BUTAMUHHBIA KOMI-
nekc (L-ackopbuHoBas Kucnota, DL-anbda-Tokodepona
aueTat, HUKoTMHamua, D-naHToTeHaT Kanbums, pubodna-
BWH, peTMHONA aueTaTt, TUaMWHA TMAPOX/IOPUL, PETUHO-
na auetat, gonueBas Kucnota, GUINOXMHOH, D-6noTuH,
D;-xonekanbuudepon, umaHokobanamuH), xonuHa butap-
TpaT, WHO3WTON, 3MyNbraTop (COEBbIA NeUUTUH), TaypuH,
L-KkapHWUTUH, aHTUOKMcAuTeNb (L-ackopbunnanbmutar).
CMecb He COAepKUT rMtoTeH (Tabn. 2).

benkosblli KoMnoHeHm cMeck npefcTasneH Ha 60% benkom
MOJIOYHOM CbIBOPOTKM, YTO 0becneynBaeT e€ NErkoe YCBOEHMe.

Juposol KoMnoHeHM 00K03a2eKcaeH080U HCUPHOU Kuc-
Jiomel. B KayecTBe OCHOBHOIO UCTOYHWKA XUpa NpeacTaene-
Hbl CLIT, coctaBnsiowume 84% ot obLuero copepxkaHus xupa,
YTO CYLLECTBEHHO MOBLILLAET YCBOSEMOCTb XMPOB, HEPELKO
HapyLUEHHYI0 Y [leTell B KPUTMYECKUX COCTOSHUSX. Bbicokas
yceosieMocTb CLT obycnoBneHa TeM, YTO JKMpHbIE KUCMOTbI
(copepatume 8-10 yrnepoaHbIX aToMOB) CMOCO6HbI pacTBo-
PATbCA B BOAHOMW (a3e, He TpebyIoT Ans CBOEro pacLueneHus
YENYHBIX KUCNOT M NOCTYNatoT HEeMOCPELCTBEHHO B BOPOTHYH
BeHy. OHM MUHYIOT CNIOXKHBIA 3Tan BCacblBaHUs B IMMbaTH-
UECKYI0 CUCTEMY, KOTOPbIV NPOXOASAT BCE Apyrue KNacchl u-
MWO0B, He PacTBOPSIOLLMECS B KPOBM.

Bbicokas ycBosieMoCTb GeKOBOro M }MPOBOMO KOMMO-
HEHTOB TaKoW CMecK M03BONSET PEKOMEH0BATb €€ MCMOb-
30BaHWe Npy pasnyHbIX GopMax KULLeYHoN ManbabcopbLmu
¥ ManbaurecTiu, B TOM YUCHE NPU KPUTUHECKUX COCTOSHUAX
LeTeld, HaXoAALLMXCS B OTAENIEHNW peaHUMaLMn U UHTEHCUB-
Hou Tepanuu. CLIT HeobxoauMbl Ans NOCTPOEHMS KNETOUHbIX
MeMbpaH, MUEeNMHW3aLUN HEePBHBIX BOJIOKOH B LIEHTPasIbHOM
1 nepudepuHecKoin HepBHOI CUCTEME, B TOM Y1cie 0bnagatoT

Taﬁnuu,a 2. CoctaB cneunanusnpoBaHHOro NPoayKTa ANa 3HTepasibHOro NUTaHuA

Table 2. Composition specialized product for enteral nutrition

MuweBas LeHHOCTb

B 100 r npoaykTa

B 100 mn rotoBoro npopykta 1 mMn/1 Kkan

JHepreTuyecKas LEHHOCTb, KI/KKan
Benku, r (kazenH/cbiBopoTouHbIl = 40/60)
Hupbl, T, B TOM ymcne:

e HacbllLeHHble, T
 CpeAHeLienoyeyHble TpUMMLEpUAbI, %
o [IMHHOLENOoYeYHbIe TPUIMMLEpUabI, %
o MOHOHEHachbILLEHHbIe, T

¢ MOJIMHEHAChILLEHHbIE, T

[loko3sarekcaeHoBas KucnoTa, Mr

1858/444 312/14,5
12,9 2,2
12,9 2,2
13 19
84 84
16 16
0,4 0,10
1,2 0,2
60 10
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Tabnuua 2. OkoHuaHMe
Table 2. Ending

