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Pesome

ITo pe3yibraTaM UccaeI0BaHUI MOCAEIHUX JIeT TTOKa3aHO, YTO MPU OLIEHKE COCTOSIHUSI TUTAaHUs JIoAei ¢ MykoBuciao3oM (MB) Heobxonumo
OIIEHMBATh He TOJIbKO nHAekc Macchl Tena (MMT), Ho u coctaB Tena. Pacuet xxuposoii (ZKMT) u 6e3xuposoii (B2AKMT) maccst Tena (MT) He
MeHee BakeH, ITOCKOJIbKY CBSI3b 3TUX XapaKTEPUCTHUK C TTOKA3aTeISIMU PECITMPATOPHOIA (DYHKIINY CHIIbHEE, YeM ¢ TPATUIIMOHHBIMU aHTPOTIOMET-
puyeckumu napameTpaMu. Huskuit win HopmanbHbilii UMT MoxeT MackupoBath BbICOKYIO ZKMT miam HU3KyI0 6e3XKMpoByio (MbllieuHyo) MT.
Coo011aeTcst 0 TOJIOXUTETLHOM BIUSTHUM TapreTHoii Tepanuu Ha UMT, Ho BiusiHUe atoreHeTUIecKol Teparmt M B Ha cocTaB Tena usyueH
HenoctaTouHo. Lleapio 0630pa SIBISIOCh 03HAKOMIIEHUE C pe3yJibTaTaMK MCCJIeIOBaHMIA 0 OLIEHKE cOocTaBa Tesa y rnaureHToB ¢ MB. B 0630pe
M3MI0KEeHBI JAHHBIE O METOAX U MMPEMMYIIECTBaX OLIEHKHU COCTaBa Tejla Iepe/l TPaAUuIIMOHHBIMYA aHTPOIIOMETPUYECKUMU U3MEPEHUSIMU, OCOOCH-
HOCTSIX COCTaBa TeJja y aiueHToB ¢ MB, BIUsiHUM KOMITOHEHTOB Testa, B yacTHocTH 2KMT n B2KMT, Ha pecrinpatopHyio (hyHKIINIO, 0COOEHHO-
CTSIX UBMEHEHUSI cocTaBa Tejla Ha (poHe TapreTHOM Tepanuy U BOSHUKHOBEHUS KapIUOMeTa0oIMYeckuX pruckoB. Marepuaibl H MeToabl. M3yueHbl
TOCTYTTHBIE TTyOIUKAIK 6a3bl NaHHBIX PubMed, oToOpaHHBIEe B pe3y/IbTaTe MONCKA TI0 CICAYIOIINM KITIOUeBBIM CJIOBAM: «COCTAB TeJa Y IMallieH-
TOB ¢ MYKOBHCLIMIO30M», «COCTaB TeJjia y MalMeHTOB ¢ MYKOBUCLIMI030M Ha (hoHe TapreTHoil Tepanuu». 3akmoyenue. OlieHKa cocTaBa Teja
MOXET CTaTh BaXKHBIM MHCTPYMEHTOM MOHUTOPMHTa HYTPUTUBHOTO CTAaTyca MallleHTa, OleHKU 3(hdOEKTUBHOCTH MAaTOTEHETUIECKON Tepanuu,
a Takke PYKOBOJICTBOM B KOPPEKIIMY IUETHI U 110A00pa MpernapaToB Je4yeOHOro NuTaHus Ui naiueHTos ¢ MB.

KiroueBble cioBa: MyKOBUCILIMI03, HYTPUTUBHBIN cTaTyc, MHAeKC Macchl Testa (MMT), coctaB Tena, kupoBasi Macca Tejia, 0e3:XXupoBasi Macca Tena,
TapreTHasi Teparus.
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Abstract

Recent research findings indicate that assessment of the nutritional status of people with cystic fibrosis (CF) should account for not only BMI but
also body composition. Estimating fat and lean mass is equally important because these characteristics are associated with respiratory function
indicators stronger than traditional anthropometric parameters. A low or normal BMI may mask high fat mass or low lean (muscle) mass.
Researchers report a positive effect of targeted therapy on BMI, but the impact on body composition has not been adequately studied. The aim of
this paper was to review the results of studies assessing body composition in patients with cystic fibrosis. The review presents data on methods for
assessing body composition, the advantages of body composition assessment over traditional anthropometric measurements, body composition
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characteristics in patients with cystic fibrosis, the impact of body components, in particular fat and lean mass, on respiratory function, changes in
body composition during targeted therapy, and the emergence of cardiometabolic risks. Methods. We selected publications in the PubMed database
using the following keywords: “body composition in patients with cystic fibrosis” and “body composition in patients with cystic fibrosis during
targeted therapy”. Conclusion. Body composition assessment can be an important tool for monitoring patient’s nutritional status, assessing
effectiveness of targeted therapy, and guiding dietary modifications and selection of therapeutic nutritional supplements for patients with cystic

fibrosis.
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MykoBucuuao3 (MB) — 370 ayTOCOMHO-peleCCUBHOE
3a00J1eBaHNe, KOTOPOE BO3HMKAET BCIACACTBUC MyTallUN
B reHe TpaHcMeMOpaHHoro perynsitopa (CFTR), xonu-
pytolero 6eJ10K — aHUOHHBIN KaHall, MpeacTaBIeHHbII
BO MHOTHX TKaHSIX OpraHM3Ma (IbIXaTeJIbHbIC TYTH, JKe-
JTynoyHo-KuineyHbIi TpakT (KKT), momkemynouHas xxe-
ne3a (I12K), rematobunuapHas cuctema). Hapymenue
dyukuun 6enka CFTR npuBoauT K CTyHIEHUIO ceKpeTa
CIM3UCTBIX 000JI0YEK B IBIXaTEIBHBIX ITYTSX, UTO SIBJISICTCS
MIPUYMHON PELIMANBUPYIOMINX MHGMEKIINA 1 XpPOHUTIECKO-
r'0 BOCTIAJIEHUSI; CTYIIIEHHUE CEKpeTa CAM3UCTHIX 000710YeK
2KKT u BbiBOIHBIX TPOTOKOB 12K MPUBOIUT K CHUKEHUTO
9K30KpuHHOM (pyHKimM 12K, BocnaneHuto, HapyleHuo
motopuku u aucouosy KKT. I1pu couetaHum XxpoHu4e-
CKOTO pecIupaTopHOro BocrnaneHust, nucyHkuum 2K
u KKT, ¢ onHOI cTOpOHBI, HAOJIOHAETCS YBEIMYEHUE
IMOTPEOHOCTHU B 3HEPTUH, C IPYTOM — MOBBIIICHUE IIOTEPh
MTOTPEOJISIEMBIX TUTATEIbHBIX BEIIECTB, UTO B UTOTE CTa-
HOBUTCSI TIPUUMHON Pa3BUTUS TSKEJIOTO HYTPUTUBHOTO
nedunura y nauueHtoB ¢ MB. CocTosiHue HyTpUTHBHOTO
cTaryca TECHO CBSI3aHO ¢ (DYHKIIMEH JIETKNX U TIPOIOJI-
JKUTEJTbHOCTBIO KU3HU, TTIO3TOMY KOPPEKIIUS TUTAHUS
SIBJISIETCSI OHOI U3 OCHOB B jieueHun MB [1, 2].

MeToAbl OLEHKM COCTOSIHUS MUTaHUSA Y B3POCHbIX
NaLMeHTOB C MyKOBMCLIMAO30M

TpaguLIMOHHO TSI OLIEHKH COCTOSTHUS TUTAHUS Y B3PO-
CJIBIX MICTIOJNTBE3YIOTCSI aHTPOITOMETPUUIECKIIE TTIOKA3aTeIN —
Macca teia (MT), pocT u abCoTIOTHOE 3HAYeHUE MHIECKCa
macchl Tena (MMT). Huskuii nokazatenb UMT y 6071b-
HBIX M B cBsI3aH ¢ HU3KMMU IMOKa3aTeJIIMU (PYHKIIAH JIeT-
KX ¥ BEICOKIM YpOBHEM cMepTHOCTHU. [1o 3TOl pranHe
DoHIO0M MyKOBUCLIMI03a PEKOMEHIYETCS MOAAePKUBATD
UMT > 22 kr / M? Uit XeHIOUH U > 23 Kr / M? — 11
MyX4uH [3].

WUMT nerko paccuuTtarb, OAHAKO MOKa3aTeJlb UMEeT
OTPaHUYCHMS: HE YUUTHIBACTCS COCTAB TeJla — KOJTMIECTBO
xupoBoit (ZKMT) u 6e3xuponoit (B2KMT) MT [4].

B Hacrosiee BpeMst 0Te4eCTBEHHBIMU KITMHIYECKIMU
peKOMEHIAIMSIMH [5] He TIpeayCMOTPEHBI METOIBI OLICHKI
cocTaBa Tejla U He OTpaxkeHOo BiausiHue u3obiTka 2KMT
u nepuuuta b2AKMT Ha nerouHyto (yHKIUIO U TeUSHUE
MB, X0Ts B psizie OTeUeCTBEHHBIX MCCIICIOBAHWIA YKa3bIBa-
eTcs Ha 970 [6]. OLieHKa cocTaBa Tejla CYUTAETCSI BAXKHOM
YacThIO OLIEHKU NTUTaHUsI Tipu M B 1 pekomMeHayeTcst 3apy-
OeXHBIMU MpodecCuOHaAIbHBIMU PYKOBOACTBaMM [7, §].

CocTaB Tella MOXKHO TIPEICTaBUTh HECKOJIBKIMU MO-
TIEJISTMU
» aByxkommnoHeHTHass = 2KMT + B2XKMT;

* TpexkomnoHeHTHass = KMT + B2XKMT + kocTtHas
Macca;

+ MHorokoMmnoHeHTHass = 2KMT + > 3 KOMIIOHEHTOB
B2XKMT [4].

JI1s1 KOTMYECTBEHHOM OLIEHKM COCTaBa TeJia Cylle-
CTBYET pSI THCTPYMEHTOB, B T. U. IBY HEepreTUIECKast
peHTreHoBcKast abcopoumomerpust (Dual-Energy X-ray
Absorptiometry — DEXA), 6M0371eKTpUYeCKUil OMorumIe-
naHcHbii aHanu3 (bUA), MarHUTHO-pe30HaHCHAs! TOMO-
rpacdusi, KOMIIbIOTepHast ToMoTpadus, rreTu3Morpadust
C BBITECHEHHMEM BO3MIyXa ¥ METOJ CTAOMILHBIX M30TOTIOB.
Y Kkaxaoro MeToa eCTh CBOM MPEUMYIIECTBAa U HEI0CTaT-
KU, OTHAKO HU OIWH He SIBIIIETCS «30JIOTBIM CTAHIAPTOM»
npu MB [4].

P.Calella et al. (2019) onmydonmkoBaH 0630p 124 wmc-
CJIe0BaHUI METOIOB OLIEHKU COCTaBa TeJjia y MalueH-
TOB ¢ MB, M0 JTaHHBIM KOTOPOTO MTPOAEMOHCTPUPOBAHO
caenylouiee:

* B34 % cay4daeB ucnoJb3oBaiach DEXA,;

+ B10 % — BUA;

* B 31 % — cMelIaHHbIE METOIBI OLIEHKM COCTaBa TeJa;

* 10 mccaemoBaHMit KacalInch BaTUAAIIIN METOIOB.
BbIBOIBI O COOTBETCTBMU Pa3IMUYHBIX METOIOB OKa3a-

JINCh TPOTUBOPEUMBBIMH [9].

B PykoBomcTBe 110 TUETOTepartiyl TPy MYKOBUCITUIO3E
y muaneH1eB, aereit 1 B3pocabix (ESPEN-ESPGHAN-
ECEFS guidelines on nutrition care for infants, children, and
adults with cystic fibrosis, 2016) BaXXHOCTH OLIEHKM COCTaBa
TeJa yaesasyioch HeOOoJIbIIIOe BHUMAaHUEe — B OCHOBHOM
o0cyxaanach olleHKa cocTaBa Tesa ¢ momolibio DEXA.
B o6HoBeHHOM pyKoBoacTBe (2024) rmomguepKuBaeTcs,
YTO JJI51 OLIEHKHM COCTaBa TeJla MOTYT MPUMEHSIThCS pa3-
JINYHBIE METOMBI:

+ DEXA;

s OMoMMITIeTaHCOMETpUs (IJ1s OeTeii ¢ 5 J1eT);

* M3MEpeHMe CUJIBl 3aXBaTa KUCTU (1S JIUIL CTaplie
6 j1eT);

* aHTPONOMETPUUYCCKUE M3MepeHUs (OKPYKHOCTh Ce-
PEIVHBI TIJIeYa U TOJIIMHA KOXHOMN CKIIaIKM).
Br160p MeToma OLIeHKHM cocTaBa TeJia JOXKeH orpe/e-

JISTHCS JOCTYITHOCTBIO, HAIMIMEM PECYPCOB U TEXHUYE-

CKUX CPEICTB, a TAKXKe KIIMHNIeCKUMHU (pakTopamu |7, 8].
HaunbGonee o0beKTUBHBIC HaHHBIE O COCTaBe Teja

(KMT, B2KMT u naHHbIe 0 pacipeaeaeHuy Kupa) MOryT
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OBITh TTOJTYy4YeHbI ¢ momonibio DEXA, ogHako MeToauka
mokKa MoXeT ObITh MasiogocTymnHoit B Poccuu [10].

