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lMepopanbHoe neye6Hoe NUTaHWe NPU MYKOBUCLMAO3E. S
PesynbTaTbl HayyHO-UCC/Ie40BaTENIbCKOW PaboThl

B.B. 3apybuHa', 0.B. Bbicokonosa', M.A. Myxuna', E.E. ikywmna', T.H. Kekeesa',
.M. Butkosckas??

! Mopo3oBcKas AeTcKas FopoACKas KiMHudeckas GonbHuua, Mocksa, Poccus;
2 |leHTpanbHbIif Hay4HO-WUCCNeA0BATENbCKUIA MHCTUTYT OpraHM3aLmMy v uHdopMaTM3aumm 3npaBooxpaHenus, Mocksa, Poccus;
¥ Poccuifickuii HauMoHanbHbIN UCCNeoBaTeNbCKUA MeAULMHCKUIA yHuBepcuTeT umenu H.W. Muporosa, Mocksa, Poccus

AHHOTALINA

06ocHoBaHMe. HyTpuTUBHLINM CTaTyC NALMEHTOB C MyKOBWCLMJO030M BIMSIET HA BbXKMBAEMOCTb M NOAAEPHaHWE QYHKUMIA
BCEX OPraHoB, B YaCTHOCTM NEFKUX. [MoBbILLEHHbIE NOTPEBHOCTH B GefKe U 3HEPTUM Y AAHHOM rPYNMbl NaLMEHTOB 06yCnoB-
NMBAKOT HEOOXOAMMOCTb Ha3HAYeHUs BbICOKOKANOPUMHBIX U BbICOKOBENIKOBbLIX CMELManu3MpoBaHHbIX NPOAYKTOB neyebHoro
nutanma (CIIN).

Llenb wuccnepoBaHMs — oueHKa nepeHocuMocTH, 3ddeKTMBHOCTM M GesonacHocTn mpuMeHenus CINJIM «®DpesybuH
MNpoTenH»®, npeacTaBnstowero cobon 6enKoBbIA MoayIb.

Matepuansl U MeToabl. [lpoaHanu3upoBaHbl AaHHble 14 NaLMEHTOB CO CMeLUaHHOK GOpMOi MyKOBUCLIMAO3a U HeAOCTaTOY-
HOCTbIO MUTaHWs B Bo3pacTe 0T 6 o 16 net BrouMTENbHO. 5 NaumenToB nonyyanu CMNJIN «Dpe3ybuH MpoTenH»® B KayecTse
MoHoTepanuu (rpynna 1), 4 naumeHTa Noslydanu 3T0T e NPOAYKT neYebHOro NuTaHUA COBMECTHO C 3MyNbCHel cpefHeLeno-
YeYHbIX TPUrAMLEPMAOB (rpynna 2), 5 nauneHToB noayyany cbanaHcMpoBaHHbIN No 6enkaM, xupam u yrnesogam CIUIM (rpyn-
na KoHTpons). B kayecTBe ocHOBHOro napameTtpa aheKTUBHOCTM UCCNeAYeMbIX MPOLYKTOB UCMOMb30BaNM AVHAMUKY MeXy
nepueHtuneM u Z-Scores UMT (MHAEKC Macchl Tena) B Hauase U B KOHLe UccnefoBaTenbekoro nepuona (aeHb 180+2), B Ka-
yecTBe AO0MOJHUTENbHO NapaMeTpa 3hdEKTUBHOCTU OLLEHWBANM XUPOBYHO M TOLLYID Maccy Tena ¢ NOMOLLbIO KanunepoMeTpum.
Pesynbratbl. Ha oHe npuéma CIITM «Dpe3sybuH MpotenH»® Kak B BUAE MOHOTEPANUM, TaK U COBMECTHO C 3MYTbCUEN cpef-
HeLlenoyeyHbIX TPUIMULIEPUAO0B Y BCEX MALMEHTOB 0TMeueHo yBenuyeHue Z-Score u nepueHtunsa UMT no cpasHeHuio ¢ uc-
XOAHBIMU [aHHbIMYW, CTaTUCTUYECKM 3HAUMMBIX Pa3finumii ¢ FPYNMon KOHTpons He BoisenieHo (p >0,05). OgHako B rpynne 1
y 100% naumeHTOB, MO AaHHBIM KanunepoMeTpuUW, O0TMEYEHa MOMNOMUTENbHAsA AMHAMUKA B BUAE YBENMYEHWUS MbILLEYHOM
Macchl, KoTopas bbiia cTaTucTUYeckn 3HaumMa (p <0,05) no cpasHeHuto ¢ rpynnoi KoHTpons (20%). B rpynne 2 ysennuenue
MbILLIEYHOM Macckl Habnopanock y 75% naumentos (p >0,05).

3akntoyenue. MonyyeHHble faHHbIE CBUAETENLCTBYIOT, 4To NnpuMeHenmne CIJIM, npeacraenstowwmx coboii 6enKoBbIM MoLy b,
nomumo nosbiweHus MMT cnocobeTByeT yBenMueHMio MbILLEYHON Macchl Y NaLMeHTOB ¢ MyKoBUcuMAo3oM. Llenecoobpas-
HO paccMOTpeTb HOBble MOAX0Abl K Tepanuu MaLMeHTOB C MYKOBUCLIMAO30M: BKJIOYEHWe B AMeTy Bbicokobenkosbix CIJIM
ANs NpefoTBpaLLeHMs NOTEpU MBILLEYHOW Macchl, MOHUTOPUHI COCTaBa Tena C LeNblo YITyYLLEHUs KOHTPONIA 3@ TeYEHUEM
3aboneBaHus.

KnioyeBble cnoBa: MYKOBUCUWNAO03; HYTPUTUBHAA NOAMAEPXKA; nepopalibHble NUTatesibHble CMeCK; HeOo0CTaTo4YHOCTb
MUTaHUSA; CblBOpOTOl-IHbIVI NMPOTENH.
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Oral nutritional supplements in patients
with cystic fibrosis: research results

Vera V. Zaruhina', Olga V. Vysokolova', Mariya A. Mukhina', Elena E. Yakushina',
Tatiana N. Kekeeva', Irina P. Vitkovskaya?*

! Morozov Children's Municipal Clinical Hospital, Moscow, Russia;
2 Russian Research Institute of Health, Moscow, Russia;
¥ The Russian National Research Medical University named after N.I. Pirogov, Moscow, Russia

ABSTRACT

BACKGROUND: The nutritional status of patients with cystic fibrosis significantly affects their survival and the function
of all organs, particularly the lungs. Due to increased protein and energy needs, these patients often require high-calorie
and high-protein oral nutritional supplements (ONS).

AIM: To assess the tolerability, efficacy, and safety of Fresubin Protein® powder, a protein module.

MATERIALS AND METHODS: The data of 14 patients with mixed form of cystic fibrosis and nutritional deficiencies, aged
between 6 and 16 years, were analyzed. Five patients received Fresubin Protein® powder as monotherapy (Group 1), four
patients received the same therapeutic food together with emulsion of medium-chain triglycerides (Group 2), and five patients
received ONS balanced in protein, fat, and carbohydrates (control group). The dynamics between percentile and Z-Scores
of body mass index (BMI) at the beginning and at the end of the study period (day 180+2) were used as the main efficacy
parameter of the investigated food. Body fat and lean body mass were assessed by caliperometry as additional efficacy
parameters.

RESULTS: All patients showed an increase in Z-Score and BMI percentile from baseline while taking Fresubin Protein® powder
both as monotherapy and in combination with medium-chain triglyceride emulsion. There were no statistically significant
differences from the control group (p >0.05). However, Group 1 (100% of patients) demonstrated positive changes in muscle
mass gain, as evidenced by caliperometry data, which was statistically significant (p <0.05) compared with the control group
(20%). In Group 2, muscle gain was observed in 75% of the patients (p >0.05).

CONCLUSION: These findings suggest that protein-enriched ONS not only increase BMI but also contribute to muscle mass gain
in patients with cystic fibrosis. New therapeutic approaches are needed, such as the inclusion of high-protein ONS in the diet
to prevent muscle mass loss, along with the monitoring of body composition to improve control of disease progression.

Keywords: cystic fibrosis; nutritional support; oral nutritional supplements; malnutrition; whey protein.
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OP/MHATIBHBIE MCCIEIOBARMA

Ob0CHOBAHUE

MyKoBucUMO03 — HacnefcTBeHHoe 3aboneBaHue ¢ Ha-
PYLLUEHUEM CEKPELMM 3K30KPUHHBIX KeNEs, obycnoBneHHoe
naToreHHbIMM BapuaHTamu B reHe CFTR. XapakTtepusyetcs
XPOHWYECKUM U MpOrpeccUpYIOLLMM TEYEHUEM, MYTbTUOP-
raHHbIM MOPaXEHWEM, C BOB/IEYEHWUEM [bIXaTe/IbHON, NULLe-
BapUTESIbHOM M PenpOoLyKTUBHOW cucTeM [1-5].

IK30KpWHHasA HEAOCTATOYHOCTb MOAXKENYA04YHON Henesbl,
NpUBOAALLAA K Manbabcopbumm 6enkoB, upoB, feduumuTy Xu-
POPAaCcTBOPMMBIX BUTaMUHOB, @ TaKXKE BBICOKWE SHEPreTUYECKUE
3aTparthbl, CBA3aHHbIE C OAbILLIKOM, KaLLMIEM U TEYEHUEM XPOHU-
YecKoro MHGHEKLMOHHO-NENOYHOr0 MpoLiecca, cnocobcTByoT
PpasBUTMIO HELOCTATOYHOCTM MUTAHWA Y NALMEHTOB C MyKOBMC-
LMA030M, KOTopas B CBOKO o4epedb criocobersyeT bonee Obl-
CTPOMY MpOrpeccupoBaHvio 3ab0NeBaHNUA U CHUKEHUIO Kade-
CTBA }M3HW. B T0 e BpeMs onTUMasbHbIA HYTPUTUBHBIV CTaTyC
Yy MauueHTOB B AaHHOW Ipynne accoLMMpoBaH C YyuLIeHUeM
(YHKUMM NETKUX U YBENUYEHMEM BbkMBaeMocTH [1, 2, 6-9].