Tom 3, N2 1, 2022

KnuHrieckoe nutaHmne v Metabonmam

MuweBas LEHHOCTb

B 100 r npoaykTa

B 100 mn rotoBoro npoaykta 1 Mn/1 Kkan

JInHoneBas kucnota, 1

Yrnesopbl, ©

Caxaposa, r

JlakTo3a, r

MMHepaan bleé BeLecTBa, I':

KanbLui, Mr
docdop, Mr
Kanumn, Mr
HaTpui, Mr
MarHum, Mr
Meflb, Mr
MapraHeL, MKr
eneso, Mr
LIMHK, Mr
Xnopuabl, Mr
nop, MKr
XpOM, MKT
MONMBEeH, MKM

CeJieH, MKr

ButamuHbI:

peTuHon (A), MKr-3KB
Tokodepon (E), mr
Kanbumndepon ([), MKr
BUTaMUH K, MK

MamuH (B,), Mr
pubocdnasmH (B,), Mr
MaHTOTEHOBAA KUCNOTa, Mr
nupuaoKcuH (B,), Mr
HuaumH (PP), Mr
dbonuesas KUCNOTa, MKT

umaHkobanamut (By,), MKr

ackopbuHoBas kucnorta (C), Mr

OMOTUH, MKT
XOJIH, Mr
MHO3UTON, M
L-KapHUTWH, Mr

TaypuH, Mr

OTHoLLeHUe w-6/w-3

08
690
0
77
0,11
370
250
415
200
53
0,36
360
67
45
240
85
10,6
20
15

325
53
1,9
23
0,36
0,74
2,6
0,42
3,2
61
1,0
60

100
86
10
30
b

0,14
11,6
0
4,6
0,02
62
42
697
33,6
8,9
0,06
82

0,76
40
14,3
1,8
3,4
1,9

95
0,9

39
0,06
0,124
0,4
0,07
0,54
10
0,17
10
2,5
16,8
14,4
1,7

b
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AHTMOKCMAAHTHOI 3aLLMTON M yyacTBYloT B hOpMUPOBaHUM
MMKPOBMOTBI M HaNpaBNEHHOCTU MMMYHHOTO OTBETA PebEHKa.
CHIKeHHOe KOMMYeCTBO [JIMHHOLIENOYEYHbIX TPUTULIEPUAOB
Nno3BONSET UCMOSIb30BaTh CMECh MPKU HapYLLIEHUAX OKUCTIEHNS
ANMHHOLIENOYEYHBIX JUPHBIX KUCTOT.

OcHOBHOM MCX0p, uccneaoBaHus

[lokaszaHa nonoxuTenibHas ponib 3HTEpanbHOr0 MUTaHUs
B NPOMUNAKTUKE U NEYEHUM KULIEYHOW ANCYHKLMN Y AeTei
PaHHEero BO3pacTa C BPOMAEHHBIM HAPYLIEHWEM OKUC/IEHUS
JUPHBIX KUCTOT, @ Take ctabunnsaums obluero cocTosHus
MaLMEeHTOB B OCTPOM MepUoje 3HTePasIbHOW HEAOCTAaTOUHOCTH.

JlononHuTenbHbIe UCXOABI UCCNEe0BaHUA

MoBbilLeHWe NPUBEPKEHHOCTU PEBEHKA K 3HTEpasbHOMY
AMETUYECKOMY MUTaHMIO CMeLManu3upoBaHHbIM MPOAYKTOM.

Ananus B nogrpynnax

Mo NpWyYMHe ManoyMCNIEHHOCTM Py bl AETEH, BKIIOUEHHBIX
B UCC/IEA0BaHMe, ObIN0 BbIAENeHo 2 rpynmbl AeTel — C Xupyp-
rmyeckumn (n=5) n comatnyeckumm (n=7) 3aboneBaHUAMY.

MeTogbl perucTpaLmm UCXon0B

1. Peructpaums uccnegyeMblx KIMHWYECKUX MOKasaTeneid
Ha Kam[oro pebeHKa B crneumanbHbIX KapTax.

2. AHanu3 MonyyeHHbIX [aHHbIX M MOArOTOBKA MTOrOBOIO
OTYETA.

3. OdopmneHue oT4ETa 0 pe3ynbTaTax OLLEHKW KIIMHUYECKOM
3 dEKTUBHOCTM CMECH U YTBEPXKAEHWE €r0 PyKOBOAMTE-
JIeM Hay4HOro NoapasAeNeHns 1 YUPeXAeHus, B KOTOPOM
MPOBOAMNOCH MCCIe0BaHNE.

