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Pesiome

BeepeHue. Bonpocsl Bbibopa ONTMMAanbHOrO MpOAyKTa [N 3HTEPANbHOro NWUTaHWS y AeTel C MyKOBMCLMAO30M B COYETaHUM C
KOMOPOUAHBIMU COCTOSHMAMM TpeBYHOT 0COH0r0 KIMHUYECKOrO MOAXOLA M BbI3bIBAKOT 3aTPYAHEHWS Y MPAKTUKYOLMX CNELMANUCTOB.
LUenb pabotbl. OueHnTb 3O OEKTUBHOCTb KOPPEKLMM MULLLEBOrO CTaTyCa y AeTel C MyKOBUCLMA030M Ha (GOHe COMYTCTBYOLLMX COCTO-
SHWI C MCMONBb30BAHMEM MOY3NEMEHTHOIO NPOAYKTa ANS 3HTEPasbHOro NUTaHUS.

Matepuan n metoabl. O6cnepgosaro 20 aetert (Manbunkm — 9, nesoyku - 11) B Bo3pacTe ot 1 roga [0 3 net (CpenHwit Bo3pacT
2,9 £ 0,7 roga) ¢ NOATBEPXAEHHBIM AMArHO30M KMYKOBMCLMAO3» M COMYTCTBYIOLLMMM KOMOPOUAHBIMU COCTOSHUAMM: HEKYNMPY-
€Mbli1 KULWEYHbI CUHAPOM, NOCTPEe3eKUMOHHbIA CMHAPOM Ha (GOHe MEKOHWMANbHOTO Mieyca, NuuieBas anneprus (cMecb Gbina
Ha3HayeHa No MokasaHuaMm, oueHka 3ddexkTusHocTn no nHaekcy SCORAD He Bxoamna B 3agauym mccnegosanus). OueHnBanu
COCTOsHME (HAKTUYECKOTO NMUTAHMS, L03bl MAHKPEeATUHA, KULLEYHbIM CUHAPOM, NMULLEBOI CTATYC (@HTPOMOMETpUYeckMe nokasate-
NI1) UCXOLHO (80) M Yepes 3 Mec. (nocne) ucnonb3oBanug Mentamer KOHMOPa B nccneayemoii rpynne.

[u3aiH: npocnekTMBHOE, HabnoaatensHoe, 6e3 rpynnbl CPAaBHEHMS.

Pesynbrathl M 06cykaeHne. AHanM3 Nokasan, 4To aHTPOMOMETPUYECKME NMOKa3aTenn 3HaYMMO YBEAMYMIUCH HA OHEe KoppeKLum
pauMoHa M MCMOMb30BaHMS B KayecTBe AOMNONHUTENbHOIO NuTaHus MentameH FOHWopa. UMT yBennumncs ¢ 34,5 nepueHtunen oo
57,0 (p < 0,05). KoppeKkuus nuTaHms C MCNOAb30BaHUEM MOJTY3NIEMEHTHOM CMECH C U3MEHEHHbBIM XXMPOBbIM COCTABOM, BK/THOHAKOLLMM
CLLT, n KoppeKums [03bl NaHKpeaTUYecKnx GepMeHTOB METOLOM pacyeTa Ha COAEPXKaHME XMpa B NULLE NPUBEAN K YMEHbLIEHWIO
NPOSIBNEHMI KMULLEYHOTO CUHAPOMA.

3akntoueHue. [TonyyeHHble pe3ynbTaTbl CBUMAETENbCTBYHOT O KAMHUYECKMI 3DdEKTUBHOCTM NONYINEMEHTHOrO NPOAYKTA ANS 3HTe-
panbHOro NWUTAHWS ANS Koppekummn HyTputneHoro aeduumnta (MMT meHee 50 nepueHTunen) y oeten MAafllero Bo3pacra C MyKo-
BMCLMI030M U COMYTCTBYHOLLLEN NaTonoruen, tpebytoLieir ocoboro noaxoaa.

KnioueBble cnoBa: MykoBUCUMO03, IETU, NMONY3IEMEHTHAsS CMECh, SHTEPanbHOE NWUTAHME KMLIEYHbI cMHApoM, MenTameH KOHMOD,
Manbabcopbums
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Abstract

Introduction. The issues of choosing the optimal product for enteral nutrition in children with cystic fibrosis in combination with
comorbid conditions require a special clinical approach and cause difficulties for practitioners.

Aim. To evaluate the effectiveness of correcting the nutritional status in children with cystic fibrosis against the background of
concomitant conditions using a semi-element product for enteral nutrition.

Materials and methods. 20 children (boys - 9, girls - 11) aged from 1 year to 3 years (average age 2.9%0.7 years) with a diagnosis
of cystic fibrosis and concomitant comorbid conditions - uncupable intestinal syndrome, post-resection syndrome against the
background of meconial ileus, food allergy (the semi-element formula was prescribed according to indications, the evaluation of
effectiveness according to the SCORAD index was not included in the objectives of the study). The state of actual nutrition, pan-
creatin doses, intestinal syndrome, nutritional status (anthropometric indicators) were evaluated at baseline (before) and
3 months (after) the use of Peptamen Junior in the study group.
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Design: prospective, observational, without comparison group.

Results and discussion. The analysis showed that the anthropometric indicators significantly increased against the background of the
correction of the diet and the use of “Peptamen Junior” as an additional food. BMI increased from 34.5 percentiles to 57.0 (p < 0.05).
Correction of nutrition using a semi-element formula with an altered fat composition, including SCT, and correction of the dose of
pancreatic enzymes by calculating the fat content in food, led to a decrease in the manifestations of intestinal syndrome.
Conclusion. The results obtained indicate the clinical effectiveness of the semi-element formula for enteral nutrition for the cor-
rection of nutritional deficiency (BMI less than 50 percentile) in young children with cystic fibrosis and concomitant pathology
that requires a special approach.

Keywords: cystic fibrosis, enteral nutrition, children, semi-elemental formula for enteral nutrition, enteral syndrome,
Peptamen® Junior, malabsorption syndrome
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BBEOEHUE

