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AHanuanpyetcs onbIT NPUMEHEHUs MOHOKOMITOHEHTHbIX MPOAYyKTOB rpukopma «Gerber» y 15 peteit rpyAgHoro Bospacta,
60/1bHbIX MYKOBUCLIMAO30M. OLieHMBaeTcsi 6e30MacHOCTb MPOAYKTOB MPUKOPMa, @ TaKXKe C MOMOLLbI0 Pa3paboTaHHOro
aBToOpaMu MHANBUAYANbLHOMO IMCTa NMUTaHWUs U 1abopPaToPHbIX MoKa3atesnei ux 3pPEeKTMBHOCTb — U3MEHEHMS B KOMPOorpam-

Me U COCTOsIHne MMKpO6MOL(eHO3a KULLeYHNKa.
KniodeBbie cnoBa: feT1, MyKOBUCLMAO03, MPUKOPM.

MyKOBMCLIMAO3 — Camoe pacnpocTpaHeHHoe Hacnea-
CTBEeHHoe 3abonesaHue, 06yC/IOBNEHHOE MyTaluen reHa
MYKOBUCLIMLO3HOrO perynaropa TpaHcMemOpaHHOM MNpo-
BOAMMOCTU. 3ab6oneBaHWe NPOTEKAET C COYETaHHbIM Hapy-
lweHneM QYHKLMM OpraHoB [bIXxaHWa U NuLLeBapuUTebHOM
CUCTEMbI, YPOreHUTalbHOIo TPakKTa, CJIIOHHbIX XXenes, rena-
TOGUNMapHON cucTeMbl. BonesHb cBA3aHa ¢ NpPoayKuuen
BCEMMU CTNU3UCTbIMU XKene3amMun opraHn3ma ceKpeTa NnoBbl-
LIEHHOW BSA3KOCTM 3a CYeT yBeM4eHUa KOHLEeHTpaLunu
3/IEKTPOINTOB U BENKOB, Npu 3TOM BoAHada dasza, Haobo-
poT, yMeHbllaeTcs. 3aTpyaHeHUe OTTOKa BA3KOro cekpe-
Ta BefeT K ero 3acTolo C MocneaylowmM paclmMpeHmem
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BbIBOJHbIX MPOTOKOB Xefes, aTpoPpuren }eneanctonm TKaHu
W ee nporpeccupytolmm ¢rudéposom [1].

Kak B 6poHXManbHOM [JepeBe, TaK M B XKenyao4yHo-
KMWEeYHOM TpaKTe Mnpu MYKOBUCLMAO3€e pa3BUBalOT-
CA XapaKTepHble nartofiornyeckne M3mMeHeHus. Yaule
BCEr0 — 3TO KOMOMHaLMS M36bITKa CEKpeuuu XIopwu-
0B U cnnM3eobpal3oBaHus, 4YTO BeAeT K gerngpatauuu
KUIIEYHOro coaepxuMmoro. Kpome TOro, ycuiaeHHoe
BblAe€NEHNEe XeNnyao4yHOro coka Ha ¢GpOHe yMEHbLUEeHUS
KonnyectBa 6MKapOGOHATOB B CEKpeTe NOaKenyao4Hon
enesbl CNoco6CTBYET MOHUMKEHUIO YPOBHSA pH Kuwweu-
HOro coaepXuMmoro. M36bITOK BA3KUX FMUKOMPOTEMAOB

Mono component additional food in children

with cystic fibrosis

Authors analyze an experience of nutrition with mono component additional food «Gerber» in 15 infants with cystic fibrosis. They
estimated a safety of additional food and its effectiveness via proper individual nutrition list and laboratory data (changes in faeces

analysis and state of intestinal biocoenosis).
Key words: children, cystic fibrosis, additional food.
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W yBEIMYEHUE KONM4yecTBa GOKaNOBUAHbLIX KNETOK B TOH-
KOW KULIKE NpU MYKOBWUCLMAO3€ OOYC/NOB/IMBAIOT CHMU-
XeHWe BcacbiBaHWS MuTaTeNbHbIX BewectB. OnucaHo
pa3BuTUe CTa3a B TOHKOW KULKe Yy 60/IbHbIX MYKOBUCLM-
[030M, 4YTO MPMBOAUT K MOBbILIEHHOMY POCTY YCMOBHO-
naToreHHbIX MUKPOOPraHM3MOB W, KaK CNeiCcTBUe, — YCU-
NeHunto Manbabecopbumm [2].

