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Pesome

IIpu tepanuu CFTR-MozyisiTopaMy 3HAYUTENBHO YIYYINAIOTCS KIMHUYECKUE MOKa3aTe M KayecTBO XKM3HU MALMeHTOB C MYKOBUCLIMIO-
30M (MB), oHaKo BIMSTHUE 9TUX TIPENapaToB HA MUKPOOHBIN TPOMWIb PeCITUPATOPHOTO TpaKTa U3ydeHo HenocTatouHo. Llensio nccienoBanmst
SIBUWJIACH OLIEHKA M3MEHEHUI MUKPOOHOTO MPOGhUIS M KIMHUYECKUX XapaKTePUCTUK Y B3pOCbIX MareHToB ¢ MB Ha ¢oHe maroreHeTnueckoi
Teparuu, onpeieJIeHNe 3aBUCUMOCTH 9TUX NToKa3zaTesneit oT ynteabHocT puemMa CEFTR-Monynsitopos. MaTepuassi u MeToapl. B uccienoBanue
BKJIIOUEHBI JAHHBIE TIAIIMEHTOB cTapiiie 18 jieT, BHeCEHHbIE B POCCUIICKUIT perucTp 60bHbIX M B, 13 HallMOHAIBLHOTO perucTpa GOJbHBIX MyKO-
Bucimao3oM 3a 2021—2023 rr. AHaIM3UPOBAIUCH MUKPOOMOJIOTUYECKUE, (DYHKIMOHAIBHBIE W aHTPOIIOMETPUYECKME TMOKa3aTelu, a TaKXkKe
uHdopmartms o npueme CFTR-MoaynsiTopoB 1 aHTUOAaKTepUaIbHBIX MpernapatoB. PesyabTaTel. B nccienoBaHye BKIOYEHBI JaHHbIE COBEPIICH -
HOJIETHUX nanueHToB (n = | 141; cpennuii Bo3pact — 25,32 rona; 50,74 % — myxumnsl) 3a 2021—2023 rr. CFTR-MonynsiTopsl TpUHUMATN
450 mauueHTOB. TOMBKO B 3TOI IrpyIIie OTMEUEHO TOCTOBEPHOE yiIyyllleHue oobeMa (opcupoBaHHOTO BbIIoXa 32 1-10 cexyHay (p < 0,001) u yBe-
JINYEHME UHAEKca Macchl Tena. Pseudomonas aeruginosa siBISUICS. JOMUHUPYIOLIMM MMaTOTEHOM, yallle Bcero B opMe XpOHUIEeCKOro MHGULUPO-
BaHUsl. ['pyIIITbI MO TOMUHUPYIOIIEMY ITATOTEHY OCTaBAIKNCh CTAOMIBHBIMU, cMeHa rpyrn y 283 u3 1 141 maireHTOB He ObUIA CBsI3aHA C TPUEMOM
CFTR-MonynsiTopoB win ero aautenbHoOcThio. B Havane tepanuun CFTR-monynstopamu (< 1 roga) oTMeueHO yBelIMYeHUE YKciaa OOJTbHBIX,
MoJydaroumx TabJaeTupoBaHHY0 aHTHOaKTepraibHyto Tepanuto (ABT). [1pu 6ojee IUTEIbHOM MpUEMe TapreTHBIX MpernapaToB YUCI0 KYPCoB
ABT cHmxanoch. 3akmodenue. [1o TaHHBIM HAIIMOHAJBHOTO perucrpa manueHToB ¢ MB 3a 2021—2023 rr., 4MCI0 B3POCIBIX, MOTYYAIONIIX
CFTR-monynsTopsl, yBeanuuBaercsl. [Ipy TapreTHO Tepanuu 3HAYMTENbHO YIy4IIaloTCsl pecnuparopHas GyHKIMS U HYTPUTUBHBIN CTaTyC,
OIHAKO MMKPOOMOJIOTMYECKUI MPODUIL pecIMpaTOPHOro TpakTa MalMeHTOB cTapiue 18 JeT He UBMEHWIICS B TIepBbIe TO/bI JICUCHUSI.
KnroueBsie cioBa: Mmykosuciuno3, CFTR-Monynsaropsl, TapreTHast Tepamnusi, IaTOreHeTUIecKoe JieueHre, MUKPOOHBII MPodib, perucTp.
KondmmkT uarepecoB. KoHOIMKT MHTEPECOB aBTOpaMU HE 3asiBJICH.
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Abstract