MykoBMCLMO03 - ayTOCOMHO-peueccnBHoe 3abonesa-
Hue, Hanbonee YacTo BCTpevatolleecs cpeau npeacraBuTe-
nevt esponeompHow pacbl [1]. TeyeHwne MykoBMCLMAO3A
OC/IOXKHSIETCS HapYLUEHWSIMM MULLEBOrO CTaTyca, KOTopble
HapacTatoT C BO3pacToM. [TporpeccupoBaHnio HYyTPUTUBHOTO
feduumta cnocobcTByeT MHOroMakTopHas 3TMONOrUS AaH-
HbIX HApYLIEHWI, HANIMYME OCHOBHbIX M COMYTCTBYHOLLMX MpH-
YMH, ycyrybnaowmx metabonnyeckne M3MeHeHUs B opra-
HM3Me MauMeHToB. [leTonornyeckas KOppekuus sBasercs
HeoTbeMNEMOM YacTbto Tepanmuu MB, uenb KoTopoi - nofa-
[lepXXaHne ONTUManbHOrO COCTOSHUS NMUTaHMA U QU3NYeCKO-
ro passuTua [2]. HopManbHble 3HAYEHWS aHTpOMOMeTpuYe-
CKMX MoKasaTenew: mMacca Tena/BO3pacT y AeTeil mnaple
2 neT unu onTuMansHbii MMT y netelt ctapwe 2 neT v B3pocC-
JbIX KOPPENUPYKT C Gonee BbICOKMMM 3HaveHnamn ODB,
NPOLOMKUTENBHOCTbIO XM3HWU. LleneBbiM 3HaveHnem ang
aHTPOMOMETPUYECKMX NoKazaTenen aensetcs 50-i nepueHTUNb
unn 0 SD no Z-kputeputo. [pn CHUXKEHUM 3TUX NOKa3aTenen
MeHee 50 nepueHTUIeN HAa3HAYAKT HYTPUTMBHYO NOAAEPXK-
Ky B BMLE CNELMANM3NPOBAHHBIX Ne4ebHbIX NPOAYKTOB ANs
3HTepanbHoro nutanus [1-8]. MNpennoyteHre oToatoT nonu-
MEPHbIM CMeCaM, O4HAKO HEKOTOPbIE KNMHNYECKNE CUTyaLunn
TpebytoT Ha3HaYEeHUS NONY3NEMEHTHOM CMECM.

MATEPUANDbI U METO/AbI

poBeaeH NpocneKTVBHbIN aHanu3 20 nauMeHToB C MyKOBUC-
umMpo3oM B Bospacte 1-3 roma (cpeaHuii Bospact 2,9 (% 0,7))
B oTAeneHunn mykosucumnaosza OKLUMO r. Meimmwm (knmHuue-
ckas 6asa Hay4yHO-KIMHWMYECKOro OTAeNna MyKOBMCLMA03a
«MI'HL, nm. akapemuka H.IM. boykoBa», KoTOpble MonayyYanu
cmech MentameH KOHMOP B TeveHune 3 mec. KonnvyectBo cMecu
Ha3HayanM Mo WHAMBMAYaANbHO PACCUYMTAHHOM 3SHepreTuye-
CKOW LLeHHOCTH, C YYETOM HYTPUTMBHOIO AePULMTA U OaHHbIX
NMULLLEBbLIX AHEBHMKOB B 06beMe oT 200 no 400 mMn B AeHb B
M30KaNOPUIMHOM pas3BefeHun, yto coctasuno ot 200 go
400 kkan B [AeHb. [TOKa3aHMAMM K MPUMEHEHMIO Monyane-
MEHTHOWM CMeCH CNYXXMAW HYTPUTUBHbIN aednumt (MMT mMeHee
50 nepueHTWUNeN) B COYETAHUM C HEKYMUPYEMbBIM KULLIEYHBIM
CMHAPOMOM W/WUNK pe3eKUMel TOHKOTO KMLWEeYHMKA Ha doHe
MEKOHMANbHOIO Mieyca u/vnv nNueBon anneprum.

Bbibop cneunanu3npoBaHHOro NpoaykTa AMETUYECKOro
neyebHoro nutanug MentameH KOHMop (o1 1 roga fo 10 ner)
6b1n1 06yCNIOBNEH TEM, YTO MYKOBMCLMA03 BXOAMUT B NEPEYEHD
noKasaHuM K Ha3HaYeHWI0 CMEeCK, a TakKe 0COBEeHHOCTAMM
cocTaBa: benkosas yactb npeacrasneHa 100%-HbiM ruapo-
NN30BaHHbIM OENKOM MOJIOYHOW CbIBOPOTKM, KMpOBas -
copepxaHnem 54%-Hbix CLT (cpegHeuenoyeyHbix Tpurne-
LMPKAOB), 4TO 0bNeryaeT nepeBapmBaHue U yCBOEHUE CMeCH
(ma6n. 1). CMecb MOXET WMCMOb30BaTbCS B KAYECTBE €A4MH-
CTBEHHOr0 MCTOYHMKA nuTaHma. K npenmmyulecTteaM cMecu
MOXHO OTHECTM TaKXe BbICOKMIA YPOBEHb LIUCTEMHA (CUHTE3
FNIOTAaTMOHA), KOTOPbIM MOMOraeT KOHTPOAMPOBATb BOCMNANMU-
TeNbHbIM NpoLecc nyTeM HerlTpanu3auum cBOBOAHbIX paam-
KanoB, cbanaHCMpPOBAHHOE COOTHOLUEHWE apaxMOOHOBOW W
[LOKO3areKCaeHOBOW KMC/IOT, CMOCOBCTBYIOLMX CHUXKEHUIO
BOCMaNEHUs NMpu HapylweHUsax paboTbl Xenyao4HO-KMLLIeY-
HOro TpakTa, YAy4YlleHHOe MOCTyNAeHUe MNUTaTeNbHbIX
BELLECTB 3@ CYeT HOpManu3auuu MUKPOLMPKYNSUMKM B
KuLeyHuke, G1M3nonornyeckyro ocMonspHocTs (285 mOcm/n).

Ta6bnuya 1. CoctaB nonyanemeHTHol cMecy lNentameH HOHMOP
Table 1. Peptamen Junior semi-element mixture composition

Eavnmupi Ha 190 mMn
MIMILIeBaR LEHHOCTD M3MEpeHHs  TOTOBOI CMeCH

99,6
benok r 2,88
Kupbl, B T. 4.: r 3,64
HacblweHHbIe XUpHbIe KUCIOTbI r 2,16
MOHOHEHACBILLEHHBIE XMUPHbIE KUCTIOTbI r 0,56
T0NMHEHACILLEHHDIE XMPHbIE KUCIOTbI r 0,52
CpepHeLienoyeyHble TpUrMLLEPHADI r 2,04
O-IMHO/NIEHOBAA KMCIOTA r 0,068
JinHonesas kucnota r 0,48
Yrnesonpl, B T.4.: r 14
(Caxapo3a r 3,08
JlakTo3a r <0,088
OcmonspHoCTb mMOcm/n 320
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SPDhEKTUBHOCTb TEpanMM MCXOOHO WM 4yepe3 3 MeC. B
nccneayemon rpynne oLeHUBanM no KNMHUYECKUM Kputepm-
AM: YNYYLWEHWIO HYTPUTMBHOIO CTaTyca (aHTpomnoMeTpuye-
CKMe nokasaTenu) u KynupoBaHWUIO KMLWEYHOro CUMHAPOMA
cornacHo 6anbHOM oueHkn (mabs. 2). LanHag 6GannbHas
oueHka 6bina paspaboTaHa ANng KONMYECTBEHHOW OLLEHKM
KMLWEYHOro CMHApOMA C MCMNonb30BaHWEM bBpuUCTONbCKOM
LIKanbl, OOLLENPUHSATLIX U AOCTYNHbIX 1abopaTOpHbIX (Hew-
TPanbHbIM XWUP) U KIUHUYECKMX NOKa3aTenen.