MpuBeaeHHble Bbie daKTbl NO3BOAAIOT YTBEPXKAATb, YTO
3pDEKTUBHOCTb MEXaHW3MOB «Mepudepuyeckon Tone-
paHTHOCTW», obecneymBaloWwnMx OGUOXMMUYECKOE, MeTabo-
JIN4ECKOE U UMMYHHOE paBHOBeCHe NMpuU MyKOBUCLMOO3E,
CHWXeHa. BO3MOMXHOCTb McHepnbiBalolWen paHHen auna-
FTHOCTMKM MYKOBWCLMAO3A, YBEIUYEHUS MPOAOCIKUTENb-
HOCTU YMU3HWU OOJIbHbLIX, @ TaKXe CIIOXHOCTb KOPPEKLIUK
MeTabo/IMYECKNX PacCTPOMCTB O6ycnaBMBalOT aKTyalb-
HOCTb MPO6GIEMbI PALIMOHANIBHOIO MUTAHUS AeTen rPyAHOro
Bo3pacrTa.

B pa6ote npeactaBieH KIMHUKO-NabopaTopHbIA aHanus
3QDEKTUBHOCTU M 6E30MaCHOCTU MCMOJSIb30BaHUSA MOHO-
KOMMOHEHTHbIX MPOoAyKTOB npukopma «Gerber» (Hectne,
Poccusa) y 15 peten rpyaHoro Bo3pacTa, 60/bHbIX MYKO-
Bucumao3oM. CpeaHni Bo3pacT AeTen coctaBun 6,7 mMec;
M3 HWUX MaNnbyuKoB 6bII0 — 9 (64%). Bcem petam Aaua-
rHO3 MYKOBWCLMA03a MoctasfieH B Bo3pacTe Ao 1 roja,
B pamMKax NpoBOAMMOrO B Kpae HeoHaTallbHOro CKpUHUHIa
Ha MYKOBMCLMLO3 (C ONpeAeneHneM ypoBHA MMMYHOpPeaK-
TUBHOIO TpUMCKHA). MNpK NOCTYNIEHUN B OETCKYIO KpPaeBylo
KJIMHUYeCKyto 60nbHULY KpacHoaapa B Bo3pacTte 2—3 mec
[MarHo3 MyKOBMCLMA03a Oblal MOATBEPIKAEH HA OCHOBAHWUK
KIMHWYECKMX MPOSIBIEHUIM 3a60/1eBaHNS, NMONOXKUTENbHbIX
3-KpaTHbIX pe3ynbTatoB NOTOBOW MPo6bl U FTEHETUYECKOro
MCcCneaoBaHUs C LeNblo OBGHapYyKeHUs MyTauuuM B reHe
MYKOBHUCLIMA03a.

CpegHee copepxaHue X10puUAOB B MOTOBOW XWMOKOCTU
y HabnogaeMsblx geten coctaBuno 107 mmonb/n (Hopma —
He 6051ee 60 MMOJb/N). B pesynbrarte reHeTMYECKOro uccre-
noBaHua y 11 (73%) neten obHapy»eHa Mmytaunsa F508del.
[Mpn 3TOM B rOMO3UroTHOM cocTosiHunM F508del HanaeHa
y 20%, B retepo3urotHom — y 53% peten. B 27% cnyyaes
MyTauusi reHa MyKOBMCLUMAO3HOr0o perynsatopa TPpaHCMeM-
6paHHOM NPOBOANUMOCTHU HE OOHapyXeHa.