BonbHBIM MYKOBMCLMA030M C MOMEHTa YCTaHOBKM Oua-
FHO3a pEKOMEHAYeTCA MOBbLILEHHOE noTpebneHne 6enka
W 3HEPrMM MO CPaBHEHWUIO C WX 3[0POBLIMU CBEPCTHUKA-
mu [1, 2, 6, 8-12]. Y neteii cTapwe rona B Poccuiickoit Qepe-
paLMn AN KOppeKUMM HEAOCTATOYHOCTU MUTAHWA NMPUMEHS-
l0TCA B OCHOBHOM BbICOKOKaNOPUIHBIE CMELIMANM3MPOBaHHbIE
nponykTbl neyebHoro nutanus (CMJIM), npeaHasHaueHHble
B OonibLUeli cTeneHn 1S NOAAEPIKaHWUA [OCTAaTOYHOM 3Hep-
reTMYECKON LiEHHOCTW paumoHa. OAHAKo CTOMT y4WTbIBaTb,
YTo BbICOKOE NOTpebieHMe 3HEprM M JKMPOB MOXET Cro-
cobCcTBOBATL Pa3BMTUI0 M3DLITOYHOW Macchl Tena W Oxwpe-
HWA Y NaLMEHTOB C MYKOBUCLMAO30M, B TOM YMC/IE CKPLITO-
ro, Korga npu geduvumute MbILIEYHON MacChl MHAEKC Macchl
Tena (MMT) byneT Haxogutbcs B mpedenax pedepeHcHbIX
3HaYeHUIA, YTO MOXKET HEraTUBHO CKa3aThCA Ha KITMHUYECKNX
pesynbTaTax nauveHToB. Beab yBenmueHune Macchl Tena 6onb-
HbIX MYKOBMCLMI030M HE BCEra accoLMmupyeTcs C ynyulle-
HWeM QyHKUmMM nérkux. CornacHo UMelLLMMCA faHHbIM, Na-
LIMEHTI C BbICOKOM TOLLIe# Maccoi Tena (KOCTHO-MblLLeyHas
1 BUCLieparnbHas) UMenu bonee coxpaHHyo GyHKLMIO NETKKX,
YeM NaumeHTbl C BbICOKOI XupoBoii Maccoii Tena [10, 12]. Pag
MCCNe0BaHWI TaKXKe YKA3bIBAKT HA NONOXUTENbHYHO Koppe-
NALUMI0 MEXLY YCUNEHUEM aHabonin3Ma U UCMONb30BaHUEM
benkoBbIx 106aBOK y feTen C MyKOBUCLIMAO30M U 3af1ePIKKO
pocta [10, 11]. B cBA3K ¢ 3TUM M3-3a MOBbILUEHHLIX NOTEPb
benka BcneacTeue Manbabcopbuum W Bo BpeMA 3NW30[0B
KaTabosm3Ma npu NEroyHbIx 060CTpeHusx notpebneHue ben-
Ka Yy NauMeHTOB C MYKOBMCLIMA030M MOXET BbITb YBENMYEHO
Ha 50-100% no cpaBHeHuIo ¢ Bo3pacTHoli HopMoii [1, 2, 6].

Ha paHHbI MOMEHT, UCXOAA U3 aHanM3a cocTaBa npo-
LYKTOB JniedebHoro nutaHus, BxopAwmx B «[lepeyeHb
CMeLMann3vpoBaHHbIX MPOAYKTOB JleyebHOro nuTaHus
ans petei-unBanuaos»', CMIM «®pesybuH MMpotenn»®
(000 «®pesenmnyc Kabu», lepMaHus) ABNAETCA €AMHCTBEHHBIM

Tom 30, Ne 6, 2024

POCCUICKMI MeAVLMHCK M XKYPHAN

NPOAYyKTOM, NpefcTaBAAoLLMM coboii 6enKoBbIi MoaYb, Ko-
TOpbIi NpeAHasHayeH B NepBylo ouepedb AN BOCMOMHEHNSA
neduumta 6enka. CornacHo AaHHLIM NiuTepaTtypbl, B Poccui-
ckont Depepaummn He 3aMKCUPOBAHO KIIMHUYECKUX McChe-
[0BaHW Mo oueHKe 3OPEKTUBHOCTU MOAYNbHbIX BENKOBbIX
CMEeCeil y NaLMeHTOB € MyKOBUCLIMAO30M.

Lenb uccnepoBaHMs — oleHKa nepeHocUMocTH, 3¢-
deKkTnBHOCTM 1 GesonacHocTh npumerenns CINJIN «PpesybunH
MpoTenH»®, npepcrtasnstowero cobon 6enkoBbii Moaynb,
MPUroTOBNEHHBIN U3 GeNka MONIOYHOM ChIBOPOTKM (pacTBo-
PUMbIIA MOPOLLOK), Y LieTeN C MYKOBUCLMA030M B CPaBHEHUM
C YXe AAuTenbHoe BpeMs NpUMeHseMbiMKU cBanaHcupo-
BaHHbIMW no coctasy CIJIM, BXxogAWwmMMM B YTBEPKAEHHIN
MpasuTenbcTBoM Poccuiickoit Pepepaumn «MepeyeHb cneum-
anu3npoBaHHbIX NPOAYKTOB JieuebHOro NUTaHUA ona aeTeid-
WHBaNMAOBY.

MATEPWAJIbI U METObI

Iln3anH uccnepoBaHus

[laHHoe nccnepoBaHue ABNAeTCA OTKPbITbIM OQHOLEHTPO-
BbIM MPOCNEKTUBHbIM Bbl60p0LIHbIM KOHTPO/IMPYEMbIM paH-
OOMU3NPOBAHHBIM.

Kputepuu cootsetcTBuS

Kpumepuu skoyenus:

 nauweHTbl 0boero nona B Bopacte ot 3 Ao 17 neT BKIo-
YUTEJTBHO;

[OMarHo3 MyKOBMCLMI03a, YCTAHOBIEHHbIN B COOTBETCTBUM
¢ penepanbHbIMU KIIMHUYECKUMU PEKOMEHAALMAMY;

o NMT Hmke 25-ro nepueHtuns, Z-Scores MMT/Bospact <-1;
e HanMuMe NOAMMCAHHOr0 MHGMOPMUPOBAHHOIO cornacus
poauTenei naumeHTa uam naumeHTa ot 14 go 17 ner.

Kpumepuu uckouenus:

HeXenartenbHble SBNEHUS BO BPEMS NPUEMa CreLMannam-
POBaHHbIX CMECEN UMK OTKa3 OT UX NPUEMa;

*  WHAMBUAYaNbHasA HeMepeHOCMMOCTb KOMMOHEHTOB MCCe-
Ayemoro npoayKTa;

 (0TKa3 poauTens naumeHTa WM naumenTa ot 14 no 17 net
OT Y4acTusA B KIIMHUYECKOM UCCNe0BaHuy;

» Hanuuue nbOro KNMHWMYECKU 3HAYUMOTO OTKIIOHEHMS
nabopaTopHOro NoKasaTens UK NMoKasaTeNeit KU3HeHHO
BaXHOW (QYHKLMM, KOTOPOE, M0 MHEHMIO Bpaya-uUccnemno-
BaTens, NpenaTcTByeT 6e30macHOMy y4acTuio nauueHTa
B MCCNENOBaHWMM U/ MOTEHLMANBHO MOXKET BIUATb
Ha ero pesynbTarbl;

HECMnocobHOCTb NaLMeHTa/ero poanTeNeid, N0 MHEHUIO UC-
cneposartens, obecneuntb cobmofeHne npouenyp npo-
TOKONA UCCNe0BaHus;

* MpeKpaLleHne KIMHUYECKOro UCCNefoBaHUsA CNOHCOPOM
UMW perynaTopHLIMX OpraHamu.

! Pacnopsikenue Mpasutenbctea PO ot 11 aekabps 2023 r. N2 3551-p «06 yTBepxAEHUN NepeyHs CneLvann3upoBaHHbIX NPOAYKTOB fieyeBbHOro NuUTaHus
Ans feTeii-uHBanuaoB». Pexxum foctyna: https://www.consultant.ru/document/cons_doc_LAW_464007/ lata o6patuenus: 03.09.2021.

DBOI: https://doi.org/10.17816/med)rf636590
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Ycnosus nposeaeHus

KnuHuyeckylo anpobaumio npoBoauny B aMbynaTtopHbIX
ycnosusx Ha 6ase MbY3 «Mopo3oBcKas AeTcKas ropoacKas
KNMHWMYecKas GonbHMUa [lenapTaMeHTa 3[paBOOXpaHeHMUs
ropoga MockBbl». B UccneqoBaHuM NPUHAAM yyacTUe Nauu-
€HTbl C MYKOBMCLIM030M, COCTOALLME HA AMCTIAHCEPHOM YYé-
Te B MeuKo-reHeTuyeckoM otaenennn NbY3 «Mopo3osckas
LEeTCKas roOpOACKas KMHWYecKas bonbHuua [lenapraMeHTa
34paBooXpaHeHus ropoaa MockBbi».