Tab6nuya 2. OueHka K1WeYyHoro cMHApoma (6annbl) Npu MyKo-
BMCLMAO3E

Table 2. Assessment of the intestinal syndrome (scores) in
cystic fibrosis

Yacrora CTyna B ieHb: Yacrora CTyna B ieHb: Yacrora CTyna B f€Hb:

1-2 2-3 bonee 3
KoHcucreHums cryna™: | KoHcucteHums cryna™: | KoHcucTeHuus cryna’™:
™n 4 ™n5 ™n 6

HeittpanbHblit xup
B KOMPOrpamme:
HeT un +

He#rpanbHblit xup
B KOMPOrpamMe:
HEMHOrO MK ++

HeiTpanbHbli xup
B KOMpOrpamMme:

MHOTO / >++ u/munu
BbINAZEHNE KMLLIKN

MpumeyaHue. OueHka B 6annax COOTBETCTBYET XapaKTepUCTUKe CTyna, Gannbl He CyMMMpOBa-
nmck. 1 6ann - KynMPOBaHHbIN KULLEYHbIM CUHAPOM, 2 6anna — YaCTUYHO KYNMPOBaHHbIA, 3 6an-

112 - HEKYMMPOBaHHbIN KMWEYHbIA CUHAPOM. * BpucTonbekas wkana.

AHanu3 GakTM4eckoro NUTaHUS K1 3aMecTuTenbHoW dep-
MEHTHOM Tepanuu NpoBOLMAM aHKETHO-OMPOCHbLIM METOLOM.
AHKeTa BK/IOYaNa AaHHbIE O MUTAHUM U KONMYECTBE eAMHMUL
ANNasbl Ha KAXAbIA NPUEM MULLM U B CYTKM, 33 3 AHS, BKIO-
yag 1 BbixogHOW. Poguteneit wu/unu naumeHToB obydvanu
NpaBMIbHOMY 3aMOfIHEHMIO AHKET, 06beM MNOpuUMM MUK
onpenensnu nytem B3BelMBAHMS Ha ObITOBbIX Becax. Ha
OCHOBaHMM aHKeT ObIIM paccyMTaHbl MoKasaTenn xumuye-
CKOr0 COCTaBa pauUMOHa (3HEepreTMYyeckom LEHHOCTU W
MaKpOHYTPUEHTHOIO COCTaBa), MPOaHaNM3MPOBaHbl [L03bl
efnHuy nnnasel EL/kr maccel Tena v EL/rxupa. 1ng pacyeta
MCNONb30BaNach CreumanbHas KOMMbKOTEPHAs MpOrpamma,
MO3BONSHOLLAS MPOU3BECTH OLLEHKY DAKTUYECKOTO MUTaHKS U
[l03MPOBAHMUS NaHKpeaTuHa.

Kputepun BKkItOYEHMS: MNOATBEPXAEHHbIM  AMArHO3
«MYKOBMCLMA03», MOCTPE3EKUMOHHBIA CUHAPOM, MNuLLEBas
anneprus, Bospact 1-3 roga, nognucaHne MHOOPMMUPOBaH-
HOro cornacus.

KpuTepuu ucknoveHns: oTkas oT y4acTus B MCCenoBa-
HWK, OTKa3 OT ynoTpebneHuns cmMecu.

[n3aiiH: npocnekTuBHOe, HabnaaTensHoe, 6e3 rpynnbl
CpaBHeHMs.

PE3VYJIbTATbI

Bcero obcnenosaHo 20 peteit B Bo3pacte 2,9 (*0,7) ner,
M3 HUX ManbyinkoB - 9, nesoyvek —11. Bospact yctaHoBneHus
omarHosza - 1,42 roga. Bce netv 6biam ¢ naHKpeaTMyeckom
HeLoCTaTOYHOCTbIO (3nactasa Kana 1 < 200Mkr/r), n3 Hux
TaKenole MyTauuu Bbigeunan y 18 (90%) netei, He 6bino
BbISIBNEHO [eTei C MAarkumu Mmytauuamu, 2 (10%) peberka
6e3 reHetuyeckoro o6cnenoBaHus. KuLWEYHbI CMHOPOM
Habntopancs y 15 (75%), BbinafeHue NpSAMOM KUMKW Y
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2 (12%) petent Ha ¢oHe HemoCTaTO4HOM 3DHEKTUBHOCTM
3aMeCTUTeNbHOM (epMeHTHOM Tepanuu. Y OCTanbHbIX OeTei
NpUMeHeHne NaHKkpeaTuyecknx GepMeHTOB NPUBENO K KyMnu-
POBAHMI0 KMLLIEYHOTO CUHAPOMA. MeKOHManbHbIM uneyc 6bin
B aHamHe3e y 10 (50%) netei, nuwwesas anneprus -y 4 (20%).

B 3aBucumocTM oT MuKpobuonormuyeckoro npoduns
6bin1 BbISBAEH S. aureus (XpPOHWYECKOE MHOUUMPOBAHME) Y
14 (70%) neten, MRSA 6bin 'y 1 (5%), y ocTanbHbIX LeTen He
6b1/10 BbISABEHO NATONOMMYECKK 3HaUYMMown dnopsl. B nccne-
[lyeMOW rpynne He BbIIBNEHO AEeTel C MOAMMNO30M OKONO-
HOCOBbIX Ma3yX, CaxapHbIM AnabeToM, LMPPO30M MeyveHn B
CBSI3M C BO3paCTOM.

[OunHaMuka notpebneHus CyTOYHOM 3HEepreTMYeckomn LEeH-
HOCTM M MaKpOHYTPUEHTOB Yepes 3 Mec. HabntoaeHus (maba. 3)

Tabnuya 3. CoctosHue HaKTMUYECKOro NUTaHWS y feTEN C MyKo-
BMCLMA030M B BO3PACTHbIX rpynnax — 1-i BU3uT (0o), 2-1 BU3NUT
(nocne) M = SD

Table 3. Actual nutritional status in children with cystic
fibrosis in the age groups: Visit 1 (before), Visit 2 (after) M £ SD

Bo3pacr, rogpl 2,507 2905
JHepreTuyeckast LLeHHOCTb, kkan/cyT | 1532,3£356,8 | 1762 +196,7 |p=0,03
JHepreTnyeckas LLEEHHOCTb / _
®u3monornyeckasn notpebHOCTb, % 116+ 30 133225 p=004
?;‘aﬁ‘}ﬁyfya”"“a“ NOTPEOHOCTL, | 15773 4384 4| 15773 £3844| -
JHepreTnyeckas LeHHOCTb / . .
MHaneuayanbHas notpebHoCTb, % b= e | Ll 228 e UL
benok, r/cyt 63,6%19,5 72,5139 |p>0,05
benok / . "
(®uanonornyeckas notpebHoCTb, % 160,5+416 | 1655393 | p>0,05
benok /