JTnyeckas JKCnepTu3a

MpoBeneHme UccneaoBaHUA 0A0bPeHo NOKabHLIM 3TUYe-
cKkum KomutetoM [BY3 TO «ObnacTHas KimMHUYecKas 00sbHKU-
ua N2 1» 29 anpensa 2021 r., npotokon JI3K Ne 17.

CraTUCTUYECKUM aHanu3

Pa3Mep BbIOOPKM NpeaBapuTeNbHO He pacCuMTbIBaCS.
Cratuctuyeckas obpaboTka MaTepuanoB WMccnefo-
BaHMA OCYLLECTBANACh Ha MEpCOHaNbHOM KOMIbloTepe
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C MCMoNb30BaHMEM MaKeToB npunoxeHuii K Microsoft Office
XP (Microsoft, CLLIA) pns ctatucTUyeckomn 0bpaboTku MaTepu-
ana: Microsoft Excel Bepcus 7.0 (Microsoft, CLLIA) u nporpam-
Mbl Statistica Bepcus 6.0 (StatSoft, CLLUA). JoctoBepHocTb
pasnnymii MeXay cpaBHUBAEMbIMU BEIMYMHAMU NPOBOAMIN
npu nomowm Kputepus CrblogeHTa (p). Kputyeckum ypos-
HEM 3HAYMMOCTW MpU MPOBEPKE CTATUCTUYECKUX FMMOTE3
npuHumanu p <0,05. KonnyecTBeHHble napameTpbl B 3aBU-
CMMOCTM OT BUAA pacrpefeneHns (napaMeTpuyecKoe, Hena-
pamMeTpuUyecKoe) NpeacTaBeHbl B BULE CPEAHEMD 3HAYEHUS
¥ oMbk (M+m).

PE3YJIbTATbI

06beKTbl (yyacTHUKM) UccnenoBaHUA

B nccnepoBaHun npuHamv yuactue 12 getei ¢ aucdyHK-
LMen nuLLeBapeHns B Bo3pacTe oT 3 Mec o 7 neT. [nutenb-
HOCTb HabnoaeHusa coctaBuna 3 Hep.

Bce petv bbinu B Bo3pacTe [0 7 NET BKIYUTENBHO,
y 3 OblnM BbINOJIHEHbI ONEPaLMKM Ha TONCTON KULLKe (6one3Hb
[MpLunpyHra, Apyrve BPOXAEHHbIE aHOManuK); y 2 NaUUeHTOB
Obina uenuakusa, ewe y 2 — peduumnt aumn-KoA-pernapo-
reHasbl XUPHbIX KUCNOT C ASIMHHOMN YINEepOAHON Lenbio. [lBoe
AeTen CTpafanu MyKoBMCLMA030M (KuiieyHas gopMa), y oa-
HOro MMeJla MecTo 3KCCyaaTUBHas 3HTeponatus. [lBoe aeTeit
CTPaAanu CUHAPOMOM KOPOTKOM KULLKM NOC/e NepeHeCEHHbIX
paHee 0MepaTVBHbIX BMELLATeSbCTB.

McxomHo y nauueHToB OTMeYanucb BblpaKeHHbIe pac-
CTPOWCTBA MULLEBAPEHNUS, aHaMHe3 KOTOPbIX HaCYMTbIBas
ot 2 Mec Ao 2 net. Y 10 3 12 naumeHToB UCXOAHO ObINO He-
raTMBHOE OTHOLUEHWE K MPUEMY MWLM BMIOTb [0 MOJHOMO
0TKa3a OT efjbl Ha MPOTSAXEHWM OT 8 Y [0 CYTOK.

OcHoBHble pe3ynbTaTbl UCCJIe0BaHUA

B npouecce neyeHus, B TOM yuc/e NPOBEAEHUS HYTPU-
TMBHOW MOAJEPXKM, Y NaLMEHTOB CTAaTUCTUYECKU 3HAUMMO
perpeccupoBanu HeoCTaTO4YHOCTb MULLEBAPeHNs, Ablxa-
TeNbHasA He0CTaTOYHOCTb UM HapylleHUs GYHKUMK nede-
HW. Pexxe oTMeyanach AuMcOYHKUMS OBYX U Bonee cucteM
(Tabn. 3).