HPOAOH)KVITEHbHOCTb uccneposaHuA

WccnepoBatenbckuii nepuog, coctasun 180 aHed u BKAto-
yan B cebs 5 BM3MTOB K Bpayy-uccnepoBatento: 1-i (aeHb 0);
2-n (mneHb 45+2); 3-i (neHb 90+2); 4-n (neHb 135+2);
5-1 (neHb 180+2). Bo BpeMs BCeX BM3WTOB OCYLLECTBAANM
cbop nHdopmMaumu: Kanobbl, aHaMHe3, OLEHKA OHEBHWKa

Tabnuua 1. [In3aitH uccneaoBaHms
Table 1. Study design

Vol. 30 (6) 2024

Russian Medicine

MUTaHUSA, OLEHKA COMYTCTBYHOLLEN Tepanuu, perumcrpaums
HeXenaTesibHbIX ABNIEHWN, QU3MKANbHBIA OCMOTP C OLEH-
KOl dU3MYecKoro paseuTua (M3MepeHue pocta, Beca, UMT).
Ha 2-M Bu3uTe AONONHMTENBHO OLEHWBANM OPraHoNenTU-
yeckue counctea CIJIM, Ha 1, 3, 5-M BM3UTaX BbINOAHANM
OLIeHKY COCTaBa Tefna C MOMOLLbI0 KanunepoMeTpuu. [Iusait
uccnenoBaHusA npeactasnieH B Tabn. 1, Ha puc. 1.

OnucaHne MeaULMHCKOro BMeLLaTe/bCTBa

Mepen HayanoM MCCNeAOBaHUS JETAM, MOAXOAALLNM
MOA KpUTEpPUM BKIIOYEHMSA, Npeaarany nonpobosatb ucche-
AyeMble MPOAYKTHI Ha BKyC. BceM, KTo mocuutan uccnepye-
mble CIJI npuemneMbiMu ans ynotpebnenus, B fanbHen-
LweM b0 NpeasoXeHo NPoMTH paHaoMu3aumio. [poueaypa
paHAoMM3aLMW NPOBOAMNACH MPY NOMOLLM Tabnamubl cyyai-
HbIX Ymcen.

1-7 Bu3uT | 2-1 BU3INT 3-1 BusuT 4-1 BU3MT 5-1 BusuT
MeauumHcKkue MaHMnynaumm | (meHb 0) | | (meHb 45+2) | | (meHb 90+2) | | (meHb 135+2) | | (meHb 180+2) |
Medical manipulations Visit 1 Visit 2 Visit 3 Visit 4 Visit 5
(day 0) (day 45+2) (day 90+2) (day 135+2) (day 180+2)
Yanobbl, aHamHes | Complaints, history + + + + +
OueHKa IHeBHMKA NUTaHKA | . N N N N
Nutrition diary assessment
OuieHKa conyTCTBYIOLLEN Tepanim | . N . . .
Assessment of concomitant therapy
Peructpaums HexenaTesbHbIX IBNeHUN | . . . . .
Recording of adverse events
(Ou3MKanbHbIA 0CMOTP C OLEHKOMN r3MYecKoro
pa3BuTuA (pocT, BeC, MHAEKC Macchl Tena) | . . . .
Physical examination with assessment of physical
development (height, weight, and body mass index)
OLieHKa opraHoNenTUYeCKUX CBOWCTB
CNeLmManM3upoBaHHbIX NMPOAYKTOB JieyebHoro _ . B B _
nutaHus | Assessment of organoleptic properties
of oral nutritional supplements
Kanunepometpus | Caliperometry + - + - +

MaumeHTsl (Bo3pact 3-17 ne) | Patients (ages 3-17)
NMT Hue 25-ro nepueHTuns, Z-MIMT/Bospact <-1 | BMI below the 25" percentile, Z-BMl/age <-1

Monyuyexue cornacus | Informed consent

| Panpomusaums | Randomization |

'

CNN «®pesy6uH MpotenH»® |
Fresubin Protein® powder

triglyceride emulsion

CIIIN «®pe3ybuH MpotenH»® + amynbeus
CpeaHeLenoyeyHbIX TPUIMLIEPUAOS |
Fresubin Protein® powder + medium-chain

CINJIM, BxopAwwmii B yTBepAEHHBIN [paBuTeNLCTBOM
Poccuiickoit Qenepaunm «MepeyeHb CneLmnanm3npoBaHHbIX
NpoAYKTOB NeyebHOro NUTaHWsA AN AeTeil-MHBaNMA0BY |
Oral nutritional supplements included in the List

of Specialized Therapeutic Foods for Disabled Children
approved by the Government of the Russian Federation

Puc. 1. lusaiin uccneposanms: CINJIM — cneuuanuanpoBaHHble NpoayKTel nevebHoro nutaHus, UMT — uHAeKe Macchl Tena.
Fig. 1. Study design: ONS — oral nutritional supplements; BMI — body mass index.
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BceM yyacTHMKaM uccnenoBaHus 6bino peKOMeHA0BaHOo
MPOJONMKUT CBOW TEKYLLUMI PEXUM MUTaHUSA, C BEAEHUEM
LHEBHUKA NMUTaHMS, C NOLCYETOM 3HEPTETUHECKOMN LIEHHOCTH
pauuoHa, benkos, upoB, yrnesoaos. CooTHoLLeHWe 6enKoB,
YKMpOB, YIMEBOJOB B paLUMOHe YYacTHUKOB WUCCIef0BaHUsA
COOTBETCTBOBA/I0 BO3PACTHLIM HOPMaM MPWU MYKOBUCLMAO-
3e: yBeNMyeHMe NoTpebneHns BbICOKOKaYecTBEHHOro berka
no 20% v xwmpos po 35-40% cyTouHoro Kanopaxa. Paspela-
nocb ucnonb3oeatb CINJIM B noboM Buae, KoTopbid npeano-
yuTan pebeHoK (ynotpebnsTb Kak CaMoCTOSTENbHbIA NPOAYKT
unm fo6aBnAaTb B MOJIOYHbIE KaLLM, CYMbl, HAMUTKU W T. A.).
06bEM [OMOSHUTENBHOMO MUTAHWSA OMPELEeNsyM, YYUTbIBAS
CTeneHb HYTPUTMBHOM HEAOCTAaTOYHOCTM M anneTut. CyTou-
Hblii 06bém CI1JTM pasgensnm Ha 2—3 paBHOMEpHbIX NPUEMA.
lMoMUMO HYTPUTMBHOIW NOALEPIKKM BCE NaUMeEHTbI Nonyyanm
Ha3HayeHHoe paHee H6asucHoe NieyeHue (MaToreHeTUYECKYIO,
aHTMbaKTepuanbHyto, GpepMeHTO3aMecTUTENbHYI0, Heobxoau-
Myl0 CUMNTOMAaTUYECKYI0 Tepanuio, KUHE3UOTEPanuio).

OcHOBHOM MCX0pA, UccneaoBaHuUsA

B kauecTBe ocHoBHOro napametpa 3G PeKTUBHOCTM UcChe-
AYeMbIX NPOLYKTOB UCMONb30BaNM AMHAMUKY MEXY NepLeH-
nem MMT u Z-Scores MMT Bo Bpems 1-ro (neHb 0) u 5-ro Bu-
3uTa (neHb 180+2) oTHOCMTENILHO MCXOLHOIO NoKa3aTens.

OcHOBHbIM KpuTepueM 6e30MacHOCTM ABNAMACL CpaBHU-
Te/lbHas YacToTa BO3HUKHOBEHWA U PasBUTUA HeXenaresb-
HbIX SIBJIEHMMN.

JlononHuTenbHble UCX0AbI UCCNef0BaHUA

BropuuHoit Toukon ahPeKTMBHOCTM CUUTanW SUHAMUKY
MeXay TaKUMW W3yyaeMbIMKU MOKa3aTeNsAMU Kanunepome-
TPUM, KaK KOXHO-KMPOBas CKNaaKa Hag TpuuencoM (KIKCT)
1 OKpYXHOCTb MbilL, neya (OMIT) Bo Bpems 1-ro (aeHb 0)
W 5-ro Bu3uTa (aeHb 180+2) oTHOCUTENIBHO MCXOLHOIO NOKa-
3artens.

Tabnuua 2. 06Las XxapaKTepucTvKa rpynn
Table 2. General characteristics of the groups

Tom 30, Ne 6, 2024
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AHanus B nogrpynnax

B KnuHuyeckyto anpobaumio 6binM BKIKOYEHbI MALMEHTDI
060ero nona ¢ AMarHo3oM «MyKOBMCLMAO3» WU HEJO0CTaTou-
HOCTbH) MUTaHMS, COOTBETCTBYIOLLME KPUTEPUAM BKITIOUEHUA.
B obLuen cnoxHocTM CKpUHUHE 6bin npoBeféH ans 14 na-
LiMeHTOB B BO3pacTe OT 6 40 16 NeT BKAIOYMTENBHO, KOTOPbIX
pasfenviv Ha 3 rpynnbl (Tabn. 2):
 uccnepyeMas rpynna 1 (n=5) — peT ¢ MyKoBMCLIMEO30M,

nonyyatowme CMM «Ppesybun Mpotent»®;
 vccnepyeMas rpynna 2 (n=4) — petu ¢ MyKOBMCLIMLO30M,

nonyyatowme CMMN «®pesybun MpotenH»® coBMeCTHO

C 3MynbCUel CpesHeLIenoYeyHbIX TPUMULEPUAOB;
 Ipynna KoHTpons (n=5) — Aet ¢ MyKOBUCLMAO030M, No-

nyyatowme cbanaHcmpoBaHHeIn no coctasy CIJIM, Bxo-

JAWMA B yTBEpKAEHHbIN [paBuTenbcTBoM Poccuiickoii

Oepnepaunm «lepeyeHb cneumanuavpoBaHHbIX MPOAYKTOB

neyebHOro NUTaHUA Ans AeTei-UHBANMOOBY.

