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Beeoenue. IlosviuenHvie nompebHocmu 6 benke u IHepeul, a Makie CUMNINOMbL UHIMOKCUKALUY Oemeil

¢ mykosucyuoozom (MB) onpedensiom HeoOX00UMOCMb UCNONL30BAHUS 8 PAUUOHE CNEUUATTUSUPOBAHHO20
6e71K06020 0eMOKCUKAUUOHHO20 NUMAHUSL.

Llenv - ouenumov apekMusHOCMb U NEPEHOCUMOCTL HYMPUMUBHOL Memabonu1eckol no00epiKU

C UCNOIB308AHUEM CHEYUATTUSUPOBAHHBIX IHMEPANbHBIX cMecell — Kokmetins 6enK06020 0emoKcUKAUUOHHOZ0
(cyxas cmeco ¢ HelimpanvHbim 6Kycom) u Kokmetins 6enxosozo demokcukayuonnozo HYTPHO (xuokas cmeco

¢ HelimpanvHvim 8Kycom) y demeti ¢ MB cmapue 2ooa.

Mamepuan u memo0wt. [100 HabmoO0eHuem Haxoouscst 41 pebeHox 8 603pacme om 200a 0o 18 nem ¢ noomeepioeHHbIM
ouaerozom MB us Mocksvi, Cmasponons, Tiomenu, [lepmu, Openbypea, Bonzozpada u Pecnybnuxu Advizeu: 21 (51,2%)
peberok nonyuan Koxmetiny 6enkosviii demokcuxavuornviti HYTPVIO (sudkas cmecy ¢ HetimpanvHbiM 6Kycom),

a 20 (48,8%) demeti — Koxmeiinw 6enk06biii 0emOoKcUKAUUOHHDbLLL (CyxXast cMech ¢ HellmpanvHuim eKycom). Hympumueroiii
cmMamyc oueHUBa ¢ NOMOusbI0 Komnovtomeproix npoepamm WHO Anthro (0ns demeti om 200a 0o namu nem) u WHO
AnthroPlus (0ns nayuernmos cmapuie nsmu nem,). J[numenvHocmy HA6mo0eHUst cocmasuna 7-14 cymox.
Pesynvmamot. Ycmanosnero, umo éce demu, npuHumasuiue b6enxkosvle IHmMepanvHole 0emoKCUKAUUOHHbLE CMeCU
C HeliIMPanvHbIM BKYCOM, BbICOKO OUEHUNU UX 6KYCoBble Kayecmea. Hexenamenvholx, annepeuteckux u no60UHbIX
A67eHUTL 30 8peMs HAOTIOOeHUS, PABHO KAK U 0MKA306 0 NpooyKma, He 3apecucmpuposano. Y 6cex nayuenmos
omMmeUanocy yryduerue 00uee0 CoCMOTHUS, CHUNeHUe HAPYUeH UL Pabombl Jiely00UHO-KUUeUH020 MPaKma

u ysenuyenue akmusrocmu. ITocne 0KOHHAHUS KYPCa 6ce NAYUEHMbL 6bIPASUNU 20MOBHOCTD NPUHUMATMD
npodykm 6 danvHetiuiem.

Buv1600v1. Vicnonvsosanue omeuecmesenHoix snmepanvHoix cmeceti Koxmetiny 6enko6ulii 0emoKCUKauUOHHbL

u Koxmetinv 6enxosoviii 0emoxcuxavyuonnoii HYTPVO 6 ouemomepanuu demeti c MB 8 603pacme om 200a
NOJLOHUMENILHO 6IUSEN HA UX HYMPUIMUBHDLYL CIMAMYC U KAYeC80 HUHU.

Kmouesvte cnosa: demu, mykosuctuoos, ouemomepanust, CeyUaiusuposanHvili nuuyesoi npooykm, newebHoe
numarue, 0emMoKCUKAUUOHHOe numarue, OenK0B0-IHepzemu1ecKas He0OCMamoYHOCHb, HyMPUMUBHDbLLL cMamyc

JddekTBHaA dapmakoTepanua. 15/2026
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yxoBucuynos (MB) orHOCcUTCA K rpymnme TA-

KeJIbIX HaCJIeICTBEHHBIX MOHOT€HHBIX 3a0071e-

BaHMIf, TIPOABJIAIOLUINXCA MHOXKECTBEHHBIMU
opraHHpIMHu HapyieHuAmu. HacnegosaHue ocymiecrt-
BJIAETCA IO ayTOCOMHO-PELIeCCHBHOMY MeXaHU3MY,
NPUBOAAILLEMY K TSXKEIO0M IOMMOPTaHHONM MaTOIOTUN
y>Ke B paHHeM JeTCKOM Bo3pacTe. OCHOBHOII MPUYMHOIN
3aboneBanus cnyxar mytanuu B rene CFTR, noxanuso-
BaHHOM Ha [/INHHOM II7Iede 7-71 XpoMOCOMEI (7q), KORu-
pymoueM 6eI0K — TpaHCMeMOPAHHBII PETYIATOpP IPO-
BOIVMOCTM VIOHOB x10pa (cystic fibrosis transmembrane
conductance regulator, CFTR). [ledexTsI faHHOTO 6€nKa
HPUBOAAT K HAKOIJICHUIO BSA3KUX CEKPETOB B OPOH-
Xax, KUIIeYHMKe, IPOTOKAX MOKeTyTOYHOI >Ke/le3bl
U KeTYHBIX ITyTAX, BbI3bIBas HapylleHNe X (QyHKIVO-
HUpoBaHMsA ¥ GOPMUPOBaHME XapaKTepHBIX KIMHUYe-
CKMX TIpOSABJIEHMIL.
[TaTodusnonornyeckre MeXaHIM3MbI BKTIOUAIOT CHIDKE-
HIe MYKOLM/IMAPHOTO K/IMPEHCa, 3aKYHOPKY IPOTOKOB
9K30KPVHHBIX JKe/le3, IIOBBIIIeHNe BA3KOCTU CEKPETOB
U TIOC/IeAYIOMIT BOCIIAIUTENIbHBI Ipolecc. Yacrora
BcTpedaeMocTu MB B Poccun 3aBucuT oT peruona u co-
CTaBJIAeT IPMMEPHO OfMH CIy4ail Ha KaKpable 10 ThIC.
HOBOPOX/ICHHBIX.
Kmmandeckn MB xapakrepusyeTcs IMPOKUM CIIEKTPOM
IpOABICHNII, BK/IIOYasA XpOHUYeCKue MH(PEKIUM Abl-
XaTe/IbHBIX ITyTell, pacCTPOIICTBA MMIleBapeHMs, Neye-
HOYHYIO AMcyHKUMIO. PaHHee Haua/mo MHBATUHOCTU
00YCIOBTIEHO TSDKEBIMU IIOBPEX/EHUSIMY JIETKNX, TIOf-
JKeTyITOYHOI >KeJle3bl, IeYeHNU U JKeTyJOYHO-KIUIIeTHO-
TO TPaKTa, TPEOYIOMMMY OCTOSAHHOTO MEJUIIVIHCKOTO
KOHTPOJIA ¥ KOMIUIEKCHOJ Tepanuu. Y IanueHTos ¢ MB
HapyIleHbl BCe BUAbI OOMEHa: YITIeBOLHBII, TUIMIHBII,
6e/IKOBBIT, BUTAMUHHO-MUHEPaIbHBIN [1].
IToxasaHo, 4TO y manMeHToB ¢ MB MOXXHO BBIIETUTH
ellle OIMH CYIeCTBEHHBIN (HaKTOP, 3HAYUTE/IBHO BIINA-
O[T Ha Ka4eCTBO UX XU3HU. OH 00beMHACT KOMIIO-
HEHTBI IPOTEOIMTUYECKOI CUCTEMBI ¥ UX TECHYIO CBA3b
¢ QYHKUMOHAIBHBIM COCTOSHMEM IIe4eHM), II0CKOIbKY
VMEHHO B 3TOM OpraHe CHTEe3MPYIOTCA MHOTUeE OeJIKI,
obnapaoiye GepMeHTaTUBHO, MHTMOMPYIOLIEN U aK-
TUBATOPHOII aKTMBHOCTBI0. KoMIleHcaTOpHbIe BO3MOXK-
HOCTHU CHCTeM, B TOM 4JCJIe IPOTeNHA3HO-UHTUOUTOP-
HOI1, 00eCIIeYnBaIONIX TOMEOCTa3, Pe3KO CHIDKAIOTCS
Ipy HapyuleHuy QyHKIMOHAIBHOI 6e0K-CUHTe3Upy-
Iolel CIIOCOOHOCTM MedeHN. AKTUBHOCTD IIPOTEONN3a
HapacTaeT [Py IPOrpeccUpOBaHNM TIOPAKEHNA JIeTKUX,
HIPUCOEAVHEHNN XPOHNYECKOTO NHPUIMPOBAHNS MU-
KPOOHBIMI ITATOT€HaMU, OCOOEHHO MX MYKOMUIZHBIMI
¢dopmamy. PasHOHanpaB/ieHHble M3MEHEHNA IHIMONTO-
POB II/Ta3Mbl KPOBY OIPEE/IAI0TCA CTENEHbIO BhIPasKeH-
HOCTH IIPOTEO/IN3a U TIOPa>KeHUSMH TellaToOMINapHOI
crctembl. basoBas tepanus B nepnope ob6octpenuss MB
He TMKBUAVPYET AUCOATAHC IPOTENHASHO-VHIMOUTOP-
HOL cucTeMbl. [Ipy BBIpa>KeHHOM CHIUDKEHUU YPOBHS
anmbda-1-aHTUTPUIICHHA Y BCeX fieTeit ¢ MB oTmeuaeTcs
CBA3b C IOpa)KeHMeM IIedeHN B BUJie FeTIaTONaTIy 1 Lp-
P03a, YTO CITY>KUT He6IaronpysaTHHIM IIPOTHOCTIIECKIM
IIPU3HAKOM U TpebyeT paHHero Ha3HaueHN A JeTOKCHKa-
LIMOHHOTO NMuTaHu [2, 3].

leauarpus

KnuHuyeckme nccnenosa

HecMmoTps Ha BHefpeHUe TapreTHOI Tepanui, apdex-
TUBHOCTb KOTODOJ1 OTpaHMYeHa HaIudeM crerdud-
HBIX MYTAallWii U BBICOKOJ CTOMMOCTBIO, TPaAMIMOH-
Hble TepalleBTUYeCKIe CTPATETUM MPOJOIDKAIOT UTPATh
OCHOBHYIO POJIb B IIOJi€pXKaHNM 3M0POBbA feTeit ¢ MB.
Ocoboe BHUMaHME yenAeTca HyTPUTUBHOI MOATEPXK-
Ke, ITOCKOJIbKY HAe(UINT KIYEeBBIX MAaKpO-, MUKpPO-
U MUHOPHBIX OMOTIOTMYECKM aKTUBHBIX HYTPUEHTOB
ycyrybisieT TedeHre OCHOBHOTO 3a607eBaHMs 1 CIIO-
cobcTByeT GOpPMUPOBAHIIO BTOPUYHON HYTPUTUBHO-
MeTaboIM4ecKoll HelOCTaTOYHOCTY IIUTAHNA, JaXe He-
CMOTpsI Ha M30bITOYHDII BeC MalMeHTa.

Y 6onbHBIX MB HapyIaeTcs: paBHOBECHBIT GaTaHC B CH-
CTeMe «IIPOTeMHAasbl — MHTUOUTOPDI IIPOTENHA3», Pop-
MUPYeTCs IPOrPeCCUpPYIONIas MHTOKCUKALNS IPY IIPK-
eMe MHO)XeCTBEHHBIX (papMIIpellapaToB, pa3BMBaIOTCA
OCmoXHeHMsA. ITO TpebyeT NMPYMeHEeHNs CIelaan3n-
POBAHHOTO JIeTOKCUMKAI[MOHHOTO MUTaHMUs, COfepKallje-
TO He TO/IbKO BBICOKOKAUeCTBEHHBIN 00K, BUTAMUHBI,
MMHepaJIbl, HO TaKXXe KoepMeHThI 1 KOPaKTOPbI e TOK-
CHKaIUY, MeTabo/NIN4ecKre SHEPrOKOPPEKTOPHI U aHTHU-
OKCHJIAHTBI IPAMOTO ¥ HETIPSIMOTO AeJICTBUSA, AHTAPHYIO,
ACKOPOMHOBYIO, TMMOHHYIO KICTIOTBI, TaypuH, L-nncre-
uH, KopenH, aKTUBATOPBI ¥ MHIMOUTOPDI, 06ecIeurBa-
fomyte I n 1T dassr geTokcnkanum, 61odmaBoHONIbL, 06-
IIeTOHM3UPYIOLIE BEIleCTBA, PACTUTE/IbHbIE SKCTPAKThI
C aHTMMYTareHHBIM 3 (eKTOM, IPEIATCTBYIOINE MY-
TareHHOMY JeVICTBUIO TOKCUYHBIX BEI[eCTB, COPOEHTHI
1 IIILEBbIe BOMIOKHA. J/Ieue6HbIe MeTabOMMIeCcKIe CMECH
C AeTOKCUKAIVIOHHOI aKTVBHOCTBIO 00eCrednBaioT Hy-
TPUTUBHO-META0OTIMYECKYIO TOIePXKKY OONbHBIX, CIIO-
COOCTBYIOT TPOGUITAKTIKE 6TKOBOI HEOCTATOYHOCTH,
06ecre4nBalT EeTOKCUKAIINIO OPTraHN3Ma, TONAEPXKN-
BAIOT AHTUTOKCUYECKYIO (YHKIINIO II€YeHN B Ipoljecce
JIeYeHM s, CHIDKAIOT BBIPAXXEHHOCTh OKVICTUTETbHOTO
CTpecca, OKasblBAIOT aHTUMOKCUAAHTHOE, OOIIeyKpeIlii-
Iolllee, TPOTUBOBOCIIATNTEIbHOE 1 pereHepupyollee
meiictBue [4, 5].