Y Bcex [eTer OoTMevyeHa cmellaHHad dopMa MyKOBUCLM-
[03a. MHTerpanbHas OUEHKA KIMHUYECKUX MapamMeTpoB
no wkane LUBaxmaHa no3Bonuna OO6bEKTUBU3MPOBATH
TSXKECTb COCTOSIHUSA GOMbHbIX: COCTOSIHUE CPELHEN THKECTH
OblN0 onpeneneHo y 67% o6cneaoBaHHbIX, y OCTalbHbIX —
TAXeNnoe Te4yeHne 3ab60neBaHng.

OTtcTtaBaHne GM3MYEeCKOro pa3BuTusS aeten, 60NbHbIX MyKO-
BUCLMA0O30M, ONpeaensietca MHOrMMM NpUYnHaMu, npexae
BCEr0 XPOHUYECKON MaHKpeaTUuieCcKon HeJoCTaTOYHOCTbIO,
NpUBOAALWEN K 3SHEpPreTM4eCKUMM MoTepsiM, MPUTOM YTO
NnoTPe6bHOCTL B 3HEPrMM OCTaeTCHd Ha BbICOKOM YPOBHeE.
BosHuKatowmm B peadynsrate oTpuLaTeNbHblM 3HepretTuye-
CKMIW GanaHC ocnabnsieTt Abixate/bHble MblllLbl, HapywaeT
penapatuBHbIE NMPOLLECChl B AblXaTeNbHbIX MYTAX, @ TaKKe
QYHKLMIO UMMYHHOM cucTembl [3].

AHann3 ©®U3NYeCcKOro pas3BuTMA O6CefOBaHHbIX MOKa-
3an, 4yto y 6 (40%) neten aeduuMT Macchbl Tena gocTuran

*

oT 20 go 30% [OMKHOM, YTO COOTBETCTBOBANO MMMOTPO-
dum lI-Ill ctenenn. OTcTaBaHWe MO Macce Tena U pPocTy
Oblno o6HapyeHo y 3 (20%), cpeaHee rapmMOHUYHOE pas-
BuUTME — y 6 (40%) NaLMEHTOB.

JleyeHne nauMeEHTOB C MYKOBUCLIMLO30M BKJOYano aue-
TOTEPANUIO, KMHE3UTepanuio, aHTubaKTepuasbHyt, MyKO-
JINTUHECKYIO, 3aMECTUTENIbHYIO Teparnuio COBPEMEHHbLIMU
depMeHTHbIMK MpenapaTamu.

Hab6niogeHne 3a 60/1bHbIMU ETbMU U KOPPEKLMIO MUTaHUA
NPOBOAUAN Ha MPOTSAKEHUM OAHOro roga. Bce 6onbHblE
HaXo4WUCb Ha MCKYCCTBEHHOM BCKapM/MBaHWWU, Mnonyya-
S NOJIY3/IEMEHTAPHYIO TMNoannepreHHylo 6e31aKTo3Hyo
CMECb Ha OCHOBEe [lybOKOro rmaponusa CbiIBOPOTOYHbIX
6enkoB «Alfare». lNpn 3TOM KanoOpPUMHOCTb CYTOYHOIO paLiu-
OHa 6blna yBenuyeHa 0o 120% no cpaBHEHUIO C TAaKOBOWM
y 3[0pOBbIX AeTen Toro e Bo3pacTa [4]. KomneHcauums
cTeaTtopeun, BOCCTaHOBJIEHWE BCaCbiBaHUA XWMPOB OCY-
LLEeCTBNSANOCh 3a CHET MHKAaMNCY/MPOBaHHbIX NaHKpeaTuye-
CKMx depmeHToB (2500-3000 E/[], pepmeHTOB Ha Kaxable
120 mn cmecw).

