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Bywiyesa T.B."%, Boposux T.3.", Pocnasyesa E.A., Cumonosea O.H."?, Bypxuna H.H.', /Iaobuna H.B.,",
Yavanosa JI.B., Henesa B.H.*, Illenv H.I1°, Xapoxun A.B.°

HYTPUTUBHAS INOAAEPKKA ITPU MYKOBUCHHUO3E: OIIBIT IPUMEHEHUSA
OTEYECTBEHHBIX CHEIIAAJIN3UPOBAHHBIX CMECEN SHTEPAJIBHOI'O IIUTAHUSI

IOTI'AY «HarmoHa bHBINH METUIIMHCKAHN [IEHTp 3M0pOBbs aeTei» Munsapasa Poccun, 119991, Mocksa, Poccus;

TlepBoiit MOCKOBCKHU TOCYAapPCTBEHHbBIM MEUITHHCKHUH yHIUBEpcUuTeT nMeHu V.M. CeueroBa (CeueHOBCKUI YHUBEPCHUTET)
Munsnpasa Poccun, 119991, . Mocksa, Poccus;

3OI'BY Menuko-reHeTHYeCKHi HaydHbIH eHTp nMeHu akamemuka H.I1. Boukosa, 115522, . MockBa, Poccus;

‘BopoHesKcKas rocyaapcTBeHHas MeuITMHCKas akagemusi umenu H.H. Bypnenko, 394036, . Boponex, Poccus;

*OI'BOY BO «TroMeHCKHi rocynapCTBEHHbIH MEUITHHCKAH yHHBepcUTeT», 625023, 1. Tromens, Poccus;

‘T'BY3 Mopo3oBcKkas aeTcKast KIMHuYecKas 6opauna JlemapramMenra 3apaBooxpatnenus . Mocksbl, 119049, . Mocksa, Poccust

Beenenue. [1ogvluiennvle nompebnocmu 60avHblx MyKosucyuoozom (MB) 6 benke u sHepeuu onpedensitom Heobxoou-
MOCHIb UCNONBL308ANUSA 8 UX NUMAHUU CREYUATUSUPOBAHHBIX 6bICOKOKAIOPULIHBIX 8bICOKODENKOBbIX NPOOYKIOG.

Heanb. Oyenxa nepenocumocmu u KAUHUYECKOU IPDEKMUBHOCU NPUMEHEHUSL CYXUX U IHCUOKUX hopM CReyuanu3upo-
6anHbIX omeuecmeennvix cmecetl « Hympusn Cmandapmy/«Hympusu Cmanoapm c nuwjesvimu 6010KkHamu» u « Hympu-
on Juabemy y nayuenmog ¢ MB cmapuie 1 2ooa.

Marepuansl U MeToabl. Habnooanu 87 demeii 6 sospacme om 1 200a 2 mec 0o 17 nem uz demckux kaunuxk Mockewi,
Tiomenu, Boponedica. Bee nayuenmul Oviiu ¢ noomeaepoicoennvim ouaznozom MB u/unu MB-accoyuuposannulii caxap-
HYIll Quabem, HympUMuUEHas HeOOCMAMOYHOCb PATUYHOU cinenenu madjcecmu. M3 obcredyemvix oemeii 70% nonyua-
U Hcuokue ghopmot npodykmos, 30% — cyxue cmecu, npuecomosiienHsle 8 U3OKALOPULIHOM paseedenuu. Hympumuenviil
cmamyc oyeHusanu ¢ nomowwto npoepamm WHO-Anthro (0na demeii om 1 200a do 5 nem) u WHO-Anthro Plus (0ns
nayuenmos cmapuie 5 nem). Jnumenvnocms Hadmo0enus cocmasguna 2 mec.

Pesyabrarel. Yemanoeneno, umo 97,7% nayuenmog 6blcOKO OYEHUTU BKYCOBblE KaA4ecmeda NPOOYKIMO8, MONbKO
2 (2,3%) pebenra omxasanucy om danvhetiwezo ux npuema. Hedcenamenvuvix agnenuti 3a epems HadOno0eHus He om-
meuanocw. YV 73 (83%) nayuenmog eviasieHa noioxcumenbHas OUHamMuKa Hympumusnozo cmamyca. Cpeou 601vHbIX 8
8o3pacme 00 6 1em CyujecmeeHHo Y8enuUUIOCh YUCLo Oemell ¢ HOPMATbHBIMU NOKA3AMENAMU PUIULECKO20 PA3GUMUSL.
BuiBoabl. Zicnonv3oganue pasiuuHuIX Qopm CReyuanu3upoSaHHbIX OmeuecmeeHHbIX npooykmos «Hympusn cman-
oapmy/«Hympuen cmandapm ¢ nuwgegbimu onoknamuy u « Hympusn Juabemy 6 ouemomepanuu 6orvnvix MB cmapute
1 200a asnaemca sgppexmugHviM 015 KOPPEKYuu Ux HympumuHo2o cmamyca.

KnwoueBbie cnmoBa: MyK06uCL;u003,' 0uem0mepanuﬂ; 8blCOKOKaﬂ0puﬁHbl€ 8bICOKODENIKOBbIE cmecu, Hympumueﬂblﬁ
cmamyc, 6eﬂK060-3H€p2€mu‘{€CKa}Z HEeO0CmamoyHOCb.

s uutupoBanus: bymryesa T.B., boposuk T.D., Pocnasiera E.A., Cumonosa O.U., Bypkuna H.W., JIs6una H.B., Ynbs-
HoBa JI.B., MBneBa B.H., lllens H.II., Xappkun A.B. HyrputusHas nonaepskka npu MyKOBUCIH03€: OIBIT IPUMEHEHHS
OTEYECTBEHHBIX CIIEIHAIN3UPOBAHHBIX CMECEH SHTEPaIbHOTO MUTaHUs. Poccutickuii neduampuueckuti scypuan. 2020; 23(1):
13-20. DOI: http://dx.doi.org/10.18821/1560-9561-2020-23-1-13-20.

®dunaHncuposanue. lccnenoBanue He UMENIO CIIOHCOPCKOU MOAEPHKKH.

KonduiukT HHTEpEeCcOoB. ABTODBI 3asIBISIOT 00 OTCYTCTBHU KOH(IMKTA HHTEPECOB.