Ienv — oneHNTDb 3¢ GEKTUBHOCTD I IEPEHOCUMOCTD OTe-
YeCTBEHHBIX CIELMaTM3MPOBAHHBIX MeTaboMIn4ecKux
cMeceit — KokTeitnsa 6e1koBOro [eTOKCHKAaLMOHHOTO
(cMech cyxas ¢ HeliTpanbHbIM BKycoM) u Kokreitns 6en-
KoBOro gertokcukammonnoro HYTPUMO (kupgkas cmech
C HeMTpa/lbHbIM BKYCOM) y feTel ¢ MB B BospacrTe cTap-
I1Ie Tofa.

Marepuan N MeToAbl

ITop HabmoneHneM Haxopmucs 41 pe6eHOK B Bo3pacTte
OT rojia fio 18 neT ¢ MoATBep>XXAeHHBIM iarHO30M MB
n3 Mocksel, CraBponona, Tiomenn, Ilepmu, Open-
6ypra, Bonrorpapa n Peciy6nuxu Apsiren: 21 (51,2%)
pebenok mony4an Kokreitnp 6enKOBBIN JeTOKCHKA-
yronHblt HYTPUMO (kmpkast cMech ¢ HeMTPaIbHBIM
BKycoM), 20 (48,8%) pmereit — Kokrelsib 6eNKOBBIIL Ie-
TOKCUKAI[MOHHBIN (CyXas CMeChb C HelITpaJbHBIM BKY-
coM). HyTpuTUBHBII cTAaTyC OLlEHMBANK C IOMOIIBIO
kommbioTepHbIx mporpamm WHO Anthro (mnst mereit
ot roga go nartu ner) 1 WHO AnthroPlus (gna nanu-
€HTOB CTaplle [ATK sieT). JanuTenpHOCTh HabmoneHs
cocTaBuiaa 7-14 CyToK.
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HUWYECKIE NCCNef0BaHNA

Knuuuko-meTabonndeckne MOKas3aTenyu KOPPEKLUN

HYTPUTMBHOTO CTAaTyca Y TsDKEIBIX jeTeii ¢ MB aHanm-

supoBamu Ha 6ase T'AY3 TiomeHckoit obmactu «Jetc-

KMil Te4e6HO-peabMINTalNOHHBI LeHTp ,,Hagexpma“s

u I'BY CK «KpaeBas geTckast KIMHNYIeCKast 60/IbHUIIAY.

Mo HabmoieHeM HaXOAM/IOCH TISITh MAI[MEHTOB B BO3-

pacre OT BOCbMMU JIO [IECTHA/ILIATH JIET.

Kputepuu BxooueHns:

= Bo3pacT 1-18 ner;

= IOATBEP>X/IeHHBbIN Juarnos MB;

= COCTOSIHIIE TSXKEJION CTEIIeH;

= HajM4ye MOJNMCAHHOrO MH(OPMUPOBAHHOTO COIIA-
CMsI Ha y4acTye B MCCIeTOBaHNN.

Kputepun nckmoueHns:

= HeCOO/II0fieHIIe IPOTOKO/IA MCCIEIOBAHNIS;

" BO3HUKHOBEHNE HeXXe/IaTeNbHBIX SABIEHUI BO BPEMsI
IpMeMa CHelMaau3ypOBaHHbIX NMIIEBbIX IIPORLYKTOB
AMETUIECKOrO Ie4eOHOTO M AMETUIeCcKOro mpodu-
JaKTU4YeCKOro nutanus Kokreitss 6€1KOBOro FeTOK-
CMKAIJMOHHOTO (CyXas CMeCh C HeTPalbHBIM BKY-
coMm) unu Kokreitisg OeIKOBOrO e TOKCUKALIVIOHHOTO
HYTPHO (xupxas cMech C HEJTPalbHBIM BKYCOM)
160 OTKa3 OT UX IpueMa.

Bce 6onbHbIe MB nonydany 6a3ucHoe 1eueHmne: CHMIITO-

MATMIECKOE, aHTUOAKTEpUANTbHOE, (PepMEHTO3aMeCTH -

TeNbHOE, KMHEe3MOTePAINIO.

Jledue6HOe muTaHMe HNPUHUMANK IO OFHON IOPLUYU

(200 M) gBa pasa B ieHb B TedeHue 14 fHeit.

[TpoBemeHO aHKETHPOBaHME BCEX MALMEHTOB {0 U ITOCIIE

14 nHeit IpuMeHeHNS TedeGHBIX CMeCelt C LIE/TbI0 OLIEHKN

OPTaHOJIENTUIECKNX CBOICTB, 3G EKTUBHOCTY JIEIEHISI

U KadecTBa >ky3HU. OpraHoIenTinIecKue CBOJCTBA CIIe-

[[MaTN3MPOBAHHOTO 71€4e6HOr0 MPOAYKTA OLleHUBATIN

[0 YeThIpeM IapaMeTpaMm (3amax, LIBeT, BKYC, KOHCHU-

creHIMA) U nATMOaNIbHONM mKane (1 — MMHMMATbHBII

6a1, 5 — MaKCUMaIbHBbIN).

B xoze mccnenoBaHms aHAIMSMPOBA/IM OpraHOIeNTIYe-

CKJe CBOJICTBA Te4eOHOro MPOAYKTa, Ha/M4ye Hexera-

TEbHBIX SBIEHWIT (Q/IEPIUYeCcKye PEAKINIL, TOUTHOTA,

PBOTa, IUCIIETICUYECKIIE PACCTPOICTBA).

Y Bcex OOBHBIX MICCTIEHOBAIN JbIXaTeNIbHYI0 GYHKLIMIO.

IToxasaTerny Macchl Tefia ¥ pOCTa OTPERETSIN C IOMOLIBIO

nporpammbl WHO AnthroPlus. [Ins1 ycraHOB/IeHMs CTe-

MIeHY TSDKECTY HEJOCTATOYHOCTY MMTAHSI MCTIO/TB30BaIN

MIOKA3aTeNh Z-SCore MHIEKCA MacChl Tela/BO3pacTa.

JuHaMuKy mokasareneil 0OIeKIMHUYIECKOTO ¥ OMOXu-

MUYECKOTO aHanu3a KpPOBU OLICHVMBAIM Ha aBTOMATH-

4yeckoM aHanusaTope Sysmex XT-2000i. B gunamuke

M3y4eHBI OCHOBHBIE [I0KA3aTe/IN KPOBI: FeMOITIOONH, Te-

MAaTOKPUT, 9PUTPOLINTHI, IENKOIMTHI, CKOPOCTD OCETAHIS

PUTPOLUTOB, OOLINIT 6€/I0K, ANbOYMIH, ITII0K03a, 6Vn-

pyOuH, xonecTepuH, GepMeHThl — aTaHNHAMIHOTPAH-

cdepasa (AJIT), acmapraramunorpancdepasa (ACT),

MOYeBIMHa, KpeaTuHuH, umenoyHas ¢ocdarasa (D),

KanblMil CBIBOPOTKM KpoBU, C-peaKkTUBHBIN 60K

(CPB). IuHaMuKy ImokasaTesneil MeTabOMM4eCcKnux Hapy-

meHnit QYHKIMM [TedeHy, BKII0Yas OMOCHHTETHIECKe

u cexperopHble (aktuBHOCTD ACT 1 AJIT, comepkanme

obmero 6mIMpy6mHa), onpeneany Ha aBTOMaTuyec-

KoM b6uoxmummdeckom ananusarope Konelab PRIME 30i

(Thermo Fisher Scientific). OuenuBanu Takke u3MeHe-
HUle CIIeKTpa JUINAOB KPOBYU II0 COREPXaHMUIO 0611ero
XojIecTepUHa U YPOBHS I/IIOKO3BI KPOBY HATOMIAK.

06 3¢ PexTUBHOCTI U EPEHOCUMOCTH JIeIeOHBIX SHTe-
PanbHBIX cMecelt y feteli ¢ MB B Bospacre 1-18 et cy-
AVWIN IO pe3y/lbTaTaM aHKeTVPOBAHMUA, IPOBEJEHHOrO
O61epoccuiickoit 001eCTBEHHON opranusanueit «Bce-
poccuiickoe 061tecTBo penkux (opdanHbIx) 3aboreBa-
Huit» (MockBa). B aHKeTHpOBaHMY [IPUHKUMATIN YIACTIE
metu ¢ MB u3 Mockssl, CtaBpornons, Tiomenn, Ilepmn,
Open6bypra, Bonrorpaga u Pecrry6nukm Appiren, momny-
YaBlllye CHelManu3/pOBaHHble NMUIIEBble MPOYKTDI
IUETUIECKOro Te4e6HOro U AMETUIECKOTO MPOQUIaKTH-
YeCKOro MUTaHusA — KOKTelIb 6€/IKOBbIN e TOKCUKALIVIOH-
HBIIT (CyXas cMechb C HelfTpanbHbIM BKycoM) n KokTernn
6enkoBbli feTokcukaryonusii HYTPUO (kupkas cMech
C HeIITPATIbHBIM BKYCOM) B T€UEHME CEMMU CYTOK.

Pe3ynbratbi n 06cyxpaeHne

[aumentka 1,9 net

[IprHMMara crenuantu3ypOBaHHbIN INIEBON MPOAYKT
AMETNYECKOro 1e4e6HOTO U AVeTUYeCKOTO IPOPUIaKTH-
geckoro mutanysa KokTeiab 6eTKoBbIil e TOKCHKALVIOH-
ubiit HYTPMO (kupkas cMechb ¢ HeliTpaIbHBIM BKYCOM).
OcHoBHoe 3a6oneBanue: MB, Tsxenoe tegenne. Xpo-
HUYeCKUI OPOHXUT, [MIMHAPUYIEeCKUe OPOHX09KTa3bl
B S1, 2, 3, 4, 5 npaBoro nerkoro, S1, 2, 3 1eBOro /1€TKo-
ro, XpOHMYECKNI TONMUIIO3HBIN PUHOCUHYCUT. Tsxe-
Masg XpOHM4YecKas MaHKpeaTndecKast HeflOCTaTOYHOCTD;
Koj 1o MexxayHapogHoit Knaccupukanuy 6osesHeit
10-ro mepecmorpa (MKB-10) - E84.8 «Kucro3sHublit
¢ubpos ¢ gpyrumu nposBreHuAMu». OCIOKHEHNUA
OCHOBHOTO 3260/IeBaHMs: TEHOTUII — TOMO3UTOTA 110 MY-
ranuu F508del. Mukpob6uonmorndeckust BbICEB: POCT
Pseudomonas aeruginosa u Staphylococcus aureus. VIn-
TepMUTTUPYIOLWIL BoiceB Moraxella catarrhalis.
ComnyTcTBytomye 3a6o/eBaHUA: COCTOSHIUE TIOCTIE HEOf-
HOKPATHbIX OIepaluii Ha OPIOIIHOI OI0CTH. DIInIen-
cys. AHTHOTIATHS CeTYaTKY 0O0UX I71a3. AJIepridecKimit
PUHUT HeYyTOYHeHHBIN. [10MMIO3HBIN PUHOCKHYCHT.
Mukpo61onornyecknii [UarHos: TUII TeHeTUIeCKON My-
tauuu — romosurora 1o mytanuy F508del. [IsixarenbHast
HEe0CTaTOYHOCTD 0-1-i1 cTrenenu. [IMarnos ycTaHOB/IEH
Ha OCHOBAHI! HEOHATAJIbHOTO CKPMHIHTA.
Knyandeckne cuMITOMBL: XaI00bI Ha Kallle/lb €O CKYJ-
HOJI MOKpPOTOJ, U30MpaTe/bHbIl alleTUT, MIOXYIO
npubaBKy B Bece, 3aePXKKY pedn. YpOBEeHb CO3HAHUSA
o mKase [masro — 15 6anmoB. CocTosiHME KOXKHBIX O~
KpPOBOB: 0/1€[HO-PO30Bble, HOPMAIBHOI BIAXHOCTH,
Ha MOMEHT OCMOTpa YMCTBIe OT CBIIN, Ha IlepefHeN
OproLIHoll cTeHKe IpyObIil KOMIOMAHBI pyder; mocie
IepeHeCeHHbIX ONepaluii, Tel/Ible Ha OLIYIb, TYProp
U 37IACTMYHOCTD TKaHell coxpaHeHbl. OTeKy He oIpere-
ns0tcst. COCTOSIHME BUAVIMBIX C/IM3UCTHIX 060/I09eK: po-
3oBble. HocoBoe fipIxaHMe 3aTpyfHeHO. 3eB OeCIIOKOeH.
CocToAHME TOAKOXHO-)KMPOBOJ K/I€TYaTKM: Pa3BUTa
cnabo, pacnpeneneHa paBHoMepHo. [lanbnanns numda-
TUYECKMX Y37I0B: MAJbIMPYIOTCSA BCE IPYINIIBI MIEMHBIX
mmoysnos o 0,5 cM, 6e360me3HeHHBIE, TIOABVKHBIE.
KocTHo-MblmeyHast cucrema: fedopManuy rpyRHON