BUA, aBnsionuiicss HeWHBa3MBHBIM U 00Jiee T1OCTYII-
HBIM «IIPUKPOBATHBIM» METOIIOM, MOXHO ITPUMEHSTh
ISt OLIEHKM cocTaBa Tena npu MB; pesynbrarsl u3ame-
peHus TIpu McIoab3oBaHnt BUA mocToBepHEI U cO-
IMOCTaBUMBI C TAKOBBIMH, TTOJIYIYCHHBIMH C TTIOMOIIIBIO
DEXA [4, 8, 10].

7151 oLleHKHM cocTaBa Teja MOXHO TakKe MPUMEHSITh
AHTPOTIOMETPUIO CPEeTHEH TPETH IIeva, BKIItoUYast U3Me-
peHMe OKPYKHOCTH CEPEeIUHBI TIIeUa M KOKHBIX CKITIAIOK
HaJ TPULIETICOM, OCOOEHHO B ciydasx, eciu DEXA unn
BWA HenoctynHbl. 11st U3BMepeHusi OKPY>KHOCTU MBIIIILL
Ireya TpeOyeTcsT OObIYHAst CAHTUMETPOBAsl JICHTA M Ka-
qmrep [8, 10].

Y B3pocibix U Aeteii > 6 jger ¢ MB Moryt GbITh pac-
CMOTPEHBI TTOBTOPHBIE U3MEPEHUS CUJIbI CXKAaTUST PYKU
(KUCTU), MOCKOJBKY 3TO MOXET MOMOYb OOHAPYXUTh
paHHUE U3MEHEHUS MBIIIeYHOI QyHKINNU. MeTomnka
SIBJISIETCSI IPOCTOM, HEIOPOTOli, HEMHBA3UBHOM 1 B TO X€
BpeMsl UyBCTBUTEIbHOM. [TpOBOAUTCS ¢ UCTIONB30BAaHUEM
PA3TMIHBIX IMHAMOMETpOB. CUMTaeTCsI, UTO CHJIa CXKATHS
PYKU OTpakaeT COCTOSTHUE TTMTAHUS, TTOCKOJIBKY MU3MCHSI-
eTCs TIPSIMO MTPOTIOPIIMOHAIBHO TTOTEPSIM OeJIKa, OMHAKO
3aBHMCUT OT BO3pacTa, MoJia u MCUXO0JOTHYECKOTO COCTO-
siHUS yesioBeka [8, 10].

CocraB Tena y B3pocnbiX NaLneHTOB
C MYKOBUCLMA030M

B o01mieit momy sy B3pOCIIbIX MAIIMEHTOB UMEIOTCS pas3-
JINYKS B COCTaBe Teja: y KeHuH 6osbie KMT, y myx-
YUH — MBILIEYHOM MacCChl; y My>KUMH Yallle XXUp HaKar-
JINBAETCs B 00JIACTU TYJIOBHUIIA, Y JKEHIINH — B 00JIaCTH
6emep. PasmmuaeTcs cocTaB Tea TakKe y IpeacTaBuTe e
pa3HbBIX pac: y ahpoaMepUKaHIIEB OOJIBIIIE MBIIIICYHOMN
Macchl, 0COOEHHO B 00JJaCTUM KOHEUHOCTEH, Mo cpaB-
HEHUIO C TIPEeICTaBUTEISIMU €BPOIICOMIHOM pachl TP
onnHakoBoM MMT. C Bo3pacToM COCTaB Tejla MEHSIETCS
B cTopoHy yBennueHust KMT u CHUXXeHUST MbIILIeYHOMI
maccsl [11, 12].

ITo maHHBIM OOJIBITMHCTBA UCCIICIOBAHUI BBISIBIISIIOT-
csl pa3inuMsl B cOCTaBe Tesa y nauueHToB ¢ MB no cpas-
HEHMIO ¢ O0IIel monysiueil. Y B3pocCibIX NallMeHTOB
¢ MB cHmkena nosst KMT (%) u B2AKMT no cpaBHeHUIO
¢ o01LIEel MonyJsiLueii B Lieaom [4].

B obHoBrerHOM pykoBomctBe ESPEN-ESPGHAN-
ECFS (2024) oco0miit akIIeHT AemaeTcss Ha He0OX0IMMO-
CTU OLIEHKM cocTaBa Tejia ¢ pacuetoM KMT u B2KMT.
B npouecce HabnoaeHus 3a nauueHtaM ¢ MB creny-
eT MPOBOAUTH OLIEHKY cocTaBa Teja ¢ pacuyetoM KMT
u b2KMT, a He Tonbko uckmouutesibHo UMT, noromy
yto cBs13b KMT n B2KMT ¢ nmokazaTtensimu pecrupa-
TOpHOW (YHKLMU cuiibHee, yeM Tojibko UMT, a takke
MOTOMY, YTO HU3KUU WM HopMalbHbii UMT Moxer
MacKkupoBath BbicOKYI0 2KMT unu Huszkyo bB2KMT [7].

C. Botton et al. olieHUBAJICS COCTaB TeJia Y B3POCbIX
nauuveHToB ¢ MB (n = 51) metronom DEXA. O6HapykeHo,
YTO Iaxke MPU MCITOJb30BaHUM MTOPOrOBOTO 3HAYCHUS
HUMT < 19,9 kr / m? onipenensiercs cumxkenue b2KMT
y 43 % nanumenros [13].

Taxcke HopManbHbIe mokazateau UMT moryt macku-
poBaTh OXXUpeHue pu HopMasibHOM MT 1 prck MeTa-
bonmuecKux ocoxHeHui. J.A.Alvarez et al. oleHUBaIICS
COCTaB TeJia y B3pOCJibIX naiueHToB ¢ MB metonom Bo3-
IYLITHOM TIieTu3Morpaduu, mpu 3toM y 31 % y4acTHUKOB
HCCIIeIOBaHUSI 0OHAPYXXEHO OXUPEHUE ¢ HOPMAJIbHBIM
HUMT (< 25 kr / M?) — mostst KKMT > 30 % y >keHIIUH
u > 23 % — y myxuuH [14].

B o6uieit monynsiiuu u3osiTok 2KMT okasbiBaeT
OTpULIATEIbLHOE BIMSIHME Ha JIerouHylo GyHKuuto [14].
JlaHHBIC 0 B3aMMOCBSI3H JISTOUHOI (DYHKIINH, B TICPBYIO
ouepeab oobeMa (POPCUPOBAHHOIO BhIgoXa 3a 1-10 ce-
kyHay (O®B,), ¢ usobirounoii KMT y maumenrtos ¢ MB
MMPOTUBOPEYMBHI. [10 JaHHBIM HEKOTOPBIX UCCIEIOBAHNI
yKasbiBaeTcs Ha yiaydieHrne OPB, Ha poHe n30bITOUHOI
KMT, o pesynbraraM Ipyrux — JOTIOJTHUTEIBHOTO TIpe-
nmyiiectBa n3obiTka 2KMT He HaOmonaercs [14]. Tlpu
OlLIEHKe Y B3pocJibix MaiueHToB ¢ MB (n = 40) B2KMT,
Mop(OMETPUIECKUX TTapaMeTPOB TracdparMbl U pe3yJib-
TaTOB CITMPOMETPHUH YCTAHOBJICHO CHIKEHUE TTOKa3aTe-
Jieit cnupoMetpuu npu cHukeHun b2KMT, a cHuxkeHue
B2XKMT accoununpoBaHO cO CHUXXKEHUEM Macchl 1uadpar-
MbI [15]. CHM>KeHMe Macchl MBI Oeipa CBSI3aHO CO CHU-
XeHneM GyHKIuM jderkux npu MB. B uccinenosanum
C yyacTveM MOJIOABIX B3pocibix ¢ MB Myskckoro moJia
(n = 85) c 4yacTbIMU peCIUPATOPHBIMU OOOCTPEHUSIMU
(> 2 pa3 B ron) 0buta 06HapyxkeHa 6osiee Hu3kass b2KMT
BCETO TeJIa M HIKHUX KOHEYHOCTEH 110 CpaBHEHUIO C JIU-
LIAMU C HeYacTBIMU 0bOoCTpeHusIMU [ 16].

bonee Bbicokuii mokasarenb b2KMT cBsizan ¢ 601b-
1LIe# TMIOTHOCTBIO KOCTHOM TKaHu. HaobopoT, 6oJiee BbI-
cokuii mokaszatenab 2KMT ObL1 cBsI3aH ¢ OoJblIel roTepeit
MUWHEepaIbHOU IMJIOTHOCTH B IMOSICHUYHOM OT/EJIe MTO03BO-
HouHUKa B TeueHue 2 jeT [17]. Bbicokuii ypoBeHb MHTEP-
neiikuna (I1L)-6 6611 cBsa3aH ¢ motepeit 2KMT y B3pociibix
nauueHToB ¢ MB. Ilpeanonaraercsi, 4To XpOHUYECKOE
BOCIIaJICHUE U JIETOYHbIe MH(MEKIUU CITIOCOOCTBYIOT U3-
MEHEHUIO cocTaBa TeJja y naueHToB ¢ MB, B uactHocTH,
caxeHno 2KMT u KoctHoit Maccsl [ 18]. TTo pe3yabTatam
HCCICMOBAHMS C YYACTHUEM B3POCIIBIX TAIIEHTOB BBISIBIIC-
HbI 00JIee BBICOKME KOHILIEHTPAllM MapKepOB BOCTIAJIEHMST
(IL-6 n C-peakTuBHOTrO Gesika) Mpu 6oJiee HU3KOM 3Ha-
yeHn" cootHomeHnst 2KMT / B2KMT [19].

Y MOJI0IBIX B3POCIBIX U TTOAPOCTKOB ¢ MB (1 = 24) ot-
MeUeHbI OTpuLaTebHast Koppensuus Z-uHaekca b2KMT,
BBICOKMI ypPOBEHb MHCYJIMHOPE3UCTEHTHOCTH U GoJiee
HU3KWUI YPOBEHb UyBCTBUTEIBHOCTH K MHCYIUHY [20].
M. P.Bellissimo et al. moxa3aHo, 4TO BUCLIepaJIbHasI XKUPO-
Basi TKaHb MOJIOXKUTEIBLHO KOPPEIUPYET C YPOBHEM TJTIO-
KO3bI B KPOBU y B3pOC/IbIX mauueHToB ¢ MB (n = 24) [21].

B HacrosIiee BpeMst HaOMIOmACTCS POCT YKCIIa CIydacB
BbIsIBJIeHUsI U30bITOuHO MT 1 oxupenus y auu ¢ MB.
N36biTouHOi MT cuntaercst mpu UMT 25-29,9 kr / M2
IUTS B3pOCabIX uin 85—94,9 npoueHTuae — 1151 IeTel;
oxupenue — npu UMT > 30 kr / m? aj1sg B3pOCIIBIX
" > 95-0M mpolLeHTHIe — IS AeTeil. DTU cTaHOapTHBIE
omnpeneseHust U30bITOUHO MT 1 OXXUPEHUS UCTTIOIb3Y-
10TCs Uist onucaHus aui ¢ MB [22, 23].

C pocTOM OCBEIOMJIEHHOCTH O TIPOOJIEMe N30BITOUHO-
ro nutaHusi npu MB B HallMOHAJILHBIX peecTpax Hayaau
MyOJUKOBAThCSl CTAaTUCTUUECKME TaHHbIE TT0 YKa3aHHOM
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npooyieme. CornacHo otyety peectpa PoHga 60pbObI
¢ MB (CIIA, 2024), y 28,9 % B3pocibix nmaiueHToB ¢ MB
otrMmeuvaeTrcs usositounas MT, 13,6 % crpamaior oXu-
peruem. C 1999 r., Kkorma 3TOT MoKa3aTeab COCTABIISII
12,8 %, pacripocTpaHeHHOCTb M30bITOUHO MT 1 oxu-
pPEHMSI Cpeiv B3POCIIbIX YBEJIMUMIIACh OoJiee 4eM B 2 pasa
[24]. CornacHo exeromHOMY oT4eTy EBpormeiickoro pe-
TUCTpa MAlIMEHTOB ¢ MyKoBucLMno3oM (European Cystic
Fibrosis Society Patient Registry — ECFSPR, 2023), B 14
n3 42 eBpOIIeiCKMX CTPaH cOOOIMaeTCsI KaK MUHUMYM
00 1 B3pociaom nauueHte ¢ MB, UMT y kotoporo co-
crasisiet > 40 kr / M2, Takoii moKa3aTesib CBUIETEILCTBYET
0 POCTE PacIpPOCTPAHEHHOCTHU SKCTPEMaJIbHOIO OXKHpe-
HUs cpenu namyeHTos ¢ MB [25].

B pykoBonctBe ESPEN-ESPGHAN-ECEFS (2024)
noauepKuBaeTcsl, 4YTo u30bITouHO MT 1 oxXxupeHus npu
MB caenyet n3deraTh, T. K. C HIMM CBSI3aHbI CEPbe3HbIC
MpO0JIeMbI, TAKME KaK TUTIICPTOHUSI, TUTIEPXOJIeCTepUHE -
MUSI, CTeaTo3 reyeHu u auaoder [7].

CneunduyHbiMu 11 namuedTa ¢ MB ¢akropamn,
CBSI3aHHBIMU ¢ U30bITOYHOM MT uau oxxupeHneM, B Ha-
cTosiIee BpeMsl CUMTAIOTCST OoJjiee CTaplidii BO3pacrT,
OTCYTCTBHE ITaHKPeaTUIeCKOI HeJOCTATOYHOCTH, OTHO-
CHUTEJIbHO COXpaHHas (PYHKIMS JETKUX, HATUUKUE XOTS
ObI ogHOTO ayens kiaacca IV unu V, HU3Kuit couuanb-
HO-5KOHOMWYECKUI CTaTyC, MYKCKO TTOJI U TIpUEM MBa-
KadTopa [22].