YuacTre aBTOPOB: KOHIIEIIIHS U An3aiiH nccienosanus — bynryesa T.B., boposuk T.3.; cbop marepuana — YibsHosa JI.B.,
Wenesa B.H., llens H.I1., Xapekun A.B., bykuna H.I1., JIs6una H.B., PocnaBuesa E.A.; cratuctiueckas o6paboTka —
bymyesa T.B.; nHanucanue texcra — bymryesa T.9., boposux T.2., CumonoBa O.1; yTBepxieHHE OKOHYATEIbHOIO BapHaHTa
CTaTbU, OTBETCTBEHHOCTH 32 IIEIOCTHOCTH BCEX YACTEH CTaThU — BCE COABTOPEL.

Tatiana V. Bushueva'3, Tatyana E. Borovik'?, Elena A. Roslavtseva!, Olga 1. Simonova'*S, Nina I. Burkina', Nadezhda V. Lyabina’,
Lyudmila V. Ulyanova®, Valeriya N. Ivleva®, Natalya P. Shen®, Andrey V. Kharkin®

NUTRITIONAL SUPPORT FOR CYSTIC FIBROSIS: THE EXPERIENCE OF THE INTRODUCTION OF DOMESTIC
SPECIALIZED ENTERAL NUTRITION MIXTURES

"National Medical Research Center for Children Health, Moscow, 119991, Russian Federation;

.M. Sechenov First Moscow State Medical University (Sechenov University) Moscow, 119991, Russian Federation;
3Academician N.P. Bochkov Medical-Genetic Scientific Center, Moscow, 115522, Russian Federation;

“N.N. Burdenko Voronezh State Medical Academy, Voronezh, 394036, Russian Federation;

STyumen State Medical University, Tyumen, 625023, Russian Federation;

®Morozov Children’s Clinical Hospital, Moscow, 119049, Russian Federation

Background. Adequate nutritional support is known to help to avoid the protein-energy deficiency in patients with
cystic fibrosis (CF) and to reduce the number of escalations of the bronchopulmonary process. The CF patients need for
increased protein and energy in their diet so they need to use specialized high-calorie high-protein foods.

Purpose. 7o estimate tolerance and clinical efficacy of specialized mixtures «Nutrien Standarty and «Nutrien Diabety
(dry and liquid forms) in CF patients over 1 year.

Materials and methods. 87 children aged 1.2—17 years were observed at children’s clinics in Moscow, Tumen, Vo-
ronezh. In all cases, there was confirmed a diagnosis of CF and/or CA associated with diabetes mellitus (DM). All of

Jlas xoppecnonaenumu: byuiyesa Tamvana Baadoumupoena, nokrop men. Hayk, Bell. Hayd. cotp. PIAY «HMMUL] 3nopoBes aereit» Munsapasa
Poccun, E-mail: tbushueval @yandex.ru
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them showed a nutritional deficiency of varying severity. 70% of children received liquid forms of products, 30% — dry
mixtures prepared in isocaloric dilution. The WHO-Anthro and WHO-Anthro Plus programs were used for the determi-
nation of nutritional status. The duration of observation accounted for at least 2 months.

Results. The taste of the products was rated by most (97.7%) patients as very good, only two (2.3%) patients refused
to accept new products. No adverse events were noted during the observateon. 73 (83%) patients showed a positive
dynamics of nutritional status. Among patients aged less than 6 years, the number of children with normal physical

development significantly increased (p <0.05).

Conclusion. The various forms of specialized domestic high-calorie high-protein products is effective for correcting the

nutritional status of the CF patients over 1 year.

Keywords: cystic fibrosis; diet therapy, high-calorie high-protein mixtures; nutritional status, protein-energetic

insufficiency.
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yroBuctu 103 (MB) SBIIsSI€TCS OMTHUM M3 YaCTHIX

MOHOT€HHO HacjedyeMbIX 3aboiieBaHUid, 00Y-

CJIOBJICH MYTaLUsIMH T€Ha TPaHCMEMOPaHHOTO
perymsaropa nposoaumoct (CFTR). B aToMm reHe, oTBeT-
CTBEHHOM 32 IPOAYKIIMIO CEKPETOB XKeJie3 BHEUTHEN ce-
Kpenmu, onucanbl 6onee 2000 MyTanuii, YT0 MPUBOIUT
K HapyUICHUIO COOTHOIIEHUS BOJHOU U 3JEKTPOIUTHON
¢pakuuil CEKPEeTOB B CTOPOHY YBEIHMUEHHS MOCIETHEeH
[1-4]. IlomuopranHocTs nopaxkeHuit npu MB u panusis
MHBaIUAM3anUs OOJIBHBIX ONPENEIIOT HEOOX0IUMOCTh
HEPEPHIBHOTO MPOBEACHHS JICUEOHBIX MEPONPHUATHH U
JcTiaHCepHOTo HalmoneHus [5-9].

B pa3BuThIX cTpaHax B MOCIENIHUE TOABI OTMEYAETCS
poct uncia 6oapHBIX MB moApOoCTKOBOTO, IOHOIIIECKOTO
BO3pacTa M B3pPOCIBIX, YTO CBHJETENBCTBYET O IOCTE-
MEHHON ero TpaHcdopmaumu u3 (arampHOTO 3ab0Ie-
BaHUs JIETCKOTO BO3PacTa B XPOHHYECKYIO IMATOJIOTHIO
B3pOCHBIX [2, 3, 6].

HytputnBHas monmaepkka OKa3bIBaeT MOIOKUTENb-
HOE BIIMSIHHME HA TEYEHHE TSDKENBIX COMAaTUYECKUX U XH-
PYPrHYECKHX 3a00JIeBaHUH, COCTOSIHHE HYTPUTHUBHOTO
cTaryca MaIfieHTa M SBISETCS HEOTHEMIIEMON YacThIO
neyeOHOro mporecca. [letn ¢ XpoOHHYECKOil JlerogyHoi
MaToJIOTHEeH OCOOEHHO HY)KIOAIOTCS B HCIIOJIb30BaHUU
CHENMAIBbHBIX MPOTYKTOB 3HTEPAIBHOTIO MUTAHMS, CIIO-
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COOHBIX YIOBJIETBOPATH MOBHIIIIEHHBIE TOTPEOHOCTH Op-
raHu3Ma Kak B OCHOBHBIX IHIIIEBHIX BELECTBAX, TaK U BO
MHOTHUX 3CCEHUUANIbHBIX HyTpueHTax [10-12].