Tabnuua 3. Pacnpep,eneHme MalMeHToB Mo YacToTe, CTPYKTYPe U TAXKECTU I'IOJ'IVIOpFaHHOﬁ JJ,VICd)yHKLlVIVI Ha UCXO4HOM U 3aKJI04NTESIbHOM

3Tanax uccnenoBaHusa

Table 3. Distribution of patients by frequency, structure and severity of multiple organ dysfunction at the initial and final stages of the study

JTanbl UccnepoBaHus

lNokasatenu nonvopraHHoW HeAOCTaTOYHOCTM p
1-# 3tan (n=12) 2-i atan (n=12)
HepmoctaTouHOCTb cUCTEMBI NULLEBapeHus, % 66,6 25 <0,0001
[lbixatenbHas HefocTaTouHOCTh, % 58,3 33,3 0,0003
HapyLueHuns gyHKUMM neyenu, % 16,6 8,3 0,03
[ucdyHkums aByx u bonee cuctem 66,6 41,6 0,007

DAl https://doiorg/10.17816/clinutr105275
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JlononHutenbHble pe3ynbTaTtbl UCcnepoBaHuA

WcxopHo xvpypruyeckve naumeHTbl CTaTUCTUYECKM 3Ha-
UMMO Yallle [LeMOHCTPMPOBaNM HeMepeHoCHMOCTb MUTaHUS:
TONBKO Y HUX OTMeYanacb MHTpaabLoMUHanbHas runepreH-
3usi. HecMoTps Ha MCXOLHOE OTCYTCTBME PUCKA 3HTEPAsbHOTO
MOBPEXAEHMS, B NOC/E0NEPaLMOHHOM NepUoje HopMasbHas
(YHKUMSA KeNyAoUHO-KULLIEYHOTO TpaKTa He bbina BoCcCTaHOoB-
neHa (tabn. 4).

Ocoboe BHMMaHWE Ha BCEM MPOTAMEHUM WUCCNELOBAHUS
ObINIO YAENeHo OTHOLLEHMIO leTel K NUTaHuIo (Tabn. 5).

Bce net oxoTHO npuHUManM crneuuanusupoBaHHbIN
HWU3KOXXMPOBOIA NPOAYKT; CMeCb He Bbi3blBajia Aucnencuye-
CKMX W annepruyeckux paccTpoucTB, MOSBMEHWS UK YCu-
nenns bonen B XMBOTE, MeTeOpU3Ma, Auapeu. YIOBNETBO-
PEHHOCTb BPaYoOM U NaLueHToOM (poauTenem) pesynbTatamu
LVeToTepanun OLEHMBaNM MeTOLOM aHKETUPOBaHMUSA C Mo-
MOLLbI0 9-H6annbHON WKankl, B Kotopoid 1 6ann cooteTcTBY-
eT oueHKke «[ToIHOCTBIO He YAOBNETBOPEH», @ 5 — oOUeH-
Ke «[lonHocTblo ynoBNeTBOPEH». OCHOBHBIMU KpUTEPUSMH
OLiEHKM BblnK Y0BNETBOPEHHOCTL MPOBOAUMBIM JIEYEHUEM,
TEMMNaMU CHUXEHWUS| CUMNTOMOB 1 06LLMM COCTOSIHUEM 3[0-
poBbsi Ha (oHe NpoBoLMMOrO NieyeHus. CyMMupoBanuchb
Gannbl No TPEM KpUTEPUAM; MaKCUMaNbHBIA 6ann cooTBeT-
ctBoBan 15, MMHUManbHbLIM — 3. YIOBNETBOPEHHOCTb POAM-
Teneii AeTen 1 Bpaya NpOBOAMMBIM JIEYEHWEM COOTBETCTBO-
Ba/ia BbICOKMM noKasatensm (14,7+0,99 u 14,4+1,19 banna
COOTBETCTBEHHO).

ORHUM 13 KpUTepreB 0TDOpa NaLMEHTOB B UCCNEAO0BAHME
ObI10 HanMume BYHKLMOHANBHBIX PAacCTPOMACTB MULLEBAPEHUA.
Y bonblumMHCTBA MCCnepyeMblX Habnwoganuch coyeTaHHble