JddekTnBHaA papmakotepanus. 15/2026



KJIeTK! HeT, MBIIIEYHBIII TOHYC He u3MeHeH. [Jepopma-
VIS AUCTA/IbHBIX (Da/laHT ¥ HOTTEBBIX IVTACTHUH (110 TUIY
6apabaHHBIX AJIOYEK, YACOBBIX CTEKOM). AyCKYIbTaLUsA
JIETKVX: TIEPKYTOPHO JIETOYHBIN 3BYK. AyCKy/lIbTaTUBHO
IbIXaHIE C OCTabNeHreM, IIPOBOGUTCS BO BCE OT/EBL
Oppllka 1 Kamenb npu ¢pusmdeckoii Harpyske. [lepxyc-
CUA M ayCKYNIbTalluA CepAlia: IEPKYTOPHO IPaHUIIbI Cep-
Ll He I3MEHEHDI, ayCKY/IbTaTVBHO TOHBI CEPJiLIa SICHBIE,
PUTMIUYHBIE, TATOIOTMYECKIE LIYMbI HE OIPENeIA0TCA.
[Manbmanyst OpraHOB OPIOLIHON MOIOCTH C OIpee/IeH -
€M pa3MepoB IeYeHNM U CENIe3eHKN: NajIbIIallisl OPraHOB
OproIIHOI ToTocTy 6e3607Ie3HEHHA, TeYeHb — +2-3 CM, ce-
7ie3eHKa He Manbnupyercs. XapaKTep CTy/la M KpaTHOCTh
medexanuu: moayodopMIeHHBIN, 6e3 Xupa, fBa pasa
B feHb. CYMITOMBI pa3fpakeHNsA OPIOMINHBL He OIpe-
menAroTcA. XapaKTep MOYENCITYCKaHMA: IPOU3BOIbHOE,
6esb6onesHenHoe. Hanmnmume MeHMHTeaTbHbIX CHMIITO-
MOB: oTpuuatenbHo. Tepmomerpus — 36,6 °C. Hactora
Cep/ieYHbIX COKpalleHnit — 84 B MunyTy. Ilynbc purmimy-
HbIlL. Cuctonumdeckoe fgapnenne — 90 MM pT. CT., [UACTO-
ndeckoe — 60 MM pr. cT. PocT - 130 cM. Macca Tena -
23,8 kr. Minpekc maccol Tema (MIMT) — 14,2 xr/m2. Poct
K Bo3pacTy z-score — -0,41. VIMT x Bo3pacTy z-score -
-1,25. Oeduiut maccst 1-11 crenenn. YacToTa AbIXaTesb-
HBIX OBIDKeHMI: 24 B MuHyTy. Hachlmenne KpoBu Kuc-
noponoM (carypanms) — 97%.

AHaMHes 3a6071eBaHMA: CO CTIOB MaTepy, 60JIbHA C PO-
xpenns. Habmopaercs B HaunoHanbHOM MeIMIIMHC-
KOM MCC/IeOBaTeNbCKOM LIEHTpPE 3/10pOBbs [JeTell
(HMULI 3[1) MununcrepcrBa 3gpaBooxpaHenus Poc-
cuiickoit ®epgepaunu (Mocksa). [locinenuss rocoura-
NU3alysa B IYIbMOHONOTMYECKOE OTHENIEHNE — B Mae
2023 r. CocTosiHME TOC/Ie HEOJHOKPATHBIX ONlepannii
Ha OpIOIIHOI MONOCTH. BelKoBO-3HepreTnyecKas He-
JOCTaTOYHOCTD JIETKOJ CTEIeHU. YMepeHHBIT ¢pubpo3
nedeHu (F2 mo mkarne METAVIR). B mukpo6uomnoru-
YeCKUX IIOCEeBaX — XpOHMYecKuit BbiceB P aeruginosa
u S. aureus, IPOBOIATCA KyPCbl MHTA/IALIMOHHON U BHY-
TPUBEHHOI aHTMbaKkTepuanpHoil Tepamuu. Cocront
Ha JMCIaHCEPHOM ydeTe y mynbMoHosnora. ITomydanma
3THONATOreHeTUYeCKyIo Tepanuio OpkaMm6bu (MBakad-
TOp + nymakadTop), pekoMeHRoBaHHYI0 B HMIIII
3]0 r. Mockasl, ¢ 21 utons 2024 1. B Hos6pe 2023 1. Haxo-
IM/Iach Ha CTallIOHAPHOM JIEYEHUN B ITyJIbMOHOJIOTIYeC-
KoM oTzenenny KpaeBoit eTCKOit KMMHNYeCKO 60/1b-
Hune (KJKB) (CraBpomnons), ¢ 27 mapTa o 10 anpens
2024 r. - B HMMII 3] r. Mocksbl. C cepefnHbI ampens
no 7 miona 2024 r. OpkaM6by He Hoyyasa M3-3a Hapy-
HIeHNA TOTUCTUKM. IlepeBefieHa Ha TeHHO-MH)XEHEPHYIO
Tepanuio npenaparoM rpynnsl RO7AX32 (snekcakad-
TOp + Tesakadrop + uBakagpTop). OT™Medanocs ynydiie-
HJl€ CAaMOYYBCTBIA, allNIeTUTA, TIOBBICU/IACH AKTUBHOCTb.
C 2 mo 21 urona 2025 T. HaXOAWIACh Ha CTAIlIOHAPHOM
nedeHun B orfenenun mynbmornonorvy KIKbB ¢ menbio
KOHTPOJIA IIPOBOAVIMOTO JIeYeHUs B HeKpeTUpOBaHHbIE
cpoku. 30 ssHBaps 2026 I. HOABUINCDH >Kanobbl Ha 607b
B XXMBOTE, PBOTY, C/1abOCTb, II0 IIOBORY KOTOPBIX 06pa-
TI/IACh B CTAIlMIOHAP II0 MeCTY XXUTeNbCcTBa. Hanpasiena
B I'bY3 CK KJKb. OcmoTpeHa Xupyprom, NpuHATO pe-
meHye 06 akcTpeHHou rocnuranusanuy. C 30 sHBaps

leauarpus

KnuHuyeckme nccnenosa

no 12 (beBpamI 2026 r. HaxoAUIach Ha CTALlIOHAPHOM
JICHEHUN B OTOCICHUN JIeTCKOf/I XI/IprI‘I/II/I 1o HOBO]:[Y
KUILIEeYHOI HeNpOXOAMMOCTH. BoinucaHa ¢ ynydiueHn-
eM. Bo BpeMs j1edeHnA B JETCKOM XMPYPIUYECKOM OT-
JI(S)(S507878 KOHCY}IbTI/IpOBaHa Bpa‘IOM-Hy}IbMOHOHOI‘OM,
PEKOMEHOBaHa IUVIAHOBAA T'OCHMUTAAN3AnNA 111 KOHT-
POIBHOrO 06C/IeoBaHMs 10 IOBOJY CMEHBI TapreTHON
Tepamum.

MauueHTka 2, 12 net

IIpyHNMana cnenyanu3pOBaHHbIN MUIIEBO MPONYKT
AMETUYECKOTO Ie4eOHOTO U fUEeTUYECKOT0 NPOdIUIaKTH-
geckoro mutanusA KokTeiab 6eTKoBbIl e TOKCUKAIVIOH-
ubiit HYTPYO (kupkas cMechb ¢ HelfTpa/IbHBIM BKYCOM).
OcHoBHoe 3a6omeBanne: MB, Tsxenoe teuenne. Xpo-
HUYeCKMIT OOCTPYKTUBHBI OpOHXUT. TsKenas XpoHuU-
JecKas TaHKpeaTH4YecKas HeloCTaTOYHOCTh. [eneTnyec-
kit fuarHo3: F508del/F508del. Mukpob6monoruyecknit
[MarHo3: MepBUYHbII BbiceB Enterococcus faecalis. Kop
mo MKB-10 - E84.0 «Kucrosusrit ¢pubpos ¢ nmeroqHsi-
MU nposBiaeHMAMN». CONYTCTBYIONVE 3a00/IeBaHNA:
HeJIPOCEHCOPHAas JBYCTOPOHH:AA TYTOYXOCTb 4-11 CTe-
nenu. Kog no MKbB-10 - H90.3 «HeltpocencopHas mno-
TepsA ClyXa JIBYCTOPOHHAA». IIpaBOCTOPOHHMII TOMN-
MIO3HBINl TeMUCUHYCUT. JIpIXaTe/IbHasA HETOCTaTOYHOCTD
0-1-1t crenenn. [IMaruo3 ycTaHOBJIEH HA OCHOBaHNUY He-
OHATa/IbHOTO CKPMHIHTA.

Knuandeckue cMMOTOMBI: CTYN 1O [IBYX pas B J€Hb
Kalnneo6pasHplil. YpOBeHb CO3HAaHMs IIO IIKaje
Imasro - 15 6amnoB. COCTOSAHME KOXHBIX ITOKPOBOB:
671efHO-PO30Bble, YMEPEeHHO! BIaXXHOCTY, YUCTHIE
OT MATOJIOTMYECKOil U MHGeKIMOHHON chimu. OTekn
He onpepenAwTca. CoCToAHNE BUAUMBIX CIM3UCTHIX
060104ek: 671eHO-PO30BbIe, €3 MATOMOTMYECKIX BBICHI-
naHuil. 3eB 6e3 KaTapasbHBIX NPOsiBIeHMIT. MuHpzamm-
HBI PbIXJIble, HAIETOB HeT. SI3BIK BI)KHBII, 63 HajeTa.
Hocopoe ppixanne 3aTpysHEHO HE3HAYUTE/IbHO, OT/ENA-
emoe cnmsucToe. COCTOsIHME TOJKOXHO-KMPOBOII K/IeT-
YaTKU: TIOIKOXKHO-XMPOBOJL CIION MCTOHYEH. Pesynbra-
TBI NaJIbIIAIVY TMMQATUYECKUX Y3/I0B: HaIbIINPYIOTCA,
He yBe/INYeHbI, 6e300/1e3HeHHbIe, IIOTHON 37acTuiec-
Kol KoHcucteHuuu. KocTHo-MbllIeyHas cucrema: 6es
BUIMMBIX [IATOTOTMYECKUX HAedOpMarIuil, MbILIICUHBII
TOHYyC He n3MeHeH. Jepopmanuu fucTanpHbIX QamaHr
Y HOITEBBIX IIACTUH (IO TuIy 6apabaHHBIX Najloyex,
JaCOBBIX CTEKOM). AYCKy/IbTalluA JIEeTKUX: IIEPKYTOPHO
C ABYX CTOPOH SICHBII1 JIETOYHDbIIT 3BYK C KOPOOOIHBIM OT-
TEHKOM. AYCKY/IbTaTMBHO >K€CTKOE JbIXaHNe C ABYX CTO-
POH, paBHOMEPHO IIPOBOANTCS C 06eNX CTOPOH, XPUIIOB
HeT. Ilepkyccusa u aycKynbTaums cepplia: TOHBI cepAla
sICHbIe, pUTMUYHBbIe. [TabIanys opraHoB OPIONIHON 110-
JIOCTU C OIIpefielieHNieM Pa3MePOB MeYeHM U CeNIe3eHKM:
IIa/IbIIAIYSI OPTAHOB OPIOIIHOM HO/I0CTH 6e360/Ie3HEeHHA,
[eYeHb 110 Kpako pebepHOIl AyTH, Celle3eHKa He IaIbIIN-
pyerca. XapakTep CTy/la ¥ KpaTHOCTDb AedeKanuu: CTY
HOPMasbHBI, 0QOPM/IEHHBI, 6€3 MaTOMOrMYecKux
BKJIIOYEHNII OfMH pa3 B AeHb (CO CIOB MAaLMEHTKMN).
CHUMIITOMBI pasfpakeHus GPIOLIMHBI He ONpee/aoTCs.
O6c¢nenoBaHNe MOYENIONOBOI CUCTEMBI: IATOJIOTUYeC-
KMX M3MEHEHWIT HeT, 00/1aCTb IIPOEKLMY TT0YeK BHEITHe
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HUWYECKIE NCCNef0BaHNA

He M3MeHeHa. XapaKTep MOYENCITyCKaHMA: TIPOU3BOIb-
Hoe, 6e30071e3HeHHOe. Moua npospaunas. [luypes agex-
BaTHbII1 (co c/oB manueHTky). Hamrane MeHMHreaIbHBIX
CUMIITOMOB: OTpuIiatenbHo. Tepmomerpus - 36,6 °C. Ya-
CTOTa CephedYHbIX coKpamenuit — 80 B munyTy. Ilynbc
putMuyHbIL. CucToNMMYecKoe Jasnenne — 115 MM pr. CT.,
puactonudeckoe — 60 MM pr. cT. Poct — 151 cM. Macca
tena - 49 kr. IMT - 21,49 kr/m%. Poct k BO3pacTy
z-score — 0,03. IMT x Bo3pacry z-score — 1,20. VI36bITOK
Macchl 1-11 cTenenn. YacToTa ApIXaTe/IbHBIX JBIKEHUN —
21 B munyTy. Hacpimenne kpoBu KucnoponoMm (carypa-
1) — 98%. MeKOHMAIbHBII UTeYC — HeT.