CoBpeMeHHbIE CTIeIaIN3HPOBAaHHbIC TPOIYKTHI SHTE-
paJIbHOTO MUTAHUS IMEIOT MOJTHOIIEHHBIN COCTaB U COAIEp-
KaT KOMIIOHEHTBI, KOTOPBIE CIIOCOOCTBYIOT 00€CIIEUCHHIO
HOPMAJIBHOTO POCTa M Pa3BUTHS peOCHKa, OKa3bIBAIOT I10-
JIO)KUTETHHOE BIUSHUE HA CTAHOBJICHUE PAa3IIMYHBIX 3BeE-
HbEB MMMYHHOH CHCTEMBI, 3HAYUTEIBHO CHIXKAIOT PHCK
Pa3BUTHS XPOHUYIECKOH HEAOCTATOYHOCTH ITUTAHUS H OC-
JIO)KHEHUH OCHOBHOTO 3a00JieBaHus. AJIEKBaTHO OpTraHH-
30BaHHAS! HyTPUTHUBHAS MOCP)KKA MO3BOJISICT U30€KaTh
pa3BUTHS OEIKOBO-DHEPTETHUECKOH HEIOCTATOYHOCTH Y
6ompHBIX MB, criocoOcTByeT yMeHBIIEHHIO Yuciaa 000-
CTpPEeHHI OPOHXOJIETOYHOTO MPOLECCa, YTO ABISACTCS MPU
JTAHHOM TIATOJIOTHUH BaYKHBIM KpUTepreM 3(h(heKTHBHOCTH
KOMITJIEKCHOTO JiedeHws [3, 6].

dakTopaMu, CHOCOOCTBYIOUIMMH Pa3BUTHIO XPOHH-
YeCKOW HEMOCTATOYHOCTH MUTAHUSA Y OONBHBIX MB, sB-
JISIFOTCSI 9K30KPHHHAS HEIOCTAaTOYHOCTb IMOJKETYI0THOM
KeJIe3bl, MaJIbIUTeCTUs KHUpa, OelIKa, f-KapoTHHA, TOJIH-
HEHACHIIIEHHBIX JKUPHBIX KUCIIOT U APYTHX BAXKHBIX HY-
TPHUEHTOB, a TaK)Ke YBEJIMYECHHAS 4acTOTa JbIXaHU, Ka-
1Ienb, OoJbIIas Harpy3Ka Ha JIbIXaTeIbHYI0 MYCKyJaTy-
Py U, Kak CJeICTBUE, OBBIIIEHHbIE YHEProTpaThl [1, 5].
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BrisiBneHa HemocpeACTBEHHAs CBsI3b HYTPUTHUBHOTO
cTaryca co CTPYKTYpHO-(PYHKIIMOHAIBHBIM COCTOSTHUEM
JETKUX W BEDKHBaeMocThio ipu MB [5, 7, 13]. B cBs3u
¢ atuM nipu MB y neteii neyeOHOE MUTAHUE COCTABISET
BaXHYIO YacCTh KOMIUIEKCHOM TE€pamuu, LEJIbI0 KOTOPOil
SIBIISIETCST TIOJIEPKKA ONITUMATBHOTO POCTa, PU3NIECKO-
T'O ¥ IIOJIOBOTO PA3BUTHSL, OBBIIIICHUE KAu€CTBA >KU3HU U
BBIXKMBA€MOCTH MalkeHToB [12—-14].

C ynydineHweM TepamneBTHYSCKUX BO3MOXKHOCTEH
MPOJIOJKUTENBHOCTD )KM3HU NalMEHTOB ¢ MB ¢ kaxabIM
TOI0M YBEJINYUBAETCS, OAHAKO OJHOBPEMEHHO C 3TUM
JIUATHOCTUPYIOTCSI COCTOSTHUS, YCYTyONSIOIINE TeICHNE
3aboneBanus. K HUM OTHOCSITCS HapylICHHUS TOJEpPAHT-
HocTH K Tmoko3e (HTI) m MB-acconmupoBaHHEIH ca-
xapHbiit auabetr (MB-C/I), xotopeiii nmpusHan BO3 ot-
nenbHo popmoii matonoruu. [lokazano, uto 3a 2—4 rona
o mMaaudectaruu CJ] y maruenToB ¢ MB yxymmarorcs
MIOKAa3aTeNH, XapaKTePU3YIOINe HyTPUTUBHBIN CTaTyC U
npixarensHyto ¢ysnkuuto. Yacrora MB-C/l cocraBnsier
20,9%, B TO BpeMs Kak HapylIeHHs YIJIIEBOIHOTO oOMe-
Ha BCTPEYAIOTCS MOYTH y TMONOBUHBI (45%) OONBHBIX
[13—15]. IToka3ano, uto y aereii muamiie 10 et ero pac-
MIPOCTPAHEHHOCTh HEBBICOKA, HO KaXK/IbI€ MOCIEAYIOIINE
5 met xwu3HU puck pazsutus MB-CJl yBenuunBaeTcs Ha
5%. K rpy1me BBICOKOTO PHCKa IO €ro Pa3BUTUIO OTHO-
CATCS MAIlUEHTHI ¢ qucaunuaemueii [ 14, 15].