Tom 3, N2 1, 2022
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BapWaHTbl NuLLeBapuTeNbHbIX AMchYHKUMIA. Mocne nepeBo-
[a NaLMEHTOB Ha NUTATENbHYI0 CMeChb C MOAUGULMPOBaHHBIM
JKMPOBbLIM COCTABOM AJ1S1 3HTEPANbHOIO MUTaHWA POAUTENN
Bcex geten (100%) oTMeyanu y HWUX HOpManu3aumio CTyna
(KoHcucTeHUms, YacToTa aedekaunm). MNonoxutensHas ou-
HaMWKa B OTHOLUEHWUM QYHKLUMOHAMBHBIX 3anopoB OTMeYeHa
Ha 3-8-e cyT HabnoaeHus (B cpeaHeM 4,3+1,4) B cpaBHEHUM
C YacToTon CTyna B KoHue Habnwopenus (1,1+0,4; p=0,07).
MoBTOpHbLIE KOMPOIOTMYECKMe WCCNeA0BaHUA CBUAETENb-
CTBOBa/IM O XOpOLUEel nepeBapyvBaeMOCTU: OTCYTCTBOBasIU
cTeatopes, KpeaTtopes, aMuUnopes, U3bbITOYHOE BbIJENEHUE
KJIETYaTKK, CIU3K, MoaodunbHoM ¢ropbl.

O6palLaeT Ha cebs BHMMaHWe 3aMETHOE YITyyLLeHMe 3MO-
LIMOHaNbHOTO TOHYCa [ieTel, NONy4aBLUMX SHTEpPasbHOe MKTa-
HWe, K 5—7-My JHI0 aueToTepaniu. Mpu NpoBEAEHUN OLEHKM
aHTPOMOMETPUYECKMX AaHHBIX Habmopanack npubaska Mac-
cbl Tena peten. OTpuuUaTeNnbHOM AUHAMMKW NOKa3aTenei co-
MaTMYeCKOro M HEBPOJIOTMYECKOTO CTaTyca He Oblfo HU B Ofi-
HOM HabnogeHuu.

lMokasaTenum NCUXOMOTOPHOrO Pa3BUTUSA BCeEX AeTew
B Hayasie M B KOHLLe Nepuofa HabnaeHNs CooTBETCTBOBAIN
BO3pacTy. B Hauane u B KOHLE MCCNenoBaHus Y BCex AeTei
OLIeHMBaNM MOKa3aTen 00LLEero aHanmsa KpoBu U AUHAMUKY
nokKasateneli 6eiKoB CbIBOPOTKU KpoBM (Tabn. 6).

Mpu vccnenoBaHMM NoKasatenen nepudepuyecKon Kpoey
KOHLLEHTpaLms reMornobuHa u 3puTpoLMTOB COOTBETCTBOBANA
BO3pacTHbIM HopMaM. Ha doHe npuMeHeHUs CneLmnanmsmpo-
BaHHOMO HM3KOMKMPOBOIO NPOAYKTa MMENI0 MecTo CTaTUCTU-
YECKU 3HauMMOe MoBbILLEHME 00LLEero benKka, a TakKe CHU-
)KEHWe OpO30MYKOMAA, YTO CBUAETENLCTBYET 00 YryuLleHWM

Tabnuua 4. MposBneHNs CUHAPOMA 3HTEpasbHOMO NOBPEXAeHNS B NOArpynnax

Table 4. Manifestations of enteric injury syndrome in subgroups

Moarpynna 3a6oneBaHui

MposieneHns cMHApOMa 3HTepasibHOro NoBPeXAeHUs Xupypruueckas BpoXAEHHbIE NOPOKM P
nartonorusa (n=5) pasButus (n=7)
HopManbHas yHKUMA XKenyno4HO-KULLEYHOTO TpaKTa, % 0 41,6
Puck aHTepanbHoro noBpexaeHus, % 0 41,6
HenepeHocuMocTb nuTaHus, % 66,6 16,6 0002
MHTpaabpoMuHanbHas runepreHsus, % 25,0 0
Tabnuua 5. OTHOLEHME AeTelt K NPeANoKeHHOMY NUTaHUI
Table 5. The attitude of children to the proposed diet
Mokazatenb Nauuentbl (n=12) P
YnoTpebnsn cMecn 0XoTHO Becb nepuog HabmiogeHus 80%
3a nepuop HabntofeHNs aNU30AMYECKM YNOTPEDNAN CMECU HEOXOTHO 20%
Ynotpebnsan cMecu HEOXOTHO B TeUeHWe BCero nepuopa Habnognexus 0 018
3NMU30AMYeCKM OTKa3bIBasCA OT YnoTpebneHus cMecu 0

DAl https://doiorg/10.17816/clinutr105275
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Ta6nuua 6. Mokasatenu 06LLEr0 aHanM3a KPoBM Yy JeTell B Hauane 1 B KOHLE UCCIIe[0BaHus
Table 6. Indicators of the general blood test in children at the beginning and at the end of the study

Mokasatenb Mepuoa uccnepoBatms MaumenTtsl (n1=12), M+m p

B Havane 126+2,9

[emornobuH, r/n 0,61
B KoHue 128+2,7
B Hauane 3,4+0,3

3putpountsl, x10'%/n 1,0
B KoHLe 3,4+0,4
B Hauane 3,2+0,2

Jo3uHopubl, % 0,7
B KoHLe 3,310,3
B Havane 678+1,4

061wuit benok, r/n 0,03
B KoHLe 72,3+15

AUMAKAPHUTHH, B Hauane 0,51+0,5 0.03

Hopma 0-0,18 MkM/n B KoHLe 0,16+0,03 !