CFTR modulators significantly improve clinical parameters and quality of life in people with cystic fibrosis (CF), but the effect of this treatment on
the microbial profile of the respiratory tract has not been sufficiently studied. The aim. To assess changes in the microbial profile and clinical
characteristics in adult CF patients during targeted therapy, to determine the correlation of these parameters with the duration of CFTR modulators
treatment. Methods. The study included data on patients over 18 years of age from the national registry of patients with cystic fibrosis for
2021 — 2023. Data on microbiological, functional and anthropometric parameters of patients, as well as information on the use of CFTR modulators
and antibiotics were analyzed. Results. The study included 1 141 adult patients, the average age was 25.32 years, the proportion of men was 50.74%.
CFTR modulators were taken by 450 patients. Only in this group was a significant improvement in forced expiratory volume in the first second
(p <0.001) and an increase in body mass index observed in 2021 — 2023. Pseudomonas aeruginosa is the dominant pathogen, most often in the form
of chronic infection. The groups by the dominant pathogen remained stable; the change in groups in 283 of 1,141 patients was not associated with
the use of CFTR modulators or its duration. At the beginning of therapy with CFTR modulators (less than one year), an increase in the number of
patients receiving oral antibacterial therapy was noted. With a longer use of targeted therapies, the number of courses of antibacterial therapy
decreases. Conclusion. According to the national registry of patients with cystic fibrosis for 2021 — 2023, the number of adults receiving CFTR
modulators is increasing. Targeted therapy significantly improves respiratory function and nutritional status, but the microbiological profile of the
respiratory tract of patients over 18 years of age did not change in the first years of treatment.
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MyxkoBucuunos (MB) — Tsokenoe HacaencTBeHHOE ayTo-
COMHO-PELIECCUBHOE 3a00JIeBaH1E, XapaKTepU3yeMoe
BBICOKOIf CMEPTHOCTBIO B IETCKOM U MOJIOIOM BO3pacTe
IIpY OTCYTCTBUM afeKBaTHOM Teparnuu |1, 2]. [TpuanHoit
3aboneBaHus gBigercda myrauus reHa CFTR, kogupyio-
LLIETO PETYJISITOP TpaHCMeMOpaHHOI TTpoBoAuMOCcT M B,
TIPUBOISIIAS K HAPYIICHUIO CTPYKTYPBI M GYHKIINH OelT-
Ka [2]. MoHHBIe KaHAJIBI CTAHOBSITCSI HETTPOHUIIAEMBIMU
IUTSL XJIOPUIIOB, UTO YBETMYMBACT BA3KOCTh OPOHXHUATBLHO-
ro cexpeTa, HapyIlaeT MyKOLMIMAPHbBIA KIMPEHC U TIPU-
BOIUT K XpPOHMYECKOMY MH(PUILIMPOBAHMIO TbIXaTeIbHBIX
myTeit [2].

OCHOBHOI MpUYMHOI cMepTu Tpyu M B saBnsieTcs mo-
paxkeHMe AbIXaTeJbHOU CUCTeMbI, OOCTPYKIIMS pecrpa-

TOPHBIX MyTeii, 0Opa3zoBaHUE OPOHXOIKTA30B U UX XPO-
HUYecKoe MH(GULIUPOBAaHUE MAaTOTEHHOM OaKTepuaabHOM!
daopoii [2, 3]. HakorieHHBIE 3a TTOCAeAHUE TOALI HAayY-
HBbIC U KJIMHUYECKUe TaHHblie 0 MB mpuBenu K co3na-
HUIO TATOTEHETUIECKOM TepaIrmu, KOTopasi 3HAYUTEITbHO
CHUXKAET MPOrpeECCUPOBAHUE JIETOYHOM U BHEJIETOYHOU
MTaTOJIOTUH, YBEJTMIHMBAST TEM CAMBIM ITPOIOJKATEIBHOCTD
JKW3HU TTAIlMEHTOB C TaHHBIM 3a00jieBaHueM [4, 5].
I'maBHBIM (haKTOPOM, YXYAIIAIOIIMM COCTOSTHUE TIa-
11MeHToB ¢ MB u onpenensiioiiuM nporpeccupyloliiee
MopakeHUe JIETKNX, SIBJISIeTCS MH(MEKINS HUKHUX ITbI-
XaTeNbHBIX myTeil. [1aToreHHas 6akTepuaabHast diopa,
3acelIsTIolIasl C paHHEro BO3pacTa peCrpaTopHbIC MyTH,
BBI3bIBACT XPOHUYECKUI MHGbEKIIMOHHO-BOCTAIUTEb-
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HBI MPOLECC, CONMPOBOXAAIOIIUICS ITPOTrPECCUPYIOLLIUM
CHIDKEHUEM JICTOYHOM (PYHKIIMY U Pa3BUTHEM JIBIXaTelb-
HOW HEA0CTATOYHOCTH [6, 7].