AnamHes 3aboneBaHnA: 60nbHa ¢ poxjeHus. B popmo-
Me CKpMHMHI-TECT Ha MYKOBMCII03 TIO/IOKUTENbHBII,
IIOCTIE Y€ro MePUOAMYECKN HAXOAMIACh Ha CTallIOHAP-
HOM 1 aMOY/TaTOPHOM JIEYEHMN II0 MeCTY XUTeIbCTBa
B I. KpacHopmape ¢ n1arnosoM: MyKOBUCLIMT03, CMENIAH-
Has QopMa, TsDKenoe TedeHne. XpOHUIeCKuit 6pOHXUT,
nepuop obocTpenns. XpoHudecKkasi HaHKpeaTHUdecKas
HEJ0CTaTOYHOCTD. [IBYyCTOPOHHAA HEMIPOCEHCOPHAA TY-
TOYXOCTb 4-11 cTeneHn. [eHeTryecKuil ;uar€o3: My Tauus
F508del B romosurornoM cocrosaunu. Haxomurcsa Ha 6a-
3UCHOI1 TePAINY COIIACHO MPOTOKOIY JIeYeH st 60/IbHBIX
MYKOBUCHUO30M. SIB/IeHNsT 6POHX006CTPyKIMI OTMe-
Yanauch C YaCTOTOM JO OJHOTO pas3a B IIECTb MeCAIEeB
(Ha ¢one aHTHMOAKTEpUANBHON Tepanuy HabIIOfAeTCA
ynydiuenue). ITo ceMeltHBIM 06CTOATENbCTBAM B aBTYCTe
2016 r. mepeexana B I. CraBpomnonb. B oktsa6pe 2020 r. -
BbIceB P. aeruginosa u S. aureus, B fanbHeliIIeM BbIce-
Ba P. aeruginosa ne otmedanoce. Ilocne Buimuckn 060-
CTpeHMA B Byjie OPOHXO0OCTPYKTUBHOTO CUHAPOMA IO
TpeX-4eTbIpex pas B TOfi, IeUNIach aMOylIaTOPHO, B OT-
CyTCTBUe aHTMOAKTepuanbHOI Tepanuu. ExxeronHo ro-
COUTANU3UPYETCA B IYIbMOHOIOTMYECKOE OTHE/IeHNe
I'bY3 CK KIKB.

27 uwoHA 2023 1. MHULIMMpPOBaHA TapreTHas Tepa-
s uBakadpTopoM + nymakadpropom 125 mr + 100 ML
B MexxrocnmuTanbHOM Iepuofie CaMOYyBCTBME YIYYILN-
JI0Ch, Kallle/Ib BOSHUKAJ PeXe, BeC YBENMUIMICA Ha 5 KT,
poct — Ha 10 cM. 3a 2023 . B 6aKTepHOMIOrNYecKIX HO-
ceBax — XpOHMYecKmit BoiceB S. aureus. Ha cimporpamme
HapyuleHys QyHKIUM BHEILIHEro [IbIXaHNsA He BbIABIIe-
Ho. KommbiotepHas tomorpadus (KT) opraHos rpyaHoit
knetkn (OI'K): KT-mpusuaku 6ponxura ¢ 06CTpyKTNB-
HBIM KOMITOHEHTOM. IIpu3HaKu IByCTOPOHHETO ITHEBMO-
¢ubposa. KT npuparounsix masyx Hoca: KT-mpusHaku
KaTapajbHOTO raliMOpUTa, STMOUJUTA, CY>KeHMe HOCO-
BbIX x0710B, KT-1npusHaku maHcunycuta ¢ gedopmanm-
€1 CTEHOK MaKCUJUIAPHBIX Ma3yX, C PeMOJIEIMPOBaHNEM
HIDKHEN CTeHKU pelleTdaTol KocTy. Henb3sa nckmounTsb
HOJINIIO3HbIE paspacTaHusA (KapTUHA, XapaKTepHas /It
MB). Iuneprpodudecknit puHuT. YMepeHHas gedop-
MaIlisl HOCOBOJI IIeperopoiky. AfleHOU/bI, 1-5 CTeleHb.
O6ocTpenne Ha GOHE OCTPOIL pecIupaTOPHON BUpYC-
Hoit nudekunn (OPBI) B mapte 2023 1., mpoBopMIach
aHTHOaKTepuaabHas Tepamys, 6a3UCHYIO Tepalnuio Io-
JIy4aeT B IOJTHOM 00'beMe.

Tocnmranusauus B ¢espane 2024 .. maHKpeaTHIeCcKas
anmacTasa 1 B kase — 92,97 HI/MII (4TO COOTBETCTBYET TA-
JKeTOJl MaHKpeaTM4ecKoll HelOCTATOYHOCTH), XIOPU/bI

roTa — 40 MMonb/n. bakTepuonorndeckoe ncciefoBaHe
CIU3Y C MAHAAIVH U 3aJHel CTEHKU ITIOTKM OT 23 AH-
Baps 2024 r.: M. catarrhalis x 10°. YyBCTBUTETBHOCTD:
aMOKCULIW/UIUH, IedypPOKCUM, LiedonepasoH, UMUIIe-
HeM, MepoIleHeM, spTaneHeM, asutpomunua. KT OT'K:
oTpunarenbHasa guHamuka, KT-npusnaku smdusema-
TO3HBIX MI3MeHeHMIT leTknX. [Ipu3Haky XpOHMYIEeCKOTO
06CTPYKTUBHOTO OPOHXUTA C POPMUPYIOIMMICSA OPOH-
XO09KTa3aMI B 060X JIETKUX.

B mexxrocimranbHoM neprope — OPBY B cenTsibpe ¢ mo-
BBIIIEHVIEM TeMIlepaTypsl Tena 1o 37,5 °C. AMOymatopHO
29 utonst 2024 1. BBINOTHEHBI 6AKTEPUOTOTNYECKIE TI0-
ceBBL: BbICeB S. aureus, P. aeruginosa. IIpubaska B Bece —
5 KI. B uione oTMedanuch NOBBILIEHNE TeMIIEPATypPhl
tenma 1o 38,9 °C (B TeueHUe Tpex HHeIT), CyXOil Kalleb.
AHTN6aKTepUaIbHOrO JIeYeHN He Ioy4ana. B aBrycre
2025 1. mpoxopuia CTallOHAPHOE JIeYEeHNE B ITY/IbMO-
Honorndeckom otaenenun KJIKb no nosopy ocHoBHO-
ro 3abomeBaHNs: MYKOBUCI[MI03, CMelIaHHast popMa.
XpoHndeckuit 06CTPYKTUBHBIL OPOHXUT. XpOHUIECKAs
MaHKpeaTndecKas HeOCTATOYHOCTD TSXKEION CTEHeHN.
TeneTnueckuit ayarHo3s: F508del/F508del. Mukpo6mo-
TOTMYeCKMIi IMarHo3: IePBUYHBIN BbiceB Enterococcus
faecium. Kox mo MKB-10 - E84.8 «KucrosHsiit ¢pubpos
C IPYTUMM IPOSBTICHUAMU».

ConyTcTBylomye 3a601eBaHys: HEIIPOCEHCOPHAsA [BY-
CTOPOHHSAS TYrOyXocCTb 4-it crenenu (kox mo MKB-10 -
H90.3). Tlankpeatnyeckas snacrasa Kana 1 ot 22 uions
2025 r. - 85 ur/mi, BoiceB E. faecium. IlpubaBka
B Bece - 4,5 kT, pocte — +2 cM. KoHcynpruposana ra-
cTpoaHTeponoroM 20 oxTa6psa 2025 r. Hasnauen Kpeon
10 000 o 15-20 Kamcyn B feHb, YPCOCaH IIO ABe Kall-
CY/IBI IINTENbHO. 32 mepuof HabmomeHns 060CTpeHui
He 0TMe4anoch. HanpasieHa Ha cTallIOHapHOe JIedeHue.

MauueHt 3, 13 net

[TpyHMMan crenuanu3MpoOBaHHBIN NNUILEBON MPORAYKT
IMETUIECKOTO Ie4€OHOTO U UETUYECKOTO PODMIAKTH -
yeckoro nuranusa Kokreitib OeIKOBbINI Je TOKCUKAIMOH -
ub1it HYTPYO (5kupkas cMechb ¢ HeliTpalTbHBIM BKYCOM).
OcHoBHOe 3aboneBanue: MB, Tsxenoe teuenne. Xpo-
HIYeCKUII OpOHXUT, UINHAPUIECKUEe OPOHX0IKTa3bl
C IBYX cTOpOH. XpOHMYeCKas MaHKpeaTudecKas Heflo-
CcTaTOYHOCTD. [eHeTnveckuir quarnos: F508del/W1282.
MuKpo61onorndeckuit JMarHo3: XpOHNYeCKuil BbICEB
S. aureus. Kog mo MKB-10 - E84.0 «KucrosHsiit pubpos
C JIETOYHBIMU IIPOSIBIEHNAMM» . OC/IOXHEHVS OCHOBHOTO
3ab0/IeBaHNA: HApYIIeHMe YITIeBOZHOIO oOMeHa. Yrposa
PasBUTUA caXxapHOTro fuabera. XpOHMYECKas AbIXaTe/lb-
Hasl HeTOCTaTOYHOCTb. MUKpOOMONIOrnyeckuil ;UarHos:
XpOHMYeCKu BbIceB S. aureus. TUI reHeTNYeCKoi MyTa-
uyu: F508del/W1282. JIpixarenbHas HEJOCTATOYHOCTD
0-11 crermenn. JInarHo3 yCTaHOB/IEH HA OCHOBaHUU HEO-
HaTa/JIbHOTO CKPVHMHTA YPOBHA MMMYHOPEaKTUBHOTO
tpuncunoresa (MPT) - 150 ur/mna. IToroBas mpoba -
102 mmonb/n, 112 MMOTB/ 1.

Knnundeckme cuMMOTOMBI: anmoObl HA MalONPOSYK-
TUBHBII Kallle/lb, OBIIIKY IIpY (U3NIECKON Harpyske.
YpoBeHb co3Hauus 10 1mkane [rasro - 15 6amios. Co-
CTOsIHJIE€ KOXKHBIX IOKPOBOB: 671€HO-PO30BbIe YMCThIE,
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cyxne. Oreknu He omnpegensiorca. COCTOAHNE BUAVMBIX
CIIUBYCTBIX 0007104ek: 61efHO-pO30Bble, 6€3 IaTONIOrN-
4yecKMxX BbIchIinanmil. COCTOsIHME MOJKOXXHO-XKIPOBOI
KJIeTYaTKN: pasBuUTA CMabo, pacipefenieHa paBHOMEPHO.
[Manpmanust muMaTUIeCKNX Y3/I0B: He YBeIndeHsl, 6e3-
6ore3HeHHbIe, TOABIDKHDbIE. KOCTHO-MBbIIIeYHas cHUCTe-
Ma: MPaBUILHOTO CIIOXKEHNUsA, TIOHMKEHHOTO (pusnyec-
Koro pasButuA. [JedopManys HOITeil IO TUITY YaCOBBIX
CTEKOJI, a/IblieB PYK IO TUIY 6apabGaHHBIX MajoYex.
AycKynpTanys JIETKMX: JbIXaHME JKeCTKOe, paBHOMep-
HO NPOBOAUTCA BO BCE OTHENBI, XpUIOB HeT. Ilepkyccusa
U ayCKynbTallUA CepAlia: MepKyTOPHO T'PaHUIBI Cep-
[lla He VI3MEHEHDI, TOHBI CePALIa PUTMIUYHbIE, 3BYIHBIE.
[Tasprianyist OpraHoB OPIOIIHON HOTOCTH C OLpe/eTeHN -
€M pasMepOB ITeYeHI I CeIe3€HKII: ITayIbIaryst 6e36ores-
HEHHa, ITe4eHb He BBICTYIIaeT U3-II0f] peOepHOoII [yTy, ce-
7ie3eHKa He MaibnypyeTcs. XapaKTep CTy/la M KpaTHOCTD
medekaryum: CTy/I HOpManbHBIN, 0OpM/IeHHDI, 6e3 ma-
TOJIOTMYECKUX BKIOYeHUN 1-3 pasa B feHb. Hamnune
CHMIITOMOB pasfpakKeHusl GPIOLUIMHBL: OTPULIATENBHO.
ITanprieBoe peKTanbHOE MUCCIEOBaHMe: He TpeOyeTcs.
O6cnenoBaHne MOYEIONOBON CHCTEMBI: ITATONIOTHYEC-
KIX M3MEHEHMII HeT, 06/1acTh MPOEKII IOYeK BHEIIHe
He M3MEHEHa, CUMIITOM IIOKO/IauMBaHUsA OTPULIATENb-
HbIIl. XapakTep MOYeMCIIyCKaHWs: CBOOOLHOe, He 3a-
TPyLHEHO, 6e360/1e3HeHHOe. MeHMHTeaTbHBIX CUMIITO-
MoB HeT. TepmomeTpus — 36,6 °C. Hacrora ceppiedHbIX
cokpaleHuit — 82 B MuHyTy. Ilynbc HOpManbHbIA, pUT-
MM4YHBIA. [InacTonumyeckoe faBieHue — 74 MM pT. CT.,
cucronmyeckoe — 113 MM pr. cT. PocT - 148 cm. Macca
tena — 48 xr. IMT - 21,91 xr/m? Poct k BospacTy
z-score — -1,08. VIMT «x Bospacrty z-score — 1,33. V1365I-
TOK MaccChlI 1-71 crernenn. YacTtoTa mbIXaTe/IbHBIX JBUKe-
Huit — 18 B MunyTy. HachbleHnue KpoBu KUCIOPOLOM
(carypaums) — 97%. MekoHMaIbHBIN WIEYC — HET.
AHamHe3 3a0o0eBaHNs: 3a00/IeBaHye JYarHOCTUPOBA-
HO B M/IaflecHYeCTBE — IIOJIOKUTENbHbII HEOHATATbHBbIN
ckpunuHr (VIPT - 150 HI/MiT), ABYyKpaTHast OJIOKUTEb-
Hast noToBas npoba (102 mmorne/n1, 112 mmorns/m). AHa-
3 JHK-myTaumit ot 11 mas 2012 r. - F508del/W1282.
B 2012 r. o6¢cnegoBan B Poccuiickoil meTcKoi KImHmnye-
ckon 6onpuaune (PIKB) (Mocksa).

o 2017 r. pebeHOK MOTy4an eXerofHoe CTalMoHap-
HOe€ JIe4eHNe B IIy/IbMOHOIOIMYeCKOM oTaenenny I'bY3
CK KIKDB no nosopny Ts>kenoro 3aboyeBaHus, HEO[HO-
KpaTHO ¢ 060cTpeHUAMN. B aHaMHese MMeTCA [BY-
KpaTHble anunapokcusMel B 2017 u 2018 r. (B3gparnsa-
Hue wiedamy, QUKcanys B30pa, TMIOTOHMS, GUKCAVis
HaJablieB PyK B pa3orHyToM cocrosHuu). [Tauyent Ha-
O/MI01a7ICs1 HeBPOJIOTOM, 3MMIENTONOrOM (Ha S7eKTPOSH-
necdanorpaMme — OTCyTCTBYE SIMAKTUBHOCTH), OMy4Yas
MUKPO3/IeMEHTBI.