BnusiHue TapreTHO! Tepanuu Ha MHAEKC Macchl Tena
W cocTaB Tena

IMepBoiit CFTR-MonynsgTop — moTeHIIMaTop nBakadTop
000peH K MpUMEHEeHUI0 YTpaBieHUeM 110 KOHTPOJIIO
3a mpoayktamu nutaHus u Jekapcteamu CIIA (Food
and Drug Administration — FDA) ¢ 2012 r. UBakadrop
MMOTEHIIUPYET pabOTy XJIOPHOTO KaHasla Ha alMKaJIbHOMN
MeMOpaHe SMUTeIMaTbHON KJIETKU, YBeIUIMBasi €ro Cro-
COOHOCTD K OTKpBITHIO. B 2019 r. moTeHIMaTop XJIOPHOTO
KaHajia uBakahTop ObLI 0H00peH a1 96 MyTaluii reHa
CFTR. Mexauuamnbl yBenmueHust MT Ha hoHe TapreTHOI
Tepanuy — CHUKEHUEe BOCTIAJIEHUS B KUILIEYHUKE, YBEJIU-
yeHMne (heKaTbHOM 3J1acTa3bl, YMEHbIIIEHUE CUMIITOMOB
nuckoMdoprta co croponbl 2KKT, yaydilieHue anmnerura,
CHIDKEHME TICUXOJIOTUYECKON COCTaBIsIoNIeH, Ha (hoHe
KOTOPOU YJIy4IllaeTCsl BOCIIPUSITUE €bl K CBOETO TeJja,
HauboJiee u3ydeHsnl 1 uBakadropa [25—27].

ITo pe3ynpraTtam KcciiefOBaHUS PAHHUX MOIYJISITOPOB
CFTR BoIisiBieHbI pa3nuuHble BaussHusg Ha MT. Tpu-
MeHeHMe uBaka(pTopa ObLJIO CBI3aHO CO 3HAYUTEIbHBIM
HapactaHueM MMT 1o cpaBHeHMUIO ¢ T1J1a1ie00 y mauueH-
TOB B Bo3pacte < 20 yret ¢ myTarueii B reHe CFTR G551D,
MOJIyYaBIINX JIeueHNe B TeueHue 48 Hen. [27].

B uccnenosanun ARRIVAL oueHuBajncst ypoBeHb
dekanbHOI 2nacta3el-1 1 UMT y nereii B Bo3pacTte
12—24 mec. Ha poHe Tepanmuu MBaKaGTOPOM. YCTaHOB-
JIEHO, YTO y 6 13 9 MaLMeHTOB, YPOBEHb 3j1acTa3bl-1 y Ko-
TOphIX cocTaBisul < 50 MKT / T, TToKaszaTeb yBeJIUUMICS
> 200 Mkr / v, UMT cHusuics Ha 56 %, 4TO yKa3bIBajIo
Ha yyutienne ¢pyHkimu [T2K [27]. AHanoruaHbie pe3yiib-
TaThl oJTydeHbl V.A.Stallings et al. B rpymme neteit 2—5 JeT.
B Gonee crapiueii rpymme (Juia B Bo3pacTe S JIeT U cTapiie)

yBen4YeHus (peKabHOI 21acTa3bl-1 yepe3 3 mec. Jieue-
HUSI UBaKapTOPOM He OOHAPYKEHO, HO OTMEUEHO 3HAUYH-
TeJIbHOE U3MEeHeHUe KoadduiimeHTa abcopOLuu xupa,
4TO KOppempoBaso ¢ nokasareniem ODB, [28]. Ha done
Tepanuu MBakaTOpoM yBeJIUMUYMBaIach KOHIEHTpAIUS
B KpoBu IGF-19 u cHuxancs ypoeHb C4 (Mapkepsl ad-
COpOIIMM U CUHTE3a KETYHBIX KUCJIOT) M YMEHBIIAINCH
MposIBIIeHMSsT cTeaTorenaro3a [29]. Uepes 3 mec. Tepanum
nBaKa(hTOPOM YPOBEHb (PeKaTbHOTO KalIbIIPOTEKTUHA CHY-
kayicst Ha 30—40 mkr / 1 cryna (p < 0,01); yepes 6,1 Mmec.
JiedeHus (popMupoBasicst 6osee 310pOBblii MUKPOOUOM K1~
mreyHuka [30]. Yepe3s 1 mMec. ot Havyasa rprema nBakaropa
y MalMeHTOB MPOJEMOHCTPUPOBAHO CHMKEHNE BPEMEHU
noctkeHust pH 5,5 rmociie onopoxHeHusI XKeayaKa, 4To ac-
COLIMMPOBAHO C YBEIMICHUEM CeKpellny onmKapooHara [31].
DHeprust oCHOBHOTO ooMeHa rpu MB Bo3pacraeT, uTo
CBSI3aHO C JIETOUHBIMU U XKeTyI0YHO-KUIIIEYHBIMU CUMIITO-
mamu MB. Yepes 3 mMec. oT Hauaia Teparnuu uBakaTopom
DHEprusi OCHOBHOIO 00MeHa CHyKaiach Ha 5,5 + 12,0 %
(p < 0,05) [32]. BmustHre TapreTHO# Tepanuu Ha (QyHK-
uuto 2KKT, TTXK u sHepreTnyecknii o0OMeH MpeacTaBIeHO
Ha pucyHke [23].

ITo marHEIM uccaenoBanus V.A.Stallings et al. y maum-
€HTOB B Bo3pacre ot 5 et 10 61 roga ¢ myrauusmu CFTR
II1-V xnaccoB npoaeMOHCTpUPOBaHbl U3MeHeHust M T
(+ 2,5 kr B cpenHeM) Ha (poHe mpruema uBakadTopa, 4To
COITPOBOXIAIOCH CIACOYIOIINMI U3MECHEHUSIMU COCTaBa
Tesa:

* +0,9 kr3acuer bB2KMT;
* + 1,6 kr 3a cuet KMT 3a 3 mec. JJeueHUS.

V¥ 18 manmenToB ¢ MB (omHa n3 mytanuit 11—V ximac-
COB), TIPMHUMABIINX WBaKadTop, yepe3 24 mec. 3ape-
TUCTPUPOBAHO 3HaUUTeNbHOE yBenandeHue MT, UMT,
KMT, Ho 6e3 usmenenust B2KMT [28].

AHaJIOTUIHBIC MEXaHU3MBI, BEpOSITHO, HAOJTIOMArOTCS
Ha (hOHE Teparmu TPOITHOM KoMOMHaIIMeH 3mekcakadTop /
te3akadTop / uBakadtop (3TH). [1epBas TpoiiHast KoM-
OWHALIMST MOIYJISITOPOB TPAHCMEMOPAHHOTO PETYJIsITOpa
MB 3TU 6b11a onodbpeHa FDA B okts6pe 2019 . misg na-
meHToB ¢ MB B Bo3pacrte 12 jieT u crapiiie, MMEIOIINX
Mo KpaitHeil Mepe oaHy Konuto ajiens CFTR F508del.
EBporeiicknM areHTCTBOM I10 JIEKapCTBEHHBIM CPEICTBAM
(European Medicines Agency — EMA) nipenapat OTU nnst
nauueHToB ¢ MB ¢ renorunom F508del/F508del ono6pex
B asrycte 2020 . [1, 32]. B Poccuu npenapat 3apeructpu-
poBaH B utoHe 2023 T. 151 TalMeHTOoB cTapiiie 6 Jer.

Ha cdone mpuema DTU cpenHsIst CKOPOCTh YBETMICHUST
MT 6buta Boile Ha 1,47 Kr / M? B TOfI OT Havajia rpuemMa
npernapara 1o cpaBHeHu1o ¢ iaueoo [32]. C.Knott-Tor-
cal et al. HabMOMATIOCH 3HAUUTEIbHOE YBeanueHue UMT
u KMT y nauuenros ¢ MB (n = 36) Ha ¢oHe npuema
DTU uepes 6 mec. neyenus [33]. L.R.Caley et al. otmeue-
Ho, uTo 3a 2 roga Tepanuu OTU mennana UMT 3Hauu-
TEJIBHO yBeanuniaach — ¢ 23,3 mo 24,58 xkr / m?(p < 0,001);
MMOoTpedIeHNe SHEPTUH, HAIIPOTUB, CHU3UIOCH C 2 552
1o 2 153 xkan B cytku (p < 0,001). Bkam MmakpoHyTpu-
EHTOB B 0011Iee TOTPeOIeHNEe SHEPTUU HE MEHSLICS C Te-
yeHHeM BpeMeHHU. TaknuM 00pa3oM, KOPPEKIINS padOThI
CFTR npuBOAUT K YaCTUYHOM KOPPEKLIUU CIIOXKHBIX
KJIETOYHBIX B3aUMOJIEMCTBUI, KOTOPBIE MOTYT U3MEHSTh
METabO0IM3M U DHEPreTUUYECKUil OOMeH; TIpu Teparuu
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Kpoirosa H.A. u dp. CoctaB Tena 601bHBIX MyKOBUCIIMI030M Ha (hOHE TaApreTHOM Teparnuu

OHepreTUyeckuit 06MeH

MB: 1 300 Ha 110-120 %
TapreTHas Tepanus: | 300 u kak
cnepcTeue 1 Macchl Tena, UMT

06meH XK

MB: | aHTeporenaTu4eckoi ump-
kynsuun XK, norepu XK c kanom,

1 cunTe3a XK B neyeHu

TapreTHas Tepanus: 1 aHTeporenaru-
yeckon umupkynsauum XK

ToHkas kuwka

MB: | pH B npocBeTe KuLKM — Kak
CreACTBME CHIKEHME aKTUBHOCTH
naHKpeaTMyeckux hepMeHToB

TapreTHas Tepanus: 1 pH B npocsete
KLIKK

MogxenynoyHas xenesa

MB: crywieHne npoTokoB — HegoCTa-
TOYHOCTb K3OKPUHHON (PYHKLMM
TapreTHas Tepanus: BEPOATHOCTb
BOCCTAHOBINEHNSA JK3OKPUHHON
(hyHKUMM B IETCKOM BO3pacTe

ToncTas KuwwKa

MB: BocnaneHue, gucbaktepuos
TapreTHas Tepanus: | ypoBHS Kanb-
NPOTEKTMHA U YNyyLIeHUe MUKPO-
OnoThbI

Pucynox. IToreHuMambHbIe MEXaHU3MBbI YIYULLIEHUS] HYTPUTMBHOTO CTaTyca y MalMeHToB Ha (poHe TapreTHOM Tepanuu [23]
Mpumeuanne: UMT — unnekc maccel Tena; MB — mykoBucuunos; 900 — sHeprust ocHoBHOTo ooMeHa; KK — elyHble KUCTOTHI.

Figure. Potential mechanisms for improving the nutritional status in patients undergoing targeted therapy [23]

OTHU cHUKaeTcst CUCTEMHOE BOCTIAJIEHUE, YMEHbBIIIAETCST
BOCHIAJICHWE B KMIIIEYHUKE, CHUKACTCST YacTOTa PECITH-
DPaTOPHBIX OOOCTPEHUIA, TEM CaMbIM YMEHbIIIasi PacXo/
sHepruu [1].

M.C. Petersen et al. TpoBeeHO OIHOILIEHTPOBOE pe-
TPOCIIEKTUBHOE MCCIEIOBAaHNE C yUaCTUEM B3POCIBIX
naueHToB ¢ MB (n = 134). Iloka3zaHo, 4TO Tepanus
OTH O6b1na cBsizaHa ¢ yBenudeHueM UMT nipu cpenHeMm
cpoke HabmoneHus 12,2 mec. Habmomamoch 3HAYNTEb-
HOE TIOBBIIIICHUE apTEePUAIbHOTO NAaBJICHUS, a Y TallMeH-
ToB ¢ MB-accolunrpoBaHHBIM CaxapHbIM 11abeTOM MpHU
npuMmeHeHur DTHU noBbilancs ypoBeHb OOLIETO XOJe-
CTepUHA B CHIBOPOTKE KPOBH, TPUTIULICPUIOB U JIUTIO-
MPOTEUNIOB HU3KOI TJI0THOCTU. TakuM o0pa3oM, caeiaaH
BBIBOJL O TOM, UTO IIUpOKoe mpuMeHeHue DTU MoxeT
CIocoOCTBOBATh MepeeaaHuio y moaeii ¢ MB u pocty Kap-
nromeTadbomueckux hakTopoB pucKa (apTepuayibHast
TUTICPTEH3US U NUCIUITUACMHUS). YIUTHIBAST YBEIUMICHUE
CpeIHero Bo3pacTa MalMeHTOB, XXUByIIUX ¢ MB, pacty-
IIYI0 PacIpoCTPaHEHHOCTD TMepeeaHtsl, apTepUaaTbHON
TUTIEPTEH3UH Y TUTICPIMITUASMUH B TTOIYJISLINI OOJTEHBIX
MB, BeposITHO, BCE 3TO MPUBEAET K YBEJTMYECHUIO YACTOThI
CepIEeYHO-COCYIUCThIX U LIepeOPOBACKYISIPHBIX 3a00J1e-
BaHwuii [32]. B HemaBHUX peKoMeHnauusx AKaaeMuu mu-
TaHud u guetonoruu (Academy of Nutrition and Diefetics,
CIIIA) momyepKuBaeTCs BO3pOCIIIasi pacIpOCTPaHEHHOCTh
n30biTouHoit MT u oxupeHus: cpeau namueHToB ¢ MB
1 peKOMEHIYeTCsI YIUTHIBATh Ha (DOHE TapreTHOM TepaIrtim
KapIUOIIPOTEKTUBHBIC MOJEIN MMUTAHMS, a HE TOJIBKO
TPagULIMOHHBIC TUETHI C BBICOKMM COACPXKaHUEM KHUPOB
u Kanopuit [32].