JHepreTUyeckas LeHHOCTb, % 16330 18227 1p>005
Bk RuEII NG | 5511 | 6509 |p>005
Kupel, r/cyt 64,6177 72,4%159 |p>0,05
Kupbl /

®u3monornyeckas notpebHOCTb, % 1472+337 | 1683+25,7 |p>0,05
Kupbl / + +
JHepreTuyecKas LEHHOCTb, % 3786,2 405%59 1p>0,05
Kup (pacuet Ha dakTHyeckyto . .

maccy Tena), r/kr 56+ 14 6646 |p>005
Yrnesogpl, r/cyt 1779 60,6 | 1948%53,6 |p>0,05
Yrnesopp! / . "
(®uavnonornyeckas notpebHoCTb, % 9342293 | 1031251 1p>0,05
Yrnesogp! /

JHepreTuyeckas LeHHOCTb, % 39,7+77 454+67 1p>005
YrneBogp! (pacyet Ha

(haKTHyeckyro maccy Tena), r/kr 15343 164=39 | p>005

Mpumeyarue. Pusnonornyeckas NoTpebHOCTb, % — OTHOLIEHWE NOTPebnseMoit SHeprn K Gusm-
0/10rM4YecKkoi NoTpeBHOCTH B NPOLIEHTaX, JHepreTuyeckas LeHHOCTb/UHAMBUAYanbHas noTpe6-
HOCTb, % — OTHOLIEHWEe NOTPe6NSeMON IHEPTUM K UHAMBUAYANbHON NOTPEBHOCTU B NPOLIEHTAX.
p - no kputepuio CTbloaeHTa ANs NapHbIX BbIGOPOK.



MoKa3ana, YTo MPOLEHT YBENUYEHUS SHEPreTUYECKON LeHHO-
CTV MO OTHOLLUEHMI0 K PM3MoNormyeckoi Hopme coctasmn 18%
OT MCXOAHOro YpoBHS, 6enka Ha 5%, xxunpa Ha 2,1%, yrneBonos
Ha 9,7%. banaHC MaKpOHYTPUEHTOB B pe3ynbTaTe aIMMeHTap-
HOM Koppekuun cmecbto MNentameH HOHWOp npubamkancs K
PEKOMEHIYEMOW HOpME ANS MYKOBWMCLMAO3a. Tak, NpoUeHT
notpebnexus benka B CTPYKType KanopuinHocTu coctasun 18%
(pekomeHayemas Hopma 20%), xupa 40,5% (35-40%), yrneso-
noB 45,4% (40-45%).

CpepHas cyToyHas Ao03a naHKkpeaTWMHa y AeTel C naH-
KpeaTU4eCcKon HeaoCTaTOYHOCTbI0 A0 KOPPEKLMKU COCTaBM-
na 10620,0 EO/kr 1 11620,0 EO/Kr no aMnase nocne Kop-
peKkLMn naHkpeaTnyeckon Tepanuu (maba. 4). MotpebneHune
XMpa B CYTKM COCTaBuno 64,5 r, mocne anuMeHTapHOM
Koppekunn — 72,4 r. AHanu3 [03bl NaHKpeaTuHa C pacye-
TOM Ha notpebnexue xupa B nuwe - E/r xupa no nunaze
B CYTKM MoOKa3sas, 4To AeTv nony4vanu go koppekummn 1800,0
EL/r v nocne 2100,0 EO/r (pekoMeHAyeMble 3HayeHus
2000-4000 EO/r xmpa).

Ta6nuya 4. [103a naHKpeaTMHA B CYTKM B UCCNIeLyeMOl rpynne
M £SD
Table 4. Daily dosage of pancreatin in the study group M = SD

[lo npumeHeHus Mocne npumenenns
IEFERR, Nentame lOHMopa MNentamen lOHKMopa
Kup, r/cyt 64,6 14,7 72,4+159
MaHkpeaTyx, . .
EIL/kr/cyT 10620,0 = 4500,0 11620,0 £ 4700,0 p> 0,05
MaHkpeaty, . .
E/r/cyt 1800,0 + 850,0 2100,0 £ 920,0

Mpumeyanue. p - no kputepuio CTbioAEHTA AN NAPHbIX BbIGOPOK.

[O1HaMMKa CUMNTOMOB KMLLIEYHOrO CMHAPOMA B UCCNeay-
€MOM rpynne nokasana, yYTo npu 2-m BM3UTE B rpynne uccne-
[OBaHUS 3HAYMMO CHM3UNWCb NPOSIBNEHNUS Manbabcopbumm
n Manbamrectun ¢ 2,8 po 1,9 6anna (p = 0,04). 31o obycnos-
NEHO KOPPEKLMEWN KMPOBOro KOMMOHEHTA C MOMOLLbIO MONy-
3/1eMEHTHOM cMecH, koTopas coaepxuT CLIT-xupbl, He Tpeby-
fOLLLME IMYNbralmm XXeNYHbIMU KMCNOTaMKU U NepeBapUBaHUS
naHkpeaTuyecknmm hepmMeHTamMmu U KOppekLmMmM A03bl NaH-
KpeaTMyecknx GepMeHTOB C pacyeToM Ha noTpebnsemsiit
KMP U HA KaXObI MPUEM MULLN.

[MHaMMKa CUMMNTOMOB aHTPOMOMETPUYECKMX AAHHbIX B
nccnenyemon rpynne npeactasneHa B maba. 5. Mpu 2-M
BM3MTE B rpynne UcciefoBaHms 3Ha4MMO yBeMUumnnach Macca
Tena, nokazarenm MMT (KF/MZ, Z-KpUTepWiA, NepLEHTUNb).

MNpencraBnsieM KAMHUYECKUE CyYau.

KNUHUYECKUA CNTYUAN Ne1

[esouka 2017 r. p., AMArHO3: MyKo8UCUUOO03, CMEWAHHAs
¢opma, msmenoe meveHue (E 84.8). MekoHuessili uneyc.
CocTosiHMe nocne pe3ekuun NOAB3AOLHOM KULWKK. XPOHU-
yeckas naHKpeaTuMyeckass HedoCTaTOMHOCTb. XPOHWYECKMIA
0BCTPYKTUBHbBI BpOHXUT. feHeTuyeckunii amarHos: F508del/
TG12T5. Mukpobuonormyeckuin amarHo3: BbiceB CMHErHoin-

Ta6nuya 5. JMHammka aHTpONoMeTpuyeckmx nokasarenei M £ SD
Table 5. Changes in anthropometric indicators M = SD

Ipynna 1-3 ropa

Mokasarenb
Do Mocne
Macca Tena, Kr 11,1+0,8 12,5+0,9 p=0,02
Poct, cm 815+1,6 85013 p > 0,05
WMT, kr/m? 15,8+0,5 16,5+ 0,4 p=0,04
WUMT, Z-kputepwuit -0,1£0,1 0,2+0,1 p=0,03
WMT, nepueHtUnb 345+0,7 570+0,4 p=0,04
Pocr, Z-kputepuit -0,4+0,2 -0,8+0,3 p>0,05
Pocr, nepuentunb 46,2+09 472+04 p > 0,05

MpumeyaHue. p - no kputepuio CTblofeHTa Ans napHbix BbI6opok, UMT Gbin paccuntaH Ans aetei
cTapue 2 ner.