OcobenHoctr auetorepanuu npu MB oOycioBneHs
[aToreHe30M 3a00JIeBaHUsI ¥ BBICOKHM PHUCKOM Pa3BUTHS
HYTPUTUBHOM HeoctarouHocTy. [ToaToMy ist maneHToB
¢ MB, HaunHas ¢ MOMEHTa YCTAaHOBJICHUS TUArHO3a, PEKo-
MEHJIYeTCsI TIOBBIILICHHOE TIOTpeOieHne Oenka U SHEpruu
10 CPaBHEHUIO C UX 3J0POBBIMHU cBepcTHUKaMU. CornacHo
EBponelickoMy KOHCEHCYCY 10 IMTaHUIO TanMeHToB ¢ MB
B 3aBUCHMOCTHU OT COCTOSIHHMS HYTPUTHBHOTO CTaryca Ia-
ueHT ¢ MB HykmaeTcs B IOBBIIIIEHHOM KOJIMYECTBE Oenka
(12 50-100% GomnbIIIe pEeKOMEH TyeMbIX HOPM MOTPeOIeHNS
IUTSL 370POBBIX AETei), a SHEepreTHUecKas EHHOCTh THIIe-
BOTO paIrioHa MokeT ObITh yBenmuerna Ha 110-200% xxamn
[16]. C yueToM npaBWIbHO 1TO00paHHOH (pepMEHTHOH Te-
panuu >KUpBI JOJDKHEI o0ecrieunBaTh He MeHee 35-40% ot
o0111ero Konm4aecTBa Kasopui. [IpenmoarurensHo BEICOKOe
COZIEp)KaHUE B PaIlOHE TPHUIIIMIICPUIOB CO CPETHEN TN~
Hoii yrmepoanoit uenu (C6—C12), sSBISIOmuXcst JIETKOI0-
CTYIIHBIM HCTOYHMKOM 3HEPIUH, T.K. OHH HE HY>KIAIOTCS
B OMYJIBTaINH JKETIHBIMA COJISIMHA M THPOJIN3E TaHKpea-
THyeckoi aumas3oil. C 3Toi LeIbl0 B MUTAHUH MAlEHTOB
¢ MB pexoMeHIyeTCsl HCIOMIb30BaTh BBICOKOKAJIOPUIHBIE
CMECH C COJIEPYKAHUEM CPENHEIICTIOUCYHBIX TPUIIHIICPH-
noB He menee 50% [17].

Takum 00pa3om, HYTPUTUBHAS MOJIEPKKA OOJIBHBIX
MB, crocobHas TPEnOTBPATUTh WIH CKOPPETHPOBATH
y’K€ UMEIOIIYIOCA HETOCTATOYHOCTh MUTAHUS, SBISETCS
HEOThEMJIEMON YaCThIO €r0 KOMIUIEKCHON Tepanuu. J{is
CBOCBPEMECHHOTO HAa3HAYCHUSI JUETOTEPAITUH HEOOXOH-
MBI CHCTEMaTH4YECKUII MOHUTOPUHT HyTPUTUBHOTO CTa-
Tyca OOJNBHBIX U aJIeKBAaTHBIN BEIOOD CIIEIMATN3UPOBAH-
HBIX TIPOIYKTOB SHTEPAITHLHOTO MTATAHUSI.

Henbio HacTosied pabOTHI SBUIIACH OICHKA Tepe-
HOCHMOCTH 1 3(p(peKTHBHOCTH IPUMEHEHHS BBICOKOOEI-
KOBBIX BBICOKOKANOPHHHBIX cMmecelt «Hyrtpudan Cran-
napt»/«HyTtpusH CTaHmapT ¢ MUIIEBEIMH BOJIOKHAMU»U
«Hytpusn unader» (3A0 «Uupamnpum», Poccus) B pas-
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JUYHBIX OpPMax: TOTOBOU K yIMOTPEOICHUIO (KUAKOH) U
MTOPOIIKOOOPa3HOM (CyXast CMECh), B KaueCTBE JOITOJTHHU-
TEJIbHOTO HTEPAJIbHOTO MUTAHUS y JIeTel cTapiie 1 rona
¢ MB u MB-C/.

MaTtepuansl U METOABI

[Non HabmroneHreM HaxoauIoCh 87 NeTe B BO3pacTe
ot 1 roma 2 mec mo 17 net, B Tom gncne 10 mamueHaTos B
Bozpacte 10,5-15,5 rona ¢ HTI' u MB-CJ] (Ta6m. 1).

Kputepun BiroueHus:

« IeTH 000ero Toja B Bo3pacte 1-18 Jet;

« nuarHo3 MB, yCTaHOBIJIEHHBII B COOTBETCTBHH C Ha-
LUOHAJIBHBIM KOHCEHCYCOM;

+ HaJIMYHE paHee YCTAHOBJIEHHOW TacTPOCTOMBI IS
MAIMEeHTOB, TPEOYIOIMUX MPOBEACHUS HOYHON THUIlepa-
JUMEHTAIH Yepe3 TacTpOoCTOMY;

+ HEJIOCTAaTOYHOCTh IMUTAHMS PAa3HOW CTETICHU TshKe-
ctu (nokasarenb Z-score' macca/mnuHa/Bo3pact <1 s
nerer oT 1 roga mo 5 JeT, mokaszareiib Z-score MHIEKC
Macchl Texa/Bo3pact <1 amns gereit 5—18 ner);

* HAIMYre NHPOPMHUPOBAHHOTO COTIIACHSI POAUTEIIEH.

Kputepun uckimtouenust:

+ HaJIM4YHE B aHAMHE3€ aJuIepTUH/HeTepeHOCHMOCTH
0OCITKOB KOPOBBETO MOJIOKA;

* HeXKeJlaTelbHbIE SIBIEHUS BO BpeMsI IipueMa crenua-
JU3UPOBAHHBIX CMECE! MM OTKa3 OT UX MpHeMa.

Bce 6ompaple MB monmywanu 6azucHoe JedeHue: aH-
THOAKTepHaIbHY0, (PEPMEHTO3aMECTUTEIBHYI0, KHHE3H-
oTepanuio, HeoOXOIMUMOe CHMITOMAaTHYeCKOe JIeUueHHe.
Ilocne ouenku mokazareneil (pU3NYECKOro pasBUTHS U
aHaJ3a XMMAYECKOTO COCTaBa (haKTUIECKOrO0 CyTOYHOTO
palyoHa BceM MalyeHTaM Ha3HavyaIl CleqUaTu3upOBaH-
HBI€ MIPOAYKTHI C YIETOM MOBBIIIEHHBIX TOTpeOHOCTEH B
0eJIKe ¥ SHEPTUH NPU JAHHOM 3a00JIeBaHHH.