CpaBHutenbHas xapaktepuctuka CIJIM npepctaBneHa
B Tabn. 3.

MeToabl perucTpaumm UCXoL 0B

lMoka3aTtenu Maccbl Tefla M pocTa OLEHMBAM C NOMOLLbIO
KoMnbloTepHoit mporpammbl Auxology v. 1.0 b17® (Pfizer,
2003). lpw BbIfBNEHUM NoKasaTenen Z-Score no UMT ot -1,0
Ao —1,9 amarHocTMpoBanu NErKyo HEAOCTaTOMHOCTb NUTaHMS,
npu Z-Score ot —2,0 0o —2,9 aMarHoCTMPOBaM YMepeHHyH
HeA0CTaToO4HOCTb NUTaHuUA, npu Z-Score <—3,0 auarHocTupo-
BaJIM TAIKENYIO HelOCTaTOMHOCTbL NuTaHmA [13, 14].

¥uposyio 1 Towwyto (6e3mmpoBylo) Maccy Tena OLEHMBa-
Nn ¢ noMoLublo KanunepoMeTpun (u3mepenne KIKCT, Mm);
u3mepeHus okpyxHoctu nneya (Or, cm), OMIT (cm) no cne-
aytowei dopmyne: OMMN=001-0,314xKXCT. U3mepeHus Ton-
LWMHBI KOXHbIX CKNafoK MPOBOAWAM B MOMOMEHUM CTOSA
B CTaHJAPTHOW TOYKE: Haj, TPULENCOM Mnieva, nocepeamHe

Uccnepyemas rpynna | Study group n

MenuaHa Bo3spacra,
net | Median age
(years)

MaumeHTsbl
eHcKoro nona, % |
Female patients (%)

MauueHTnbl
MyXcKoro nona, % |
Male patients (%)

[pynna 1 — 6onbHble MYyKOBUCLMA030M, MOMTyYatoLLme
cneLman13npoBaHHbIA NPOAYKT NeyebHOro nuTaHus
«Dpe3ybuH MpotenH»® | Group 1: patients with cystic fibrosis
receiving Fresubin Protein® powder

[pynna 2 — 6onbHble MyKOBUCLMAO030M, NofyYaloLLme
crewLnanu3npoBaHHbI NpoAYyKT nevebHOro NuTaHus
«DpesybuH MpotenH»® + aMyNbCHIo CpeaHeLLenoYeyHbIX
Tpurnuuepuaos | Group 2: patients with cystic fibrosis
receiving Fresubin Protein® powder + medium-chain
triglyceride emulsion

[pynna KoHTpons — 60/bHbIe MYKOBUCLMAO030M,

nonyyaiolme cbanaHcMpoBaHHbINA Mo COCTaBY
CMeLManm3npoBaHHbIiA NPOAYKT NeyebHoro NUTaHus | 5
Control group: patients with cystic fibrosis receiving

a balanced oral nutritional supplement

13 60 40

12,5 25 75

10 40 60

DBOI: https://doi.org/10.17816/med)rf636590
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Tabnuua 3. CpaBHUTENBHAA XapaKTEPUCTMKA CMELMan13upoBaHHbIX NPOAYKTOB Ie4ebHOro NuTaHus
Table 3. Comparative characteristics of oral nutritional supplements

Russian Medicine

Cb6anaHcMpoBaHHbIN
cneLvanM3upoBaHHbIA NPOAYKT
neye6Horo NuTaHMs
(rpynna KoHTpons) |
Balanced oral nutritional
supplement (control group)

3Mynbcus cpeaHeLienoyeyHbIX
TpUrULEepuaos |
Medium-chain triglyceride
emulsion

Cneuvanu3vpoBaHHbIN
NpoAyKT nevyebHoro
poay ®pesy6un Mpotenn® |
nuTanms | X o
oo Fresubin Protein
Oral nutritional
supplement
MopnynbHas cMecb, ConepuT
ToNbKO 6enok. Mcnonb3syetca
ONS [OMNOJHEHUA paLMoHa

UCKYCCTBEHHOTO MM 0BbIYHOIO

Tun cmecu |

NeyebHOro NuUTaHus |
Type of supplement

Modular formula containing
only protein. It is used
to supplement artificial
or regular therapeutic diets

CraHpapTHas cbanaHcupoBaHHas
cMeck. MoxKeT ucnonb3oBatbes
ONA [0MN0JIHEHUS paLyoHa Wi
00bIYHOrO NIeYeBHOro NUTaHUS
NGO ABNATLCA €AUHCTBEHHBIM

MCTOYHMKOM nuTaHuA | Standardized,
balanced formula that can be
used to supplement dietary intake
or regular therapeutic feeding,
or as a sole source of nutrition

MogzynbHas cMeck, coaepHuT
TONBKO MMpbl (CpenHeLienoyeyHble
TpUrnuUepuasl). Ucnonb3yetcs
L7191 [ONOJHEHWS paLMoHa
MCKYCCTBEHHOTO WAW 0BbIYHOMO
neyebHoro nutaHua | Modular
formula containing only fats
(medium-chain triglycerides).

It is used to supplement artificial

(®opMa BbiMycKa |

Presentation Cyxas, Macca 300 1| Dry, 300 g
Benok | Protein

Mpodunb benka |
Protein profile

MornoyHasi cbiBOpOTKa |
Milk whey

Hupbl, re 100 T
unu 100 mn | Fats, g 1
in 100 g or 100 ml

Yrnesoppl, r8 100 1
wnu 100 mn |

Carbohydrates, <1
gin 100 g or 100 ml

JHepreTnyecKas

LieHHocTb, B 100 T 360

unu 100 mn | Energy,
gin 100 g or 100 ml

Cyxas, Macca 322 1 | Dry, 322 g

or regular therapeutic diets

Hupkas, 250 mn | Liquid, 250 ml

Ka3zeuH | Casein

18,2 471
56,6 —
463 450

MeX Oy aKpOMWarbHbIM U JIOKTEBbIM OTPOCTKaMu Mpu ony-
LLeHHOW U paccnabneHHom pyke. W3MepeHus ocyLecTBAsN
Ha MpaBoM U NIEBOI PYKe C NMOMOLLBIO 3/IEKTPOHHOIO LMdpo-
Boro kanunepa K3L-100-1-U-[1 (TynuHoBckuiA npubopocTpo-
uTenbHbIN 3aBof «TBEC», Poccus).

BrycoBble KauecTa NpoAyKTOB OLeHWBanM o 5-6annbHon
cucTeMe (OTAIMYHO — 5, XOpOLLIO — 4, HEWTPanbHo — 3, He Hpa-
BMTCA — 2, KaTeropuuyecku He Hpaeutca — 1), ecrin pebeHoK
He MOeT chopMynMpoBaTh OTBET — MO CUCTEME «ECT—HE ECT».

CraTUCTUYECKUIM aHanu3

Cratuctmyeckyto 06paboTKy AaHHbIX BBINOAHAIM C NOMO-
wbto nporpammsl Microsoft Office Excel. Mpumensnu MeTopp
OnMcaTeNlbHOM CTAaTUCTUKU C OCHOBHBIMU KpPUTEPUSAMU: Cpej-
Hee apudMeTUYecKoe, CTaHLAPTHOE OTKIIOHEHWE, MeaMaHa,
MUHUMYM U MaKCUMyM, OMNpefeneHne [0BepUTENbHBIX UH-
Tepsanos 95, 99, 99,9%. [ina cpaBHeHus cBA3aHHbIX BbIHOPOK
B O[LHOW rpynne UCMoNb30Banu Kputepuit YunkokcoHa. Cpas-
HEHWEe MEKIPYMMOBbIX PasfiNyuiAi BbINOIHEHO C MOMOLLbIO
HenapameTpuyeckoro Kputepua MaHHa—YutHu. [lonyyeHHble
pe3ynbTaThl CHUTaNM CTaTUCTUHECKM 3Ha4MMbIMU Nnpu p <0,05.

DBOI: https://doi.org/10.17816/med)rf636590

PE3Y/IbTATHI

OcHoBHble U AONOHUTENbHbIE
pe3ynbTaTtbl UCCIe00BaHUA

Pe3ynbTathl MCCeoBaHNUA NpeacTaBneHsbl B Tabn. 4—6.