HOM NanoyYkn ogHokpaTHO. OcnoXHeHne: XpoHnyeckas ben-
KOBO-3HEpreTnyeckas HeaoCTaTOYHOCTb, TSKEeNas CTeneHb.
CUMHLOPOM KOPOTKOrO KMLEeYHMKA B UCXOAE OnepaTMBHOMO
NeyeHns MEKOHMANbHOIO uneyca.

ConytcTBytowmin: HegoHoweHHocTs 1-14 cT. MNepuHatans-
Hoe nopaxeHue LIHC mMwemMmnyeckn-runokcmyeckoro reHesa.
CUMHAPOM [BMraTenbHbIX HapylleHWi. 3aaepxkka MCUMXoMo-
TOpHOroO pa3sutus. BpoxxaeHHbin Luese. XXenesoneduumntHas
aHemms 1-i cT.

Xanobbl COTpYAHMKOB AETCKOrO AOMAa Ha MOMEHT OCMO-
Tpa ObIIM Ha YaCTbIM XKMPHBIWA CTYN, HEAOCTATOUHbIA Habop
BECa, 3a4epXKKY NCMXOMOTOPHOIO pPa3BUTHS.

M3 aHaMHe3a M3BECTHO, 4TO pebeHOoK OT acouuanbHOM
MaTepu, OT NpeXAeBPEMEHHbIX POLOB Ha 36-i Hemd., Npu
poxaenmmn m = 2790 r, L= 48 cM. Ha 2-i AeHb XU3HU —
pe3ekLus NoaB3A0WHON Knwkm Ha 6aze MOHWKW (anuHa
pe3euMpOBaHHOrO y4acTka He ykaszaHa). [locneonepa-
LUMOHHBIN Nepuop npoTekan TSKeno, Ha (OHe CTOMKOM
aHeMun U cencuca. Haxoamnacb Ha WBJT B TeyeHue
12 pHen. B Bo3pacte 2 Hepenb KOHCYNbTMPOBAHA reHeTu-
KOM, NpoBefAeHa notoeas npoba (HaHoaakT — 85Mmonb/n),
NMOCTaB/IeH AMArHO3 «MyKOBMCLMAO03», Ha3HAYeHbl NaHKpe-
atTnyeckme depMeHTbl. Bo BpeMsi HaxoxXaeHus B XuMpypru-
YeckoM OTAENEeHUN Haxoamnachb Ha AMHAMUYECKOM Habnto-
[LeHUW C MOMOLLbIO TENEKOHCYNbTAUMIA C OTAENEHUEM MYKO-
BMCUMAO3a Ha 6aze TBY3 MO «OKMLMO». B Bo3pacte
10 mec. bbina 3akpbiTa cTOMa.

lpn ocmoTpe B LeHTpe MykoBmcumposa B 11 mec. ¢
npeacTaBUTENSIMKU OETCKOro AoMa: mMacca Tena B 11 mec. -
5520 r, panHa 62 cM (Ha 3 MeC. HeBO3MOXHO OLLeHWTb Mo
WHO anthro). Koxa 6n1enHas, cyxas, BblpaxkeHHas BEHO3Has
CeTb Ha ronoBe, TynoBuLLe. NoAKOXHO-KMPOBAs KnetyaTka
NpakTMYeCKM OTCYTCTBYET, MbIWEYHbI CNOM MUCTOHYEH.
fmapouedanus, BblpaxkeHHas Makpornoccus. [pybas 3agepx-
Ka NMCMXOMOTOPHOro pasBUTUS: ynblbaeTcs, rynut. He cnaomt,
He Mon3aeT, He NepeBopaynBaeTcs. B nerkux: goixaHue nys-
pUNbHOE, XPWUMNOB HeT. Ha XMBOTe nocneonepauyoHHble
Wwpambl. XXMBOT 3HAUMTENBHO B34YT, yBEAMYeH B obbeMe,
6e36one3HeHHbI. MeveHb +1, ceneseHka He yBeauyeHa.
Cryn - 3 pasa, 06beMHbIN, XKUPHBIN.
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Mo akTMYeCcKoMy MUTAHWIO: MOMyYaeT WCKYCCTBEHHbIN
3aMeHWTENb FPYAHOr0 MOMOKA Ha OCHOBE MMAPONM30BAHHOIO
6enka 180 mn x 4 paza, 6e3monoyHyto kawy 150 mn x 2 pasa.
N3 nekapctBeHHOM Tepanuu - naHkpeatuH 10 000 EL
3/4 Kancynbl Ha NpUeM MULLK, XMPOPACTBOPUMbIE BUTAMMHbI
(A, 0, E), xene3a (Ill) ruppokcma nonnManbstosar .

MNpoBeneHa KOPpeKUMsS MUTAHMS: UCKYCCTBEHHbIN 3ame-
HWTeNb rPYAHOro MOMOKAa Ha OCHOBE TMAPOSIM30BAHHOMO
6enka pekoMeHnzoBaH no 180 mn x 3 pasa, 6e3mMonoyvHas
Kawa (Ha 3ameHuTene rpygHoro monoka) 150 ma x 3 pasa,
msacHoe ntope 80 r x 1 pas, NaCl (conb). Koppekums 3amectu-
TeNbHOW Tepanuu — nepepacyeT MaHKpeaTMHa Ha Kolude-
CTBO Mpa B nuue no 2000 EA/r xupa B nuuie. HazHayeHa
6a3oBas Tepanus (KMHe3noTepanus, MHraNgaumum C CoNeBbIMU
pacTBOPaMU, MyKONUTUKAMU, KOPPEKLMS [03bl KMPOPACTBO-
PUMbIX BUTaMUHOB).

MoBTOpHbIA ocMoTp 4Yepe3 5 mec. (1 ron 4 Mmec.).
MonoxutenbHas AMHaMMKa NO aHTPOMOMETPUYECKMM MOKa-
3aTensam: Macca Tena - 6550 r (+1 kr), annHa — 64 cm (+2 cm)
M NCMXOMOTOPHOMY Pa3BUTUIO: MePeBOPaAYMBAETCS, MON3AET,
TyNnT.

[poBeneHa KOppekLMs MUTAHMS: UCKYCCTBEHHbIN 3aMe-
HWTeNb rPYAHOro MOMOKAa Ha OCHOBE TMAPOSIM30BAHHOMO
6enka 3aMeHeH Ha [lentameH HOHMoOp no 200 Mn x 3 pasa,
kawa 150-180 mn x 3 pasa (Ha MenTameHe), kapTodenbHoe
ntope (100 r) + macHoe ntope (50 r) x 2 pa3a, Macno pactu-
TenbHoe 6 T. YBenM4yeHa 403a NaHKpeaTuyecknx GepmMeHToB,
6e3 nsmeHeHms koadpduumenTa no nnnase (2000 EL/r xupa
B nuuue).