XpoHuyeckass MHPEKIUS HMXKHUX IBIXaTeIbHBIX
nyTeit 6onbHbIX MB nipencrasieHa psimom crienudpuye-
CKMX TTAaTOTEHOB, BO3ACUCTBHE KOTOPHBIX Ha JTbIXaTeIb-
HYIO CUCTEMY TIPUBOIUT K OBICTPOMY ITPOTrpeCCUpPYIOIIe-
MY CHIKEHUIO PeCITUPATOPHON (PYHKIINM, B OCHOBHOM
aT1o Staphylococcus aureus, Pseudomonas aeruginosa,
Burkholderia cepacia complex, Achromobacter species
u Stenotrophomonas maltophilia. 'ndopmatiyst, moydeH-
Has U3 HAIIMOHAJIbHBIX U MEXIYHAPOIHBIX PETUCTPOB,
CBUIIETEJLCTBYET O TOM, UTO IO MePe B3POCACHUS Talu-
€HTOB YacToTa MH(PUIIMPOBAHUS TPAMITOJIOKUTEIIBHOMK
daopoit 3aMeTHO CHUKAETCS, a HAa 1-¢ MECTO BBIXOMSIT
rpaMoTpulaTeSIbHbIe MUKPOOPTaHU3MBI [§—10].

BakHbIM MTHCTPYMEHTOM TSI OLIEHKM 3TUX U3MEHEHU I
crajo co3ganue B Poccuu B 2011 1. eauHoro peructpa
601bHbIX MB. EquHbIN HallMOHAbHBIM PETUCTP — 3TO
€XXeroJHO 0OHOBJIsIeMast 0a3a JaHHBIX, ColepKalliasi UH-
¢dopManmio 0 COCTOSSHUM 3I0POBbs MalueHTOB ¢ M B.
OCHOBHOI1 3a1a4eil perucTpa sIBJSIETCSl HAKOTUIEHUE TaH-
HBIX O COCTOSTHMY 3[I0POBbSI ITAIIMEHTOB, TMHAMUKHI 3TUX
rmoxasaresieit Ha (hoHe MPOBOAMMOTO JedeHuss. OMHUM
13 IJIaBHBIX Pa3leoB, 3aMOJHSIEMbIX B PETUCTPE, SIBJISI-
eTCsT TMHAMWYECKUI y4eT MH(MPEKIINU peCITMpaTopHO-
rO TpaKTa; TaKKe B ITOCJCTHME TOObI JOOABICH pa3miell,
OTpaXKalIIU BaXKHEWIEe TOCTUKEHUE B IIpOrpaMMe
JIEYEHUS — YUYET IMpUeMa HOBEHUIIIEH ITaTOreHETUYECKOMN
tepanuu. [To pe3ysbTaTam aHaIM3a 3TUX JTaHHBIX BO3MOX-
HO OLICHUTH BO3ICHCTBIE TAPTETHOM Teparuy Ha TCUCHUE
XPOHUYECKON MH(MEKIIMN HUKHUX IBIXaTeIbHBIX ITyTEH.
JlaHHBI BOIIPOC aKTyasieH, MOCKOJAbKY Ha CeroAHSIIITHUI
JIIeHb MCCIeIOBAHUMA, MOCBIIIEHHBIX BIUSHUIO TTaTOre-
HETMYECKOU Tepaliy Ha XapaKTep 0aKTepruaIbHOM (iro-
PBI ¥ e¢ U3MEHEHHNE, He TOJIbKO B MUpe, HO U B Poccun,
HeMmHoro [11, 12].