OPpDeKTMBHOCTL M 6€30MacHOCTb MPOAYKTOB MpUKOpMa
«Gerber» oueHnBanM Ha OCHOBAHUW AMHAMMKM KIMHUKO-
NnabopaTopHbIX NoKasatenen. Cpoku M nocneaoBateb-
HOCTb BBEAEHWS MPOLYKTOB 6a3uvpoBasMCb Ha npaBunax
BBEAEHWS MPUKOPMa, WX yCTaHaBIWBaIW UHAMBUAYANIbHO,
nocrie KOHcyNbTauuu ¢ Bpayom. Bce feTu Ha NpoTaweHuu
roga HabnloeHUa nocnefoBaTesnibHO nonyyanu GpyKTo-
Bble niope M3 A6s10Ka, rpywn Bunbamc, OBOLWHbIE MNiope
13 Kaptodend, GPOKKOIN, MSACHOE Mope M3 UblMneHKa
B COGCTBEHHOM COKY.

Ons oueHKn apdeKTMBHOCTM 6104 NpMKopma Obln paspa-
60TaH MHAMBWAYANbHbIA JIUCT NMUTAHWUSA, B KOTOPOM YYWTbI-
Banucb NpubaBKa Macchl Tena, JMHaMWKa pocta, U3MeHe-
HWEe anneTuTa, Hanuyne 6onen B XUBOTE, PBOTLI, YacToTa
M XapaKTep CcTyna, €ro KOHCUCTEHUMHA, NOABJIEHWE CbIMU
Ha KOXX€ B CBA3M C BBEAEHWEM HOBOIO NPOAYKTa NUTaHus,
a TaKXe MHAnBUAYyanbHOE OTHOWeEHKE pebeHKa K NMPOLYyKTY
(HpaBuTCA — He HpaBwuTtcd). M3 nabopatopHbIX NOKa3aTe-
JIEN uccnegoBanu U3MEHEHUA B KonporpaMmme (4Bar bl —
[0 Ha3Ha4YeHWs NPUKOpPMa U B MNpoLecce ero BBeLEeHWUS)
M COCTOSIHME MWKPOOMOLIEHO3a KUlLeYyHWKa. B Komnniekc-
HOM KONMYECTBEHHO-OYHKLMOHANIbHON OLIEHKE COCTOSHWUSA
MUKPOOMOLIEHO3a KULIEYHMKA Y4UTbIBanu obliee Konuye-
CTBO MUKpPO®Nopbl, GYHKLUMOHANbHYIO aKTUBHOCTb OUbU-
nob6aKTepui oLeHMBann No ypoBHIO KUCNOTOO6Pa30BaHM:
pPasHOCTU MEMXIY YPOBHEM KUCNOTHOCTU MO TepHepy Xui-
KOCTW NUTaTeNIbHOW cpelbl, B KOTOPOMW Bbipocna KynbTypa,
M YPOBHEM KUC/IOTHOCTU CTEPUSIbHOW MUTaTeNIbHOM cpepbl
TOW e NapTUu NPUroTOBNEHUS.

B Konporpamme y Bcex [eTel OTMeYeHbl XapaKTepHble
ana 60JibHbIX MYKOBUCLMAO30M MW3MEHEHUHA. BbigBneH
BbICOKMW YpPOBEHb peaKkUMM Ha TKaHeBOW 6enoK
(3,28 £ 0,14 ycn. en.*) — nNpuU3HaK BbIPaXXEHHOTO 3KC-
CyJaTUBHOro BOCMNANEHUS CAU3UCTOM OOGOJIOYKM KULleY-
HUKa. Kpome Toro, 6b110 YCTaHOBJIEHO CHUXXEHME O6LLEro
KONM4YyecTBa ayTOXTOHHbIX asapobos (o 7,4 + 0,2 IgKOE/T),
00yC/IOBNIEHHOE YMEHbLIEHWEM KOJIMYECTBA TUMUYHbIX dLle-
puxui (5,4 £ 0,3 IgKOE/T). Ha atom doHe yBennumBanochb