Cpenu my0IMKaIMi, TIOCBAIIEHHBIX 3TOH MpoodieMe,
MHOTO MCCJIEIOBaHUI, B KOTOPHIX COOOIIACTCS O TOJIO-
JKUTEJIbHOM BJIMSTHUU TapreTHOM Teparnuy Ha aHTPOIIO-
meTpuueckue nokazatenau (MT, poct, UMT), Ho Mano
CBeICHUI O BIUSTHUN NTaTOTeHETUIECKOTO JICUCHUSI Ha CO-
craB Tena [4]. S.J.King et al. mo pe3ynbpraTaM M3MepeHUsI
cocTaBa TeJjia B IpymIie NalureHTOB, MOJIyJaloluX UBaKa-
¢Top, MokazaHo 3HauuTeabHOe yBenuueHue UMT u gonun
KMT ugepes 28 mHeit; yepes 5 Mec. mpueMa nBakadTopa
TakxKe oTMedajgoch Hapactanue MT u 2KMT, nipu aTom
B2XKMT He HapacTana; uepe3 2 roga Teparnuu He OTMeva-
JIOCh HUKAKWX M3MEHEHWI MoKa3aTeJieil aHTPOIIOMETPUN
cocCTaBa TeJla 110 CPaBHEHMIO C TTOKa3aTelIIMU, 3apUKCH-
poBaHHBIMU yepe3 6 mec. [34].

S.J.King et al. udyyascs cocTaB TeJia y TallUeHTOB C TSI -
KeJibiM TeueHreM MB B TeueHue 1 roga Ha (hoHe mpuema
KoMOuHauuu JyMakadrop / uBakadrop. Yepes 6 mec.
teparmuu ZKMT yBenmmumnace Ha 20 %, Takke OTMEYEHO
yBennyenne bXKMT na 5 %, . MUcxonubiit UMT umen
obpaTHy10 Koppesiuio ¢ usMeHeHruem b2KMT, a Hau-
o6onbmit mpupoct b2KMT Habnrogancs y Ul ¢ UCXO/I-
Ho 6onee Hu3kuM MUMT. Usmenennss BXAKMT k koHIy
1-ro roma Tepanuy KOppeampoBaiu ¢ 00JIbIIMM COKpallle-
HHEM CPOKOB IFOCITUTAIN3aIMI M BHYTPUBEHHOTO TIpreMa
aHTUOaKTepHaIbHOI Tepanun [35].

B HacTosi1iee BpeMst TpoitHasi KOMOMHAITMSI MOMYJIsI-
TopoB CFTR — OTU cTtana HOBbIM CTaHAAPTOM JIeUEHUSI
nauueHToB ¢ MB ¢ xoTs1 661 ogHuM BapuaHToMm F508del
BreHe CFTR.

ITo pe3ynabraTaM MOIABISIONIETO OOJBITMHCTBA UC-
cienoBaHuii Ha ¢oHe neyeHuss DTU ObL10 OTMEUeHO
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yJIy4yllIeHUue aHTPOIIOMETPUUECKMX TToKazaTeneil. OqHa-
KO JIMIIIb B HEMHOTMX M3 HUX OIIEHUBAJIOCh U3BMEHEHME
cocrasa Tena. Y naiueHToB ¢ MB (n = 434) uepes 12 mec.
rocie Hauana OTHU momst mui ¢ HemoCcTaTOYHOCTHIO MH-
tanus (UMT < 18,5 kr / M?) cHusunack ¢ 38,6 mo 11,3 %
(p =0,0001). IMokazarenu MT yBenuuuBaIuCh B TEUCHUE
1-ro roga, a 3aTeM CTabUIM3UPOBAIUCH [36].

M.C. Petersen et al. HabIIODAIOCH CHIDKEHUE TTOKAa3a-
teseit HemoctatouHoit MT (¢ 7,5 1o 2,2 %) ripu OOHOB-
pPeMEHHOM yBeJIMYeHUHU MoKazaTesel n3obitouHoit MT
(c 19,4 o 31,3 %) v oxxupenus (¢ 7,5 no 9,7 %) [32].
AHanornyHbIM oopazom D. Proud et al. npogeMOHCTPpUPO-
BaHo yBennuyeHue kak b2KMT, tak u 2KMT ¢ nmomonibsio
OMOMMITETAaHCOMETPUMN: CPEeIHEe yBEeIMUeHUE yepe3 7 Mec.
nociie Havaja tepanun DTHU cocraBuio 2,5 u 2,1 KT co-
OTBeTCTBEeHHO [37].

OnHakKo He BO BCeX MCCIeI0BaHMSIX HA0II0IaIOCh YBe-
quuenue b2ZKMT. V.Grancini et al. Ha ipuMepe TPYIIIbI
MMAIIeHTOB C caXapHBIM nradeToM (n = 24), CBSI3aHHBIM
¢ MB, nponeMoHCTpUPOBAHO, YTO MOC/IE 6 MeC. JIeYeHUs
KMT, usmepeHHast ¢ MOMOIILbI0 OMOMMITEAAHCOMETPUH,
3HAYUTETBHO (B cpeHeM Ha 1,6 KT) yBeuumnaach, HO 6e3
cymectBeHHOrO yBenuuenust b2KMT [38].

C. Knott-Torcal et al. Takxe HaOJIIOIATOCh 3HAYUTEIIb-
Hoe yBenmuenrne UMT y naumentos ¢ MB (n = 36) nocie
6 Mec. nedeHust, a Takxke ypeandeHue XKMT u rutomia-
I BUCLIEPAJIBHOTO XKUpa ¢ TCHIACHIINEH K YBEIMICHUIO
BXMT (npumepHo Ha 600 r), XOTsSI 3TO UBMEHEHHUE HE 10~
CTUTJIO CTaTUCTUYECKOM 3HAUMMOCTH [33]. DTUMHU Xe
aBTOpaMU OIMYOJMKOBAHbBI Pe3YJIbTaThl UCCIICIOBAHUS U3-
MEHEHUIA cocTaBa Tejla Y B3POCbIX MallMeHTOB (n = 26)
C IMMOMOIIIbI0 KOMIBIOTEPHOU ToMOorpadu Ha YpOBHE
XII rpyaHoro mo3BoHKa. bbl1o OTMEUYEeHO yBeJIMYEHUE
o01Iei TIoIaaM Tela 3a cYET yBeJnueHus oouuein KMT,
IMOOKOXXHOTO, BUCIIEPATLHOTO W MEXKMBITIICYHOTO XKUpa
(Bce TmoKasaTeln CO 3HAUYMTEJIbHBIMU Pa3IUIUsSIMU).
EauHCTBEHHBIM MBIIIIEYHBIM KOMIIOHEHTOM, B KOTOPOM
TIocJIe JIeYeHUsI HabJTI0IaJIOCh YBEJTMUEHNE, ObUTA MBITIIIIBI
OYeHb HU3KOM TUIOTHOCTH, UYTO YKa3bIBaeT Ha pa3BUTHE
Muocrearosa [39].

B xone peTpocneKTUBHOIO UCCIEI0OBAHUS Y B3POCIBIX
nmauueHToB ¢ MB (n = 66) mpoBesieH aBTOMaTU3UPOBAH-
HBII aHAJIU3 COCTaBa TeJa 110 JaHHBIM KOMITBIOTEPHOMU
ToMorpacuu OpraHoB IpyAHON KJIETKHU, 10 JaHHBIM KOTO-
pOro OTMEUYEHO 3aMETHOE YBEJIMUYEHME BCeX MoKasaTesei
JKMPOBOI TKaHU, B T. 4. OOILLIETO MoKa3zaTeJsl XXKUpOBOi
TKaHu (+ 46,2 1 %); nokaszarejib MbILIEYHOI TKAHU yBe-
JIMIUJICS HE3HAUYUTEIHbHO, HO CTATUCTUYECKU 3HAYMMO
(+ 1,63 %). Y y4aCTHUKOB MCCJIEIOBAHUS C M3HAYAJIBHO
HenoctatouHoit MT Habmoaa10Ch 60Jee BhIPaXXeHHOE
YBeJIMUYCHHE OOIIETO TToKa3aTelsl SKUPOBOil TKaHU, B TO
BpeMs KaK yBeJIWUYEHUE TTOKa3aTes s MBIIICYHON TKaHU
ObLIO paBHOMEPHBIM BO Beex Kateropusix UMT [40].

XOTs IO JaHHBIM BCeX pabOoT 3aJ0KyMEHTUPOBAHO
yeeauueHne MT u ZKMT, pacxoxaeHus B UBMEHEHUSIX
BXAKMT mexny nccnenoBaHUSIMU MOTYT OBITh BbI3BaHbI
pasHbIMU (haKTOpPaMU: OTIMYMSIMU B TPYIINAX MallMEHTOB
¢ MB (c paznnuHoii TSKeCThio 3a0071eBaHMST HA UCXOIHOM
sTamne), MeToOaMM U3MEpPEHUsI COCTaBa Tejia, YPOBHIMHU
du3nmIecknx Harpy30K U TPEHUPOBAaHHOCTU. BiustHue
monaynsitopoB CFTR na MT u UMT paznuuaetcs B 3aBu-

cumoctu ot reHotuna CFTR v tTuna CFTR-monynsitopa.
3HauuTenpHOE yBeanyeHue n3obirouHoit MT 1 oxupeHust
HaOJfomaeTcs y MaueHToB, noayJdaommux OTHU [41].

B cBs13u co cHIDKeHMEM 3Hepro3aTpar Ha (hoHe Ipu-
eMa TapreTHoM Tepanuu yepes 1 rox mocjie Hayaaa Tepa-
nuu DTU HabmonaeTcst 3HaunTeNbHOE HapacTaHue MT.
DTO CBSI3aHO C yBeJMUeHNEM KoamdecTBa Kak 2KMT, Tak
u B2KMT, 4T0 CBUIETEIBCTBYET 00 YAYUIIIICHUU MeTabo0-
JINYecKoi 3(pPeKTUBHOCTU U YCBOCHUU MUTATEIbHBIX
BelecTB. [/ MoaATBEpKAEHUS ITUX PE3YJIbTATOB U 1asb-
HEeMIIero N3yJdeHNsT MEXaHU3MOB, COCTABJISIIOIINX OCHOBY
9TUX U3MEHEHUM, HEOOXOAUMBI JaJbHEUIINE UCCIEN0-
BaHUsI C ydacTueM OOJIbLIei KOTOPThI malueHToB [41].

W3MeHeHns NoAX0A0B K AMETOTEpanyK
NP1 MyKOBUCLIMAO03€ Ha COBPEMEHHOM 3Tane

B o6HoBAeHHOM pykoBoncTtBe ESPEN-ESPGHAN-ECFS
(2024) cymmupoBaHbI COBpEMEHHBIE TIPEICTABIECHUS B 00-
JlacTu uTaHus nauueHToB ¢ MB. B HacTosiiee Bpemst
MPOUCXOIUT OYePeTHOE U3MEHEHUE IPUOPUTETOB B Op-
raHW3aLUY HYyTPUTUBHOM ITOIIEPKKY MallneHToB ¢ M B,
IIPY 3TOM BaxkHas POJIb OTBOIUTCS WHIWBUIYATLHOMY
IMOJIXOMY, UYTO B IIEPBYIO OUYepeb CBSI3aHO C BBEICHUEM
natoreHeTnyeckoii tepanuu MB CFTR-monynstopamu.