AUMAKaPHUTUH, B Hauane 0,6320,15

0,009

Hopma 0-0,18 MkM/n B KoHLie 0,180,05

AUMAKaPHUTUH, B Hauane 0,65+0,16 0,007

Hopma 0-0,18 MkM/n B KoHLLe 0,15+0,05 '
B Hauane 154,9+13,9

TpaHcdeppuH, Mr/an 0,001
B KoHue 2293+15,7
B Havane 88,7+4,9

OposomyKoug, Mr/an 0,005
B KoHue 673+4.,8

benkoso-cunTeTudeckoin GyHkumm nedenm u Hytpumeoro  QBCYK ,U,EHME

cTatyca peteit. Mccnenosanue obLumx aHanmM3oB Moum feTen
B Hayasie M B KOHLe HabNoAeHNA He BbISBUNO KaKUX-Nbo
OTK/IOHEHWI OT HOPMbl ANA [aHHLIX BO3PACTHBLIX Tpymnm.
Pe3ynbTaThl KONPOrpaMMbl TaKXKe He BbISBUAW MaTofornye-
CKUX M3MEHEHUI Y BCEX AETEN.

Co cTOpOHbI creumpryecknx BUOXMMMYECKUX MapKepoB
(aumnKapHuTMHOB) Yy AeTelt ¢ aeduumntom auun-KoA-perna-
poreHasbl XMpPHbIX KUCNOT C AJIMHHON YIMEPOLHON Lenbto
YCTaHOB/IEHO CHUKEHME CPeLHMX BESIMYMH, BCE MOKa3aTenn
HaXOAWIMCL B Npejenax fOoNyCTUMbIX 3HaUYeHWN Yepe3 3 Hep
MpMEMa NPOLYKTa.

TaknM 00pa3oM, uccieayeMbi CrieLyuanm3npoBaHHLIN
MPOAYKT C MOANGDULMPOBAHHBIM XUPOBbLIM COCTABOM ANA 3H-
TepanbHOro MUTaHNA NONHOCTbLI0 COOTBETCTBYET TPeDOBaHMAM
AveToTepanun 0oMbHbIX AeTel, CTPaAatoLLMX HacnenCTBeH-
HbIMU HapyLUEHWAMM 0OMEHa MMPHBIX KUCAOT C AJIMHHOM
W 0YeHb [JIMHHOW YrIepoaHOM Lienbio, M MOXeET ObiTb peKo-
MEH[0BaH /19 BK/IIOYEHMS B CXEMbI UX JIEYEHUS.

HexxenatenbHble sBneHUs

B xome uccnenoBaHus HexenateslbHbIX ABNEHMWIA He OT-
MeyeHo. Bce naumeHTbl 0XOTHO YNoTpednsanm npeanoxeHHoe
Cneuuanu3mnpoBaHHoe SHTEpabHOE NUTaHMe.

DAl https://doiorg/10.17816/clinutr105275

PestoMe ocHoBHOrO pe3ynbTata UccnienosaHusa

CneumanuanpoBaHHas neyebHas cMecb 3apeKoMeHf0Ba-
na cebs Kak 3QheKTUBHBIN 1 Be30MmacHbIN NPOLYKT 3HTepasb-
HOro nNuTaHus. Pe3ynbTaThl 4aHHOW KIIMHWYECKOI anpobauum
nosiHoueHHoro cbanaHcMpoBaHHOTO NpogyKTa Ans AeTen
¥ B3POC/bIX CBUAETENLCTBYIOT O €r0 XOpOLLEe NepeHocMMo-
CTU U1 BbIPAXKEHHOW KNIMHWYECKOH 3D PEeKTMBHOCTM Y BOMBHBIX
[eTeli NepBoro rofia }wsHu u ctapue 1 roga.