I'maBHBIM JOCTUXEHUEM B JiedeHUU M B siBuoch co-
3IaHNe TIPEIapaToB, BO3ICHCTBYIOIINX HATIPSIMYIO Ha Jie-
ekt 6enka CFTR ¢ momoIpto HU3KOMOJIEKYJISIPHBIX CO-
eIMHEHMH, pa3pabOTaHHBIX /11 BOCCTAHOBJIEHMS paOOThI
xjopHoro kaHaia CFTR — CFTR-monynsitopos [13, 14].
ITo pesynpraTam mIane60-KOHTPOJIUPYEMOTO UCCIIEIO-
BaHus 3P dekTuBHOCTU 3-KomMrnoHeHTHOTo CFTR-Mo-
nyasiTopa aiekcakadrop / TezakadTop / uBakadbTop +
nBakahTOp MPOJAEMOHCTPUPOBAHO 3HAYUTEbHOE (Ha
41,2 MMOITB / 1) CHIDKEHUE YPOBHS XJIOPUIOB TIOTA, YBE-
JmyeHne odobema (popcupoBaHHOTO BhIAOXA 3a 1-10 ce-
kyHny (O®B,) na 13,8 %, , ymeHblIeHue Ha 63 % uu-
cJla pecrpaTOpHBIX 00OCTPEHM, YBETMYeHUE MHIEKCa
Macchl Teta (MMT) B cpenHem Ha 1 KT/ M? y TIAlIMEHTOB
12 net u crapuie ¢ reHotunom F508del / reHeTnyeckuii
BapuMaHT ¢ MUHUMAaJbHON (DYHKIMOHAJbHON aKTUB-
HocThlo CFTR-kaHana [15]. TTo naHHBIM HaibHEUIIUX
MCCIeIOBaHUI 9Ta TEHAEHLMs ToaTBepauiach [16, 17],
MPY 3TOM XapakKTep U3MEHEHUS MUKPOOHOTO Mpopus
pPECIIMPaTOPHOTro TpakTa Ha (POHE UCITOJIb30BaHUSI TApIeT-
HOI Tepanuu OlIeHUBaeTCsl HeOMHO3HaYHO. [TojtoxkuTenb-
Hoe BozaelictBue CFTR-MomyIsiTopoB Ha KIIMHUIECKIE
1 (pyHKIIMOHAIbHbBIE XapakTepucTuku MB noka3zaHo pe-
3yJbTaTaMy 3HAUUTEIbHOTO YUCIIa UCCASI0BaHUMI, OMHAKO

JIO CUX TIOP HET YETKOro MOHUMaHUs BO3AEUCTBUS ITUX
TperapaToB Ha XPOHUYECKYI0 MH(MEKIINIO IbIXaTeIbHBIX
myTeit mauneHToB [18].

B 2021—2023 rr. yacTh B3pocibix 60JbHEIX MB B Poc-
cuu noay4vanu natoreHerndeckyto tepanuio CFTR-mo-
nyjastopamu JymakadTop / nBakadtop + nBakadTop
u srekcakadrop / TezakadTop / mBakadTop + uBakapTop.

Llenpro nccaenoBaHus SIBISIIACH OIICHKA U3MEHEHUI
MUKPOOHOTO Mpodujis y B3pOCIbIX MalueHToB ¢ MB
Ha (oHe MaTOreHeTUYECKON Tepanuu U ornpeaeaeHue
3aBUCUMOCTHU 3TUX XapaKTEPUCTUK OT JIUTEIbHOCTH
npuema CFTR-MonynsiTopoB 110 TaHHBIM POCCUIICKOTO
peructpa 6oabHBIX MB.

MaTepMan bl U MeTOAbI

Koropra. M3 perucrpa 6onbpHbIXx MB Poccuiickoit Mene-
pauuu 3a 2021 [19], 2022 [20] 1 2023 rr. (MCrIOAB30BaHbI
ITOATOTOBJICHHBIC MaTEPHUAIBI 32 TIPOIIEIIINI TO/T) OBUTI
oTOoOpaHbBI B3pocibie manuueHTsl (1 = 1 141). CpennHuii
BO3pAcCT MallMEHTOB Ha AaTy Hayajia HaOII0IeHUsT COCTaB-
nsi1 25,32 roga (95%-ubiit AU — 23,36—27,29), nons na-
LIMEHTOB MY3KcKoro mosia — 50,74 %.