HcTopruecku CI0XUIIOCh TaK, YTO OCHOBHOE BHM-
MaHUe y TTalueHToB ¢ MB ymensiock HopMalIu3alun
n niogaepxanuio MT. C 3Toii Lienblo maeHTaM peKo-
MEHIOBaJIOCh MPUIAEPXKUBATHCS T. H. TPATULIMOHHOM e~
THI, TIPY KOTOPOI TIPEIToIaracTcst KaIopuitHOE TTUTaHNe
C BBICOKMM COIepKaHUEM XHUpa 1 cou. Takoil CcTUIb
MMUTAHUS Y OOJIBIITMHCTBA MAIlEHTOB BOIIIE B IPUBBIUKY.
ITo manHbIM cucTemMaTnueckoro o63opa (2023) o oueH-
Ke KayecTBa MUTaHus JIMI ¢ MB BEIsIBIIeHAa HU3KAasT M-
1eBasl HEHHOCTh paunoHa: AeuuuT 0eaKa, u30bITOK
Kupa, 1eULIUT KIeTYaTKU; TMTallueHTHl YIOTPeOIsIn
MaJjio 1eJbHO3EPHOBBIX MPOAYKTOB, OBOIIEH, 3eJIEHMU,
dpykToB 1 6060BbIX. Ha hoHe maToreHeTu4yeckoii Te-
panum y mauueHToB ¢ MB cHmkaeTcs yacTora Hemoe-
JIaHUSI, HO TaKXKe BO3pacTaeT yacToTa u30biTouHoit MT
u oxupeHusi. [ToBblIeHUE MPOTOIKUTEIBHOCTH KU3HU
nauueHToB ¢ MB, mosyJyalonyx naToreHeTHYeCKyo Te-
panuio, KOppeIupyeT ¢ MOBHIIIEHUEM PUCKA Pa3BUTHUS
XPOHMYECKMX 3a00JIeBaHUI — CepACYHO-COCYIUCTHIX,
11epeOPOBACKYISIPHBIX, OHKOJIOTMYECKUX. PUCK pa3BuTHs
apTepUaIbHON TUTIEPTEH3UH, TUCTUITUIEMIN, OXKUPEHUSI,
WHCYTUHOPEe3UCTeHTHOCTH M CII MOXXHO CHU3UTH TIPU
MOMOIIM UBMEHEHUI B pallioHe NuTaHusl. B oOHOBIEH-
HBIX PeKOMEHAAIUsIX 1o muTaHuio (2024) npeaycMoTpeH
Mepexol OT TPaIUIIMOHHON BHICOKOKAJIOPUITHON TUETHI
¢ OOJIBIIIMM cOAep:KaHMEM XHUpa K palliOHAIBHOMY -
TaHUIO, KOTOPOE PEKOMEHIYETCSI HACETICHUIO B IICJIOM.
B HacTosiiiee BpemMst peKkoMeHJaluu 1o nutaHuto npu MB
COCPeNOTOUYEHBI Ha MOTPeOJeHUN TTPOAYKTOB, OOraThiX
MMUTATEeJIbHBIMH BeIleCTBaMU, — IIeJIbHO3EpPHOBBIX, 00-
OOBBIX, OBOIIIEH, (DPYKTOB, OrpaHUYEHUN T100aBIEHHOTO
caxapa, COJIM U HAChILLIEHHBIX XXUPOB. BaskHO 00BSICHUTH
MaleHTaM, 9TO «TpaaIulIMOHHas aqueta» mpu MB cro-
cobctByeT Habopy MT 1 MOXET MPUBECTU K OXKUPEHUIO
IIPpY U3MEHEHUHU SHEePTeTUICCKUX TTOTPEOHOCTEI TTOCIIe
Hayajia maToreHeTu4ecKoi Tepanuu [42].
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Tabauua
Cneyuaauzuposantsie npooyKmol 1e4e6H020 NUMAHUS, NPUMEHAeMbLe NPU HeOOCAMOYHOCIU NUMAHUS NAYUEHM08
¢ mykoeucuudosom [43]
Table
Oral nutritional supplements used to correct nutritional deficiencies in patients with cystic fibrosis [43]
MuweBbie
MpoaykT BospacTHble Cnocob OHeprus, Benok, Kupsl, YrneBoabl, BooKHa,
OrpaH1yeHus npUMeHeHNs Kkkan /100 mn r/100 mn r/100 mn r/100 mn r1100 mn
HYTPUHWUnpmHK ¢ nuweBbIMK _
TR 1-18 ner MepopankHo 153 34 6,8 18,8 1,5 (MF6)
HyTpu3oH 3pBaHc HyTpuapmHk, Mletn ¢ 1 ropa MepopanbHo 100 39 39 12,2 -
cyxas cmecb 1 B3pochibie WK 30HA 150 59 59 18,3 -
[etu ¢ 12 net MNepopanbHo
HyTpu3on auason HE HP M B3pochble T 150 .7 1,7 1,7 1,5 (MF6)
HyTpuapuxk Komnakt Mpotenn C 18 net MNepopanbHo 245 14,6 9,6 251 -

M3MeHeHNe NUIIEeBBIX IPUBBIUYEK — CIIOXHBIN TTPO-
1Iecc He TOJIBKO UIS TTallieHToB ¢ M B, HO 1 11 MHOTHX
Bpaueil, KOTOpbIE BEAYT 3THUX IMAIIMEHTOB, 3TO CBSI3aHO
C TeM, UTO CYIIECTBYET MOJOXUTeIbHasH CBsI3b Mexkny MT
u dyHkumeit ierkux. CortacHO JaHHBIM PeecTPOB Tallu-
eHToB ¢ MB, dyaKIms BHemHero abixanus (PBJI) momo-
XKUTEJIbHO KoppenupyeT ¢ yBerudeHueM UMT no orpe-
JIeJIEHHOTO TTOpOoTa, COCTABIISIONIEro 0KOJIo 26 Kr / M2,
ITo mepe yBemuenns UMT nokasaren, O®B, He mipo-
JIOJDKAeT YIyJIIaThCsl, a BRIXOAUT Ha r1ato. OTCYTCTBUE
YCTOWYMBOI cBsi3u Mexny yBenndenuem UMT u ®BJ]
MO3BOJISIET MPEAIONO0XUTD, UYTO U30bITouHast MT u oxu-
peHMe He OKa3bIBAIOT OTTOJIHUTEILHOTO ITOJIOKUTETHHOTO
ustHUST Ha @B 110 cpaBHeHMIO ¢ HopManbHOU MT [23].
IMaumentsl, He mpuHuMarone CFTR-MonynsaTtopsl, mo-
MPEXXHEMY HYKIAIOTCSl B UHTEHCUBHBIX YCUIMSX IO OMTU-
MU3aLUK KAJIOPUHHOCTHU pallioHa, TUTIepaTuMEHTaIlUMN.
Hnst tex, ko mpuauMaeT CFTR-MomyasTopsl, Tpaguiim-
OHHas BBICOKOXXMPOBasi / BRICOKOKAJIOPUITHAS T1eTa TIPU
MB MoXeT UMeTh HeraTUBHbIC TTUIIIEBbIC TTOCIEACTBUS.
KIMHULMCTBI JOJDKHBI 3HATH O MOTEHIIMAIBHBIX CeplIed-
HO-COCYIUCTBIX OCTIOKHEHMSIX, CBSI3aHHBIX C TPAIUIINOH -
HOM BBICOKOKMPOBOI1 / BBICOKOKAJTOPUITHOM TUEeTON TTPU
MB, 0co0GeHHO ¢ YY4eTOM yBEJIUYEHUST MPOIOJIKUTEIb-
HocTU ku3HU nauureHToB [10]. [TpuMeHeHue 1euedbHOro
MMUTaHUS HEe TepsIeT aKTyaJTbHOCTHA Ha COBPEMEHHOM 3Ta-
T1e — HEOOXOIMMBI ONTTUMU3AIIUS KAJJIOPUIMHOCTH pallioHa
y nanueHToB, He npuHuMatromnx CFTR-monyasTops,
U YBeJIMYEHUE MMUIIEBOI [IEHHOCTH palroHa (Tipexe
BCEro KoppeKuus aepuumnTa 0eaka) y naldeHToB, Npu-
Humatomx CFTR-monynstopsl.

B HacTosimiee Bpemst peKoMeHIaluu 1o MPUMEHEHUIO
JIeyeOHOTO TTUTaHUS y TTAlIMEHTOB Ha (hOHE TapreTHOM
Teparuy HaxXOIOSITCS Ha CTaguU pa3pabOTKH, B CBS3U
C OTUM TIpU pellIeHNU BOIIPOca O Ha3HAYCHUU JICUeOHO-
ro MUTAHUS CJIeAyeT PYKOBOJICTBOBATLCS COBMECTHBIM
ONBITOM B3POCJIOTO U IETCKOTO 1IeHTpoB M B, pekomeH-
IYIOIIUMU TTalleHTaM TUIIEPHUTPOTCHHBIE CMECH, TH-
nepkatopudeckue (150 kkax B 100 Mi1), OCMOJIIPHOCTBIO
< 600 MOCMOJTB / J1 C MaJIBIM COIEpXKaHUEM THCaXapUIOB
(caxapo3za — < 10 r B 100 ms1 cMecH); TIpU OTCYTCTBUU
MIPOTHUBOIIOKA3aHUI MOTYT OBITh MCITOJIb30BaHbI CMECH,
coaep:Kalre MMuieBbie BojJokHa. [Ipumep mcmoib3o-
BaHUS MIPOAYKTOB JIEYEOHOrOo MUTAHUS MpeacTaBiIeH

A.H.3a6b510600 u coaem. B MUIOTHOM HCCJIEJOBAaHUN
M3MEHEHN B KOMIIOHEHTHOM COCTaBe TeJia nereii ¢ MB
Ha ¢hoHe TapreTHOM Tepanuu (cM. Tabuiry) [43].

3aknioyeHue

[Nutanue mo-mpeXXHEeMy UTPaeT BasKHEMIITYIO POJIb B Jie-
yeHUU MauueHToB ¢ MB. 3a nmocinenHee necsituieTue
Ha (hOHEe aKTUBHOIM HYTPUTUBHOM MMOIIEPKKU U TTaTOTe-
HETUIECKOI Tepalni HaMeTUJIach TCHACHLMS K YBEIU-
yeHuto MT u UMT y nmauuenToB ¢ MB. I1o mepe yBenu-
YeHUs MPOAOJIKUTENILHOCTU XXKU3HU Jtoneit ¢ MB Bo3pa-
CTYT PUCKHU COITYTCTBYIOIINX 3a00JI€BaHUI, CBSI3aHHBIX
¢ n30erTouHoit MT u oxxuperueM [23]. [Ipu aToMm y yacTu
MalueHToB coxpaHsercd neduuut MT, yTo oka3bIBaeT
HeraTHBHOE BIUSHUE Ha PECTUPaTOPHYIO (PYHKIIUIO.

YuuTeIiBast pUCKH, CBSI3aHHBIEC KaK C HEIOCTATOYHBIM,
TaK ¥ U30BITOYHBIM IIUTAHUEM, UPE3BBIYATHO BasKeH MH-
IWBUIYaJIbHBIN TTOAXOM, HaIpaBJIeHHBI Ha ONTUMU3a-
LIMIO MUILEBOro cTaTyca MalueHTa. YCTaHOBJIEHO, YTO
ONTUMAJIBHBIM HHCTPYMEHTOM JIJIsT OLICHKH COCTaBa Tejia
SIBJIIETCSI OMOMMITETAHCOMETPHS.

OlieHKa COCTaBa TeJla MOXKET CTaTh BasKHBIM UHCTPY-
MEHTOM MOHHMTOPHHIA MaTOreHEeTUYeCKOil Tepamnuu,
a TakKXe PYKOBOJICTBOM B KOPPEKILIWHU AUETOTEPATTUH
U TIo0opa MpernapaToB JICYeOHOTO MUTAHUS IS TTal-
eHToB ¢ MB.

Nutepatypa

1. Caley L.R., Jarosz-Griffiths H.H., Smith L. et al. Body mass in-
dex and nutritional intake following elexacaftor/tezacaftor/ivacaftor
modulator therapy in adults with CF. J. Cyst. Fibros. 2023; 22 (6):
1002—1009. DOI: 10.1016/j.jcf.2023.06.010.

Ooi C.Y., Durec P.R. Cystic fibrosis from the gastroenterologist’s
perspective. Nat. Rev. Gastroenterol. Hepatol. 2016; 13 (3): 175—185.
DOI: 10.1038 /ngastro.2015.226.

Stallings V.A., Stark L.J., Robinson K.A. et al. Evidence-based prac-
tice recommendations for nutrition-related management of children
and adults with cystic fibrosis and pancreatic insufficiency: results of
a systematic review. J. Am. Diet Assoc. 2008; 108 (5): 832—839. DOI:
10.1016/j.jada.2008.02.020.

Soltman S., Hicks R.A., Khan F.N. et al. Body composition in in-
dividuals with cystic fibrosis. J. Clin. Transl. Endocrinol. 2021; 26:
100272. DOI: 10.1016/j.jcte.2021.100272.

MunuctepcTBo 3npaBooxpanenust Poccuiickoit @eneparmu. K-
Hu4eckue pekomeHaanuu: Kucrozueiit hudpo3 (MyKOBUCIIUI03).

268

Mynbmoonorus « Pu’monologiya. 2026; 36 (2): 262-271. DOI: 10.18093/0869-0189-2026-36-2-262-271


https://doi.org/10.1016/j.jcf.2023.06.010
https://doi.org/10.1038/nrgastro.2015.226
https://doi.org/10.1016/j.jada.2008.02.020
https://doi.org/10.1016/j.jcte.2021.100272

0630pkI « Reviews

10.

11.

12.

13.

14.

15.

16.

17.

18.

19.

20.

21.

22.

23.

24.

25.

2025. locTynHo Ha: https.//cr.minzdrav.gov.ru/preview-cr/372_3
|dara obpaieHus: 25.03.25].

CokosioB M. OnTuMu3aLusi HyTpUTUBHOM MOMAEPXKKU Y IETEl ¢ My-
KoBucLMa030M: Jucc. KaHa. Mea. Hayk. M.; 2021. locTynHoO Ha:
https://nczd.ru/wp-content/uploads/202 1/ 10/avto-sokolov.pdf
Wilschanski M., Munck A., Carrion E. et al. ESPEN-ESP-
GHAN-ECFS guideline on nutrition care for cystic fibrosis. Clin.
Nutr. 2024; 43 (2): 413—445. DOI: 10.1016/j.cInu.2023.12.017.
Turck D., Braegger C.P., Colombo C. et al. ESPEN-ESP-
GHAN-ECFS guidelines on nutrition care for infants, children,
and adults with cystic fibrosis. Clin. Nutr. 2016; 35 (3): 557-577.
DOI: 10.1016/j.clnu.2016.03.004.

Calella P., Valerio G., Brodlie M. et al. Tools and methods used for
the assessment of body composition in patients with cystic fibrosis:
a systematic review. Nutr. Clin. Pract. 2019; 34 (5): 701-714. DOI:
10.1002/ncp.10247.