B nmHamuke yepes 9 mec. (1 rog 8 mec.). lNonoxutenbHas
[MHAaMUKa MO aHTPOMOMETPMYECKMM MOKa3aTensm: macca
Tena - 8470 r (+1920 r), inmnHa - 65 M (+1 M) u ncuxomo-
TOPHOMY pa3BUTUIO: CUAMT, BCTAET C MOALEPXKKOW, MbITaeTcs
npousHocuTb cnorn. OTMEYanoCh 3HaYMTENbHOE yMEHbLe-
Hue Makpornoccuu. [MpoBeaeHa KOppekLums pauuoHa nuTa-
Hug: MentameH HOHKWop 200 mMa x 3 pasa, AeTCKas MHCTaHT-
Has kawa 180 mn x 3 pasa, Macno CMBOYHOE 5 T, 0BOLLHOE
ntope 100 r (ncknovas 6enokoyaHHy Kanycrty) + MacHoe
ntope no 70 r x 2 pasa, SM4HbIN XenToK Y2, Macno pacTuTeNb-
Hoe 10 r,TBopor go 100 r. YBenunyeHa ao3a naHKpeaTnyeckmx
tdepmeHTOB, 6€3 U3MeHeHns ko3dduuMeHTa NO nunase
(2000 ELl/r »knpa B nuLue), conb.

B Bo3pacte 2 neT peBoyka Obina ycbiHOBMEHa. Macca
Tena B 2 roga: 10,8 kr, poct 80 cm (WHO anthro macca Tena/
pocT - 77-# nepueHtunb, 0,9 SD, poct - 1-i1 nepueHTUb,
-2,3 SD). OTMevanacb 3aaepka pocTa Ha YpOBHE HWM3KOPOC-
NnoCTH, AeduumTa Macchl TeNa He BbISBAEHO, Macca Tena no
OTHOLLEHMIO K POCTY COOTBETCTBOBaNa HopMe. B HacToswee
BpeEMS COXPaHfeTCs 3afepXka PeyeBOro pasBUTUS.
MoTopHOe pa3BuTMe MO BO3PacTy.

KNUHUYECKWUIA CNYYAN N2

Manbunk, 2018 r. p., AMArHoO3: Mykosucyudos, cpedHel
msecmu, cmewanHas ¢opma (E 84.8). TeHeTnyeckuin aua-
rHo3: F508del/F508del. XpoHuyeckuli 6poHxum. Amenekmas u
sepxHedonesas nHesmoHus (04.12-18.12.2017). XpoHuyveckas
naHkpeamuyeckas HEA0CMamoyHoCMe.
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OCnoXHeHme: CMHAPOM KOPOTKOTO KMLIEYHMKA B MCXOae
ONepaTUBHOTO  NIeYEHUS  MEKOHWMANbHOro  wneyca.
MeKOHMEBbLIA MEPUTOHWUT. MUKPOBMONOTMYECKUIA AMATHO3:
XpoHunyeckas cTadMIOKOKKOBas MHbeKLMS

ConyTcTBytOLWMIA: BENKOBO-3HEPreTMyeckas HeLoCTaTou-
HOCTb CpeflHel cTeneHu TsKecTw. [Mnokcuyecku-remoppa-
rmyeckoe nopaxenune LHC.

YKanobbl Ha YacTblI XMPHbIN CTYN, HEAOCTATOYHbIM HAbop
Beca.

B aHamHese: poauncs ot 2-i 6epeMeHHOCTH, CaMOCTOs-
TeNbHbIX CPOYHbIX POLOB, C OueHKoW no Anrap 3-5 6annos,
BeC — 3312 r, anivHa - 57 cM. Ha nepBble CyTKM XXM3HM Npo-
onepuposaH B EMM um. Kynakosa M3 P® no nosopay atpe-
31K NOLAB3A0WHON KMLWKM, BHYTPMYTPOOHOrO 3aBOPOTA NOA-
B3AOLWHOM KMULIKM, MEKOHMEBOro nepuTtoHuTa. HanoxeHa
CTOMa, CTOMa 3aKpbiTa B BO3pacTe 2 MeC., Noc/ie 3akpbiTus
CTOMbl pebeHoK BbinucaH. Bec npu sbinucke 4440 r.

[unarHo3s 6bin ycTaHoBNAEH B Bo3pacTe 2 Mec. npu obpa-
WEeHUN B OTAENEeHME MyKOBMCUMAO3a Ha 6aze [bY3 MO
«IKMUMO» Ha 0CHOBaHWMU MOMOKUTENBHOTO HEOHATANbHO-
ro CKPUHMHTA, NOIOXUTENBHOM NOTOBOW Npobbl 127 MMonb/n,
XapaKTePHOM KIMHUYECKOW KapTUHbI: MEKOHWEBBIA MAeyC,
aTpe3ns NoLB3A0LWHOM KMULLKKM, aTenekTas U BepxHeaonesas
NMHEBMOHMS, YaCTbIM XMPHbIK cTyn o 10-12 pas; reHeTu-
yeckoe obcnenoBaHue — yctaHoeneH reHotun F508 del/
F508del.

Mpn ocMoTpe obpauwano Ha cebs BHUMAHME CHUXKEHME
HYTPUTMBHOrO cTaTyca: Bec — 4570 r,annHa - 59 cm. dedbumumnt
maccol Tena 20%. MPU 80% Huxke Hopmbl. WHO anthro plus:
poct/Bo3pact -1,0 SD, 16-i nepueHTUNb — HUXKE HOPMBbI,
NMMT/Bo3pact -2,9 SD, O nepueHTWAb - HWXE HOPMbI.
OTMevancs Hekynupyembli KWLLEYHbIA CMHAPOM (CTyn A0
12 pas, creatopes). Mo dakTMyeckoMy nuTaHWio pebeHok
nosny4yan WMCKYCCTBEHHbIA 3aMeHWTeNb FPYAHOrO MOJIOKA Ha
OCHOBE TMApPOAM30BaHHOrO 6Henka no 160 mMn x 7 pas.
CyToyHaa po3a naHkpeatuHa — 10 000 EL - 5 kancyn wam
5000 EL/kr unm 1000 EL/r xkmpa B nuue.

lpoBeneHa KOppekuus TepanuMu — HasHayeHa 6a3oBas
Tepanus (KMHe3noTepanus, MHransumm C ConeBbiIMU pacTBo-
pamu, MyKOAUTUKAMMU, XMPOPACTBOPUMbIE BUTAMMHbI), KOp-
pekumMs MUTaHUS — TMNPOAOXKMUTb MPUEM UCKYCCTBEHHOMO
3aMeHUTeNs rpyLAHOro MoOKa Ha OCHOBE MMAPOAN30BAHHO-
ro 6enka, gotaumsa NaCl (conb go 1/8 u. n.), Koppekums fo3bl
hepMeHTHOM Tepanuu C pacyeTOM Ha KOJMYECTBO XMpa B
nuLe, n3 pacyeta 2000 EL/r xumpa (9000 EL/kr mam 10 kan-
Cyn B CYTKM).