06cyxaeHue 0CHOBHOrO pe3ynbTata
UccneaoBaHus

HapyLueHue BcacbiBaHUS MOXET BO3HUKHYTb U3-3a N1t060-
ro AedekTta B NpoLiecce NuLLeBapeHus/BcackiBaHus. 3Tn Je-
(eKTbl MOryT BbITb pe3ynbTaToM BPOXAEHHOMO 3aboneBaHus
CIU3KCTON 0B0M0YKY, COCTOSHUIA, KOTOPble NPUBOAAT K NpU-
0DOpETEHHOMY NOBPEMAEHMIO CIIM3UCTON 000N0YKM, BPOXKAEH-
HbIM JedeKTaM TpPaHCMOPTHbIX CMCTEM KULLEYHOW MeMbpa-
Hbl, HapYLLEHUIO BCACbIBaHWUA OMPEeLEeNEHHbIX MUTaTeNbHbIX
BELLECTB, HapyLUEHUI0 MOTOPUKU XKEeNy[0YHO-KULLEYHOMO
TpakTa (CHWXEHMe MepucTanbTMKM U CTasa), HapyLUeHWH
bakTepuanbHoi Gnopbl. PesynbtatoMm sBnsetcs rnobanb-
HOe HapylleHue BCacbiBaHWA BCEX JIMOO onpefeneHHbIX
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nUTaTeNbHbIX BELLECTB. B HalleM uccnefoBaHuv Mbl NpUHANA
peLLeHmre 0 MpPUMEHeHUN NPOAYKTA, KOTOpbIiA Bbl felicTBOBaN
YHWUBEpCASBHO.

0rpa|-w|qe|-| ua nccneposaHusa

OrpaHuyeHMeM [aHHOMO WCCNEe0BaHUs SBNSAETCA He-
Bonbluoe KONMYeCcTBO MALMEHTOB, MPUHSBLUMX B HEM yyac-
Tue. [py nnaHMpoBaHUM 1 NPoOBeLEHUN UCCNEA0BaHUS pa3-
Mep BbIBOpKY N1 JoCTUKEHUs TpebyeMoi CTaTUCTUYECKOi
MOLLHOCTM pe3ynbTaToB He paccyuTbIBaCcs. B cBasu ¢ 3tum
nonyyeHHas B XOAEe WCCeAO0BaHUs BbIDOpKA Y4aCTHUKOB
He MOEeT CYMTaTbCs B [JOCTATOYHOW CTeneHu penpeseHTa-
TMBHOM, YTO HE MO3BOMISET 3KCTPaANONMPOBaTh MOJYyYEHHbIE
pe3ynbTaThl U UX UHTEPMPETaLMI0 Ha reHepaibHyl COBO-
KYMHOCTb @HaNOrMyHbIX MaLMEHTOB 3a NpefeniaMu ucche-
[0BaHus. BMecTe ¢ TeM HaM ypmanocb caenatb 3aKJioue-
HWe O XOpoLUei nepeHocMMocTH, Be3onacHOCTM NPoayKTa
LNs 3HTEpaNbHOo MUTaHNSA KaK B AETCKUX OTAENEeHUsX pea-
HAMaLWUW, TaK U As MIHTEHCUBHOMW Tepanuu NauMeHToB C Ha-
PYLLUEHMAMM NULLIEBAPEHMS.

B coBpeMeHHoI NinTepaType OTYETOB 00 aHanorax mpu-
MEHEHHOI0 3HTePasIbHOro NUTaHMA NO COCTaBY W MOKa3aHUAM
HaMu He HalieHo. [pu 3ToM aueToTepanus ¢ UCMoNb30BaHHU-
€M CMeLmanu3upoBaHHbIX NlevebHbIX cMeceli ¢ 0cobbIM Xu-
MWYECKMM COCTaBOM NpU MHOMUX ophaHHbIX 3aboneBaHusX
SIBNSIETCA OCHOBHbIM, @ 3a4acTylo M eJUHCTBEHHBIM CNOCO60M
neyeHuns. Ha ocHoBaHMM NoTy4eHHOrO OMbITa Mbl Npeamnona-
raeMm, 4To NMoKa3aHUs K MPUMEHEHWIO JaHHOMO BUAA NMUTaHUS
MOrYT BbITb pacLLMpEHBI.