Kamupckas H.YO., CumonoBa O.U., CokonoB U. u ap. Kpuru-
YeCcKUii aHaIM3 OOHOBACHHBIX MEXIYHAPOIHBIX PEKOMEHIALIUI
M0 MUTAHUIO MALIMEHTOB C MYKOBUCIIMI030M. JKcnepumenmans-
Has u kaunudeckas eacmposnmeponoeus. 2024; (8): 163—180. DOI:
10.31146/1682-8658-ecg-228-8-163-180.

Bredella M.A. Sex differences in body composition. Adv. Exp. Med.
Biol. 2017; 1043: 9—27. DOI: 10.1007/978-3-319-70178-3_2.
Fedewa M.V., Nickerson B.S., Tinsley G.M. et al. Examining race-re-
lated error in two-compartment models of body composition assess-
ment: a systematic review and meta-analysis. J. Clin. Densit. 2021;
24 (1): 156—168. DOI: 10.1016/j.jocd.2019.10.002.

Bolton C., Ionescu A., Evans W. et al. Altered tissue distribution in
adults with cystic fibrosis. Thorax. 2003; 58 (10): 885—889. DOI:
10.1136/thorax.58.10.885.

Alvarez J.A., Ziegler T.R., Millson E.C., Stecenko AA. Body com-
position and lung function in cystic fibrosis and their association
with adiposity and normal-weight obesity. Nutrition. 2016; 32 (4):
447—-452. DOI: 10.1016/j.nut.2015.10.012.

Enright S., Chatham K., Ionescu A.A. et al. The influence of body
composition on respiratory muscle, lung function and diaphragm
thickness in adults with cystic fibrosis. J. Cyst. Fibros. 2007; 6 (6):
384—390. DOI: 10.1016/j.jcf.2007.02.006.

Alicandro G., Bisogno A., Battezzati A. et al. Recurrent pulmonary
exacerbations are associated with low fat free mass and low bone
mineral density in young adults with cystic fibrosis. J. Cyst. Fibros.
2014; 13 (3): 328—334. DOI: 10.1016/j.jcf.2013.11.001.

Baker J.F., Putman M.S., Herlyn K. et al. Body composition, lung func-
tion, and prevalent and progressive bone deficits among adults with CF.
Joint Bone Spine. 2016; 83 (2): 1-7. DOI: 10.1016/.jbspin.2015.04.021.
Tonescu A.A., Nixon L.S., Evans W.D. et al. Bone density, body
composition, and inflammatory status in cystic fibrosis. Am. J. Re-
spir. Crit. Care Med. 2000; 162 (3, Pt 1): 789—794. DOI: 10.1164/
ajrcem.162.3.9910118.

King S.J., Nyulasi I.B., Bailey M. et al. Loss of fat-free mass over four
years in adult cystic fibrosis is associated with high serum interleu-
kin-6 levels but not tumour necrosis factor-alpha. Clin. Nutr. 2014;
33 (1): 150—155. DOI: 10.1016/j.clnu.2013.04.012.

Granados A., Beach E.A., Christiansen A.J. et al. The association
between body composition, leptin levels and glucose dysregulation
in youth with cystic fibrosis. J. Cyst. Fibros. 2021; 20 (5): 796—802.
DOI: 10.1016/j.jcf.2021.06.004.

Bellissimo M.P., Zhang 1., Ivie E.A. et al. Visceral adipose tissue
is associated with poor diet quality and higher fasting glucose in
adults with cystic fibrosis. J. Cyst. Fibros. 2019; 18 (3): 430—435. DOI:
10.1016/j.jcf.2019.01.002.

Kutney K.A., Sandouk Z., Desimone M., Moheet A. Obesity in cystic
fibrosis. J. Clin. Transl. Endocrinol. 2021; 26:100276. DOI: 10.1016/;.
jcte.2021.100276.

Khemka S., Hunter S., Jones J. et al. The state of weight in cystic
fibrosis: understanding nutritional status and individualizing nutri-
tional care in the modulator era. Nutrients. 2025; 17 (15): 2533. DOI:
10.3390/nul7152533.

Cystic Fibrosis Foundation Patient Registry. 2024 annual data report.
Bethesda, Maryland: Cystic Fibrosis Foundation; 2025. Available at:
https://www.cff.org/medical-professionals/patient-registry

Zolin A., Adamoli A., Bakkeheim E. ECFSPR annual report 2023.
2025. Available at: https.//www.ecfs.eu/sites/default/files/Annual %20
Report_2023 vsl1.2_ECFSPR_20250721.pdf

26.

27.

28.

29.

30.

31

32.

33.

34.

35.

36.

37.

38.

39.

40.

41.

42.

43.

Bass R., Brownell J.N., Stallings V.A. et al. The impact of highly ef-
fective CFTR modulators on growth and nutritional status. Nutrients.
2021; 13 (9): 2907. DOI: 10.3390/nu13092907.
Rosenfeld M., Wainwright C.E., Higgins M. et al. Ivacaftor treatment
of CF in children aged 12 to 24 month and CFTR gating mutation
(ARRIVAL): a phase 3 single arm study. Lancet Respir. Med. 2018;
6 (7): 545—553. DOI: 10.1016/S2213-2600(18)30202-9.
Stallings V.A., Sainath N., Oberle M. et al. Energy balance and
mechanisms of weight gain with ivacaftor treatment of cystic fibrosis
gating mutations. J. Pediatr. 2018; 201: 229—237.e4. DOI: 10.1016/j.
jpeds.2018.05.018.
Hayes D. Jr, Warren P.S., McCoy K.S., Sheikh S.I. Improvement
of hepatic steatosis in cystic fibrosis with ivacaftor therapy. J. Pe-
diatr. Gastroenterol. Nutr. 2015; 60 (5): 578—579. DOI: 10.1097/
MPG.0000000000000765.
Ooi C.Y., Syed S.A., Rossi L. et al. Impact of CFTR modulation
with ivacaftor on gut microbiota and intestinal inflammation. Sci.
Rep. 2018; 8 (1): 1—11. DOI: 10.1038/541598-018-36364-6.
Gelfond D., Heltshe S., Ma C. et al. Impact of CFTR modulation
on intestinal pH motility and clinical outcomes in patients with cystic
fibrosis and the G551 D mutation. Clin. Transl. Gastroenterol. 2017,
8 (3): e81. DOI: 10.1038/ctg.2017.10.
Petersen M.C., Begnel L., Wallendorf M., Litvin M. Effect of elex-
acaftor—tezacaftor—ivacaftor on body weight and metabolic parame-
ters in adults with cystic fibrosis. J. Cyst. Fibros. 2022; 21 (2): 265-271.
DOI: 10.1016/j.jcf.2021.11.012.
Knott-Torcal C., Sebastidn-Valles F., Giron Moreno R.M. et al.
A prospective study to assess the impact of a novel CFTR-therapy
combination in patients with CF with F508del. Clin. Nutr. 2023;
42 (12): 2468—2474. DOI: 10.1016/j.cInu.2023.10.015.
King S.J., Tierney A.C., Edgeworth D. et al. Body composition and
weight changes after ivacaftor treatment in adults with cystic fibrosis
carrying the G551D CFTR mutation: a double-blind, placebo-con-
trolled, randomized, crossover study with open-label extension. Nu-
trition. 2021; 85: 111124. DOI: 10.1016/j.nut.2020.111124.
King S.J., Keating D., Williams E. et al. Lumacaftor/ivacaftor-as-
sociated health stabilisation in adults with severe cystic fibrosis. ERJ
Open Res. 2021; 7 (1): 00203-2020. DOI: 10.1183/23120541.00203-
2020.
Hevilla F., Porras N., Giron M.V. et al. Impact of elexacaftor—
tezacaftor—ivacaftor therapy on body composition, dietary intake,
biomarkers, and quality of life in people with cystic fibrosis: a pro-
spective observational study. Nutrients. 2024; 16 (19): 3293. DOI:
10.3390/nu16193293.
Proud D., Duckers J. Weight a minute: exploring the effect on weight
and body composition after the initiation of elexacaftor/tezacaftor/
ivacaftor in adults with CF. J. Cyst. Fibros. 2023; 22 (5): 847—850.
DOI: 10.1016/j.jcf.2023.06.002.
Grancini V., Gramegna A., Zazzeron L. et al. Effects of elexacaftor/
tezacaftor/ivacaftor triple combination therapy on glycaemic con-
trol and body composition in patients with cystic fibrosis-related
diabetes. Diabetes Metab. 2023; 49 (5): 101466. DOI: 10.1016/j.dia-
bet.2023.101466.
Navas-Moreno V., Sebastian-Valles F., Rodriguez-Laval V. et al.
Impact of CFTR modulator therapy on body composition as assessed
by thoracic computed tomography: a follow-up study. Nutrition. 2024;
123: 112425. DOI: 10.1016/j.nut.2024.112425.
Westholter D., Haubold J., Welsner M. et al. Elexacaftor/tezacaftor/
ivacaftor influences body composition in adults with cystic fibrosis:
a fully automated CT-based analysis. Sci. Rep. 2024; 14 (1): 9465.
DOI: 10.1038/s41598-024-59622-2.
Bailey J., Rozga M., McDonald C.M. et al. Effect of CFTR modula-
tors on anthropometric parameters in individuals with cystic fibrosis:
an evidence analysis center systematic review. J. Acad. Nutr. Diet.
2021; 121 (7): 1364—1378.¢2. DOI: 10.1016/j.jand.2020.03.014.
Vavrina K., Griffin T.B., Jones A.M. et al. Evolving nutrition therapy
in cystic fibrosis: Adapting to the CFTR modulator era. Nutr. Clin.
Pract. 2025; 40 (4): 816—828. DOI: 10.1002/ncp.11332.
3aBbsuioBa A.H., SIkoeneBa M.H., ITankparosa I1.A. u np. U3me-
HEHUSI B KOMITOHEHTHOM COCTaBe TeJja JeTeil C MyKOBUCLIMA030M
Ha (hoHe TapreTHOM Tepanuu: MUJIOTHOE UccienoBanue. Meduyun-
ckuii cosem. 2026; 20 (1): 217—224. DOI: 10.21518/ms2026-045.
MocTtynuna: 12.03.26
MpuHATa K nevyaTn: 26.03.26

The article is licensed by CC BY-NC 4.0 International Licensee https:/icreativecommons.orgl/licenses/by-nc/4.0/

269


file:///D:/_WORKS-2/_%d0%9f%d0%a3%d0%9b%d0%ac%d0%9c%d0%9e%d0%9d%d0%9e%d0%9b%d0%9e%d0%93%d0%98%d0%af/_2026/2_2026/%d0%a2%d0%b5%d0%ba%d1%81%d1%82/ 
file:///D:/_WORKS-2/_%d0%9f%d0%a3%d0%9b%d0%ac%d0%9c%d0%9e%d0%9d%d0%9e%d0%9b%d0%9e%d0%93%d0%98%d0%af/_2026/2_2026/%d0%a2%d0%b5%d0%ba%d1%81%d1%82/ 
https://doi.org/10.1016/j.clnu.2023.12.017
https://doi.org/10.1016/j.clnu.2016.03.004
https://doi.org/10.1002/ncp.10247
https://doi.org/10.31146/1682-8658-ecg-228-8-163-180
https://doi.org/10.1007/978-3-319-70178-3_2
https://doi.org/10.1016/j.jocd.2019.10.002
https://doi.org/10.1136/thorax.58.10.885
https://doi.org/10.1016/j.nut.2015.10.012
https://doi.org/10.1016/j.jcf.2007.02.006
https://doi.org/10.1016/j.jcf.2013.11.001
https://doi.org/10.1016/j.jbspin.2015.04.021
https://doi.org/10.1164/ajrccm.162.3.9910118
https://doi.org/10.1164/ajrccm.162.3.9910118
https://doi.org/10.1016/j.clnu.2013.04.012
https://doi.org/10.1016/j.jcf.2021.06.004
https://doi.org/10.1016/j.jcf.2019.01.002
https://doi.org/10.1016/j.jcte.2021.100276
https://doi.org/10.1016/j.jcte.2021.100276
https://doi.org/10.3390/nu17152533
https://www.cff.org/medical-professionals/patient-registry
https://www.ecfs.eu/sites/default/files/Annual Report_2023_vs1.2_ECFSPR_20250721.pdf
https://www.ecfs.eu/sites/default/files/Annual Report_2023_vs1.2_ECFSPR_20250721.pdf
https://doi.org/10.3390/nu13092907
https://doi.org/10.1016/s2213-2600(18)30202-9
https://doi.org/10.1016/j.jpeds.2018.05.018
https://doi.org/10.1016/j.jpeds.2018.05.018
https://doi.org/10.1097/mpg.0000000000000765
https://doi.org/10.1097/mpg.0000000000000765
https://doi.org/10.1038/s41598-018-36364-6
https://doi.org/10.1038/ctg.2017.10
https://doi.org/10.1016/j.jcf.2021.11.012
https://doi.org/10.1016/j.clnu.2023.10.015
https://doi.org/10.1016/j.nut.2020.111124
https://doi.org/10.1183/23120541.00203-2020
https://doi.org/10.1183/23120541.00203-2020
https://doi.org/10.3390/nu16193293
https://doi.org/10.1016/j.jcf.2023.06.002
https://doi.org/10.1016/j.diabet.2023.101466
https://doi.org/10.1016/j.diabet.2023.101466
https://doi.org/10.1016/j.nut.2024.112425
https://doi.org/10.1038/s41598-024-59622-2
https://doi.org/10.1016/j.jand.2020.03.014
https://doi.org/10.1002/ncp.11332
https://doi.org/10.21518/ms2026-045

Kpoirosa H.A. u dp. CoctaB Tes1a 60JbHBIX MYKOBHUCIIMI030M Ha (DOHE TapreTHOM Tepanuu

References in youth with cystic fibrosis. J. Cyst. Fibros. 2021; 20 (5): 796—802.
DOI: 10.1016/j.jcf.2021.06.004.