B Bo3pacte 3 Mec. BbigBneH geduumt ButammHa B12, yto
notpe6oBano B/M BBeAeHUs npenapata no 30 MKr B AeHb B
TeyeHne 5 gHel, C monoxuTenbHbIM 3ddekTom. B Bo3pacte
4 Mec. pekoMeHA0BaH NpuUKopM, 6e3rntoTeHoBble, 6e3Monou-
Hble Kallu, pa3BefeHHble Ha 3aMeHuTeNe rpyaAHOro MOJIOKa,
¢ 5 Mec. - mdacHoe nmiope, ¢ 5,5 mec. - oBowHoe niope
(Mckntoyan kabayvok, 6eN0KOYaHHYK KamnycTy) B OrpaHuyeH-
HoM obbeMme. C 6 Mec. — xenTok. B AMHaMuke B BO3pacTte
5 Mec. Ha (oHe CaMOoCTOATENbHOTO BBeAEHWS KabaukoBoro
ntope y pebeHka - pasBuTHe reMokonuTa, notpeboBaBliee
rocnutanusauun. B Bospacte 6 Mec. NpoBeLeHO NeveHne
Clostridioides difficile npenapaTtoM BaHKOMWLMH (per o0s).


https://www.vidal.ru/drugs/molecule/2352

MNpoBeneHHas aAMeTonornyeckas, bepMeHTHas, TepaneBTnye-
CKas KoppekuMs Mo3BOMMAA YyYlMTb BECO-pOCTOBblE
TEMMbl Pa3BMTUS, KYNMMPOBaTb KMLLIEYHbIM CMHOPOM. B BO3-
pacte 1 roga - macca tena — 9740 r, poct 71 cm. WHO anthro
plus: poct/Bo3pact -1,6 SD (HuKe HOpMbI), 6-11 NepueHTUb
HWxke Hopmbl, MMT/Bo3pact +1,4 SD, 91-i1 nepueHTMb
(36bITOYHAsa Macca Tena). MNocne roga B paumoH pebeHka ¢
LieNblo BOCMONHEHMS feduumnTa NULLEBbIX BEWECTB BBEAEHA
cneumanusnpoBaHHas cmech [MentameH HOHMOp B 0bbeMe
450-500 mn, Ha KoTopol pebeHOK HaxoaMTCs A0 HacTosLLe-
ro BpemMeHu. B Bo3pacte 2 net pebeHOK COXpaHSET BblCOKME
nokazatenn UMT: +1,1 SD, 86-i1 nepueHTUNb, nokasaTenb
pocTa octaeTcs H13kuM -2,4 SD, 1-/ nepueHTub.

KNUHUYECKUIA CTYUYAI Ne3

Manbuuk, 2018 . p., AMArHo3: Mykogucyudo3s, CMewaHHas
@opma (E84.8). XpoHuueckuli 6poHxum. XpoHU4YecKkas naHkpe-
amuyeckas HedocmamoyHocms. [eHETUYECKUIA [OMarHos:
delF508/delF508.

OCnoxHeHWs: NOoCTpe3eKUMOHHbIM CMHAPOM B UCXO4e
OMepaTUBHOIO NleYeHUs MEKOHUaNbHOro mieyca. CrnaeyHas
KMWeYHas HenpoxoauMMocTb. Mukpobuonormyeckuii aua-
rHO3: XpoHuyeckas cTadmaoKOKKOBas MHbeKUms.

ConyTcTBytOWMIA: BENKOBO-3HEpreTMyeckas HemoCTaTou-
HOCTb CpeAHeN CTemneHu TIXKeCTu.

XKanobbl Ha 4aCTbIi XMPHbIN CTYN, HELOCTAaTOUYHbINA Habop
BECa, NPOXMUAKM KPOBW B CTy/e Mpu YBEAMYEHUWU Pa30BOro
obbeMa KOpMEHUS.

B aHaMHe3e: pebeHok OT 4-i1 6epeMeHHOCTH, NpoTeKaB-
Wen C TOKCMKO30M MEepPBOM MOMOBUHbI BepeMeHHOCTH;
2 CaMOCTOSTENbHBIX CPOYHbIX POAOB, MACcCa NPU POXAEHUM
4570 r, poct 56 cM. Ha 1-e cyTku XM3HM onepaTuBHOE neve-
HWe Mo MoBOAY BHYTPWMYTPOOHOW aTpe3wM TOLLEM KMLLKM.
MpoBeneHa pe3ekums yyacTka TOLEN KMLWKKU (AMHa pese-
LIMPOBAHHOIO y4acTka He yKa3aHa B BbINUCKE), NepeBeieH B
peaHuMaumto, Haxoomnca Ha UBJ1 B TeyeHne 88 u. Ha 28-e
CYTKM XXM3HW penanapoToMmMs Mo NMoBOAY KMLWEYHOM Henpo-
X0AMMOCTHM (cnaeyHas bonesHb), 6e3 pesekumuu.

MNpn nepBom ocMoTpe B Bo3pacTe 4 mec.: Bec — 5815 r,
onvHa - 61 cm. Jeduumt maccol Tena 19%. MPU 81% Huxe
Hopmbl. WHO anthro plus: poct/Bo3pact -1,4 SD, 7-# nep-
LEHTWUb — HWXe HopMbl, MMT/Bo3pact -1,5 SD, 7-# nepueH-
TUAb — HWXE HOPMbI. 10 dakTMyeckoMy NUTaHWo pebeHok
nosyyYan MCKYCCTBEHHbIA 3aMeHWTeNb FPYAHOrO MOJIOKa Ha
ocHoBe rnybokoro ruaponusa 6enka no 115 mn x 8 pas (npwm
yBEIMYEHUN PA30BOr0 0ObEMA — SBJEHWS TFeMOKONMUTA).
MankpeatuH 10 000 EO - 6 kancyn mam 6 500 EL/kr nan
1 200 ELL/r »kupa B CyTKM.

MNpoBeneHa KOppekuus TepanuMu — HasHayeHa 6a3oBas
Tepanus (KMHe3noTepanus, MHransumm C ConeBbiIMU pacTBo-
paMu, MYKOUTUKAMM, XMPOPACTBOPUMbIE BUTAMMHBbI), KOP-
pekuma NUTaHus: NPOAOXKMTb NPUEM CMecH, 0bbeM Hapa-
wmeatb Mo 5 r B AeHb o 130-150 mn, HayaTb BBEAEHME
npukopMa - 6e3MonoyHble, 6e3rNTeHOBbIE KallW, pa3Be-
[leHHble HA MCKYCCTBEHHOM 3aMeHuTeNne rpyaHoro Mosoka
Ha ocHoBe rnybokoro rugponusa benka. C 5 mec. pekomeH-
[LOBAHO BBECTM MSICHOE Mtope, € 5,5 Mec. npu xopouei nepe-

HOCMMOCTM — OBOLLHOE Mtope (MCKtoYas kabayvok, benoka-
YaHHyt kanycty). C 6 Mec. TBOPOr C OAHOBPEMEHHbIM Mpue-
MOM (hepMeHTHbIX NpenapaToB NaKTasbl.