CreunanuzupoBanibie mpoaykTel «Hytpusn Cran-
napt»/«HytpusH CTaHAapT ¢ MUIIEBBIMU BOJIOKHAMID) H
«Hytpusn JInaber» npencTaBisioT codoi cOanaHCUpOBaH-
HBIE CMECH, TIPeAHa3HAYeHHBIE TS JIEYeOHOTO TINTAaHMA Jie-
Teii crapiue 1 rofa v B3pOCibIX CO CHIPKEHHBIM HyTPUTHB-
HBIM CTaTyCOM 1 3200JIEBaHUSX, TPEOYIOIINX TOBBIIEHHOTO
notpeOienus Oenka 1 3Heprur. CMeCH BBIITYCKAIOTCSI KaK B
JKHJIKOM, TaK U B CyXOM (Toporkoodpa3Hom) Buze. JKua-
KH€ MPOIYKTHI CTEPIIM30BaHbI, TOTOBBI K YIIOTPEOICHUIO U
MOTYT HCTIOIB30BaTHCS B KAUECTBE JIOTIOTHEHHS K THETHYE-
CKOMY MUTAHMIO B BUIE HAITUTKA (CHUIMHT) WM SHTEPAIb-
HOTO 30HJIOBOTO IUTaHMs, B TOM YHCIIE Yepe3 FacTPOCTOMY.
Cyxwue MPOIYyKTHI TIEpeNT yIIoTPEeOICHUEM Pa3BOIAT KHUITSTIC-
HOU BOJION B HEOOXOAMMOH IS TIAIMEHTA KOHIICHTPAIIH:
ot m3oKasiopuitHoH (1 Mi = 1 KKaur) 10 THIePKaJIOPUIHHON
(1 Mt = 1,5 kxan). OTCyTCTBHE JIETKOYyCBOSIEMBIX YITIEBO-
JIOB (IJIIOKO3BI, JIAKTO3BI, Caxapo3bl) U HAJIWYHE CpEenHe-
LEMNOYEYHbIX TPUIIULIEPUIOB IO3BOJSIET HCIOIb30BaTh
cmecu«Hyrpmn Cranmapm»/«Hytpmena Cranmapr ¢ nm-
IIeBbIMH BoTOKHaMW» U «Hytpusn naber» B panmoHax
6obpHEIX MB, B ToM uncie maruentos ¢ MB-CI.

OcHOBa yKa3aHHBIX IPOIYKTOB IIPEICTABICHA HATUB-
HBIM MOJIOYHBIM O€JKOM, OHOJOrHYecKas IMEHHOCTh U

1Z-oneHka (Z-score) — OTKIOHEHHE 3HAYCHUN WHIWBHIYATBHOTO IO~
KazaTeqs OT CPEAHEro 3HaueHMs JUId JAaHHOH MOMyJALWU, AETEHHOE Ha
CTaHIAPTHOE OTKJIOHEHUE CPEAHETO 3HAYCHHUS.
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OPUIMHAINBbHASA CTATbA

Ta6numa 1/Table 1

Pacnipenesienne 60abHbIX MB, noJ1y4yaBmmx cnenuaan3npoBaHHbIe MPOAYKTHI

Distribution of cystic fibrosis patients receiving specialized products

ITanmentsr ¢ MB TMaruents: ¢ MB + MB-CJ Bcero
Crenuanu3upoBaHHEIC IPOLYKTEL Patients with CF Patients with CF + CF-associated diabetes melliltus Total
specialized products
n % n % n %
«Hytpusn Cranpapr»  SKUIKHH 51 66 - - 51 59
Nutrien Standart fluid
cyxoi 20 26 - - 20 23
«Hytpusn uaber» KU KU - - 10 100 10 11
Nutrien Diabet fluid
cyxoit 6 8 - - 6 7
dry
Bcero 77 100 10 100 87 100
Total

YCBOEHHE KOTOPOTO 3HAYUTEIHHO BO3PACTALT 3a CUET HIC-
MOJIb30BAaHUS B MIPOU3BOJCTBE COBPEMEHHBIX MeMOpaH-
HBIX TexHOooruid. COOTHOIIEHHE Ka3eMHa U CHIBOPOTOU-
HBIX 0enkoB B HUX cocTaBisieT 80:20.

JKupoBoii KOMIOHEHT C(OPMHPOBAH CMECHIO HATy-
paJbHBIX PACTHTENBHBIX Macell: coeBoro (25%), HU3Ko-
APYKOBOTO paricoBoro macna (25%), cpeaHenenoueyHbIX
TpuruiepuoB (50%), uyrto obecreyrBaeT OTHOLICHHUE
MOJTMHEHACHIIIEHHBIX KUPHBIX KUCIOT 06 : w3 =42 : 1,
a OTHOIICHUE TPUIIIMLIEPUIIOB CO CPEAHEN JJIMHON Lenu
K JJMHHOLIETIOYEYHBIM TPUIIHLEpHIaM cocTaBisieT 1 : 1.
[IpucyrcTBUEe B CMecH CpeIHELENOYEYHbIX TPUDIULIEPU-
JIOB, KOTOPBIC COCTABILIIOT 3HAYUTEILHYIO YacTh KHUPOBOTO
KOMIIOHEHTA, TO3BOJISIET HCIONb30BaTh cMecu «HyTpusH
Cranpapm»/«Hytpmsa CraHmapT ¢ NHIIEBBIMH BOJOKHA-
mi» U «Hytpusn [uaber» y ManmMeHToB ¢ HapyLIEHHEM
WJIM OrPaHMYCHUEM YCBOCHHUS MUIIECBBIX XKUPOB U 00ecIe-
YHMBAET NPUSTHBIC OPraHOIECITUYECKUE CBOMCTBA.

VYrieBogHas KOMITO3WIIMS TIPEACTABICHA MaJbTO-
JneKkCcTpuHOM. OTCYTCTBUE JTAKTO3bl 00YCIOBINBACT HU3-
KYI0 OCMOJIIPHOCTb CMECEH, CHUKAET PUCK AMCIIEIICU-
YeCKUX SABJICHWH W CHOCOOCTBYeT WX 3(QeKTHBHOMY
MepeBapUBaHUIO.

[IpomyxThl OOOTaIIeHBl BUTAMUHHO-MHUHEPATHHBIMU
KOMITIEKCAaMH ¢ TOOaBICHUEM OMOIOTHYECKH aKTHBHBIX
MUKPOHYTPUECHTOB: XOJIMHA, KAPHUTUHA C y4eToM (Pu3u-
OJIOTHYCEKON MOoTpeOHOCTH AeTel. XUMUYECKHI cOCTaB
M JHEPreTUYeCKas IMEHHOCTh YKa3aHHBIX BBICOKOKAJO-
PUHHBIX, BEICOKOOEIKOBBIX CIIELUATU3UPOBAHHBIX CMeE-
cell mpeacTaBICHH! B Ta0M. 2.