3AKJIKYEHUE

TakuMm 06pa3oM, MoKasaHMEM K Ha3HayeHuto (Ucmosb-
30BaHMI0) NPOAYKTa MOryT ObiTb BHELUHECEKPETOpHas
MaHKpeaTMyecKas HefoCTaToOYHOCTb MpU MYKOBUCLMAO03eE,
cuuapomax Llisaxmana—[laiiMonpa, Mupcona, MoxaHcoH—
Bnu3sappa, XpoHMYECKOM MaHKpeaTtuTe, yAaneHuu nop-
JKeNyaouHOM enesbl; Manbabcopbuus KuUpoB BCieacTame
BPOXAEHHbLIX XONIeCTaTUYECKMX 3aboneBaHNi (aTpesuns BHY-
TPUMEYEHOUHBIX JKENYHBIX NPOTOKOB U Ap.); HApYLLEeHUe MU-
TOXOHZPUANIBHOTO OKUCNEHUS ASIMHHOLLENOYEYHBIX HUPHbIX
kucnot (LCHAD, VLCHAD, TFP deficiency); nHtecTuHanbHas
nuMbaHrvakTasus (BpoxAEHHas W BTOPUYHAS); XMNOTOPaKC
M XUNE3HBIA acLMT; ApYrue HapyLLeHUs IMNUAHoro obMeHa
1 MMMdaTUYECKON CUCTEMBI, Koraa TpebyeTcs HU3KOXMpo-
Bas AMeTa C BbICOKMUM copepxanueM CLUT; Taxenan anapes
CO CTeaTopeen [pyroro reHesa; CUHAPOM KOPOTKOM KULLKY;
runepnunonpoTenHemMmsa 1-ro Tuna.

[IvHaMMKa 06BEKTUBHBIX KIIMHUYECKUX U NabopaTopHbIX
AAHHBIX, @ TaKKe CYObEeKTMBHbIE XapaKTepPUCTUKM MavueH-
TOB YKas3a/M Ha YNyulleHue CaMouyBCTBUS, (M3MYECKOro
Pa3BUTUS M MONOXMUTENbHYIO OMHAMUKY MOKa3aTenen KpoBMu.
CneunanusnpoBaHHas CMecb € MOAMGULMPOBAHHBIM KUPO-
BbIM COCTaBOM COOTBETCTBYET FMrMEHNYECKUM TpeboBaHMAM
K COCTaBY U Ka4eCTBY AETCKMX NPOLYKTOB 1e4ebHOro nuTaHms

Tom 3, N2 1, 2022
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W obnagaeT NpUATHBIMU OPraHONENTUYECKUMU KayecTBaMM.
Cnepyet oTMETUTb, YTO NPOAYKT yOOOEH B NMPUMEHEHUH, T.K.
Mno3BosIsSeT pa3BOAMTb M [03MPOBaTb CMeCb B COOTBETCTBUM
C BO3pacToM W K/IMHWYECKMM COCTOsIHMEM pebénKa, obnapaet
BbICOKOM OMO/I0rMYECKON LIEHHOCTBHO (COAEPXKUT JIErKoycBos-
eMbiin xup, rae 84% coctaensiot CLT, n nerkoycBosieMbii Mo-
NOYHbIN Benok, Kotopbld Ha 60% SBNSETCA CHIBOPOTOYHBIM).
MonoxuTenbHbIM Ka4ecTBOM NPOAYKTa ABNAETCA OTCYTCTBUE
B €ro COCTaBe [TIoTeHa.

Bcé nepeuncneHHoe no3BonseT peKOMEHA0BaThb MOJIHO-
LiEHHBIN NO cocTaBy cOanaHCcUpOBaHHbIA NPOAYKT C poXae-
HWS B KauecTBE OOMOJHUTENIBHOMO WM eMHCTBEHHOMO UC-
TOYHWKA NUTaHUS B BMAE NepopanbHOro npuéma (cunuHra)
WNW 30HZ0BOrO MUTaHWSA 1A LEeTei ¢ 0CTpbIMM 3ab0neBaHu-
SIMV XMPYPrUYECKOro 1 TepaneBTUYECKOro NPOGUIIS, a TakxKe
opdaHHbIMK, reHeTUYecKkn obycnoBneHHbIMU 3aboneBaHus-
MW, B TOM YUC/IE C HApYLUEHWAMU OKUCIEHMUS KUPHBIX KUC-
10T, KOTOPble COMPOBOXAKTCA CUHAPOMOM ManbAurecTuu
¥ Manbabcopbumn ¢ MHTOKCUMKaUMEN U HYTPUTUBHOWM Hepo-
CTaTOYHOCTIO.

JOMO/THUTE/IbHO

WUcTouHnk cduHaHcMpoBaHUs. ABTOpLI 3asBMAOT 00 OTCYTCTBUM
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