Kpumepuu exarouenus:

* yCTaHOBJEHHbIE AUarHo3 MB u Mukpooduosornueckue

XapaKTePUCTUKU,

* BO3pacT — He MoJIoxke 18 jeT.

Kpumepuu uckarouenus uz anasusa:

*  HEMOATBEP>XICHHBIN WIM COMHUTEIbHBIN TUarHO3.

MukpoOuosiornyeckas xapakrepuctuka. Peructp co-
JIEP>KUT KauyeCTBEHHbIe (HOMUHAJIbHbIE) TaHHbIE 00 00-
Hapy>XeHUM MEeTULIMJUTMH-pe3ucTeHTHOTro (Methicillin-
resistant — MRSA) n MEeTULUMIJIMH-YYBCTBUTEIbHOTO
(Meticillin-sensitive — MSSA) S. aureus, S. maltophilia,
P. aeruginosa, Achromobacter spp., B. cepacia complex,
Haemophilus influenzae, Escherichia coli B MoKpoTe T1a-
LIUEHTOB.

ITpu BoisiBneHun MRSA, MSSA, S. maltophilia, P. aeru-
ginosa, Achromobacter spp., B. cepacia complexw H. influ-
enzae MHOEKINS KJIacCU(PUIIMPOBAIACh KaK MHTEPMUTTH -
pyloiast i xpoHudeckasi. OoHapyxeHue E. coli TOJIbKO
KOHCTaTUPOBAJIOCh.

C TOYKM 3peHUS KIIMHIYECKOU 3HAYMMOCTA MUKPOOP-
TaHU3MBI OOBEINHSUTUCH B TPYIIIIHI CISIYIOIINM 00pa3oM:

* S. aureus B MOHOKYJIbTYpE WJIU B cOYeTaHUU ¢ S. malto-
philia, H. influenzae v / wim E. coli;

* P aeruginosa B MOHOKYJIbType WJIN B COUYCTAHUN
¢ S. aureus, S. maltophilia, H. influenzae v / unm E. coli,

* Achromobacter spp. B MOHOKYJIBTYypEe WU B COYETAaHUU
¢ S. aureus, P. aeruginosa, S. maltophilia, H. influenzae

u /v E. coli;

* B. cepacia complex B MOHOKYJIBTYpPE VI B MUKCT-WH-

(buumposanuu ¢ 1pyroit Gaopoii.

I'pynmam mprcBavBaIOCh Ha3BaHUE, COOTBETCTBYIO-
1Iee TOMUHHUPYIOIIEMY OaKTepruaIbHOMY ITaTOTCHY.