YKkazaHHbIE MPOTYKTHI MIPUMEHSIITUCH B KAYECTBE HY-
TPUTUBHOW NOOAEPKKHM y ManueHToB ¢ MB B perckux
kimHuKax Mocksel, Tromenu u Boponexa. /[ paboTer
HCIIONTE30BAIN TIPOTOKON, pa3paboranusiii HMULL 310-
POBBS IETEN.

Hetu B Bo3pacte 1-3 siet nonyvanu cmecu «HyTpusn
Crangapmy/«HyTtpusn Cranmapr ¢ NMHIIEBBIMH BOJIOK-
Hamu» i «HytpusH J[uaber» B kauecTBe 10OABICHUS
K JiedeOHOMY partmoHy B koiwmdectBe 100—150 mur, metn
3-7 ner—150-200 mu, marpients 7—11 1er— 200300 M1,

12-17 net — 300—400 M1 exxeTHEBHO B TEUCHHUE CPOKA
TOCTIUTATU3alUHU U Jajiee MOCie BRIMUCKH U3 CTAI[HOHA-
pa He MeHee 2 Mec.

bompmuuacTBO manmentoB (71 pebenok, 81,6%)
nonydanu cmech «Hytpusn CranHgapT»: U3 HUX
51(71,8%) pebeHOK — rOTOBYIO )KHIKYIO CMECH, IIPH-
TOTOBJIEHHYIO N3 cyxoronopotika;20(28,2%) nereit—
CMeCh B M30KaJlOpuilHOM pa3BeneHuu. Kugkue cMme-
CH, TOTOBBIE K yHOTpeOJieHWio, OBIIM Ha3HA4YeHBI
61 (70%) maumenty, B Tom ugucie 13 (15%) nersm
B BHUJI€ HOYHOW TUIEpaTUMEHTALHUH 4Yepe3 TacTpo-
cromy [18]. B pannonax ocransHbBIX 26 (30%) nereit
HCIIOIB30BaTN Cyxue (mopomkoobpa3Hbie) (GpopMbl
NPOAYKTOB, IPUTOTOBICHHBIX B U30KAJIOPHIHOM pas-
BenleHnH. CMecH MCIOJIB30BaANIM B KadecTBe 2-TO 3a-
BTpaKa W/ TMOJIIHUKA.

VY 10 (11,5%) 60onbHbIX B Bo3pacte 11-17 ner ¢ HTT u
MB-CJI ucnionb3oBanu xujikyto cmech «Hytpusn Jua-
oet». etsm (6 genosek, 6,9%) 6e3 HTI" naznaganu >ToT
MPOAYKT, IPUTOTOBJIEHHBIN U3 CyXOW CMECH B M30KaJo-
pUITHOM pa3BeIeHUH.

B xone nHabironeHns OleHNBAIN OPTaHOIENTHYECKUE
CBOIICTBa MPOAYKTOB, HaJHYWE HEXKEIATEIbHBIX sIBIIE-
HUI (aJulepruvecKkne peakiluy, TOIIHOTa, PBOTA, JHC-
METICHYEeCKUE paccTpOrCTBa). B cirydae mosBieHus mo-
OOYHBIX pEaKIUil WK OTKa3a OT MPHEeMa CMECHU MalueHT
WCKITFOYAJICS M3 UCCIIEIOBAHMSL.

HNudopmanuio 0 COCTOSHUN TAIMEHTa, TePEHOCHUMO-
CTH MPOAYKTOB, MAaCCO-POCTOBBIX MOKA3aTEISIX MOTyJaIn
BO BpeMsI BU3HTA K Bpady WM Tele()OHHOTO KOHTAKTA.

[lokazarenn Macchl Tena W POCTa OIEHUBAIH TI0
nporpammam WHO-Anthro (ans gereit ot 1 roma mo
5 ner) m WHO-Anthro Plus (111 mammeHTOB cTapiie
5 ner). J{ist ONEHKH CTEIeH! TSHKECTH HETOCTATOUHOCTH
MUTAHUS UCIIONB30BANIN MOKa3aTeNb Z-score Macca Teina/
JUTHHA/BO3PACT IJIs eTel 1-5 JeT u mokazarenb Z-score
WHJIEKC MaCCHI TENIa/BO3pacT — st neTeid 5—18 mer.

Bce nonyuennsie nanHble 00paboTaHbl ¢ MOMOLIBIO
MakeTa CTAaTUCTHYECKUX TmporpamMm «Statistica 6.0»
(«StatSoft Inc.») u Microsoft Excel 2010.
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PesyapTarh

B nauane uccrnenoBaHus maipeHTaMm cTapiie 6 Jiet
Hpe)lnarann OLCHUTH BKyCOBI)Ie KauccTBa HpOI[yKTOB 110
5-0aJUIBHOM CHUCTEME, IEeTIM MIalIe 6 JET — I10 CUCTE-
Me «ecT» — «He ecT». B pesynprare Bce 32 (45%) pe-
6CHKa miiaamie 6 JICT MOJIOXKUTCIIBHO OTHECIINCH K HpI/Ie-
My kuakor cmecu «HyTtpuan Cranmapt» ¥ IpuHUMAITU
ee B TEUEHWE BCEro Tepuona HaOmoneHus. bonbimH-

ORIGINAL ARTICLE

cTBO nanueHToB (37 gereit, 95%) ctapiue 6 JeT OLCHUIN
BKYCOBBIC KaueCTBa KaK «OTIIMYHBIC» H/HITH «XOPOIIIHE,
CpEemHsISL OIEHKA OPTAaHOJIEITHIECKIX CBOHCTB COCTaBHU-
na 4,38 + 0,58 6amna, Tonbko 2 (5%) manmMeHnTa oTkasa-
JIUCH OT TIpHeMa TIPOAYKTa W BHIOBUTH U3 MCCIICIOBAHMUS
Ha 5-e cyTtku [18].