C 2017 r. pe6enok B KIIKB e nabmopancs, B 2021 . e-
YIJICA B OTAE/IEHNY ITyIbMOHOMOrMy. bakrepmonormyec-
KMJT ITOCeB MOKPOTBI Ha (IOPY M YyBCTBUTENBHOCTD
0T 6 okTA6ps 2021 1.: S. aureus. Masok u3 Hoca Ha ¢ropy
Y 9yBCTBUTENBHOCTD OT 12 OKTAOPs: MEeTUIWUINH-pe-
3MCTEHTHBIN 30/I0TUCTBIIT CTadUIOKOKK. VccrmenoBanne
YPOBHSA IIAHKPEAaTU4eCKOM d71acTaspl 1 B Kane oT 14 ok-
T6ps: 218 Mkr. Crimporpadust 0T 7 OKTAOPs: HapyLIeHMe

leauarpus

KnuHuyeckme nccnenosa

¢yHK1MiT BHeIHero AbixaHusA He onpepenterca. KT OTK
ot 14 oxta6bps: KT-mpusHaky XpoHndeckoro 6poHxmura
€ 06CTPYKTMBHBIM KOMIIOHEHTOM C (pMOPO3HBIMM V3Me-
HEHMSMM 3aiHe6a3aIbHBIX OT/E/IOB JIETKVUX, Halu4mueM
6poHxoakTazoB. OMpusema nerkux. Jlamee pebeHOK
K IIyJIbMOHOJIOTY He o6palajcs, Habmogancsa menna-
TPOM IO MeCTY >KUTeNbCTBa. MOHUTOPUHT MUKPOQIO-
pbl, OPOHXUTHYECKNX M3MEHEHUII, MaHKpeaTUIecKoit
HeJOCTaTOYHOCTM, MUKPO3/IEeMEHTOB He IPOBOAMICA.
Co cnoB marepu, OPBU - Tpu-uetsipe pasa B rof 6e3
SIBTIEHNIT OPOHX00OCTPYKINM, IIPUHIMAET MaKpOIU/IBI
HepOpaIbHO, MYKOMUTHUKK. [IOCTOAHHO IONy4YaeT Tepa-
nmio: gopHasa-anbga (IIynbMo3uM, B JaHHBII MOMEHT
Turepasa), pepments! (Kpeon/Muxpasum mo dersipe
Kancyssl (ogHa Kancyna — 10 000 Ex) nepex ocHOBHBIMI
npuemamu i), beponyan/Ilynmemuxopt, AL — mpn
npusHakax OPBU. 3a6onen octpo 17 aBrycra 2024 r.:
HOABIICA MaJIONPORYKTUBHBIN Kallle/lb, 0TMEYasioch MO-
BBIIIEHE TeMIIEPATyPbl 10 cyO(eOpuIbHbIX 3HAYEHUIL.
AMO6ynaTopHOe jedeHMe: MHTanIANUN ¢ bepopyanonm,
ATIIII, CymaMenioM B TeueHue Tpex gHell — 6e3 adexra.
C 23 aBrycra oTMe4anoch yXyplleHe COCTOSHUA: YCU-
JIMJICSA KallleJIb, HOABYINCD ONbIIIKA VM CTOJKOE IIOBbILIe-
HIe TeMIlepaTypbl MaKcuMasnbHO 1o 39,3 °C, ogHOKpar-
HO B MOKPOT€ OTMEeYa/ICh IPOXKMIKY KPOBI. 24 aBrycra
Marh BbI3Baja OpUrajy CKOpoil MeJULIMHCKOI IIOMOLIM.
Pe6enok 6bu1 rocrnranusuposan B I'BY3 CK «Ipauesc-
Kas pajtoHHas 60NbHMIIA», Te MPOXOAUT 06CIenoBa-
HUe U JIeYeHMe 10 I0BOAY ABYCTOPOHHE! ITHEBMOHNUM
1o 9 centa6bps. C 10 ceHTAOPA HAXOAUIICA B ITYTbMOHO-
norudeckoM otfenenuu I'bY3 CK KIOKB - mocrynun
IO JIMHUM BBICOKOTEXHOJIOTMYHO MEIMIMHCKOI II0-
MOILY C AMarHO30M «KMCTO3HBIT Pubpo3 (MykoBmCHH-
I03)» B TSDKEJIOM COCTOSHIY, BBI3BAHHOM XPOHIYECKOI
IbIXaTeTbHOJ HEJOCTaTOYHOCTDIO. IlaleHTy mpoBenn
IIO/IMKOMIIOHEHTHOE JIeYeHe C IpUMeHeHeM XMMUOTe-
paneBTMYECKUX TeKapCTBEHHDIX IperapaToB [yid JIn-
TE/IbHOTO BHYTPMBEHHOTO U MIHTQ/IAL[IOHHOTO BBEfIeHNA,
MEeTOJOB JIe4eHM s, HAaIIpaB/ICHHBIX Ha y/Iy4lleHue Jpe-
Ha>XHOU QyHKIM O6pOHXOB (pusnorepamnus, KMHE3NO-
Tepamus), ¢ YIeTOM Pe3UCTEHTHOCTU MaTONOTMYeCKOTO
areHTa, 1abOpaTOPHBIX ¥ MHCTPYMEHTA/IbHBIX METO/OB,
BK/IIOYas yIbTPa3BYKOBOE MCCIIEIOBAHIe C JOIUIEpOrpa-
¢ueit cocynos nedenn, pubposnacrorpaduio, rydeBbie
MeTOfbI (peHTreHorpaduIo OpraHoB IPYAHON KIeTKM).

B nmabopaTopHbIX aHa/MM3aX KPOBY — CHIDKEHME YPOBHS
depputuna. KT OI'K: KT-npusHakyu paccestHHbIX L{U-
MMHAPUYECKNX OPOHX09KTA30B. B moceBax MOKPOTHI
obHapY>XeH 30/I0THUCTHIIT CTaUIOKOKK. IIpoBeseH Kypc
BHYTPVBEHHOJI aHTUOAaKTepuaabHOl Tepamn: MaKkcuk-
TaM-A® 2 T BHYTPUBEHHO JIeCATDb [JHEl, KypC MHTa/ALMU-
OHHOII MYKOMUTUYECKOII 1 (pepMEeHTO3aMeCTUTEebHOI
Tepanun. Pe6eHOK B CTaOMIBHOM COCTOSIHUY BBIMNCAH
1oy, Hab/IIofieH e CIIEIMATICTOB 110 MEeCTY XXUTENTbCTBA.
HasHavena TapreTHas Tepamus TPOJHBIM IIperapaToM,
THOKYMeHTHI ofaHbl B GpoHR «Kpyr fobpa». B ampene
2025 1. - 6aKTepyanbHBIN PUHUT, BBICEB 30/I0TUCTOTO
cTadMIOKOKKA M3 HOCOITIOTKM, Ha3HaYeHO JIeYeHMe.
B ampere Toro >xe rofia IpOXOAWI CTallMOHapHOe Jiede-
Hue B mynbMoHonorndeckoM otaenenuu KIKB c nenbio
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HUWYECKIE NCCNef0BaHNA

KOHTPOJIBHOTO 00C/IeOBAHIS TIeper; HAYaI0M TapreTHOI
Teparmuu (M3-3a HU3KOJ KOMIIIAEHTHOCTY, OTCYTCTBMSA
coryacys JOKYMEHTbI Ha IOTy4YeHMe TApTeTHOI Tepaym
CBOEBPEMEHHO He MofaHbl). Bo BpeMs rocnuTanusanmn
IMAarHOCTUPOBAHO 060CTpeHIe HPOHXOIETOYHOTO IIPO-
Iecca, IpoBefileHa aHTUOAKTepyanbHas Tepanus: a3u-
TpoMuLIVH (BOCEMb [iHEN), ToOpaMuuH (MHTraasnum
12 pHeit), nedonepasoH + cynpbakram (fecATb THEN).
B mrone 2025 r. npoBefieHa MHMLMALMA TapreTHON Te-
panun npenaparom Tpunekca (nuBakadrop + Tesakad-
TOp + 3nekcakadTop u mBakadrTop). 3a MEXIoCHu-
Ta/IbHBII TIEPUOJ, OTMEYAJICS OfVH 3MM30f, IIOBbIILEHNS
TeMIeparypsl Tena fo 38 °C B TeueHMe OHOTO JHA, aH-
TbaKTepuanbHas Tepanus He IPOBOAMIACH (CeHTAOph
2025 r.). Kamenp oTcyTCTBOBaN, CTY/I HepUOAMYECKN
JKUPHBIII, OMH-[{Ba pa3a B feHb. C anpena 2025 r. mpu-
6aBui B Bece 13 k1, pocte — 9 cM. [Tonyyaer nedenue:
Ypcocan 500 mr, fopHasa-anbga 2,5 MT MHTaJSLIMOHHO,
Muracanuu 7% pBa pasa B IeHb MHTAIALMOHHO, Kpeon
40 000 1o yeThIpe KAICY/bl B CyTKU. 3a MOC/IEIHIE CEMb
IHell y peOeHKa IOABUINCH MaTOIPONYKTUBHBIN Ka-
IIeNTb, OfBIIIKA NpY (U3UUECKO Harpyske. DKCTPeH-
HO TOCNINUTA/NIN3UPOBAH B OT/e/IeHNE ITYIbMOHOIOIUN
KIKB pis1 KoppeKumu jiedeHns 1 KOHTPOIbHOTo 06cre-
IOBaHMA MOC/Ie MHUIVIALIMY TaPTeTHOM TepaniL.

MaunenTka 4, 8 net

[TpyHMMaa criennanu3MpoBaHHBIi MUIEBOJ IPORYKT
LMETUIECKOTO Te4eOHOrO U AVEeTUIeCKOrO POGUIaKTH-
yeckoro nurauna Kokreiib 6€1KOBbIN Je TOKCUKALIIOH -
HBII (cyXas cMech C HeMITpaJbHBIM BKYCOM).

OcHoBHoe 3a607eBanme: MB, cMmemtanHast popma, Tsxke-
n0e TedeHme. XpOHMIECKNUIT THOMHBIM 0OCTPYKTUBHBIN
OpOHXUT, UMINHAPUIECKUiT OpOHX09KTa3. Jlara mocra-
HOBKM jyarfosa — 15 ausaps 2018 r. Mukpo6uonoru-
YeCKUJT aHa/IM3: XPOHMYECKas CHHErHOHas MHPeKIs,
caHanus; P. aeruginosa, caHalysA; HOCUTENbCTBO 30710~
TUCTOTO cTadMIOKOKKa, MSSA (MeTHIVMINNH-IYBCT-
BUTE/IbHBIN 30MOTUCTHIN cTadmmokoKk) 10°. Tum re-
HeTudeckoyt myranuu F508del/G542X. [IpixaTenbHas
HeJ0CTaTOYHOCTb. HeoHaTanbHbl CKpyHMHT 20 HeKa-
6pst 2017 1. - 76,4 Hr/mi1, 6 aHBaps 2018 r. — 148 Hr/MIL
[ToToBast mpo6a B stuBape 2018 1. — 114 MMOB/ 7.
KnmHndeckue CMMITOMBI: MOATAIIHMBAHME, CPBITMBA-
Hye, 6eCIIOKOIICTBO, METEOPM3M, HEYCTONYUBBIN CTYII —
¢ poxjeHnsA. AHaMHe3 3aboneBaHusA: 6OIbHA C PO-
XKJIeHUs, POAUTENN OTMedanu 6ecroKoiicTBO pebeHKa,
CpBITMBaHUe IOCTIe efbl, IOATALIHUBAHIE, METEOPU3M.
Ha nepBom Mecslle )XM3HM yCTaHOBJIEH Auarsos: MB,
cMemanHas popma.