Hotaums NaCl (conb go 1/8 u. n.), koppekuusa 0o3bl dbep-
MEHTHOM Tepanuu C pacyeToM Ha KONMYECTBO XMpPa B MULLE,
n3 pacyeta 1500 EA/r »xupa (7500 EL/kr unm 8 kancyn B
CYTKM).

AHTpOMOMeTpuyeckue Mnokasatenn B Bo3pacte 1 roga
YAYYWKUANC: pocT — 76 ¢M (+15 cM 3a 7 Mec.), € 7-ro nepuex-
™na po 10-ro nepueHTuns, macca Tena - 8870 r (+3053 3a
7 mec.), UMT yBenuuuncs ¢ 7-ro o 20-ro nepueHTmns.

Mocne rofa UCKYCCTBEHHbIM 3aMEHUTENb FPYAHOIO MOMO-
Ka Ha OCHOBe TMAPOAM30BaHHOrO 6enka 6bln 3aMeHeH Ha
MentameH KOHMOP, KOTOPbIM pebeHOoK MoayYyaeT B KayecTse
[LOMONIHUTENBHOTO 3HTEPANbHOro NMTaHus B obbeme 300-
400 Mn B CYTKM ONst BOCMONHEHWS SHEPreTMYeckon LeHHO-
CTM paumoHa 1 aedbuumTa MakpOHYTPUEHTOB.

B Bo3pacte 2 neT pebeHOK COXpaHSEeT BbICOKME MOKa3a-
Tenn MMT: +0,7 SD, 35-i1 nepueHTWnb, NoKa3aTenb pocTa
ocTaeTcs Huxe HopMmbl -0,9 SD, 15-i1 nepueHTUnb.

OBCYXAEHME

Pe3ynbtaTbl HabnogeHns 3a 20 naumMeHTamMu paHHEero
BO3pacCTa C TMKENbIM TeYeHWEeM MYKOBMCLMAO03a Ha (oHe
KOMOPOUMAHBIX COCTOSHWUIA C HEKYMMUPYEMbBIM KULIEYHBIM CUH-
[LPOMOM W/MAN pe3eKumer TOHKOrO KWMLWeYHWKa Ha (oHe
MEKOHMaNbHOro WMneyca nokasanu, YTo NpUMeHeHne CMecu
MentomeH HOHMOpP B COYETaHWMM C UHAMBMAYANbHBIM NOL60-
poM hepMeHTHOW Tepanuu No GakTUYeCKOMY COAEPNKAHMIO
xupa B nuwe (E[/r kupa no nvnase) KynupyeT KULWeYHbIN
CUHAPOM U NONOXMUTENBHO BAMSAET HA HYTPUTUBHBIN CTATYC.

MNpuBeneHHbIN KNMHMYeckuin npumep N21 nemMoHCTpupy-
eT 3hdeKTMBHOCTb NpuMeHeHMs cMecn NentameH HOHMOpP
[LNS KOppeKLUnM HYTPUTUBHOTO CTaTyca y peberka ¢ bIH 3-i
CTeneHn nocie MeKOHWEBOro Maeyca M COCTOSHMS nocne
pe3eKkumn NOAB3AO0LHON KULWKK Ha POHE XPOHMYECKOM NaH-
KpeaTu4yeckow HeaoCTaTOHYHOCTY.

[lOCTUTHYTb NONYYEHHbIX Pe3YNbTAaTOB CTaN0 BO3MOXHbIM
6narofaps XopoleMy YCBOEHMIO CMECH 3a CHET COAEPXKaHMS
rmaponnsoBaHHoro 6enka 100%-HoM MONOYHOM CbIBOPOTKMY,
HaNMuYMI0 CpeaHeLenoyeyHbIX TPUMLEPUAOB KakK Nerkoao-
CTYMHOrO WUCTOYHMKA 3SHEPruM, KOTOPbIA He TpebyeT 3Hauu-
TeNbHOrO YBENMYEHMS [03bl 3aMECTUTENBHOM Tepanuu naH-
KpeaTMHOM. BeposTHO, 3TO OTpasMioch Ha TOM, YTO [03a
naHKpeaTuyecknx GepMeHTOB yBenMumnnach, Ho 6e3 focTo-
BEPHOM 3HAYUMMOM Pa3HMLLbI.

CnepyeT oTMETUTb, 4TO MB xapakTepusyeTcs XpoHuue-
CKMM BOCManeHneM, BbICOKMM COAepXaHWeM NpoBOCNaNu-
TeNbHbIX LMTOKMHOB W CBOBOAHbIX paankanos [9]. Boicokui
YPOBEHb LMCTEMHA B CMECM UMEET BaXHOEe 3Ha4eHue, T. K.
YBENNUYMBAET CUHTE3 [IIOTAaTUOHA, KOTOPbIA CHWXEH Mpu
MyKOBMCUMAO3e. Bnnas Ha CUHTE3 rNTaTUMOHA, LMCTEUH
MOMOraeT KOHTPOAMPOBATb BOCMANUTENbHBIA MPOLECC Mpwu
MB nytem HeWTpanusaumm CBOOOAHbLIX PpPaALAMKANOB.
CbanaHcMpoBaHHOE COOTHOLWWEHME apaxmMA0HOBOM M LOKO3a-
rekCaeHOBOW KMCIOT CMOCODCTBYET Tak XKe CHWXEHWMIO BOCMa-
NEHWS NPY NATONOTMM XeNyaoYHO-KMLLeYHoro TpakTa [9-11].
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Bce 3t addekTbl cMecn obecneumnm KNMHUYECKy ahdek-
TMBHOCTb cMecu lMenTameH KOHWop npu MB 1 nokaszanu, uto
ee npuMeHeHne 0bBOCHOBAHO AN9 AAHHOM rpynnbl KOMOP-
OUOHbIX COCTOAHUMA.

3AK/NTIOYEHUE

OnbIT MPUMEHEHWS MONY3NEMEHTHOMO MPOAYKTa 3HTe-
panbHOro nutanus MNentameH FOHWOP ANS KOPPEKLMU HyTpu-

TMBHOrO AeduumTa y AeTEN C MyKOBMCLIMA030M B BO3pacTe OT
1 no 3 net Ha GoHe KOMOPOMAHBIX COCTOSIHUIA C Hekynupye-
MbIM KMLIEYHbIM CUHOPOMOM W/WUAWM pe3eKuMell TOHKOro
KMLWEeYHUKA Ha hOHE MEKOHMANbHOTO 1ieyca u/Mnm NuLLeBOM
anneprum Npu AMHaMMyeckom HabntoaeHUM B CNeumanmsmpo-
BAHHOM OTAENEeHUU CBUAETENLCTBYET O €ro KJIMHWUYECKOM
3 OEKTUBHOCTM A1 AAHHOM KATeropum nauMeHTOoB.
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