1. Caley L.R., Jarosz-Griffiths H.H., Smith L. et al. Body mass in- 21. Bellissimo M.P., Zhang 1., Ivie E.A. et al. Visceral adipose tissue
dex and nutritional intake following elexacaftor/tezacaftor/ivacaftor is associated with poor diet quality and higher fasting glucose in
modulator therapy in adults with CF. J. Cyst. Fibros. 2023; 22 (6): adults with cystic fibrosis. J. Cyst. Fibros. 2019; 18 (3): 430—435. DOI:
1002—1009. DOI: 10.1016/j.jcf.2023.06.010. 10.1016/j.jcf.2019.01.002.

2. Ooi C.Y., Durec P.R. Cystic fibrosis from the gastroenterologist’s 22. Kutney K.A., Sandouk Z., Desimone M., Moheet A. Obesity in cystic
perspective. Nat. Rev. Gastroenterol. Hepatol. 2016; 13 (3): 175—185. fibrosis. J. Clin. Transl. Endocrinol. 2021; 26:100276. DOI: 10.1016/j.
DOI: 10.1038/ngastro.2015.226. jcte.2021.100276.

3. Stallings V.A., Stark L.J., Robinson K.A. et al. Evidence-based prac- 23. Khemka S., Hunter S., Jones J. et al. The state of weight in cystic
tice recommendations for nutrition-related management of children fibrosis: understanding nutritional status and individualizing nutri-
and adults with cystic fibrosis and pancreatic insufficiency: results of tional care in the modulator era. Nutrients. 2025; 17 (15): 2533. DOI:
a systematic review. J. Am. Diet Assoc. 2008; 108 (5): 832—839. DOI: 10.3390/nul7152533.
10.1016/j.jada.2008.02.020. 24. Cystic Fibrosis Foundation Patient Registry. 2024 annual data report.

4. Soltman S., Hicks R.A., Khan F.N. et al. Body composition in Bethesda, Maryland: Cystic Fibrosis Foundation; 2025. Available at:
individuals with cystic fibrosis. J. Clin. Transl. Endocrinol. 2021, https.//www.cff.org/medical-professionals/patient-registry
26: 100272. DOI: 10.1016/j.jcte.2021.100272. 25. Zolin A., Adamoli A., Bakkeheim E. ECFSPR annual report 2023.

5. Ministry of Health of the Russian Federation. [Clinical guidelines: 2025. Available at: https.//www.ecfs.eu/sites/default/files/Annual %20
Ciystic fibrosis (mucoviscidosis)]. 2025. Available at: https.//cr.minzdrav. Report 2023 vsl.2_ ECFSPR_20250721.pdf
gov.ru/preview-cr/372_3 [Accessed: March 25, 2025] (in Russian). 26. Bass R., Brownell J.N., Stallings V.A. et al. The impact of highly ef-

6. Sokolov I. [Optimization of nutritional support in children with cystic fective CFTR modulators on growth and nutritional status. Nutrients.
fibrosis]: Dis. Moscow; 2021. Available at: https;//nczd.ru/wp-content/ 2021; 13 (9): 2907. DOI: 10.3390/nu13092907.
uploads/2021/10/avto-sokolov.pdf (in Russian). 27. Rosenfeld M., Wainwright C.E., Higgins M. et al. Ivacaftor treatment

7. Wilschanski M., Munck A., Carrion E. et al. ESPEN-ESP- of CF in children aged 12 to 24 month and CFTR gating mutation
GHAN-ECFS guideline on nutrition care for cystic fibrosis. Clin. (ARRIVAL): a phase 3 single arm study. Lancet Respir. Med. 2018;
Nutr. 2024; 43 (2): 413—445. DOI: 10.1016/j.clnu.2023.12.017. 6 (7): 545—553. DOI: 10.1016/S2213-2600(18)30202-9.

8. Turck D., Braegger C.P., Colombo C. et al. ESPEN-ESP- 28. Stallings V.A., Sainath N., Oberle M. et al. Energy balance and
GHAN-ECFS guidelines on nutrition care for infants, children, mechanisms of weight gain with ivacaftor treatment of cystic fibrosis
and adults with cystic fibrosis. Clin. Nutr. 2016; 35 (3): 557—-577. gating mutations. J. Pediatr. 2018; 201: 229—237.e4. DOI: 10.1016/j.
DOI: 10.1016/j.cInu.2016.03.004. jpeds.2018.05.018.

9. Calella P., Valerio G., Brodlie M. et al. Tools and methods used for 29. Hayes D. Jr, Warren P.S., McCoy K.S., Sheikh S.I. Improvement
the assessment of body composition in patients with cystic fibrosis: of hepatic steatosis in cystic fibrosis with ivacaftor therapy. J. Pe-
a systematic review. Nutr. Clin. Pract. 2019; 34 (5): 701-714. DOI: diatr. Gastroenterol. Nutr. 2015; 60 (5): 578—579. DOI: 10.1097/
10.1002/ncp.10247. MPG.0000000000000765.

10. Kashirskaya N.Yu., Simonova O.I., Sokolov I. et al. [Critical analysis 30. Ooi C.Y., Syed S.A., Rossi L. et al. Impact of CFTR modulation
of updated international recommendations on nutrition of patients with ivacaftor on gut microbiota and intestinal inflammation. Sci.
with cystic fibrosis|. Eksperimental’naya i klinicheskaya gastroenter- Rep. 2018; 8 (1): 1—11. DOI: 10.1038/s41598-018-36364-6.
ologiya. 2024; (8): 163—180. DOI: 10.31146/1682-8658-ecg-228-8- 31. Gelfond D., Heltshe S., Ma C. et al. Impact of CFTR modulation
163-180 (in Russian). on intestinal pH motility and clinical outcomes in patients with cystic

11. Bredella M.A. Sex differences in body composition. Adv. Exp. Med. fibrosis and the G551D mutation. Clin. Transl. Gastroenterol. 2017;
Biol. 2017; 1043: 9—27. DOI: 10.1007/978-3-319-70178-3_2. 8 (3): e81. DOI: 10.1038/ctg.2017.10.

12. Fedewa M.V., Nickerson B.S., Tinsley G.M. et al. Examining race-re- 32. Petersen M.C., Begnel L., Wallendorf M., Litvin M. Effect of elex-
lated error in two-compartment models of body composition assess- acaftor—tezacaftor—ivacaftor on body weight and metabolic parame-
ment: a systematic review and meta-analysis. J. Clin. Densit. 2021; ters in adults with cystic fibrosis. J. Cyst. Fibros. 2022; 21 (2): 265-271.
24 (1): 156—168. DOI: 10.1016/j.jocd.2019.10.002. DOI: 10.1016/j.jcf.2021.11.012.

13. Bolton C., Ionescu A., Evans W. et al. Altered tissue distribution in 33. Knott-Torcal C., Sebastidn-Valles F., Giron Moreno R.M. et al.
adults with cystic fibrosis. Thorax. 2003; 58 (10): 885—889. DOI: A prospective study to assess the impact of a novel CFTR-therapy
10.1136/thorax.58.10.885. combination in patients with CF with F508del. Clin. Nutr. 2023;

14. Alvarez J.A., Ziegler T.R., Millson E.C., Stecenko AA. Body com- 42 (12): 2468—2474. DOI: 10.1016/j.cInu.2023.10.015.
position and lung function in cystic fibrosis and their association 34. King S.J., Tierney A.C., Edgeworth D. et al. Body composition and
with adiposity and normal-weight obesity. Nutrition. 2016; 32 (4): weight changes after ivacaftor treatment in adults with cystic fibrosis
447—452. DOI: 10.1016/j.nut.2015.10.012. carrying the G551D CFTR mutation: a double-blind, placebo-con-

15. Enright S., Chatham K., Tonescu A.A. et al. The influence of body trolled, randomized, crossover study with open-label extension. Nu-
composition on respiratory muscle, lung function and diaphragm trition. 2021; 85: 111124. DOI: 10.1016/j.nut.2020.111124.
thickness in adults with cystic fibrosis. J. Cyst. Fibros. 2007; 6 (6): 35. King S.J., Keating D., Williams E. et al. Lumacaftor/ivacaftor-as-
384—390. DOI: 10.1016/j.jcf.2007.02.006. sociated health stabilisation in adults with severe cystic fibrosis. ERJ

16. Alicandro G., Bisogno A., Battezzati A. et al. Recurrent pulmonary Open Res. 2021; 7 (1): 00203-2020. DOI: 10.1183/23120541.00203-
exacerbations are associated with low fat free mass and low bone 2020.
mineral density in young adults with cystic fibrosis. J. Cyst. Fibros. 36. Hevilla F., Porras N., Giron M.V. et al. Impact of elexacaftor—
2014; 13 (3): 328—334. DOI: 10.1016/j.jcf.2013.11.001. tezacaftor—ivacaftor therapy on body composition, dietary intake,

17. Baker J.F., Putman M.S., Herlyn K. et al. Body composition, lung biomarkers, and quality of life in people with cystic fibrosis: a pro-
function, and prevalent and progressive bone deficits among adults spective observational study. Nutrients. 2024; 16 (19): 3293. DOI:
with CF. Joint Bone Spine. 2016; 83 (2): 1-7. DOI: 10.1016/j.jb- 10.3390/nu16193293.
spin.2015.04.021. 37. Proud D., Duckers J. Weight a minute: exploring the effect on weight

18. Tonescu A.A., Nixon L.S., Evans W.D. et al. Bone density, body and body composition after the initiation of elexacaftor/tezacaftor/
composition, and inflammatory status in cystic fibrosis. Am. J. Re- ivacaftor in adults with CF. J. Cyst. Fibros. 2023; 22 (5): 847—850.
spir. Crit. Care Med. 2000; 162 (3, Pt 1): 789—794. DOI: 10.1164/ DOI: 10.1016/j.jcf.2023.06.002.
ajrcem.162.3.9910118. 38. Grancini V., Gramegna A., Zazzeron L. et al. Effects of elexacaftor/

19. King S.J., Nyulasi I.B., Bailey M. et al. Loss of fat-free mass over four tezacaftor/ivacaftor triple combination therapy on glycaemic con-
years in adult cystic fibrosis is associated with high serum interleu- trol and body composition in patients with cystic fibrosis-related
kin-6 levels but not tumour necrosis factor-alpha. Clin. Nutr. 2014; diabetes. Diabetes Metab. 2023; 49 (5): 101466. DOI: 10.1016/j.dia-
33 (1): 150—155. DOI: 10.1016/j.clnu.2013.04.012. bet.2023.101466.

20. Granados A., Beach E.A., Christiansen A.J. et al. The association 39. Navas-Moreno V., Sebastian-Valles F., Rodriguez-Laval V. et al.
between body composition, leptin levels and glucose dysregulation Impact of CFTR modulator therapy on body composition as assessed

270 MynbMoHonorws » PuPmonologiya. 2026; 36 (2): 262-271. DOI: 10.18093/0869-0189-2026-36-2-262-271


https://doi.org/10.1016/j.jcf.2023.06.010
https://doi.org/10.1038/nrgastro.2015.226
https://doi.org/10.1016/j.jada.2008.02.020
https://doi.org/10.1016/j.jcte.2021.100272
https://cr.minzdrav.gov.ru/preview-cr/372_3
https://cr.minzdrav.gov.ru/preview-cr/372_3
https://nczd.ru/wp-content/uploads/2021/10/avto-sokolov.pdf
https://nczd.ru/wp-content/uploads/2021/10/avto-sokolov.pdf
https://doi.org/10.1016/j.clnu.2023.12.017
https://doi.org/10.1016/j.clnu.2016.03.004
https://doi.org/10.1002/ncp.10247
https://doi.org/10.31146/1682-8658-ecg-228-8-163-180
https://doi.org/10.31146/1682-8658-ecg-228-8-163-180
https://doi.org/10.1007/978-3-319-70178-3_2
https://doi.org/10.1016/j.jocd.2019.10.002
https://doi.org/10.1136/thorax.58.10.885
https://doi.org/10.1016/j.nut.2015.10.012
https://doi.org/10.1016/j.jcf.2007.02.006
https://doi.org/10.1016/j.jcf.2013.11.001
https://doi.org/10.1016/j.jbspin.2015.04.021
https://doi.org/10.1016/j.jbspin.2015.04.021
https://doi.org/10.1164/ajrccm.162.3.9910118
https://doi.org/10.1164/ajrccm.162.3.9910118
https://doi.org/10.1016/j.clnu.2013.04.012
https://doi.org/10.1016/j.jcf.2021.06.004
https://doi.org/10.1016/j.jcf.2019.01.002
https://doi.org/10.1016/j.jcte.2021.100276
https://doi.org/10.1016/j.jcte.2021.100276
https://doi.org/10.3390/nu17152533
https://www.cff.org/medical-professionals/patient-registry
https://www.ecfs.eu/sites/default/files/Annual Report_2023_vs1.2_ECFSPR_20250721.pdf
https://www.ecfs.eu/sites/default/files/Annual Report_2023_vs1.2_ECFSPR_20250721.pdf
https://doi.org/10.3390/nu13092907
https://doi.org/10.1016/s2213-2600(18)30202-9
https://doi.org/10.1016/j.jpeds.2018.05.018
https://doi.org/10.1016/j.jpeds.2018.05.018
https://doi.org/10.1097/mpg.0000000000000765
https://doi.org/10.1097/mpg.0000000000000765
https://doi.org/10.1038/s41598-018-36364-6
https://doi.org/10.1038/ctg.2017.10
https://doi.org/10.1016/j.jcf.2021.11.012
https://doi.org/10.1016/j.clnu.2023.10.015
https://doi.org/10.1016/j.nut.2020.111124
https://doi.org/10.1183/23120541.00203-2020
https://doi.org/10.1183/23120541.00203-2020
https://doi.org/10.3390/nu16193293
https://doi.org/10.1016/j.jcf.2023.06.002
https://doi.org/10.1016/j.diabet.2023.101466
https://doi.org/10.1016/j.diabet.2023.101466

0630pkI « Reviews

40.