IToMuMO MUKPOOMOIOrMYECKUX XapaKTEePUCTUK, aHA-
JIN3 BKIIIOYaa gaHHble o mpueMe nauueHtamMmu CFTR-
MOIYJISITOPOB, Ha3HAUYCHUN WHTAISILIUOHHBIX, BHYTPH -
BEHHBIX M TaOJIETUPOBAHHBIX aHTUOAKTEePHATBHEIX TIpe-
napatoB (ABII), a Takxe pe3ynbrarsl usmepenus ODB,
u onpeaeneHuss UMT.
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CTaTUCTUYECKUIT aHAJIU3 TTPOBOAMIICS C UCTOIb30Ba- IMpuem CFTR-MonynsiTopoB ObLT CTATUCTUYECKU 3HA-
HueM 0ubmotek Python 3.10.12. Accoumanns Mexay Ka-  4MMoO cBs3aH ¢ ysenmyenneM UMT (cm. puc. 1B) u ODB,
TeropHaJIbHBIMY TIepeMEHHBIMHU YcTaHaBIuBanach myreM  (cM. puc. 1C). HecMoTpst Ha 6oee BhIpaskeHHOE YBEIIM -
aHaIM3a TabJIuL COMPSIKEHHOCTH C IIPOBEACHUEM X>-TeCTa  YeHMeE JAHHBIX MOKa3aTesieil B rpyIlnax MaluueHTOB, IpU-
U TIOCJIEAYIOIIUM BbIUMCIEHUEM OTHOILIeHUs maHcoB  HumaBlmx CFTR-Moaynstopsl > 1 roga, CTaTUCTUYECKU
(OL). CpaBHeHKe 3HAYEHUI KOJTMYECTBEHHBIX TIOKa-  3HaYMMOM pasHuLbl B usMeHenun UMT u O®B, mexny
3aTejieil HeCKOJIBKIUX HE3aBUCUMBIX TPYIIIT MTAIIMEHTOB  TPYIIIAMU MAIMEHTOB, Pa3INJalOIINXCs 0 ITUTeIbHOCTH
IIPOBOAMIIOCH ITyTeM MpUMeHeHUs KpuTepust Kpackena—  mpuema IpemnapaToB TapreTHOM Tepaliiy, He YCTAHOBJICHO.
Yomuca ¢ nocienyonm nonapHbIM CpaBHEHUEM TPYIITT Mukpo0Ouosiornyeckas xapakrepuctuka. [1pu nepapxu-
aIrrfoCcTepMOPHBIM TecToM JlanHa. KoppeKims p-3HaueHnii,  4eCKO KilacTepu3alii JaHHBIX O MUKPOOMOJIOTMUECKIX
ITOJTYYeHHBIX B pe3y/IbTaTe MHOKECTBEHHOTO TECTUPOBAa-  XapaKTepPUCTHKaX MAllMEHTOB BBISIBIICHBI IIPeo0JIagaro-
HUSI TUTIOTE3, TPOBOIMUIIACK C TIOMOIIBIO MonpaBku boH-  1mue 6akrepuanbHbie mpoduin. B o6pasiax naiuneHToB
dbepponu. [Ipu TecTupoBaHUM CTATUCTUYECKUX TUIOTE3  JOMUHUPYET P. aeruginosa, COXpaHsIOIIasiCs B BUAE XPO-
ObLT 3aJlaH YPOBEHb 3HAUUMOCTHU O, paBHbIi 0,05. [Ing  Huyeckoi nHGeKuu. Y psaa nalyMeHToB HabJIoaaoT-
XapaKTepUCTUKM pa3dpoca 3HAYCHUI CTaTUCTUYCCKUX  CST TIPM3HAKMU DpaguKallni 0aKTepUaIbHBIX ITaTOTCHOB
BEJIMUMH IPUMEHSUICS 95%-Hblii JOBEpUTE/IbHBIA MHTEP-  Ha pa3jiMYHbIX BPEeMEHHBIX TO4YKax. TerioBas Kapra
Ban (). dnsg uepapxudeckoii Kjactepu3aluy JaHHBIX — TakKKe MO3BOoJIsIeT HaboAaTh TMEPBUYHOE BBISIBIIEHUE
0 MUKPOOMOJIOTUMYECKUX XapaKTePUCTUKAX MAllMEHTOB  MUKPOOPTaHW3MOB U TTepexoa MHMEKIIUN U3 MHTEPMUT-
IIPUMEHSUICS aITOPUTM HEB3BEIIICHHON IMOMApHOM TPYyIl-  THPYIOIIEH (pOpMBI B XpOHUUECKYIO (pHUC. 2A).

MUPOBKU C YCPEAHEHUEM U UCITOJIb30BAHUEM €BKIIMIOBO- braronaps knaccudukaum MUKpOOMOIOTMYECKUX
IO PACCTOSIHUS B KQUECTBE MEPhI OJIM30CTU MEXIY MUKPO-  Mpoduieil myTeM BblaeJeHUs] JOMUHUPYIOILIEro 0akTe-
Ouon0ornyecKuMu NpoWISIMU MALUEHTOB. pUaJIbHOTO MaToreHa 6o0Jbliiasi 4YacTh MallMEHTOB OblIa

OTHeceHa K rpyrnnam S. aureus i P. aeruginosa. lons kax-
Pe3yanaTb| JIOM TPYINBI B KOTOPTE OCTAETCSI IPUMEPHO IMMOCTOSTHHOM

Ha BCEX BPEMEHHBIX TOUKaX 3a Mepruo HaOII0IeHUSI.