ITpoBeneHHbIe MCCIENOBaHNA TTOKA3a/IM XOPOIIYIO Iiepe-
HOCUMOCTb U 6e3omacHocTb KokTeitist 6eKoBOro AeToK-
CUKAIJVIOHHOTO (CyXas CMeCh C HETPaTbHBIM BKYCOM) TIPU
UCIIONB30BaHUM Y peberka ¢ MB, mpunnmMasrero raprer-
HYI0 Tepammio. Y pebeHka ¢ MB nocne kypca npuema crie-
I[Va7TM3MPOBAHHOTO MUIIEBOTO IPOLYKTA IMETUIECKOTo
71e9e6HOTO ¥ JMETNIECKOr0 MPODUIAKTUIECKOTO, B TOM
4ICTIe SHTEpPaIbHOrO, muTaHus Kokreiyst 6eKoBoro ae-
TOKCHKAIIVIOHHOTO (CyXas cMech C HeITPaIbHBIM BKYCOM),
HaOJII0faMNCh KYIMpOBaHMe 6eNKOBO-9HePreTH4ecKoil

HeJOCTaTOYHOCTH, YBeIMYEHMEe MAcChl TeNa, MTOBBIIIEHNE
ypOBHeit 6enka 1 anbbyMuHa B KPOBY, yIydllleHue 00-
IIEer0 COCTOSIHMA U OMOXVMUYECKVX [TOKa3aTeneil KpOBy
(B yacTHOCTH, YpOBHEl TeMOIIIOOMHA U SPUTPOLIATOB).
Ilocnme npuemMa JeTOKCMKALMOHHOTO KOKTEM/ISA OTMeYa-
JIOCh CHIDKEHVE YPOBHsI MMMYHOIZIOOY/IMHOB Kinacca G,
OTBEYAIOIIMX 3a HEMTPaIN3aLMI0 TOKCMHOB U YHUYTOXe-
Hile BUPYCOB 1 OakTepuii, B 14,4 pasa, 4TO CBUAETENbCT-
BYeT O [IeTOKCMKALIMOHHOM ¥ MMMYHHOM JeliCTBUU
IEeTOKCUKAIMOHHOTrO le4eOHOoro nuranua. Jlo Havama
IIpUMeHEHN JIe9eOHOTO NeTOKCUKAI[MIOHHOTO IIPOJYKTa
y peOeHKa ObIIT BBISABIIEH HEMTPANbHBII XUP B KOIIPO-
rpamme (++). ITocre 14-gHEBHOTO mpreMa HeMTPabHBIN
XMp He OOHApPY)KeH, YTO CBUETEIbCTBYET 06 yirydllie-
HuM QYHKLIMOHAIBHOTO COCTOSAHMUA IOIKETYTOYHOI
xere3bl U edeHn. Yacrora cTyna y pebeHka 1o Havyaa
npyeMa JIeTOKCUKAIMIOHHOTO MUTaHUA COCTaB/IA/NA CEMb
pas B JieHb, NTOC/Ie Kypca IpueMa HOpManu3oBanach 0
OJIHOTO Pasa, YTO TOBOPUT 00 YIyHIIEHNN UIIeBAPEHIS
" QYHKLMOHAIBHOTO COCTOSHIA KeMTYJOYHO-KIIIEYHOTO
tpakra. [Ipu nmpueme rme4e6GHOTO MUTAHMSI €T0 IIEPEHOCH-
MOCTb Obl/Ia O4eHb XOpolLeil, y peOeHKa YAy4IINICs am-
[IETUT, IPOSIB/IEHNIT MeTeopu3Ma, 60JIell B )KUBOTE, 3Ha-
YMTENbHBIX HAPYIIEHMII CTY/A, a/VIepTMYeCcKUX peaKIuii
He 0TMe4anoch. CHU3NIACh YTOMIAEMOCTD 1 TIOBBICH-
nach ¢pusnyeckas akTMBHOCTh. [IprmMeHeHme neue6HOrO
KOKTEJ/IA CIOCOOCTBOBAIO YIYYIIEHUIO AbIXaTeIbHOM
dyHKUMY, B TOM 4IC/Ie caTypanyuy KUCIopozaa. Bo Bpems
npuMmeHeHnss Kokreiisa 6€IKOBOTO LeTOKCMKALMOHHOTO
He 3a(PMKCUPOBAHO HU OJIHOTO SIM30[a NHTEPKYPpPEHT-
HOro 3a00jIeBaHMs, XOTA peOEeHOK OTHOCUTCS K IpYIIIe
9acTO 6O/MEIINX OCTPBIMM PeCIMPATOPHBIMMU 3abo7Ie-
BaHUAMIU [ieTell Ha pOHe OCHOBHOrO 3abo/meBaHms, Co-
TIPOBOKAIOLIETOCS BBIPAKEHHBIMU JIbIXaTe/IbHbIMU pac-
crporictBamu. KoKTeilib GeIKOBDIIT TeTOKCUKAIVIOHHBII
obecrieyyBaeT 3alIUTy OpPraHMU3Ma OT OKVICTIUTENILHOTO
CTpecca, CHIDKeHVe MIHTOKCHKALuy opranusma (1o map-
KepaM MHTOKCUKAI[UM), YIy4lIeHre aHTUTOKCUIECKOIt
3aLUTHI IIeYE€HN, AaHTUOKCUTAHTHYIO AKTMBHOCTD 11 TIOBBI -
ureruie suepruu. [loBeineHne 3¢ EeKTUBHOCTA TeUeHNs
60mpHOII MB Ha ¢oHe HYTPUTUBHOI HOLAEPKKY HOJ-
TBEPXKIEHO TaK)Ke KypupymoomumM BpadoM. Crienyanmusu-
POBAHHBII UIIEBOI MPOAYKT AUETUUECKOTO TeueOHOTo
M IeTIYeCKoro mpoduaakrudeckoro nutanusa Kokreib
6eJIKOBBIII IeTOKCYKALMOHHDI peKOMEHYeTCA I YIC-
MO7Ib30BAaHMA B pallyioHe MalueHToB ¢ MB ¢ nenbio ynyu-
LIeHVsI HYTPUTUBHOTO I MMMYHHOTO CTaTyca (KOTOPbI
He TOJIbKO OTPaKaeT TAXKECTb COCTOSHMA 110 OCHOBHOMY
3a00/I€BAHNUIO, HO U CITYXXNUT KPUTEPUEM KOHTPOJIS Haf
TedeHVeM 00me3HN), PU3NIECKOIt aKTUBHOCTH, KauecTBa
JKM3HU, a TAKXKE MO3UTUBHOM IMHAMUKM MeTabOoImMuec-
KuX QYHKUMIT OpraHu3Ma 1 IIOBBIIIEHNS O01Iero TOHyCa.

[aumeHnt 5, 16 net

[TprHNMan crenyann3MpoBaHHbIN MUIIEBON MPOAYKT
AMETUIECKOro Ie4eOHOTO0 U AUETUYECKOTO MPOdUIaKTH-
yecKoro nuranua KoKreisib 6e/IKOBbI Je TOKCUKALIOH -
ubiit HYTPMO (kupkas cMechb ¢ HeliTpaIbHBIM BKYCOM).
OcHoBHOe 3aboneBanue: MB, cMemannas ¢popma, T4-
enoe TedeHue. JlaTa IOCTAHOBKY [IarHo3a — 5 HOSAOPs

JddekTnBHaA papmakotepanus. 15/2026
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Tabnuya 1. Oyenku opzaronenmu4ecKux c60ticme cneyuanu3upoBaHHvIxX
nuevIX NPOOYKMO6 OUemu4ecKo2o neue6Hoz0 1 Ouemu1ecKozo
npodunaxmuuecko2o numanus no namubannvnoil wikane (1 6ann - MunumanvHole
Kauecmea, 5 6annos — makcumanvHovie)

5 5 5 4 5

Bxyc

2007 r. Xponuvecknit soiceB MSSA, P. aeruginosa,
tun resnoit mytanyy F508del/W1310X. HeonatanbHblit
CKPMHUHT IONOXUTeNbHbI. [loTOBas nmpoba monoxu-
tenbHast (> 70 MMoOb/m). VIMen MeCTO MEKOHMAIbHBIN
uneyc. Ilocne poxxneHns HaXofMU/ICA Ha JIe4€HUN B OT-
JeJIeHNY TTIaTOJIOTUY HOBOPOJK/J€HHBIX, I7le 3aIl0[03PUIN
MB na ocHoBanun JJHK-gmarnocrtuxu. Perynapro Ha-

3amax 5 5 5 4 5
6monaetcs B PIIKB (Mocksa). C nions 2022 1. monydaeT 1 5 7 E E E
TApreTHYIO TePAIINIo. Ll

Koncucrenius 5 5 5 5 5

IIpyHMMan crenmnanu3MpoOBaHHbIN NNUILEBOM MPOJYKT
IMETUIECKOTrO 71e4eGHOTO M VeTHYECKOTO IPOUIaKTH-
YeCKOTO MTaHKA B TedeHue 14 fHeit. OTKa3oB OT mpueMa
He ObUTO. AJIIeprMYecKX peakuuii 1 HoOOYHbIX 3 dek-
TOB He BbIABJIeHO. HemocTaTOYHOCTD NUTAaHUA CPERHEN
crenenn TspKectu. [Ipubaska B Bece — 1,2 r. ITo faHHbIM
aHKeTMPOBaHI, y pebeHKa BO3pOCya puandecKast akTVB-

Tabnuua 2. Juuamuka KoHueHmpayuu o6uiezo 6enxa u anbOymuna 6 Kposu
6onvHbix MB 00 u nocrne npumeHeHUs Cneyuanu3uposanHbvIx NULLEBbIX NPOOYKMO6
Ouemuueckozo eue6H020 U OUemuUecKoz0 NPoPUAAKMU1ECKO20 NUMAHUST

IMTamment 1 |[Tanuent 2 (ITanuent 3 |ITamyent 4 |[TanuenT 5
m mocie m nocine m mocie m mocine m nocie

IToka3sarenp

HOCTb, YMEHBIINIVCD AUCIIENICHYeCKIe SIBTEHNSA B JKENly-
IOYHO-KMIIIeYHOM TpakTe. Hu ofHOrO snmsopna MHTEpKyp-
PpeHTHOro 3a60/1eBaHNs He 3apUKCHPOBAHO. YTy YIININCh
[IOKA3aTe/TN [bIXaTebHON (YHKIIVINL.

Takum obpasom, TsoKenble 6onbHBIe MB Xx0pomo me-
peHOCIIN CHelaNTN31POBaHHble MIIIeBble IIPOLYKTbI
AVeTIYeCKOTO Te4e6GHOTO0 U AUETUIECKOTO PpOodIIaKTh-

deckoro murani KokTeins 6enkoBbii feTokcukaumon-  [{APe
HBIIT (CMech cyXas ¢ HelTpanbHbIM BKycoM) 1 Kokreitnb lno |nocne|go [mocne|no [mocne|no [mocme|mo [mocre |
6enkosoiit geroxcuxanuonnbiii HYTPUO Oxmakast ajrp gu/q 194 168 429 402 163 109 225 148 43,9 30,6
CMeCh C HETPAIbHbIM BKycoM). Bce mariyeHTsI OTMETH~ ) o gy 256 205 57.8 438 220 155 268 231 523 469
7 IPUATHBLI BKYC, IIBET U 3alIax le4eOHbIX KOKTelIei

(tabm. 1). Ha ¢one npumeHeHns me4e6HOTO MUTAHNs I, En/n e I e
He 3apUKCUPOBAHO CTy4aeB MPOAB/MEHNs HemepeHocy- IOKOsa, MMOnb/m 57 4,5 53 51 56 46 50 26 48
MOCTU U aJIEPTUIECKUX peaKI_U/[]‘/'[. Yy ueTe]“/[ neyeOHOE CPb, mr/n 2,19 0,24 4,15 0,37 13,26 0,23 0,09 0,001 0,1 0,01

HNUTaHNe He BBI3BIBAJIO PBOTHI, OOMM B XXMBOTE, MeTe-
OpU3sMa, HApYIIEHUs CTY/Ia, a/UIEPIUYeCKUX Peakiuii,
CBIIM, TTOTEPY Beca, IIOBBIIICHHON YTOM/IAEMOCTH, CHU-
JKeHUA paboToCIIocoOHOCTH, IPOrpeccupylomie obmei
cmabocTy u HapyiieHusa cHa. OTHOLIeHMe pORUTeNeil
K Ha3HAYEeHHOMY BpadoM CIIel1aTU3VPOBAaHHOMY /ledet-
HOMY [IeTOKCUKAI[MIOHHOMY IMUTAHUIO ObIIO XOPOIIM.
JleTn HMKOIZA He OTKA3bIBA/INCh OT YHOTpPeO/IeHNs Te-
4eGHOro KOKTelIA. Bce manyeHThl BBIpa3uIn XKelnaHye
HPONO/DKUTD IIpMeM NPOAYKTa B JanbHeIIeM.

ITpueM crienyianu3upOBaHHBIX MNIEBIX IPOIYKTOB M-
€TUIECKOr0 1e4e6GHOTO U AUEeTUYECKOTO TPOdIIAKTIIeC-
Koro nmutanusa Kokreinp 6e1KOBbIN Je TOKCUKALOHHBII
(cMech cyxas ¢ HeliTpalbHBIM BKycoM) u Kokreitb Gen-
KOBbIN feTokcukanuonuslit HYTPUMO (kupkas cMech
C HeITpanbHBIM BKYCOM) B TedeHue 14 pHeit obecrme-
4YMBaeT KyNMpoBaHue 0elKOBO-HyTPUTUBHOI 1 GeIKo-
BO-9HEPreTUYeCKOl Hel0OCTaTOYHOCTH, HACBIIIAeT Op-
raHM3M Ka4eCTBEHHBIM OMOIOTMYeCKN LIeHHBIM 0elIKOM
U YIy4IIaeT ero yCBOeHNe B OPraHM3Me, YTO B KOHETHOM
UTOTe IPUBOJUT K MOBBILIEHNIO YPOBHEl 006111ero 6enka
u anpbyMuHa B KpoBu (TabL. 2).

Y 6onpHbix MB mocne 14 pHeil npuema ne4e6HBIX
nponykToB KokTeiinsa 6eIKOBOro JeTOKCHKAIVOH-
HOro (cMech cyxas ¢ HelTpaabHbIM BKycoM) u Kok-
Telnsa OeNKOBOro fgeToKcukauumonunoro HYTPUO
(>xmpxas cMech ¢ HeMTPaJIbHBIM BKYCOM) OTMedaach
HOpMajyu3alysa He TONbKO 0elIKOBOro oOMeHa, HO U
IPYrMX MeTabOoMMYeCKMUX IIPOLECCOB B OpraHy3Me.

leauarpus

O6wmmii 6enok, r/n - 70,5 72,5

AnbbymuH, 1/1 45,5 46,5 46,5 48 44,7 44,8

75,8 84,0 67,1 68,4 60,1 68,9 66,8 71,7
39,9 42,3

41,0 43,7

Tabnuya 3. JJuHamuka HeKOMOPbIX OUOXUMUYECKUX NOKA3Amereli KPo8u
00 u nocne NpuMeHeHUst CNeUUANTU3UPOBAHHBIX NULLEBDIX NPOOYKIN08
Ouemuueckozo ne4e6H020 U OUemMU4ecK020 NPoPunaKmu1ecKozo NUManus

Ipumeyanne. AJIT - amannnamnuorpancdepasa. ACT - acmapraramMmunaoTpancdepasa.