B epynne 1 B Hauyane uccnegyemoro nepuoga MMHM-
ManbHoe 3Hadyenue Z-Score UMT coctaBuno —1,98; Makcu-
ManbHoe 3HadeHue Z-Score UMT —1,02; MUHUManbHbINA nep-
ueHTunb UMT 2,37; MakcuManbHbid nepueHTuns UMT 15,45,
MunuManbHasa TonwuHa KXCT —6,0 MM, MuHMManbHas OMI1
13,6 cM, mMakcumanbHaa TonwmHa KMCT 12,0 MM, Makcu-
ManbHas OMI1 1920 cM. B KoHue wccnemyeMoro nepuopaa
MUHUManbHoe 3HadyeHue Z-Score UMT coctaBuno —1,06; mak-
cuManbHoe 3Hadvenmne Z-Score MMT 0,39; MUHUManbHLIN Nep-
ueHTb UMT 14,45; MakcuManbHbin nepueHTunb UMT 65,16.
MunuManbHas TonwmHa KXCT 6,0 MM, MMHUManbHas OMI
14,40 cM, MaKcuManbHas TonwmHa KHCT 10,0 MM, Makcu-
ManbHas OMI1 22,10 cM. Ha Havano uccnenyeMoro nepuoga
y BCex naumneHToB 3HadeHne MMT bbino HuKe 25-ro nepLeH-
tunsa (100%). MeouaHa nepuentuns UMT coctansana —9,55;
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Tabnuua 4. PesynbTaThl UccnefoBaHus B rpynne 1
Table 4. Results of scientific research in Group 1

Z-Score KoxHo-xupoBas |  OKpy>XHOCTb OKpY)KHOCTb
' Bospact, | uHAeKca Macchl T CKNafKa Hapj, nneya, cM | MbILLIL, NN1eya,
Mauuenr | Patient net | Age Tena |_Body Centile | TPULeNCOM, MM | Arm muscle CM_| Arm muscle

(years) mass index Triceps skinfold | circumference circumference

Z-Score (mm) (cm) (cm)
1-0 susum (denw 0) | 1°t visit (day 0)
1 13 -1,02 15,45 12 23 192
3 14 -1,25 10,64 10 21 17,86
4 9 -1,31 955 8 19 16,48
5 7 -1,86 3,19 6 15,5 13,6
6 16 -1,98 2,37 7 21 18,8
Menuana | Median -1,31 955 8 21 1786
CpepHee 3HaueHue | Mean -1,48 8,24 8,6 199 1718
Cantpnas e
MuHuMYM | Minimum -1,98 2,37 6 15,5 13,6
MakcumyMm | Maximum -1,02 15,45 12 23 192
5-ii gusum (dens 180+2) | 5% visit (day 180+2)

1 13 0,39 65,16 10 25 21,8
3 14 -1,05 14,75 8 22 19,4
4 9 -0,96 16,8 9 20 17,17
5 7 -1,06 14,45 8 17 14,4
6 16 -1,02 15 6 24 22,1
Menuana | Median -1,02 15 8 22 194
CpenHee 3Ha4eHue | Mean -0,74 25,232 8,2 21,6 18,97
Cantmcs e
MuHUMYM | Minimum -1,06 14,45 6 17 14,4
MakcumyM | Maximum 0,39 65,16 10 25 22,1

meamaHa Z-Score MMT coctasnsna —1,31. Ha KoHew uccne-
AyeMoro nepuoaa y 1 nauueHTa ¢ MyKoBucuumo3oM (20%)
3Ha4yeHne UMT 6bino Bbiwe 25-ro nepueHTuns. MeaumaHa
nepueHtuna UMT coctaBuna —15,0; MeguaHa Z-Score UMT
coctasuna —1,02. Meanana tonwmHel KXCT B Hayane uccne-
AYeMoro nepuoga coctaBiuna 8 MM, B KOHLe UcCeayeMoro
nepmoga — 8 MM. Meguana OMI1 B Hayane uccneayemoro
nepuoga coctasuna 1786 cM, B KoHLe MccneLyeMoro nepu-
oga — 19,40 cm.

B 2pynne 2 B Hayane uccnemyemoro nepuosa MUHUMarnb-
Hoe 3Ha4eHue Z-Score UMT coctasuno —1,90; MakcuManbHoe
3HaueHue Z-Score MT —1,0; MuHMManbHbIi nepueHTUnb UMT
2,90; MaKcuManbHbInA nepueHTunb UMT 15,82, MuHuManbHas
TonwmHa KXCT 5,0 MM, MuHuManbHas OMIT 14,43 cM, Mak-
cuManbHas TonwmHa KMCT 12,0 MM, MakcumanbHas OMI
20,11 cM. B KoHue uccnepyemoro nepuoga MMHUManbHoe
3HaueHue Z-Score MMT coctaBuno —1,79; MakcuManbHoe 3Ha-
ueHue Z-Score UMT -0,75; MUHUManbHbIi nepueHTunb UMT

DOl https://doiorg/10.17816/med]rf636590

3,68; MakcuManbHbI nepueHTnb UMT 22,52, MuHuMmanbHas
TonwmHa KXKCT 5,0 MM, MuHuManbHas OMIT 14,43 cM, Mak-
cumanbHas TonwmHa KKCT 14,0 MM, MakcumanbHas OMI
21,80 cM. Ha Hayano uccnepyeMoro nepuofa y BCex nauu-
eHTOB 3HayeHue MMT 6bino Hue 25-ro nepueHtuna (100%).
MeauaHa nepuentuna UMT coc-TaBnana —4,26; mepmaHa
Z-Score UMT coctaensana —1,74. Ha KoHel uccnegyemoro
nepvoga y cex naunentos (100%) 3Hauenme UMT ocTanoch
HKe 25-ro nepueHTUns. MeamaHa nepueHtuna UMT cocra-
Buna —7,09; megmnana Z-Score UMT coctasuna —1,47. Megu-
aHa K}CT B Hayane uccnegyemoro nepuopa coctasuna 6,50
MM, B KOHLe uccnegyemoro nepuoga — 6,0 MM. MeguaHa
OMI B Hauane uccnegyemoro nepuopa coctasuna 1791 cm,
B KOHLe uccneayemoro nepuoga — 19,25 cm.

B 2pynne koHmpons B Hayane uccnegyemoro nepuoga
MUHUManbHoe 3HauveHue Z-Score UMT coctasuno -2,28;
MaKcuManbHoe 3HaveHne Z-Score UMT —1,12; MuHuManb-
Hbin nepueHTUnb MIMT 1,13; MakcuManbHbli NepueHTUib
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Tabnuua 5. PesynbTathl UccnefoBaHus B rpynne 2
Table 5. Results of scientific research in Group 2
Z-Score KoxHo-»upoBass |  OKpY»XHOCTb OKpY)KHOCTb
Bospact, | uHAeKca Macchl CKNajgKa Hapg, nneua, cM | MbILLL, NleYa,
Homep nauuenTa | LeHtnns |
: net | Age Tena | Body - TpULLENCOM, MM | Arm muscle cM | Arm muscle
Patient number . Centile A . . .
(years) mass index Triceps skinfold | circumference circumference
Z-Score (mm) (cm) (cm)
1-i susum (denw 0) | 1*t visit (day 0)
2 12 -1,6 5,48 7 19,8 176
12 15 -1 15,82 6 22 20,1
13 9 -1,88 3,04 5 16 14,43
14 13 -1,9 2,9 12 22 18,23
Mepauana | Median -1,74 4,26 6,5 20,9 179N
CpenHee 3HayeHue | Mean -1,59 6,81 75 19.95 1759
CraHaapTHOe OTKNOHEHMe |
Standard deviation 0.80 6.1 43 %25 8,12
MuHUMYM | Minimum -1,9 29 5 16 14,43
Makcumym | Maximum -1 15,82 12 22 20,1
MakcumyMm | Maximum -1,02 15,45 12 23 192
5-ii susum (dens 180+2) | 5% visit (day 180+2)
2 12 -1,51 6,5 5 21 194
12 15 -0,75 22,52 7 24 21,8
13 9 -1,79 3,68 5 16 14,43
14 13 -1,43 769 14 23,5 191
MepauaHa | Median -1,47 709 6 22,25 1925
CpenHee 3HaueHue | Mean -1,37 10,09 1775 21,12 18,68
CraHpapTHOe OTK/IOHEHMe |
Standard deviation 0.72 8.59 50 %9 8,77
MuHumyM | Minimum -1,79 3,68 5 16 14,43
Makcumym | Maximum -0,75 22,52 14 24 21,8
MakcumyMm | Maximum 0,39 65,16 10 25 22,1
Tpynna 1| fpynna 2 | Tpynna KoHTpons | M o npuéma | before taking nocne npuéma | after taking
Group 1 Group 2 Control group 194
02 0 1786 mo oA
-0,4 157 15,8
-0,6 15
-0,8
-1,0 10
12 -1,02 -1,04
-14 =131 5
-1,6 =147
-18 1,74 =172 0
-2,0 Ipynna 1| lpynna 2 | [pynna KoHTpons |
M 1o npuéma | before taking nocse npuéma | after taking Group 1 Group 2 Control group

Puc. 2. lunamuKa nHeKca Macchl Tena (Z-Score, MeaunaHa).
Fig. 2. Dynamics of body mass index (Z-Score, median).

UMT 13,23. Munumanbhas tonwmHa KCT —4,0 MM, mu-
HuManbHasa OMI 14,43 cM, MakcumanbHasa TonwmHa KXCT
10,0 MM, MakcumanbHas OMI 16,26 cM. B KoHue uccnepye-
MOro nepuoga MuHUManbHoe 3HadeHue Z-Score UMT cocta-
BUNO —2,46; MakcuManbHoe 3Hadenne Z-Score MMT -0,83;

Puc. 3. IMHaM1Ka OKPYXHOCTM MBILLLL NJleya, cM (MeauaHa).
Fig. 3. Dynamics of shoulder muscle circumference, cm (median).