KonunyecTBeHHble NoKasaTenu npeacras/ieHbl B BUAE CPeHEro 3HayeHus + ctaHgapTHas ownbKa cpeaHero.
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* MJIEAJIbHO IIOAXONSAT IJIS HadaJIa, IPHKOPMa,
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Puc. CocTaB ycnoBHO-NATOreHHOM MUKPOMBIOPbI KULLIEYHWUKA
y A€TeN C MyKOBUCLIMAO30M

S. aureus;

6,7%  C. albicans;

P. mirabilis;
6,7%

19,9%

Klebsiella
oxytoca;
6,7%

E. faecium;

13,3%
E. faecalis: Klebsiella
6.7% pneumoniae;
Citrobacter Morganella 19,9%
diversus; 6,7% morganii;
13,3%
KONMYeCcTBO aapobHbiX KOKKoB (4o 7,4 £ 0,2 IgKOE/T),
B OCHOBHOM 3a cyeT 3HTepoKokkoB (5,7 £ 0,3 IgKOE/T),

a KOJIMYEeCTBO M @YHKLMOHaNbHas aKTUBHOCTb GUbUAO-
GaKTepPUN He M3MeHSNUCb. Y 60NblUMHCTBA AeTen, 60/b-
HbIX MyKoBucLMao30oM (80%), oTmedeH casur pH dexkanui
B LLEN0oYHYt0 cTopoHy (7,3 £ 0,5).

HecmoTpst Ha TO, YTO MUMKPOGUOIOTMYECKUE UCCIeA0BaHUS
NpPoOBOAMAN Ha (GOHE CUCTEMHOM aHTMOMOTUMKOTEpPanuw,
y BCex AeTen, 60/ibHbIX MyKoBucLMAo30M (100%), B TON-
CTOW KHWLIKE OGHapy»eHO 60Mblioe KONMYeCcTBO YCNOBHO-
naToreHHblX MWKpoopraHuamos (6,3 = 0,3 IgKOE/T).
Yauwe BbiceBanu 3HTEPOGAKTEPUU, peXe — LWTaMMbl
Proteus mirabilis; y Kaxpaoro 5-ro pebeHKa BbIABAAINCH
YCNIOBHO-NaTOreHHble 3HTEPOKOKKK (Enterococcus faecalis,
E. faecium); B eAMHUYHbIX Cly4asix 0OHapPYXMBan1Chb rpudbl
poaa Candida v Staphylococcus aureus (CM. PUCYHOK).
Hamn BbiSIBNeHo, 4To exemecsayHasa npubaBKa Macchbl
Tena B TeyeHWe roga HabNOAEeHWS COCTaBMIa B CPedHEM
437 rp, pocta — 2,5 cM. HexxenatenbHbix adPeKToB (601
B )KMBOTE, METeOpU3M, pPBOTa) He OTMedvanocb. YacToTa
cTyna coctaBnsina 3—4 pasa B AeHb; Ha GpoHe 6a3nUCHON
Tepanuu c npumMeHeHuem 604 MPUKOPMa COKpaTuiach
[0 2-3 pas, xapaKTep cTyjla ocTancs KawuueobpasHbiM
(6-1 TN no BpuctonbcKow WKane).

Mpn KONPONOrMYEeCKOM McceoBaHUK (Yepes 2 Hep nocne
BBefeHMs npukopma) y 60% 60MNbHbIX OTMEYEHaA MONOXKMK-
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Te/lbHas AMHaAMUKa NoKasaTtesien KonporpamMmMmebl: yMeHbLLe-
HWe KONMYyecTBa HENTPAbHOMO Xupa (C 4 f0 2 «KPeCToB»),
JIENKOLMTOB, a TaKXe OTCYTCTBUE C/IU3H.

Mpu 6GaKTepuosorMyecKoM wuccnesoBaHUn MUKpobuoLe-
HO3a TONCTOM KUWKK B 100% cny4yaeB BbISB/IEHbI TE e
MUKPO3KOSIOrMYECKME HapyLLEeHUd, YTO U B Havase Habnto-
nenuna. OHM 3aKnw4vyanucb B nponuvdepaumn ycnoBHO-
naTtoreHHbIX MMKPOOPraHn3MoB U feduuute KonuyecTBa
TUMUYHBIX 3LLIEPUXMHA.