BkycoBbie kauectBa mpoaykra «Hytpusn Juader»
OBLTM BBICOKO OIICHEHBI TAIlMCHTaMH CTapiie 6 JIeT,
cpenuuit 6amn cocrasun 4,79 £ 0,41. B tadn. 3 mpen-

Ta6numa 2/Table 2

OcHOBHBIE THIIIEBBIE BELIECTBA, JHEPreTHYECKAsl IEHHOCTH H OCMOJISIPHOCTD CHEUAJIH3MPOBAHHBIX MPOAYKTOB
«HyTtpmsn Cranaapr» u «Hyrpusn Juader»

Basic nutrients, energy value and osmolarity of the specialized products Nutrien Standard and Nutrien Diabetes

Cyxotii,
B 100 r mpomykra
Dry, per 100 g

TIumeBas LEHHOCTE
Nutrient value

W3okanopuiiHoe pa3BeneHue
1 xxan/1 mi, B 100 M1 mpoxykra
Isocaloric dilution 1 kcal/l1 ml,

Kunkuii crepuin3oBaHHbIH,
1 xkxan/mi, B 100 M
Fluid liquid, 1 keal/ml,

Osmolarity, mOsm/liter

Osmolarity. mOsm/liter

of product in 100 ml of product in 100 ml of product
«HyTtpusn Crangapm»
Nutrien Standart
DHepreTuveckas [IEHHOCTb
Energy value
at 448 100 100
keal
kJx
W 1876 419 419
Eenog, r 18.0 4.0 4.0
rotein, g
Kup, r
Fat, g 16.0 3.6 3.6
‘VrneBonsl, T
Carbohydrates, g 58.0 12.9 12.9
B TOM 4HCIIE Caxapo3a, I 0 0 02
including sucrose, g ’
OcmonsipHOCTB, MOCM/1T _ 300 300

«HyTtpwmn Iuader»

Nutrien Diabet
DHepreTuveckas IIEHHOCTb
Energy value
Exan 479 100 100
cal
iefbx 2006 419 419
kJ
Ben01'<, r 20.0 4.2 43
Protein, g
Kup, r
Fat, ¢ 26.0 5.4
JIMHONIEBAs KHCIIOTA 4.9 10 39
linoleic acid
O-JIAHOJICHOBAs KHCIO0Ta 12 025
a-linoleic acid
YrneBoasl, T
Carbohydrates, g 4.8 9.4 127
B TOM YHCIIE:
¢dpyxro3a, r 6.0 1.3 1.5
including fructose, g
IHUIIEBBIC BOJIOKHA, T
including dietary fiber, g 7.0 . 15
OcmonsipHOCTh, MOCM/IT B 250 290
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OPUIMHAINBbHASA CTATbA

Ta6numa 3/Table 3

JluHaMuka noka3sareJieii HyTpPMTHBHOIO CTaTyca HA (oHe UCIOIb30BAHNUS 0T€YeCTBEHHBIX CIIENHAJIN3HPOBAHHBIX cMecei
HTEPAJILHOr0 nuTanus, n (%)

Dynamics of indices of nutritional status against background of domestic specialized mixtures of enteral nutrition, n (%)

TTanuentsr 1-6 ner TTanuenTs! 6-18 et
CTeneHpb TSHKECTH HeJI0OCTaTOUHOCTH Patients (1-6 years) Patients (6-18 years)
MTUTAHHUA (n=29) (n=56)
Severity of nutrition deficiency JI0 IpremMa HocIe npuemMa JI0 prema noce npuemMa
before introduction after introduction before introducton after introduction

Tsoxenas 17 (30,0
Severe Z-score <—1 5(17,2) 3(10,3) ( ) 13 (23,0)
Cpennsist 14 (25,0)
Moderate ~ Z7SCore=-2 9(L0) 8(27.6) 17(30,0)
Lo Z-score <3 15 (51,7) 15 (51,7) 25 (45,0 25 (44,0
OTtcyTcTByeT — Z-score B Ipezenax % o
None (in limits) £1 0 3*(10.3) 0 1(2,0%)

IIpumeuanue. *p <0,05 n0 cpaBHEHUIO C JAHHBIMH 10 NpHEMA.

Note. *p <0.05 compared to data before receiving.

CTaBJICHBI TIOKA3aTENId, XAPAKTCPU3YIOUIHUE HYTPUTUB-
HBIH CTATYyC MAlMEHTOB JI0 U MOCIIC Ha3HA4YCHUS JieueO-
HBIX CMECEH.

Ha (one ucnonb3oBanus CrielMagTu3upOBAHHBIX MTPO-
IYKTOB OblJIa YCTAHOBIICHA IOJIOXKHUTEIbHAS AMHAMUKA
Macchl Tena y 6onprmHcTBa (73, 83%) manmeHToB Bcex
BO3PAcTOB. 3a BpeMs HaOIOEHH Y IeTei B BO3pACTe 10
6 et cpegHeMecssYHas MPUOaBKa MacChl Tela COCTaBU-
ma 205 = 34 r (120-340 1), 4To crmocoOCTBOBANIO YITy4-
HICHUIO TOKa3aTesel GU3NIeCKOro pa3BUTHS, IIPU STOM
HEJIOCTaTOYHOCTh MUTaHUS ObLIIA MMOMHOCTHIO YCTPaHEHA
y 3 (10,3%) nereii (p < 0,05). Y marmentos Oomee crap-
IIeTo BO3pacTa mpubaBKa MacChl Tela ObUTa HE CTOMh
3HAYUMOM, HO TAK)KEe MMeJa MOJIOKUTEIBHYI0 TUHAMUKY
(cpenaemecsunas nmpudaska 125 £+ 50 r; 90—180 1), ipu
atoM y 1 (2,0%) moapocTka OTMEYEeHa HOPMATH3AITIS
MacCO-POCTOBBIX ITOKa3aTEIICH.

OO0cyxpaenue

B Hacrosiiiee Bpemst He BBI3bIBACT COMHEHHU HE00-
XOIMMOCTE aJCKBATHON OpTaHHM3AIlMH M KOHTPOJS HY-
TPUTUBHOW MOAJEPKKHM MauueHToB ¢ MB, HauunHas c
MOMEHTa yCTaHOBJEHUs nuaruosa. Ha 1-m rogy kxu3Hu
3TO O3HA4YaeT MO0 BO3MOXXHOCTH COXpaHEHUE TPYIAHOIO
BCKapMJIUBaHUsl, CBOEBPEMEHHOE BBEJEHUE BBICOKOKA-
JIOPUHHBIX OO MPUKOpMa, TPU HEOOXOAUMOCTH HC-
TTOJTE30BaHUE BBICOKOKAJOPUIHBIX cMecel (Hampumep,
MpeIHa3HAYCHHBIX ISl HeMOHOIIeHHBIX aeTeit) [19-21].
VY nereit crapuie 1 roga 1t mogAepKaHUS HOPMaIbHO-
o0 HyTPUTUBHOTO CTaTryca WM KOPPEKIUH HEAOCTaTou-
HOCTH IHMTAHHUS BO3HUKACT HEOOXOAUMOCTH HCIIOJL30-
BaHUs CIIELUAJIU3UPOBaHHBIX cMecei. KnmnHuueckux
WCCIICIOBAHMM, TIOCBAIIEHHBIX TMPUMEHCHHIO TaKHUX
cMecelt y nereid ¢ MB, HEMHOTO, OTHAKO CIEUATHUCTHI,
3aHMMAIOIIKECS JaHHOU MPOoOIeMOid, TOJUYEPKUBAIOT €€
aKkTyanbHOCTh [20-22].