DOl https://doiorg/10.17816/med]rf636590

MUHUManbHBIM NepueHTunb UMT 1,0; MakcumanbHbI nep-
uentunb UMT 20,39. MunmumanbHas TonwmHa KCT 5,0 MM,
MuHUManbHasa OMIT 14,43 cM, MakcuManbHas TonwmHa KKCT
12,0 MM, MakcumanbHas OMIT 16,23 cM. Ha Havano wuccre-
AyeMoro nepuoga y Bcex nauueHToB 3HaveHue MMT 6bino
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Tabnuua 6. PesynbTathl MCCNENOBaHWUA B Fpynne KOHTPoss
Table 6. Results of scientific research in control group

POCCUICKMI MeAVLMHCK M XKYPHAN

Z-Score KoxHo-xupoBas |  OKpy>XHOCTb OKpY)KHOCTb
Hoep naumenta | Bospact, | uHAeKca Macchl exrans | CKNajgKa Hapg, nneua, cM | MbILLLL MJ1eya,
°p nauy net | Age Tena | Body - TpULLENCOM, MM | Arm muscle cM | Arm muscle
Patient number . Centile A . . .
(years) mass index Triceps skinfold | circumference circumference
Z-Score (mm) (cm) (cm)
1-0 susum (denb 0) | 1*t visit (day 0)
8 10 -1,52 6,5 10 19,4 16,26
9 10 -1,72 4,32 9 18,5 15,67
10 6 -2,28 1,13 5 16 14,43
1 6 -2,21 1,35 4 17 15,7
7 1 -1,12 13,23 5 178 16,23
MepuaHa | Median -1,72 4,32 5 178 15,7
CpenHee 3HayeHue | Mean =177 53 6,6 1774 15,65
CraHzapTHoe OTK/IOHEHMe |
Standard deviation 0.48 495 21 131 0,74
MuHuMyM | Minimum -2,28 1,13 4 16 14,43
Makcumym | Maximum -1,12 13,23 10 194 16,26
5-{ susum (ders 180+2) | 5™ visit (day 180+2)
8 10 -1,04 14,96 12 20 16,23
9 10 -0,99 16,05 12 20 16,23
10 6 -2,46 1 5 16 14,43
n 6 -0,83 20,39 6 17 15,1
7 1 -1,13 12,86 7 18 15,8
Menuana | Median -1,04 14,96 7 18 15,8
CpenHee 3HayeHue | Mean -1,29 13,052 8,4 18,2 15,558
CraHaapTHOe OTK/IOHEHMe |
Standard deviation 0,66 121 3,36 1,78 0,78
MuHumyMm | Minimum -2,46 1 5 16 14,43
MakcumyM | Maximum -0,83 20,39 12 20 16,23

Ta6nuua 7. [IMHaM1Ka HyTPUTMBHOTO CTaTyca
Table 7. Dynamics of nutritional status

Ipynna 1, n/% | Group 1(n/%) | Tpynna 2, n/% | Group 2 (n/%)

lpynna kontpons, n/% |

CreneHb TaXecTH Control group (n/%)

He/,0CTaToYHOCTH

nuTanms | Severity Z-Score Do npuéma | Mocne npuéma | [Jlo npuéma | Mocne npuéma | [o npuéma | lNocne npuéma
of malnutrition cnnn | Before | CNJIN | After | CNN | Before | CMJN | After | CMAM | Before | CMJIN | After

taking ONS taking ONS taking ONS taking ONS taking ONS taking ONS

Mérkast | Mid ol s 3/60 5/100 3175 3/60 2/40

YMepeHHas | 0r-2 . . .

Moderate Jno-29 2/40 /20

Tsokénas | Severe <-3 — — — — — —

OtcytcTeyeT | None 1 — 2/40 — 1/25 — 2/40

[pumeyanue. CIUIIT — cneyuanu3suposarHsiii npodykm ne4ebHo20 NUMaHus.
Note. ONS — oral nutritional supplement.
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Tabnuua 8. CpaBHUTENBHBIN aHaNU3 (AMHaMUKa Mexay 1-M W 5-M BU3UTaMK, t-KpuTepuit BunkoKcoHa)
Table 8. Comparative analysis (dynamics between visits 1 and 5, Wilcoxon t-test)

Z-Score uHpeKca Macchl Tena |

KoxxHo-xupoBas cknapka
OKpy>HOCTb MbILLL, NN1eya |

pynnel Body mass index Z-Score Arm muscle circumference P.'I.aP‘ TPYUEnCoM I
riceps skinfold
BHyTpu rpynnbl 1| Within group 1 p<0,05 p<0,05 p>0,05
BHyTpu rpynnbl 2 | Within group 2 p<0,05 p<0,05 p>0,05
Winin ot grotp p005 p>005 p<005
Tabnuua 9. CpaBHUTENbHBIN aHaNU3 (aMHaMKKa Mexay 1-M 1 5-M Busutamu, U-kputepuii)
Table 9. Comparative analysis (dynamics between visits 1 and 5, U-criterion)
BUSTI fpynna 1| Ipynna koHTpons | fpynna 2 | Ipynna koHTpons | fpynna 1| lpynna 2 |
Group 1 Control group Group 2 Control group Group 1 Group 2
Z-Score uHdexca Maccel mena | Body mass index Z-Score
1 p>0,05 p>0,05 p>0,05
5 p>0,05 p>0,05 p>0,05
OkpystcHocme Meiwy, nieya | Arm muscle circumference
5 p<0,05 p>0,05 p>0,05

Huxke 25-ro nepuentuns (100%). MeouaHa nepuentuns UMT
coctaBuna —4,32; MeguaHa Z-Score MMT coctasuna —1,72.
Ha koHew uccnepyemoro nepuopa y Bcex naumeHToB (100%)
3HaueHne UMT ocTanoch Huxe 25-ro nepueHTuna. MeguaHa
nepueHtuna UMT coctasuna —14,96; megnana Z-Score UMT
coctaswuna —1,04. Mepgmana tonwmubl KIKCT B Havane uccne-
AYeMOoro nepuoAa cocTaBuna 5 MM, B KOHLE MCCiesyemoro
nepmoga — 7 MM. Megnana OMI1 B Hayane uccneayemoro
nepuoga coctasuna 15,70 ¢cM, B KOHLie UCCNEOYEMOro nepu-
oga — 15,80 cm.

[vHamuKa nokasatenen HyTPUTMBHOIO CTaTyca Ha QoHe
ucnonb3osanus CIJIM npencTaeneHa B Tabn. 7 1 Ha puc. 2.

[IuHamuka OMI1 otobpaeHa Ha puc. 3. [laHHble cpaBHu-
TebHOTo aHanu3a npeAcTasneHsl B Tabn. 8, 9.

HexxenatenbHble ABNeHus

B naHHoM pabote He 3adMKCMpOBAHO HexenaTeNbHbIX
SBNEHUN.

OBCYXAEHUE

PestoMe ocHOBHOrO pe3ynbTaTa uccnepoBaHusa

Ha ¢one npuéma CINJIN  «@pesybun [Mpotenn»®
Kak B BMAE MOHOTEpanuu, Tak U COBMECTHO C 3MyNbCuei
CpeaHeLenoyeyHbIX TPUIMULLEPUAOB Y BCEX NaLMEHTOB OT-
MeyeHo yBenudeHue Z-Score u nepueHtuns UMT no cpas-
HEHUIO C UCXOLOHBIMA AAHHBIMMW, CTaTUCTUYECKU 3HAYUMbIX
PasfMuMiA ¢ TpyNnon KoHTpons He obHapyseHo (p >0,05).
OpHako B rpynne 1, No AaHHLIM KanMnepoMeTpum, NoKasaHa
MOMOXKMTENbHAA AMHAMMKA, BbIPAMAIOLLAACS B YBEIMYEHUN
OMTI1 (100%), koTopas bbina craTcTyecKm 3HaumMa (p <0,05)
Mo cpaBHeHwmIo ¢ rpynnoi KoHTpons (20%). B rpynne 2 yBenun-
yeHne OMI1 Habnopanock y 75% naumentos (p >0,05).
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KpoMe Toro, Bce naumeHTbl BLICOKO OLEHUNW opraHonen-
Tnyeckue ceoictea CMNJIN «Ppesybun MpotenH»® — cpep-
HAA oLeHKa coctaeuna 5,0 6anna no naTMbannbHoi LWKane.
CpepHss oueHKka opraHonenTuyeckux ceoiicts CIJIM, npen-
CTaBnIAlOLLEro COB0M IMYNbCMIO CPpeAHEeLENoUEYHbIX TPUIMN-
Lepuaos, coctasuna 3,0 banna; cbanaHcupoBaHHoOro no co-
ctasy CMJIM — 3,8 banna.

06¢y)xaeHne 0CHOBHOIO pe3ynbTaTa
UccnefoBaHus

lpuHnMMas Bo BHWUMaHWe 0630p NMTEPATYPHbLIX OaHHbIX,
Ha Hayano MpoBEAEHWUS HaLLero UCCNefoBaHus B PoccuncKoll
Depepaunm He 3aMKCMPOBAHO A/MTENbHBIX PaHAOMU3MPOBaH-
HbIX KOHTPONMPYEMbIX UCCNEO0BaHMIA N0 OLeHKe IQPEKTUBHO-
ctv npumeHenms CINJTM y naumeHToB ¢ MyKoBMCLMA030M. B npo-
BEAEHHOM HaMK1 Hay4HO-MCCIe0BaTe/bCKON paboTe NoKasaHbl
nepBble AaHHbIe Ucnonb3oBaHua CIJTMN, npencraenstoLLero co-
6011 6enKoBbIN MoAYb, Y BOSTbHBIX MyKOBMCLIMA030M B Poccuin-
ckoii Pepepaumn. AHanorMyHbIX UCCeA0BaHMIA LITENBHOCTHIO
180 pHei, cornacHo AaHHbIM MTEpPATYpbI, HE OMMUCaHO.

PesynbTathl Halwel paboTbl CBUAETENLCTBYIOT, YTO NpUMe-
Henme CIJM, npepcTaensatoLwmx cobon 6enKosbIin Moayb, No-
MuMo yBenndeHns UIMT cnocobeTByeT YBeNMYEHMIO MbILLIEYHOM
MaCChbl y NaLMEHTOB C MYKOBUCLMAO030M. B €BA3M ¢ 3TUM CTOMT
paccMOTpeTb HOBbIE MOAXOAbI K Tepanuu 60MbHbIX MyKOBUCLIM-
[030M: BK/lo4eHWe B aneTy Bbicokobenkosbix CINJIM ans npe-
[0TBPALLEHMS NOTEPU MbILLEYHON MacChbl, MOHUTOPUHI COCTaBa
Tena C LieIbH YITyULLIEHUS| KOHTPONA TeueHns 3aboneBaHus.