LD - menoynas dpocdarasa. CPB — C-peakTuBHBIIT 6€IOK.

3aperucTpupoOBaHO CHIDKEHME YPOBHSA TIJIIOKO3BI
B KPOB, YTO CBUJIETEIbCTBYET 00 YIy4ILIeHUN YI/IEBOJ -
HOro o6MeHa U MMeeT 60blIoe 3HaYeHNe [JIA Talu-
€HTOB C M306BITOYHOI MACCOI Te/a ¥ BBICOKUM PUCKOM
PasBUTHS caxapHOTro Auabera.

KoxTeitp 6e/IKOBBIIT feTOKCUKALVOHHBII (CMech cyxast
C HeJITpalbHBIM BKycoM) 1 KoKTeilib 6eNKOBBII TeTOK-
cukanyonusiit HYTPUO (xupkas cmech ¢ HeliTpanb-
HBIM BKYCOM) 00/1afjal0T CBOICTBAMU MMMYHHOTO IIM-
tanus. Hecmyyaiino mocie 14 gHeit npuMeHEHNS y BCeX
60JIbHBIX OTMeYan1och CHMKeHMe ypoBH:a CPD.

Ha navano uccnenosanns y Bcex MalM€HTOB PETUCTPH-
POBAJIOCh YBe/IMY€eHMEe pasMepOB IIeYeHN U TI0Ka3aTeneln
M® na ¢oue nossienHoro yposusa AJIT u ACT, uro
CBUZETENIbCTBOBAJIO O TIOBPEX/EHNM MEYEHN U CHIDKE-
HUU ee aHTUTOKcUYeckoyl ¢pynkuym. ITocme npumene-
Hys KokTeils 6e/IKOBOTO JIeTOKCMKAIIIOHHOTO (CMech
cyXas ¢ HeilTpa/lbHbIM BKycoM) U Kokreitnsa 6enkoBoro
nmerokcukaiuonHoro HYTPUMO (kupkas cMech ¢ Hell-
TpPa/IbHBIM BKYCOM) B TedeHMe 14 Hell y BCceX Ial[VIeHTOB
3T OKa3aTe/Ii CHU3WIVCh, YTO TOBOPUT 00 yIy4IIeHUN
(YHKIMOHATBHOTO COCTOSAHYSA TIeYeHN, B TOM 4MCTIe 3a
CYeT BXOJAIMX B COCTaB KO(AKTOPOB 1 KOdepMEHTOB
IIepBOI M BTOPON CTafuM JEeTOKCUKALUy, aHTUOKCHU-
[AQHTHOI 3alIMTHl ¥ MeTabO/MN4IeCKOr0 KOppeKTopa —
SIHTapHOI KMCIOTHI (Tabm. 3).
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Tabnuya 4. Pacnpedenenue demeti no n0n0603PACHHBIM XAPAKMEPUCIMUKAM
(n = 36), abc. (%)

BospaCT HeBqu“ B0

1-3 roga
4-8 et
9-17 net

Wroro

(16,7) 5(13,9) 11 (30,6)
9 (25) 3(8,3) 12 (33,3)
7 (19,4) 6 (16,7) 13 (36,1)
22 (61,1) 14 (38,9) 36 (100)

Ta6nuya 5. Pacnpedenenue Oemetl 6 3a6UCUMOCINY O HYMPUMUEHO20 CIAMYCA

u 8o3pacma, aoc. (%)

Bospacr

1-3 roga
4-8 ner
9-17 net

Wroro

HyTputusHbIi craTyc

5(13,9) 5(13,9) 1(28)
4(11,1) 6 (16,6) 1(2,8) ~
5(13,9) 1(2.8) 2(5,5) 4(11,1)
14 (38,9) 12 (33,3) 4(11,1) 4(11,1)

ITpumeyanne. JICTHII - nerxas creneHb TsxXecTu HefocTaTouHocTy muranusa. CCTHIT -
CpefHAA CTeleHb TskecTn HejoctarouHocTy nuranyA. TCTHII - Taxenas creneHb TAXeCTH
HEMOCTaTOYHOCTY uTauusA. VIMT - n3ObITouHas Macca Tena.

Ta6nuya 6. Pacnpedenenue demeil, NPUHUMABUIUX MAP2emMHY10 mepanuio,
no eéo3pacmy, abc. (%)

1-3roma 5 (13,9)

4-8nmer 4(11,1)
9-17 rer 10 (27,8)
Wrtoro 19 (52,8)

14

KonmuectBo MAIVI€HTOB, IPVMHVMABIINX TAPTETHYIO TEPANINIO

V tsxensix 60nbpHBIX MB mocie 14-gHeBHOTO Kypca
npuema nede6Horo nurtaHusa KokTeitna 6enxoBoro
IeTOKCUKAIIMIOHHOTO (CMech CyXas ¢ HelTpaabHBIM
BKycoM) u Kokreitnss 6€KOBOTO e TOKCHMKAIIIOHHOTO
HYTPHO (xnaxast cMeChb C HeliTpaIbHbIM BKYCOM) IO~
BBICHJIMCh YPOBHU 00111ero 6e/Ka 11 a1bbyM1Ha B KpOBH,
YAY4IININCH NTOKa3aTeay MapKepoB MHTOKCUKAIUU
u Bocnanenus. He saperncTpupoBaHo HU OHOTO 31N~
30/]a UHTEPKYPPEHTHOTO 3a00MeBaHMA WU YXY/ILIEHUS
IBIXaTe/IbHOI GYHKLIMY HECMOTPS Ha TO, YTO BCE YIACT-
HUKU VICCTIEIOBAHMA OTHOCWIUCH K 'PYIIIIe JieTell, 4acTo
60JIeI0IMX OCTPBIMY PeCIUPATOPHBIMY 3a00TeBaHIA-
M1 Ha GOHe 0OCHOBHOTO opdanHoro 3abonesanus (MB),
COIPOBOXKAAIOLIETOCs BHIPAYKEHHBIMY JbIXaTe/TbHBIMU
paccTpoiicTBaMu. Bpay Take OTMETU/I 3HAYUTENb-
HYI0 3 PeKTUBHOCTD JIeyeHN s Ha QpOHe NpVMeHEeHN
7e4eOHBIX TPOAYKTOB KOKTeilnsa 6e1KOBOTro JeTOKCH-
KaI[MOHHOTrO (CMeCh CyXas C HENTpPaAbHBIM BKYCOM)
u Kokreitna 6enkoBoro geTokcukanuonnoro HYTPMO
(>xmpKas cMechb ¢ HeliTpalbHBIM BKycoM). IIpuMenenue
cOaMaHCYPOBAHHBIX CIENVaNTN3MPOBAHHBIX NPOAYK-
TOB KokTeiins 6eIKoBOro feTOKCUKAIMOHHOTO (CMeCh

cyxas ¢ HeifTpanbHBIM BKycoM) u Kokrelina 6enxo-
Boro metokcukaunmonnoro HYTPUMO (skupkass cmech
C HEMTPaNbHBIM BKYCOM) CIOCOOCTBYET YIyYLICHUIO
IoKasaTesleil KpOBM, YMEHDbIIEHNI0 BOCIaNUTeTbHbIX
IIPOLIeCCOB B opranusMe 60mbHbIX MB, CHIDKeHUIO UH-
TOKCUKAIMM U BIMAHUS HaKTOPOB OKUCIUTENHHOTO
cTpecca.
AHanus JaHHBIX aHKeTUPOBAHUSA, NPOBEeHHOTO
Ob6uiepoccuiickoit 061[eCTBEHHO! OpraHMU3aIN-
eit «Bcepoccuiickoe obmectBo penkux (opdan-
HBIX) 3a00meBanui» (MockBa) ¢ ydacTueM 36 fereil
¢ MB us Mockssl, CraBpomnons, Tiomenn, Ilepmu,
Openbypra, Bonarorpaga u Pecnybnuku Appiren,
MPUHMMABIINX 110 PeKOMeHJaIuM Bpada clelua-
MM3MPOBAHHbBIE NUIEBbIe MPOXYKTHI JMETUIECKOTO
7Me49e6HOTO U JMEeTUIECKOTO MPOdUIaKTUIECKOro
nutanusa KokTeinnb 6eIKOBBIM [eTOKCUKALMMOHHbIN
(cyxas cMech ¢ HelTpanbHBIM BKycoMm) mau Kox-
Teinb O6eNlKOBbIM AeTOoKcuKanuoHHbin HYTPUO
(>kmpkas cMech ¢ HeTPa/JbHBIM BKYCOM) B TeYeHIUE
CeMI CYTOK, IoKa3as uxX 3¢ (HeKTUBHOCTD Y XOPOLIYIO
NepeHOCUMOCTbD.
Pacmpenenenne HabnomaeMsix geteit ¢ MB mo mony
Y BO3PACTY IPEACTABIEHO B Ta0L. 4.
B aHKeTMpOBaHUM NPUHMMANH y49acTue HeTu C pas-
AVMYHBIM HYTPUTUBHBIM CTATyCOM: C JIETKOJ CTeIle-
HbBIO TSYKECTU HELOCTATOYHOCTM nuTauusa 15 (41,6%),
Co cpepHeit cTeneHbo — 13 (36,1%), ¢ TsKenoit cre-
neupo - 4 (11,1%), ¢ U36BITOYHOI Maccoil Tena —
4 (11,1%) pebenka. Heob6xoanM0 OTMETHUTD, YTO
B COCTOSIHUU CPefHeN U TAXKEIOM CTeNeHU TIXKeCTU
HEOCTAaTOYHOCTY NMUTAHUA HAXOAUINUCH NEeTU, KOTO-
pble He NPUMEHANN TapreTHOW Tepanuu. Y IOnydaB-
IIMX ee OTMeYaINCh JIeTKas CTeeHb HeJJOCTATOYHOCTH
Macchl Tena ¥ 30bITOYHAs Macca Tena. Pactipenenenne
JeTeil 110 ITOKa3aTe/AM HyTPUTMBHOIO CTAaTyca Ipef-
CTaBJIEHO B Tabi. 5 1 6.
AHanu3 JaHHBIX AaHKETUPOBAHMUA C LIe/bI0 OLIEHKNU Ka-
YeCcTBa KU3HM IpM IpueMe CHelManu3MpOBaHHBIX
IUIIEeBBIX IPOJYKTOB AUETUYECKOTo Ie4eOHOro U -
eTyyeckoro npodumakruiyeckoro nutanus Kokxreiins
6€1KOBOTO TEeTOKCUKALIMOHHOTO (CMeCh cyxas C Hell-
Tpa/IbHBIM BKycoM) 1n KokTeiiisi 6€7IKOBOro IeTOKCH-
karmonHoro HYTPUO (kmpxasi cMechb ¢ HeMTpaaibHbIM
BKYCOM) IIOKa3a clefyloniee:
= y Bcex jfieTeit ¢ MB B Bospacre 1-18 neT cHU3MUINUCDH
XKazmoObl Ha METEOpU3M, OTCYTCTBUE AIIIETUTA, XKIUJ-
KIIT CTYJI Y Ke IIOCTIe IIEPBBIX THEN IPUeMa;
= y 100% pmeTeit ¢ MB B Bospacre 1-18 j1eT He BBIABIEHO
a/UIEpITUYeCKNX peaKLnii;
= BCe JeTM OTMETM/IM IPUATHBIN BKYC, IPUATHBII 3a-
Hax, IPUATHYIO KOHCUCTEHIINMIO KOKTeIA;
= BCe YYAaCTHMKM MCCTIENOBaHM:A YKa3aay Ha JIETKOCTb
MIPUTOTOBJIEHNSI M WCIOMB30BAHUS JI€4eOHOrO IN-
TaH)A, a TAKOKe YHOOCTBO XpaHeHMs U IpUMeHEHMs
B JOMALITHNUX YCTOBUAX;
= BCe MAlMeHThl BBIPA3WIM TOTOBHOCTb IIPMHUMATD
IPOAYKTHI B Ja/IbHENIIEM;
" [0 MHEHWIO POJIMTENel, HeTU MPUHUMAN TedebHOe
HUTaHNE C YOBOIbCTBYEM KaXK/IbIi JIeHb;

JddekTBHaA dapmakoTepanua. 15/2026
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Tabnuua 7. Pacnpedenenue Oemetl 6 3a8UCUMOCIU O CHEUUATIUSUPOBAHHOZ0 NPOOYKINA OUEMUH1ecK020 ie4e6H020
U Ouemu4ecKozo nPoPUIAKMuUUEcK020 IHMePANbHO20 humanus, aoc. (%)

Koxkreiinp 6enKoBbIii IeTOKCMKaIMOHHbIN | KoKTelnb 6e1KoBbIii JeTOKCMKAIMOHHbI
(cyxas cMech ¢ HeMITPanbHBIM BKYCOM) HYTPUIO (>kupxas cMech C HeMTPaTbHBIM BKYCOM)
1-3 ropma 6(16,7) 5(13,9)
4-8 et 7 (19,4) 5(13,9)
9-17 net 6 (16,7) 7 (19,4)
Wrtoro 19 (52,8) 17 (47,2)