OTNNYUTENBHON OCOBEHHOCTLIO TMPOAYKTOB MNMPUKOpPMa
«Gerber» aBnseTcs oTcyTcTBME AO0OABOK: Kpaxmasna, caxa-
pa, pacTUTENbHbIX Macesn, COKOB ApPYrux GpyKToB, GpyK-
TO3bl, MYKW, puca, KapTodensd. 310 NO3BONFET U3bexartb
«MepPEerpysKkm» KnleyHmuka 60/1bHbIX MYKOBUCLMAO30M, HTO
CHWXXaeT CKOPOCTb MNPOABUXEHUSA COAEPKMMOrO MO KULey-
HWKY, YMEHbLUaeT MeTeopmU3M. BMecTe ¢ TeM OLHOTUMHOCTb
COXPaHSIOLWMXCH U3MEHEHUK MUKPOBUOLLEHO3a U pesySib-
TaTOB KOMPOJIOTMYECKOr0 UCCIEA0BaHUA Y BOMbHbIX MYKO-
BUCLIMAO30M MO3BONSAET NPEANONOMKNUTb, YTO KOMMOHEHTbI
61104 NPUKOPMa HE BAUFIOT Ha MUKPOQIOPY KULIEYHUKA.
Ha npoTtsxeHun roga HabnwaeHns 3a 4eTbMU, 60/IbHbIMK
MYKOBWCLIMAO30M, Ha doHe 6a3ncHOM Tepanuu Nnpu BBe-
[EeHWM NPOAYKTOB NpuKkopma «Gerber» paccTponcTs B Aes-
TEIbHOCTU XeNyA0YHO-KULLEYHOro TpaKTa, a/fIepruyecKux
W OPYrUX HexenaTesbHbIX peakuun He BbisBaeHo. Bpauu
W POAUTENN OTMEeYann XOPOLLYIo MePEeHOCUMOCTb MPUKOP-
Ma. BbiiBNeHo TaKke WHAMBWAyallbHOE OTHOLWEHWe AeTewn
K MpoLyKTaM — WM MOHpaBUIUCL BCe (GPYKTOBbLIE Miope
(rpywa Bunbamc, 9610K0), MACHOE MIOpe W3 LbIMIeHKa
B COOCTBEHHOM COKY W He MOHPaBUIUCL OBOLLHbIE Miope
U3 Kaptodens 1 6POKKONU.

Taknm 06pa3om, BBeeHME MOHOKOMMOHEHTHOIO NpoayKTa
npukopma GOpMUPYET eCcTeCTBEHHbIE BKYCOBbIE MPUBbIY-
KW Yy [eTel paHHero Bo3pacTa, MOCTEMEHHO Mpuydyas MX
K nuweBoMy pa3Hoobpasuto. NMpuMeHeHne 3TUX MPOAyK-
TOB MO3BOMISET ONPELENnUTb NPUYUHHO-3HAYUMBIN annep-
reH U CHU3WUTb PUCK BO3HUKHOBEHWUHA MULLEBOW anfiepruu
y 60/bHbIX MYKOBWUCLMAO30M. KnuHuyeckyto abdeKTus-
HOCTb WM 6€30MacHOCTb MCMONb30BaHWUA MOHOKOMMOHEHT-
HbIX MPOAYKTOB MpUKOpMma Yy feTer, 60JibHbIX MYKOBMC-
LMOO30M, MOXHO pacueHuBaTb KaKk xopowwue. [NpodyKTbl
«Gerber» MOryT 6bITb PEKOMeHLOBaHbl Kak 6/t04a Bbl6opa
B KayecTBe NpuKopMa AeTAM rpyLHOro Bo3pacta, 60/1bHbIM
MYKOBWCLIMAO30M.
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