Ha paHHbIN MOMEHT, COrMacHo aHanusy COOTHOLLEHWA
KOHUeHTpauuu benka B npogyKTax nevebHOro nutaHus,
KoTopble BXOAAT B «[lepeyeHb CneumanuaupoBaHHbIX Npo-
OYKTOB neyebHOro nutaHus ons peten-uHeanupos», CNIIMN
«Dpe3ybun TMpotenH»® ABNAETCA CaMblM KOHLEHTPUPO-




OP/MHATIBHBIE MCCIEIOBARMA

BaHHbIM M0 6eniKky, YTo Aenaet ero Haubonee KAWMHWKO-
3KOHOMMYECKM 000CHOBaHHbLIM NPOAYKTOM Nie4ebHoro nuta-
HWA 1A NALMEHTOB, HYXKAAIOWMXCSA B NOBBILIEHHOM NOTpe-
bneHun benka [5].

OrpaHquH na uccneposaHma

OrpaHuumBatoLLMM GaKTopoM B AaHHOM Hay4HO-MCCeno-
BaTe/IbCKOM paboTe, KOTOPbIA MOr MOBMMSATL Ha CTAaTUCTUYe-
CKWe AaHHble, ABnseTcs HebonbLUoi pa3mep BbIGOPKM BBUAY
PeaKoi BCTPEYaeMoCTM MyKOBUCLMA03a (OTHOCKTCA K opdaH-
HbIM B0NE3HAM), @ TaKXKe OrpaHUYEHHOr0 KOMYeCTBa naum-
€HTOB, MOAXOAALMX NMOA KPUTEPUM BKITOUEHNS.

3AKJTIOYEHUE

Mpumenenue CIJIMN, npencTaBnaowmx coboii 6enKoBbIi
Moaynb, nomMumo yeenuuenus UMT cnocobetayet yBennye-
HWI0 MBILIEYHON Macchl Y MaUMEHTOB C MYKOBUCLMOO030M,
4TO MOJKET YNYYLUMTL KOHTPONb Haf TeueHueM 3aboneBaHus
M KauecTBO JKMU3HW NaLMEeHTOB B AaHHOM rpynne.

NOMNOJIHUTENIbHAA UHOOPMALIUA

NcTouHnk duHaHcupoBaHus. VccnenoBanve u nybnavkaums ocy-
LectBneHbl npu noaaepxxe 000 «Dpesernyc Kabu» (Poccus).

CMUACOK JIATEPATYPHI

1. Coto3 negmarpos Poccum, Accoumaims MeaMLMHCKMX FeHETUKOB,
Poccuiickoe PecnivpatopHoe obLuectso, Poccuiickoe TpaHcnnaHTo-
nornyeckoe 0bLLECTBO, Accoumalys OETCKUX Bpadeit MocKOBCKOM
0bnactn. KnctosHbiin dprnbpo3s (MyKoBMUCLMAO3): KIIMHUYECKNE PEKO-
MeHgaumu. B: PybprKatop KIMHMYeCKMX peKoMeHOaLmMIA [MHTepHeT].
Mockea: MuHUCTepCTBO 3apaBooxpaHeHms Poccuiickoin Denepaumm,
2021. Pexxum poctyna: https://cr.minzdrav.gov.ru/recomend/372_2
[ata obpaluenms 03.09.2021.

2. HaumoHanbHbIA KOHCEHCYC «MyKOBMCUMAO3: OnpefeneHue,
QMarHoCTMYecKme Kputepun, Tepanumsx. 2-e n3g. 2018 / noa pep.
E.N. Konppatbeson, H.H0. Kawmpckon, H.M. KanpaHosa. MockBa:
Komnanwus BOPTEC, 2018. 356 c.

3. MykoBucUMA03. 2-e M3[,, NepepaboTaHHoe W [onosiHeHHoe /
nog pea. H.W. KanpaHosa, H.t0. Kawwpckon, E.N. KoHapatseson.
Mocksa: ME[INPAKTUKA-M, 2021.

4. lepman B.[., KongpatbeBa E.N., Boponkoea A0, n gp.
BnuaHne HeoHaTanbHOrO CKPUHMHIA Ha TeYeHMe MyKOBMCLMLO-
33 Ha mpuMepe rpynn nauyeHToB MockoBckoro pervoHa // Me-
anunHekm coset 2017. N2 18. C. 124-128. EDN: ZQTKQN
doi: 10.21518/2079-701X-2017-18-124-128

5. ButkoBckas W.I1., Abpamos C.W., 3eneHosa 0.B. KnnHMKo-3KoHo-
MMYecKoe 0b0CHOBaHME BKITIOUEHNME 3HTepabHbIX CMECei B NepeyeHb
CMeLan13npoBaHHbIX MPOAYKTOB leyebHOro NUTaHUs ANs LeTei-MH-
Ba/MA0B C AMArHo3oM MyKoBucLMA03 // CoBpemeHHble Mmpobriembl
3ApaBo0XPaHeHNs M MeaMUMHCKOM cTatneTuku. 2023. N2 1. C. 435-449.
EDN: MILLZZ doi: 10.24412/2312-2935-2023-1-435-449

6. Turck D., Braegger C.P., Colombo C., et al. ESPEN-ESPGHAN-
ECFS guidelines on nutrition care for infants, children, and

Tom 30, Ne 6, 2024

DOl https://doiorg/10.17816/med]rf636590

POCCUICKMI MeAVLMHCK M XKYPHAN

KoHdnuKT mHTepecoB. ABTOpLI AEKNapWPYIOT OTCYTCTBME ABHBIX
1 NOTEHUMANbHBIX KOH(AMKTOB MHTEPECOB.

Bknap aBTopoB. Bce aBTOpbl NMOATBEPXAAlOT COOTBETCTBME CBO-
ero aBTOPCTBA MexayHapoaHbiM Kputepuam ICMJE. Hanbonblumi
BKNaA pacnpefenéH cnefylowmM obpasom: B.B. 3apybuHa —
aHanu3 MonyyeHHbIX [aHHbIX, HanucaHue cTatbk; TH. Kekeesa,
.M. BuTKoBCKas — HaydHoe peflaktupoBaHue ctatb; M.A. MyxuHa,
E.E. AkywumHa, 0.B. BbicoKonoBa — KOHCYMbTaLWMA NaLMEHTOB, Nony-
UeHWe aHHbIX N8 aHanm3a.

3Jtnyeckoe yTBepxaeHue. [poToKon uccneaoBaHus bbin ofobpeH
NOKaNbHbIM 3TM4eckMM KomuteToM [BY3 «Mopososckas [IKB
[O3M» (N® 179-1 ot 15.12.2022).

ADDITIONAL INFORMATION

Funding source. This work was supported by the Fresenius Kabi
LLC (Russia).

Competing interests. The authors declare that they have no
competing interests.

Authors’ contribution. All authors confirm compliance of their
authorship with the international ICMJE criteria. The largest
contribution is distributed as follows: V.V. Zarubina — analysis of the
obtained data, writing the article; TN. Kekeeva, I.P. Vitkovskaya —
scientifi ¢ editing of the article; M.A. Mukhina, EE. Yakushina,
0.V. Vysokolova — patient consultation, obtaining data for analysis.
Ethics approval. The present study protocol was approved by the
local Ethics Committee of the Morozov Children's Municipal Clinical
Hospital (No. 179-1 by 15.12.2022).

adults with cystic fibrosis // Clin Nutr. 2016. Vol. 35. P. 557-77.
doi: 10.1016/j.clnu.2016.03.004

7. LiL, Somerset S. Digestive system dysfunction in cystic fibrosis:
challenges for nutrition therapy // Dig Liver Dis. 2014. Vol. 46.
P. 865-874. doi: 10.1016/].dld.2014.06.011

8. Calella P, Valerio G., Brodlie M., et al. Cystic fibrosis, body
composition and health outcomes: a systematic review // Nutrition.
2018. Vol. 55-56. P. 131-139. doi: 10.1016/j.nut.2018.03.052

9. Culhane S., George C., Pearo B., Spoede E. Malnutrition in cystic
fibrosis: a review // Nutr Clin Pract. 2013. Vol. 28, N. 6. P. 676—683.
doi: 10.1177/0884533613507086

10. Engelen M.P., Com G., Deutz N.E. Protein is an important but
undervalued macronutrient in the nutritional care of patients with
cystic fibrosis // Curr Opin Clin Nutr Metab Care. 2014. Vol. 17, N. 6.
P. 515-520. doi: 10.1097/MC0.0000000000000100

11. Geukers V.G., Oudshoorn J.H., Taminiau J.A, et al. Short-term
protein intake and stimulation of protein synthesis in stunted children
with cystic fibrosis // Am J Clin Nutr. 2005. Vol. 81, N. 3. P. 605-610.
doi: 10.1093/ajcn/81.3.605

12. Stephenson A.L., Mannik LA, Walsh S., et al. Longitudinal trends
in nutritional status and the relation between lung function and BMI
in cystic fibrosis: a population-based cohort study // Am J Clin Nutr.
2013. Vol. 97, N. 4. P. 872-877. doi: 10.3945/ajcn.112.051409

13. Waterlow J.C. Protein-energy malnutrition, 2" edition. London:
Edward Arnold, 1992. ISBN-10: 0340600608, ISBN-13: 978-0340600603
14. WHO Guideline: Updates on the management of severe
acute malnutrition in infants and children. Geneva: World Health
Organization, 2013.