Harm omerT mewenns 6onsHBIX MB mokasai, 4ro mep-
Bbl€ MPHU3HAKM HEIOCTATOYHOCTH IHUTAHUS SIBIAIOTCS
MOKA3aHUEM JUISl HA3HAYECHHS HYTPUTUBHOW MOAJIEPHKKH,
T.K. IIPH €€ OTCYTCTBUH YBEIMYMBAETCS PUCK PA3BUTHUS
TSDKENBIX OpM  OEJIKOBO-3HEPIeTHUECKOTO JeQHLUTA.
O6cnenoBanne 50 meredd Ha GOHE UCIOIL30BAHUS YCH-
JICHHOTO TIMTAHUS W JIOTIOJHUTEIHHON JOTallMd BHUTA-
MUHHO-MHHEPAJIbHBIX KOMIUIEKCOB IOKa3allo, 4TO B Ha-
yaje uccnenoBanus y 60% OonpHBIX ObUIA HENOCTATOU-
HOCTb IUTAHUS TSDKENas, uepe3 3 Mec 1Mocie KOPPeKInu
IUeThl y 45% nereil 3HauYMTENbHO YITyqIIHINChH TTOKa3a-
TeIu QU3NIECKOTO pa3BUTHS [23].

Lensro uccnenoanwus, mpoBeaeHHoro B [lombrme [24],
ObLIa OLIEHKA IPEUMYIIECTB U PUCKOB 3HTEPAIBHOTO M1~
TaHUs C UCHOIb30BAHUEM TaCTPOCTOMBI ¥ 53 MOJIOIBIX
narueHToB ¢ MB. BonpmmacTBO manmenToB (79,2%) He
UCTBITEIBAIM NMOO0UHBIX 3ddekToB, 17% coobmmmm o
MECTHBIX MH(EKLHUIX, KOTOpbIe OBICTPO KyNUPOBAJIKCH,
y 2 60mbHBIX (3,8%) MPON30IIIIO CAMOCTOATENFHOE yAa-
JeHue OanoHa racTpoCTOMBL. Y BCEX NAalMEHTOB YBe-
JMYWIACh Macca Tella M yIy4IIWIOCh Ka4eCTBO JKU3HU.
OTO MO3BOJMIIO 3aKIIOYNTH, YTO SHTEPAIHHOE MUTAHUE
yepes racTpOCTOMY SIBJISIETCS] BaXXHBIM METOAOM KOPpPEK-
WY HyTPUTHBHOTIO cTaTyca Ul TeX ManueHTos ¢ MB, y
KOTOPBIX TEPOPATBHBIN MPHUEM BBICOKOIHEPTeTHIECKUX
cMmecelt OblT Hed(h(HEKTUBHBIM.

Takum 00pa3oM, MYJIBTHULIEHTPOBOE HCCIIEIOBAaHHUE
BBISIBIJIO HEOOXOIMMOCTh OpraHHM3aldy KOHTPOJHpYe-
MOH HYTPUTHBHOU MOAACPKKHU y 60IpHBIX ¢ MB, nme-
OIUX Ja)K€ MHUHUMAJbHBIE TPOSABICHUSA HEIOCTATOY-
HocTH nuTanud. Criennann3upoBaHHbIE 0TEIECTBEHHBIE
MPOAYKTHl dHTepanpHOro nuranus «HyTpusH craH-
napm»/«Hytpussa CraHzapT ¢ NHIIEBBIMU BOJOKHAMU»H
«HyTtpuan naber» MoryT 3¢p(peKTHBHO HCIIONB30BATHCS
JUT KOPPEKIMH HY TPUTUBHOTO CTaTyca MallueHTOB CTap-
me 1 roga ¢ MB, 0OCIOXHEHHBIM HEIOCTATOYHOCTHIO
nutanuss 1 HTI. BaxHbIM NIpenMyIeCTBOM JaHHBIX
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MIPOIYKTOB SIBISIETCS] BEICOKOE COJICPIKAHKE CPEAHEIICTIO-
YEUHBIX TPUIIHUIIEPUIOB U OTCYTCTBHE JIETKOYCBOSEMBIX
YIIIEBOJIOB (TJIFOKO3bI, JTAKTO3bI), YTO MO3BOJISICT UX HC-
MOJIb30BATh Y MAI[MEHTOB C MAHKPEATHYCCKOW HEA0CTa-
TOYHOCTHIO, HEMIEPEHOCUMOCTBIO JIAKTO3bI, CHUXEHUEM
TOJIEPAHTHOCTH K TiroKo3e, MB-CJI.

Hannuue cyxux (IOpouikooOpa3HbIX ) IPOAYKTOB JaeT
BO3MOKHOCTh IPUMEHATh WX Pa3In4HbIC Pa3BCICHUI —
OT M30KAJIOPUHHOTO JI0 THUIEPKAIOPUHHOTO — B 3aBHUCHU-
MOCTH OT HyTPUTHBHOTO cTaryca rnaipeHToB ¢ MB. XKuz-
KHE, TOTOBBIE K YITOTPEOIEHUIO MPOLYKTHI MOT'YT IITUPOKO
HCIOJIB30BaThCS B CIy4YasX HEOOXOAUMOCTH HOYHOHW TH-
MepaTMMEHTAIINH, B TOM YHCIIE Yepe3 racTPOCTOMY, & TaK-
’Ke B BHJIE CHITMHTA IarmeHTamMu ¢ MB, mocemaromummun
JOLIKOJIBHBIC W HIKOJIBHBIC O6pa30BaTeHBHI)Ie yqpenc,ue-
HHUSI, TOACPIKUBAS UX COIMATBHYIO AKTHBHOCTb.
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