41.

by thoracic computed tomography: a follow-up study. Nutrition. 2024;
123: 112425. DOI: 10.1016/j.nut.2024.112425.

Westholter D., Haubold J., Welsner M. et al. Elexacaftor/tezacaftor/
ivacaftor influences body composition in adults with cystic fibrosis:
a fully automated CT-based analysis. Sci. Rep. 2024; 14 (1): 9465.
DOI: 10.1038/541598-024-59622-2.

Bailey J., Rozga M., McDonald C.M. et al. Effect of CFTR modula-
tors on anthropometric parameters in individuals with cystic fibrosis:
an evidence analysis center systematic review. J. Acad. Nutr. Diet.
2021; 121 (7): 1364—1378.¢2. DOI: 10.1016/j.jand.2020.03.014.

UHdopmauusa o6 aBTopax / Authors Information

KpbuioBa Haranbs AHatoJibeBHA — Bpav-IMETOJIOT, HAYYHBI COTPYIHUK
Jabopatopuy MyKoBucuno3a denepaabHOrO rocyIapCTBEHHOTO OIOKET-
Horo yupexneHus: «HayuyHo-ycciaenoBaTebCKuii UHCTUTYT MyJIbMOHOJIO-
rur» DeepaabHOro MeIUKO-01M0JI0OrMYeCcKOro areHTcTBa Poccum»; Tei.:
(905) 752-22-71; e-mail: nataliya_2007_78@mail.ru (SPIN-kox: 6289-2376;
ORCID: https://orcid.org/0000-0002-3788-0887)

Natalia A. Krylova, Nutritionist, Researcher, Cystic Fibrosis Laboratory Fed-
eral State Budgetary Institution “Pulmonology Scientific Research Institute”
under Federal Medical and Biological Agency of Russian Federation; tel.:
(905) 752-22-71; e-mail: nataliya_2007_78@mail.ru (SPIN-code: 6289-2376;
ORCID: https://orcid.org/0000-0002-3788-0887)

Amemna Enena JIbBoBHA — K. M. H., BEelYILIMIl HAYYHBII COTPYIHUK JTabopa-
TOpUU MyKOBHCIIM103a DeepaabHOro rocy1apcTBEHHOro OI0KETHOTO Y4~
pexnenust «HaydaHo-uccenoBaTebcKuiit MTHCTUTYT myJbMoHoornn» Pesre-
PaJIbHOTO MEIMKO-OMOIOTMIECKOro areHTeTBa; Tell.: (926) 205-03-91; e-mail:
eamelina@mail.ru (SPIN-kox: 6341-4662; Scopus Author ID: 7003985681;
ORCID: https://orcid.org/0000-0002-5356-9415)

Elena L. Amelina, Candidate of Medicine, Leading Researcher, Cystic Fibro-
sis Laboratory, Federal State Budgetary Institution “Pulmonology Scientific
Research Institute” under Federal Medical and Biological Agency of Russian
Federation; tel.: (926) 205-03-91; e-mail: eamelina@mail.ru (SPIN-code:
6341-4662; Scopus Author ID: 7003985681; ORCID: https.//orcid.org/0000-
0002-5356-9415)

KpacoBckuii CraHuciaB AjeKCaHIPOBHY — K. M. H., CTapIINi HayYHBIT CO-
TPYIHUK, UCTIOMHSIONIHI 06513aHHOCTH 3aBEAYIONIEro 1abopaTopret My-
KoBHCIMI03a DeepabHOrO rocyIapCTBEHHOTO GIOIKETHOTO YUPEKIEHUS
«Hay4Ho-uccenoBaTeIbcKuil MHCTUTYT MyJbMOHoJIorin» denepanrbHoro
MEINKO-OHOIOTMYECKOTr0 areHTCTBA; BEAyIINil HAYYHBIN COTPYIHUK Hay4-
HO-KJIMHIYECKOTO oTrena MenepanibHOro rocyIapCTBEHHOTO GIOKETHOTO
HayJYHOTO YupexneHust « MearKo-TeHeTHIeCKUI HayIHbIi LIEHTP UMEHHN
akanemuka H.IT.BoukoBa»; ten: (495) 111-03-03; e-mail: sa_krasovsky@
mail.ru (SPIN-kom: 3385-6489; Scopus Author ID: 688178; ORCID: https.//
orcid.org/0000-0001-9642-0947)

YyacTtue aBTOpOB

KpsitoBa H.A. — uzest cratb, CyIecTBEeHHbII BKJIAM B KOHIETIINIO U TU3aiiH
HccrenoBaHus, (hopmManM3aius 3a1auu, CylnieCTBeHHbII BKJIAJ B HAITCAHIE
CTaThM, aHAINU3 JAHHBIX U MHTEPIPETaLMIO Pe3y/IbTaToB, BHECEHUE IIPABOK,
onobpenHue GUHANTbHOI BEPCUU PYKOTTUCH

Amemna E.JI. — cyiiecTBeHHBII BKJIa/l B KOHLICTIIMIO M U3aiTH UCClIeoBa-
HUS1, B HAIMCAHME CTaTbU, aHAJIN3 JAHHBIX U MHTEPIPETALMIO Pe3YJIbTaTOB,
BHECEHUE MPABOK, 0N00peHre HGUHATBHOI BEPCUM PYKOTIMCH

Kpacosckunii C.A. — cyIieCTBEeHHBIN BKJIaJl B ITOTyYeHIE, AHAIN3 JaHHBIX T
MHTEPIPETALMIO PE3yJIbTATOB, BHECEHUE CYLIECTBEHHBIX IPABOK, 0100peH e
buHATBHOI BepCHUU PYKOITUCH

Karazexes P.Y. — cyliecTBeHHBII BKJIAJL B ITOJIyYeHUE, aHAJIU3 JaHHbBIX MaTe-
puaa, BHECEHUE B PYKOITUCH CYLIECTBEHHOM MPaBKH C LEIbIO TIOBBILIEHUSI
HayYHOUl LIEHHOCTH CTaTbhH, 0100peHne GUHATBHOI BEPCUN PYKOTIUCH
AdanacbeBa M.B. — cyliecTBeHHBIIi BKJIAJ B MOJyYeHHE, aHAIU3 JTaHHBIX
MaTepuajia, BHECEHUE B PYKOIKCh CYIIIECTBEHHOM ITPABKU C LIEJIBIO TTOBbILLIE-
HUSI HAyYHOU LIEHHOCTH CTaThl, 0M06peHNe (DMHATBHOI BEPCUU PYKOTTUCH
Bce aBTOpbI BHEC/IN CYILIECTBEHHBIN BKJIAI] B IPOBEICHIE MOMCKOBO-aHAIM~
TUYECKOW PabOThl U MOATOTOBKY CTATbU, MPOYWIM U OA0OPUIM (PUHATBHYIO
BEPCHIO [0 MYOIMKAIINK, HECYT OTBETCTBEHHOCTD 3a LIEJIOCTHOCTh BCEX YacTeil
CTaTbH.

42.

43.

Vavrina K., Griffin T.B., Jones A.M. et al. Evolving nutrition therapy
in cystic fibrosis: Adapting to the CFTR modulator era. Nutr. Clin.
Pract. 2025; 40 (4): 816—828. DOI: 10.1002/ncp.11332.
Zavyalova A.N., Yakovleva M.N., Pankratova P.A. et al. [Body com-
position changes in children with cystic fibrosis while receiving target-
ed therapy: a pilot study|. Meditsinskiy sovet. 2026; 20 (1): 217—224.
DOI: 10.21518/ms2026-045 (in Russian).
Received: March 12, 2026
Accepted for publication: March 26, 2026

Stanislav A. Krasovskiy, Candidate of Medicine, Senior Researcher, Acting
Head of the Cystic Fibrosis Laboratory, Federal State Budgetary Institution
“Pulmonology Scientific Research Institute” under Federal Medical and Bio-
logical Agency of Russian Federation; Leading Researcher, Scientific and Clini-
cal Department, Research Centre for Medical Genetics; tel.: (495) 111-03-03;
e-mail: sa_krasovsky@mail.ru (SPIN-code: 3385-6489; Scopus Author 1D:
688178; ORCID: https://orcid.org/0000-0001-9642-0947)

Karazexxes Pe3yan YmMaTueBnu — acnipaHt 1abopatopun MyKoBuciunosa Oe-
JIepaIbHOTO TOCYIaPCTBEHHOTO OIOKETHOTO yupexneHus « Hayuno-ucceieno-
BaTeJTbCKHIA MHCTUTYT IMYJIbMOHOIOTMH» DeiepaibHOro MeIMKO-OnIornye-
CKOTO areHTCTBa; Tei.: (965) 496-28-82; e-mail: kagazezhevru.64@gmail.com
(SPIN-kom: 1438-9376; ORCID: https://orcid.org/0009-0009-2500-663X)
Rezuan U. Kagazezhev, Postgraduate Student, Cystic Fibrosis Laboratory, Fed-
eral State Budgetary Institution “Pulmonology Scientific Research Institute”
under Federal Medical and Biological Agency of Russian Federation; tel.: (965)
496-28-82; e-mail: kagazezhevru.64@gmail.com (SPIN-code: 1438-9376;
ORCID: https://orcid.org/0009-0009-2500-663X)

Ad esa Mapusi BanepbeBHa — HayyHbBIIl COTPYIHUK JIaGOPATOPUM MY-
koBuciuaosa denepaabHOTO roCy1apCTBEHHOTO OIOIKETHOTO YUPEXKISHUS
«HayuHo-¥ccrenoBaTesbcKuii KHCTUTYT IMyJIbMOHOIOTHI» DenepaabHOro Me-
JIMKO-OMOJIOrMYecKoro areHTcTBa Poccru; Bpau-Iy/IbMOHOJIOT LIEHTPa AMAarHo-
CTUKU U JISUEHHsI MyKOBHCLIMIO3a Y B3POCIOTO HaceaeHust ['ocy1apcTBeHHOroO
OIOIKETHOTO YUPEXKIEHUS 31paBoOXpaHeHNsE MOCKOBCKOM 001acTi «MOCKOB-
CKUi1 00JIaCTHOI HAYYHO-MCCIEI0BATEIbCKUI KIMHUYECKUI MHCTUTYT UMEHU
M.®.Bragumupckoro»; Tei.: (926) 139-54-66; e-mail: usa-mariya@yandex.ru
(SPIN-kozn: 7271-7408; ORCID: https.//orcid.org/0000-0002-8260-7126)
Maria V. Afanaseva, Researcher, Cystic Fibrosis Department, Federal State
Budgetary Institution «Pulmonology Scientific Research Institute» under Fed-
eral Medical and Biological Agency of Russian Federation; Pulmonologist,
Center for Diagnosis and Treatment of Cystic Fibrosis in Adults, Moscow
Regional Research and Clinical Institute (“MONIKI”); tel.: (926) 139-54-66;
e-mail: usa-mariya@yandex.ru (SPIN-code: 7271-7408; ORCID: Attps.//orcid.
org/00 00-0002-8260-7126)

Authors Contribution

Krylova N.A. — idea of the article, significant contribution to the concept and
design of the study, formalization of the task, substantial contribution to writing
the article, data analysis and interpretation of the results, revision, approval of
the final version of the manuscript

Amelina E.L. — significant contribution to the concept and design of the study,
writing the article, data analysis and interpretation of the results, revision,
approval of the final version of the manuscript

Krasovskiy S.A. — significant contribution to obtaining, analyzing data, or
interpreting the results, substantial revisions, approval of the final version of
the manuscript

Kagazezhev R.U. — significant contribution to obtaining and analyzing data,
essential revisions to the manuscript to enhance the scientific value of the
article, approval of the final version of the manuscript

Afanaseva M.V. — significant contribution to obtaining and analyzing data,
essential revisions to the manuscript to enhance the scientific value of the
article, approval of the final version of the manuscript

All authors made a significant contribution to the search, analysis, and prepa-
ration of the article, read and approved the final version before publication, and
accepted responsibility for the integrity of all parts of the article.

The article is licensed by CC BY-NC 4.0 International Licensee https://creativecommons.org/licenses/by-nc/4.0/

27


https://doi.org/10.1016/j.nut.2024.112425
https://doi.org/10.1038/s41598-024-59622-2
https://doi.org/10.1016/j.jand.2020.03.014
https://doi.org/10.1002/ncp.11332
https://doi.org/10.21518/ms2026-045
https://orcid.org/0000-0002-5356-9415
https://orcid.org/0000-0002-5356-9415
https://orcid.org/0000-0002-5356-9415
https://orcid.org/0000-0001-9642-0947
https://orcid.org/0000-0001-9642-0947