614


https://cr.minzdrav.gov.ru/recomend/372_2
https://elibrary.ru/zqtkqn
https://doi.org/10.21518/2079-701X-2017-18-124-128
https://elibrary.ru/millzz
https://doi.org/10.24412/2312-2935-2023-1-435-449
https://doi.org/10.1016/j.clnu.2016.03.004
https://doi.org/10.1016/j.dld.2014.06.011
https://doi.org/10.1016/j.nut.2018.03.052
https://doi.org/10.1177/0884533613507086
https://doi.org/10.1097/MCO.0000000000000100
https://doi.org/10.1093/ajcn/81.3.605
https://doi.org/10.3945/ajcn.112.051409

615

ORIGINAL STUDY ARTICLES

REFERENCES

1. Union of Paediatricians of Russia, Association of Medical
Geneticists, Russian Respiratory Society, Russian Transplant
Society, Association of Children's Doctors of the Moscow Region.
Cystic fibrosis (cystic fibrosis): clinical recommendations.
In: Rubric clinical guidelines [Internet]. Ministry of Health of the
Russian Federation; 2021 [cited 03 Sep 2021]. Available from:
https://cr.minzdrav.gov.ru/recomend/372_2 (In Russ.)

2. Kondratieva El, Kashirskaya NYu, Kapranov NI, editors. National
consensus “Cystic fibrosis: definition, diagnostic criteria, therapy”.
2" ed. Moscow: Boroges Company; 2018, 356 p. (In Russ.)

3. Kapranov NI, Kashirskaya NY, Kondratieva El, editors.
Cystic fibrosis. Edition 2 revised and supplemented. Moscow:
MEDPRACTICA-M; 2021. (In Russ.)

4. Sherman VD, Kondratieva El, Voronkova AY, et al. Influence of
neonatal screening for cystic fibrosis by the example of patients
of the Moscow region. Medical Council. 2017;(18):124-128.
EDN: ZQTKQN doi: 10.21518/2079-701X-2017-18-124-128

5. Vitkovskaya IP, Abramov SI, Zelenova QV. Clinical and
economic justification for the inclusion of new enteral mixtures in
the list of specialized products therapeutic nutrition for disabled
children diagnosed with cystic fibrosis. Sovremennye problemy
zdravoohranenija i medicinskoj statistiki. 2023;(1):435-449.
EDN: MILLZZ doi: 10.24412/2312-2935-2023-1-435-449

6. Turck D, Braegger CP, Colombo C, et al. ESPEN-ESPGHAN-ECFS
guidelines on nutrition care for infants, children, and adults with cystic
fibrosis. Clin Nutr. 2016;35:557-77. doi: 10.1016/j.clnu.2016.03.004

0b ABTOPAX

* 3apy6una Bepa BnagumupoBHa;
appec: Poceus, 119049, Mocksa, 4-1 [1obpbIHAHCKMIA Nepeynok, a. 1/9;
ORCID: 0000-0002-9724-7653;
eLibrary SPIN: 5364-9263;

e-mail: vv.zarubina@gmail.com
BoicokonoBa Onbra BnagumMmpoBHa;
ORCID: 0000-0003-4155-2226;
eLibrary SPIN: 1632-7821;

e-mail: opopova@morozdgkb.ru
MyxuHa Mapus AnekceeBHa;

ORCID: 0000-0002-8329-386X;
eLibrary SPIN: 8391-1228;

e-mail: mariemuch@yandex.ru
AkywuHa Enena EBreHbeBHa;
ORCID: 0000-0001-7090-0395;
eLibrary SPIN: 2942-1154;

e-mail: e.e.yakushina@gmail.com
Kekeesa TaTbsiHa HuKonaeBHa;
ORCID: 0000-0002-4986-5748;
eLibrary SPIN: 5818-1395;

e-mail: kekeeva.genetic@gmail.com
ButkoBckas WpuHa MNeTpoBHa, KaHA, Mef. HayK, AOLEHT;
ORCID: 0000-0002-0740-1558;
eLibrary SPIN: 2970-0361;

e-mail: vip-dzm@mail.ru

* ABTOp, OTBETCTBEHHBIN 3a Nepenucky / Corresponding author

Vol. 30 (6) 2024

DOl https://doiorg/10.17816/med]rf636590

Russian Medicine

7. LiL, Somerset S. Digestive system dysfunction in cystic fibrosis:
challenges for nutrition therapy. Dig Liver Dis. 2014;46:865-874.
doi: 10.1016/j.d1d.2014.06.011

8. Calella P, Valerio G, Brodlie M, et al. Cystic fibrosis, body
composition and health outcomes: a systematic review. Nutrition.
2018,55-56:131-139. doi: 10.1016/j.nut.2018.03.052

9. Culhane S, George C, Pearo B, Spoede E. Malnutrition in
cystic fibrosis: a review. Nutr Clin Pract. 2013;28(6):676—683.
doi: 10.1177/0884533613507086

10. Engelen MP, Com G, Deutz NEP. Protein is an important but
undervalued macronutrient in the nutritional care of patients with
cystic fibrosis. Curr Opin Clin Nutr Metab Care. 2014;17(6):515-520.
doi: 10.1097/MC0.0000000000000100

11. Geukers VG, Oudshoorn JH, Taminiau JA, et al. Short-term
protein intake and stimulation of protein synthesis in stunted
children with cystic fibrosis. Am J Clin Nutr. 2005;81(3):605-610.
doi: 10.1093/ajcn/81.3.605

12. Stephenson AL, Mannik LA, Walsh S, et al. Longitudinal trends
in nutritional status and the relation between lung function and BMI
in cystic fibrosis: a population-based cohort study. Am J Clin Nutr.
2013;97(4)-872-877. doi: 10.3945/ajcn.112.051409

13. Waterlow JC. Protein-energy malnutrition, 2 edltion. London: Edward
Arnold, 1992. 407 p. ISBN-10: 0340600608, ISBN-13: 978-0340600603
14. WHO Guideline: Updates on the management of severe
acute malnutrition in infants and children. Geneva: World Health
Organization; 2013.

AUTHORS' INFO

*Vera V. Zarubina, MD;

address: 1/9, 4" Dobryninskij lane, 119049 Moscow, Russia;
ORCID: 0000-0002-9724-7653;
eLibrary SPIN: 5364-9263;

e-mail: vv.zarubina@gmail.com
Olga V. Vysokolova, MD;

ORCID: 0000-0003-4155-2226;
eLibrary SPIN: 1632-7821;

e-mail: opopova@morozdgkb.ru
Mariya A. Mukhina, MD;

ORCID: 0000-0002-8329-386X;
eLibrary SPIN: 8391-1228;

e-mail: mariemuch@yandex.ru
Elena E. Yakushina, MD;

ORCID: 0000-0001-7090-0395;
eLibrary SPIN: 2942-1154;

e-mail: e.e.yakushina@gmail.com
Tatiana N. Kekeeva, MD;

ORCID: 0000-0002-4986-5748;
eLibrary SPIN: 5818-1395;

e-mail: kekeeva.genetic@gmail.com
Irina P. Vitkovskaya, MD, Cand. Sci. (Medicine), Associate Professor;
ORCID: 0000-0002-0740-1558;
eLibrary SPIN: 2970-0361;

e-mail: vip-dzm@mail.ru



https://cr.minzdrav.gov.ru/recomend/372_2
https://elibrary.ru/zqtkqn
https://doi.org/10.21518/2079-701X-2017-18-124-128
https://elibrary.ru/millzz
https://doi.org/10.24412/2312-2935-2023-1-435-449
https://doi.org/10.1016/j.clnu.2016.03.004
https://doi.org/10.1016/j.dld.2014.06.011
https://doi.org/10.1016/j.nut.2018.03.052
https://doi.org/10.1177/0884533613507086
https://doi.org/10.1097/MCO.0000000000000100
https://doi.org/10.1093/ajcn/81.3.605
https://doi.org/10.3945/ajcn.112.051409
https://orcid.org/0000-0002-9724-7653
https://www.elibrary.ru/author_profile.asp?spin=5364-9263
mailto:vv.zarubina@gmail.com
https://orcid.org/0000-0002-9724-7653
https://www.elibrary.ru/author_profile.asp?spin=5364-9263
mailto:vv.zarubina@gmail.com
https://orcid.org/0000-0003-4155-2226
https://www.elibrary.ru/author_profile.asp?spin=1632-7821
mailto:opopova@morozdgkb.ru
https://orcid.org/0000-0003-4155-2226
https://www.elibrary.ru/author_profile.asp?spin=1632-7821
mailto:opopova@morozdgkb.ru
https://orcid.org/0000-0002-8329-386X
https://www.elibrary.ru/author_profile.asp?spin=8391-1228
mailto:mariemuch@yandex.ru
https://orcid.org/0000-0002-8329-386X
https://www.elibrary.ru/author_profile.asp?spin=8391-1228
mailto:mariemuch@yandex.ru
https://orcid.org/0000-0001-7090-0395
https://www.elibrary.ru/author_profile.asp?spin=2942-1154
mailto:e.e.yakushina@gmail.com
https://orcid.org/0000-0001-7090-0395
https://www.elibrary.ru/author_profile.asp?spin=2942-1154
mailto:e.e.yakushina@gmail.com
https://orcid.org/0000-0002-4986-5748
https://www.elibrary.ru/author_profile.asp?spin=5818-1395
mailto:kekeeva.genetic@gmail.com
https://orcid.org/0000-0002-4986-5748
https://www.elibrary.ru/author_profile.asp?spin=5818-1395
mailto:kekeeva.genetic@gmail.com
https://orcid.org/0000-0002-0740-1558
https://www.elibrary.ru/author_profile.asp?spin=2970-0361
mailto:vip-dzm@mail.ru
https://orcid.org/0000-0002-0740-1558
https://www.elibrary.ru/author_profile.asp?spin=2970-0361
mailto:vip-dzm@mail.ru