= 34 (94%) meTAM HpaBWICA HEMTpPAaJbHBII BKYC IPO-
RykTa, n TonpKo 2 (5,5%) pebeHKa fobaBmsinm B Jie-
yeOHOe IIMTaHME TEPTHIN IIOKOMAZ MM KaKao s
IIOKOZIALHOTO BKyca (Tab. 7).
Y4uTbIBas BbILIEN3TIOKEHHOE, MOXKHO CJie/IaTh CTIeflyIo-
1Y€ BBIBOJIBIL:
1. B uccnepopannnu ygactsosasno 19 pmeteit ¢ MB B Bos-
pacTe oT rofia io 18 n1eT, B TOM 4MCTIe IeCThb [ieTeil B BO3-
pacre 1-3 neT, ceMb fieTell B Bo3pacTe 4-8 jieT 1 1eCTb
JeTeit B Bo3pacre 9-17 jeT, KOTOpble NPUMHUMANK CIIe-
LIMaNM3YPOBAHHBIN NMUILEBON INPOAYKT AUETUIECKOTO
71e4eOHOTO ¥ AMEeTHYECKOrO TPOPUIAKTIIECKOTO N~
tauus KoxTeib 6eNKOBBII AeTOKCUKALMOHHBIN (CyXas
CMecb C HelITpa/lbHbIM BKycoM). Y Bcex 19 mereit mepe-
HOCHMOCTbH ObI/Ia OLjeHeHa KaK XOpoIuas, ajmeprudec-
KIe peaKlUM He 3aperUCTPUPOBAHBI, BCeM MaljieHTaM
JHTepa/bHOE MUTaHNEe OBIIO PEKOMEHIOBAHO BPAuOM,
u Bce 19 nmanueHTOB 11160 MX 3aKOHHBIE [IPENCTABUTE/N
BBIPa3WIM T'OTOBHOCTb NPOMO/DKATH IIpUeM IPOAYKTa
B JanbHelmeM. Yepes ceMb [Hell IPUMEHEHUA OTMe-
4yajiachb OTYeT/IMBas MOMOXKUTE/IbHAA AMHAMUKA: Cpei-
HAA BBIPaXKEHHOCTb CHYDKEHUA alllleTUTa YMEHbIINIACh
€ 3,16 go 1,37 6anna (1a 1,79 6anna), BBIpaKeHHOCTD Me-
Teopusma — ¢ 2,95 o 1,37 6amna (ua 1,58 6ana), Bepa-
JKEHHOCTD XKa/100 Ha >KUAKWIL CTYII — ¢ 2,42 1o 1,16 6anta
(Ha 1,26 6ama). YnydlueHne anmeTuTa 3apUKCUPOBAHO
y Bcex 19 manueHToB, yMeHbLIEHNE MeTeOopusMa — y 17,
yMeHbllIeHJe BBIPa)KeHHOCTM >KUAKOTO CTyna — y 14.
CrnemoBaTenbHO, NO/TyYeHHble NaHHbIE IOATBEPXK/JAIOT
XOPOULIYI0 MePEeHOCUMOCTb CYX0il (OpMBI IPOAYKTa
U MTOTIOKUTENbHYIO KTMHNYECKYI0 TMHAMUKY He TONbKO
y IeTell CTaplIero BO3pacTa, HO 1 y MalleHTOB B BO3pac-
Te 1-8 /1eT, paHee HEZOCTATOYHO OTPaKeHHBbIX B IIpef-
CTaB/IEHHBIX MaTepuajax.
2. B uccnegosanne Bouumm 17 peteit ¢ MB B Bo3pacte
1-18 51eT, B TOM 4MCrIe IATD ieTel B Bo3pacTe 1-3 jieT, AT
JeTeli B Bospacre 4—8 JIeT 1 ceMb JieTell B Bo3pacte 9-17 fier,
KOTOpble NIPMHUMANK CIeLMaTN3MPOBaHHbIN INUILEBOI
HPOAYKT JMETHUYECKOTO JIe4eOHOTO U AUETIIeCKOro Ipo-
dunaktigeckoro nutanust KOKTenb 6e/IKOBbII 1€ TOKCH -
KaruoHHbit HYTPUO (kupkast cMech ¢ HelTpaabHbIM
BKycoM). Y Bcex 17 neTeli IIepeHOCHMOCTD OblIa OLieHeHa
KaK XOpolllas, a/yleprudeckue peakiny He 3aperucTpu-
POBaHbI, BO BCEX CTyYasix MMeNach BpadeOHas PeKOMeH-
TS I10 SHTEPaTbHOMY IIMTAHNIO, M BCE [IALJVEHTHI 1160
MX 3aKOHHBbIE IIPeICTaBUTEN IOATBEPAUIN TOTOBHOCTD

leauarpus

IIPOAO/DKATh IIpKeM MPOAYKTa B JanbHeneM. ITo kmn-
HIYEeCK! 3HAYMMBIM CIMIITOMaM depe3 CeMb JHell ITpuMe-
HEHIA OTMeYasnach OJHOHAIPAaB/IEeHHAs MONIOXUTE/IbHAA
IVMHAMUKA: CPEHAA BRIPAKEHHOCTD CHVDKEHNA allleTUTa
yMeHbIIWIach ¢ 3,24 o 1,41 6amma (Ha 1,82 6amna), BbI-
PaKEHHOCTb MeTeopuaMa — ¢ 3,35 mo 1,59 6amna (Ha 1,76
6asma), BBIpaXKeHHOCTD YKa/mo6 Ha SKUAKNI CTYN — ¢ 2,82
mo 1,12 6amna (na 1,71 6ania). YiydlneHue anmneTura 3a-
PErUCTPUPOBAHO Y BCexX 17 MaIeHToB, yMEHbILIEHE Me-
TeopusMa - y 15, yMeHbllleH1e BhIPAXKEHHOCTH XUJKOTO
cTyna -y 14. Taxne faHHbIe CBUAETENbCTBYIOT O XOPOLIEM
poduie IepeHOCMOCTI U OaroIpyUATHON KIMHNYeC-
KOl [MHaMMKe TPV MCIIONb30BaHNU SKUAKON (HOPMBI,
B TOM 4YMC/Ie y IeTell PaHHEro BO3pacTa, KOTopble paHee
OTCYTCTBOBA/IN B [IaKeTe 0OOCHOBBIBAIOIIINX MATEPHUAJIOB.
3. ComocTaB/ieHye pe3y/IbTaToB 110 AByM popmam Koxreii-
7151 6€/IKOBOTO JIETOKCUKALMOHHOTO TTI0Ka3bIBaeT OTCYTCT-
B ITPY3HAKOB BO3PACTHOIN WM POPMO3aBUCHMOIL KIIN-
HIYeCK! HeO/IarompusaTHON HeogHOpogHOCTH. V >xupxKas,
u cyxas ¢popmel KokTeitist 6€1IKOBOTO [Ie TOKCHKALMOH-
HOTO IIPOZIEMOHCTPYPOBA/IN OAMHAKOBO O/IarOIPYIsITHBII
IpoduIb MepPeHOCUMOCTH, OTCYTCTBIE 3aperUCTPUpO-
BAHHBIX a/UIEPIUYECKUX PeAKINIL, ITOTHYI0 TOTOBHOCTD
meTell K MPOJO/DKEHNIO IIpJieMa 1 OHOHAIIPaB/IeHHOE
yMeHbILIeHVe BBIPQKEHHOCTY OCHOBHBIX JKa/100, CBSI3aH-
HBIX C HyTPUTUBHON HEOCTATOYHOCTHIO M HApYLIEHNEM
nuieBapeHnsa. OTO COIJIACYeTCs C paHee IpefCcTaB/IeH-
HBIMM KIMHMYECKMMM MaTepuanaMu mo peram ¢ MB,
B KOTOPBIX Ha (pOHe IPMMeHEeHNs OTeYeCTBEHHBIX CMeceit
«JIEOBUT HyTpmo» moKa3aHa IIONOXUTE/IbHASA INHAMMU-
Ka BO3pacT-HOPMMPOBAHHbBIX II0Ka3aTenell HyTPUTUBHO-
ro craryca, Bkmouad VIMT/Bospacr.

3aKknioyeHue

IIpuMeHeHNEe OTeYeCTBEHHBIX CHELMAIU3UPOBAHHBIX
9HTepaNbHbIX cMeceil KokTeilna 6enKoBOro JeToKCHKa-
umoHHoro u KokTeitns 6e1K0BOro JeTOKCUKAI[MIOHHOTO
HYTPUO (mpoussoncrsa xommanuu «IEOBUT ny-
TPUO») Y ieTell C MyKOBUCIMZO30M B BO3pacTe OT OffHO-
IO rOfla COIPOBOXJAETCA XOpOIIel epeHOCUMOCTDIO,
OTCYTCTBMEM 3apETUCTPUPOBAHHBIX a/JIEPIUIECKNUX
VI UHBIX HeXKeJIaTeTbHbIX SBJIEHNI, a TaK)Ke ITOOXKUTETb-
HOV OMHAMMKOV KJAMHMYECKN 3HAYMMBIX ITOKa3aTenen
HYTPUTHUBHOTO U MeTabonm4eckoro craryca. B o6s-
e[IJMHEeHHOI BBIOOpKe IPOZEMOHCTPUPOBAHBI YMEHb-
LIeHMe BBIPAXKEHHOCTY JUCIENCUYeCKUX IPOsABIEHN]],
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yIydllleHye anIeTuTa, OlaronpusTHas fUHAMUKA IIO-
Kasarereit 6eIKOBOro oOMeHa U MapKepoB BOCIIATIEHNS,
a TaK>Ke BbICOKasl MPUBEPKEHHOCTD IPOOIKEHMIO ITPH-
eMa IpOAYKTa.

[IprHIMNNANbHO BaXKHO, YTO MOJyYeHHbIE JaHHBIE
OXBATBIBAIOT [eTeMl B BO3pacTe OT rojga mo 18 met
U BKJIIOYAIOT KaK CYXYVIO, TaK U XMJKYI0 (popMBI Ipo-
OYKTa, 4YTO MO3BOJAET 3KCTPANONMUPOBATh MOTy4YeH-
Hble pe3y/IbTaThl HA PACIIMPEHHYIO IeANATPUIECKYIO
MONyAALNI0 ManueHToB ¢ MB. OTcyTcTBUe KNu-
HUYECKYU HeOIarOmpusITHON BO3pacTHON unn ¢op-
MO3aBUCUMON HEOTHOPONHOCTU 3ddeKTa HapAxy

Nureparypa

C MOATBEPX/EHHOI 6€30IMacCHOCTHI0O M XOPOUINMMU
OPraHONENTUYECKIMMM CBOJICTBAMMU CBU/IETETbCTBYET
0 11e71eCO0OPa3HOCTH MCIIONb30BAHNA NaHHBIX CMe-
cell B COCTaBe KOMIIJIEKCHOM AMETOTepaluM HeTei
¢ MB.

Taxum o6pasoM, oTedecTBeHHbIE HeNTKOBO-MeTaboMM-
YyecKye CMecH C IeTOKCUKAIMOHHO HallpaBIeHHOCTbIO
MOTYT paccMaTpUBATbhCA KaK KIMHUYECKN 000CHOBaH-
HBIIT MHCTPYMEHT HYTPUTUBHOI IOAAEPKKM U MeTabo-
NMYECKON KOppeKuun y fieTeit ¢ MB, cnoco6CTBy10mM171
YAY4IIEHNIO X HYy TPUTUBHOTO CTAaTyCa, HEPEHOCUMOCTH
Tepamuy U KauecTBa )XU3HU. 3
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Nutritive Metabolic Support for Children with Cystic Fibrosis: Experience in the Use of Domestic Specialized

Enteral Mixtures for Therapeutic Nutrition

E.I. Kondrateva, PhD, Prof."2, E.A. Enina, PhD’, E.P. Tropina*, A.A. Puchkov®, V.A. Zmanovskaya, PhD*

! Research Centre for Medical Genetics, Moscow

2 Research Clinical Institute of Childhood of the Ministry of Health of the Moscow Region

3 Regional Children's Clinical Hospital, Stavropol

* Children's Medical and Rehabilitation Center ‘Nadezhda’, Tyumen

Contact person: Vera A. Zmanovskaya 9798603@mail.ru

Introduction. Increased protein and energy requirements, as well as symptoms of intoxication in children

with cystic fibrosis (CF), determine the need for specialized protein detoxification nutrition.

Aim is to evaluate the effectiveness and tolerability of nutritional metabolic support using specialized enteral
mixtures: Protein Detox Cocktail (dry mixture with a neutral taste) and Protein Detox Cocktail NUTRIO

(liquid mixture with a neutral taste) in children with CF over 1 year of age.

Material and methods. We observed 41 children with CE aged 1 to 18 years, from Moscow, Stavropol, Tyumen, Perm,
Orenburg, Volgograd, and the Republic of Adygea. Of the patients, 21 (51.2%) received NUTRIO Protein Detox Cocktail
(a liquid mixture with a neutral taste), and 20 (48.8%) received Protein Detox Cocktail (a dry mixture with a neutral
taste). Nutritional status was assessed using the WHO Anthro computer programs (for children aged 1 to 5 years)

and WHO AnthroPlus (for patients over 5 years of age). The duration of the study was 7 to 14 days.

Results. It was found that all children who took protein-based enteral detoxification mixtures with a neutral
taste highly appreciated the taste of the products. No undesirable, allergic, or side effects were observed during
the observation period. There were no refusals to take the product. All patients showed improvement in their
overall condition, reduced gastrointestinal disorders, and increased energy levels. After the course was completed,
all patients expressed their willingness to continue taking the product.

Conclusions. The use of domestic enteral mixtures Protein Detoxification Cocktail and Protein Detoxification
Cocktail NUTRIO in the diet therapy of children with CF from 1 year of age is effective for correcting

their nutritional status and improving their quality of life.

Keywords: children, cystic fibrosis, diet therapy, specialized food product, therapeutic nutrition, detoxification nutrition,

protein-energy deficiency, nutritional status
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