Koropra. B poccuiickuit peructp B 2021—2023 rr. Obui Y psiia maliueHTOB MaTOT€HbI HE BISIBIEHBI (CM. puc. 2D).
BKJTFOUEHBI COBEPIICHHOJETHIE TMAIMEHTHI (n = 1 141) OO0BeTMHEHNE MUKPOOMOIOTUYECKNX XapaKTepH-
C YCTaHOBJICHHBIMU MUKPOOMOJOTMYECKUMU XapakTe- CTUK MallMeHTOB, OTHECEHHBIX B TPYNIBI 110 TOMU-
puctukamu. JlanHbie o 703 mauyeHTax 0XBaThIBAlOT BEChb ~ HUPYIOILIEMY OaKTepuaJbHOMY MAaTOTEHY, MO3BOJIUIO
nepuo HaomoaeHus (2021—-2023). chopmupoBaTh Tpodunu JaHHbIX Tpynn. Tak, MSSA
CFTR-monayasropbl. Yo MalyeHToB, IPUHUMABIINX — 3aHUMaeT HanOOJIBIIYIO JOJIIO B TPYIIIe S. aureus v 4a-
CFTR-MonynsTopbl, 3HAYUTEJBHO YBEJIMUMIIOCH 32 BECh ~ CTO JAOMOJIHSET CUTHATYpPHI Apyrux rpymni. [Ipodpunb
nepuon HaomoaeHus. Beero B aHanus BKItoueHbl 450 ma-  rpynnsl P aeruginosa mpakTUYeCKU MOJHOCTbIO (hop-
LIMEHTOB, MOJYYaBIIIMX TapreTHbIe npenapatsl (puc. 1A).  mupytot P. aeruginosa i MSSA B cooTHolueHuu 2 : 1.
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Puc. 1. O6uue xapaktepuctuku rpuema CFTR-MomynsatopoB: A — pacrpeneieHue MaluueHToB, MpUHUMaBIIuX (1 = 450) 1 He PUHUMABIINX
(n = 691) CFTR-MomyasiTophl, MO ToaaM HabIoneHus (B Cilyyae perucTpaiviy JaHHBIX MallMeHTa Ha Pa3sHbIX BPEMEHHBIX TOYKAX Ha rpaduk
HaHOCWJIMCH CBEICHMUSI O MMAllUeHTe, aKTyaTbHbIe Ha KaXIbIii MOMEHT HaOmoneHus ); B — n3MeHeHue nHaeKca MacChl Teia B 3aBUCUMOCTH OT [T~
tesbHocTH npueMa CFTR-monynstopos; C — usMeHeHue oobeMa (hopcMpoBaHHOTO BbIIOXA 32 1-10 CEKYHIY B 3aBUCUMOCTHU OT JJIUTEIbHOCTH
npuema CFTR-MonysiTopoB

[pumeuanue: ** — p < 0,01; *** — p < 0,001; UMT — unnekc Maccwl Tena; OB, — 06beM GopcHPOBAHHOTO BbIIOXA 32 1-10 CEKYHILY.

Figure 1. General characteristics of CFTR modulator use: A, distribution of patients who took (n = 450) and did not take (n = 691) CFTR modu-
lators by years of observation (if the patient’s data were registered at different time points, the patient data relevant for each observation point were
plotted on the graph); B, change in the body mass index depending on the duration of CFTR modulator use; C, change in the forced expiratory
volume in 1 second depending on the duration of CFTR modulator use

Note: **, p < 0,01; *** p < 0,001.
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OxkoHuaHue puc. 2. Hauano cm. Ha ctp. 193
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Puc. 2. Mukpo0buosoruyeckue xapakTepucTuky naumeHToB (n = 1 141): A — pazBepHyTble MUKPOOUOIOrMYecKe Mpouan Bcex NMaluueHToB,
BKJIIOYEHHBIX B aHaiu3; B — cMeHa rpynmbl 1Mo AOMUHUpYIOLIEMY MaToreHy Ha (oHe TapreTHoOil Tepanmuu u mpu ee orcyrctBuu; C —
MUKPOOMOJIOTMYECKasl CTPYKTypa Ipynn MHOULMPOBAHHBIX MaLUeHTOB; D — pacnpenenenue rpynn MHOUIMPOBAHHBIX, HEMH(GULIMPOBAHHBIX
1 He KJaccu(GUIMPOBAHHBIX B3POCIBIX MALIMEHTOB 10 ToAaM HaOMoneHus (B Cllyyae perucTpaluy JaHHBIX MAallMeHTa Ha PAa3HBIX BPEMEHHBIX
TOYKax Ha rpacMk HAHOCUJIMCh CBEACHUS O MallMeHTe, aKTyaJIbHbIE Ha KaX/blii MOMEHT HaOJIOIEHUS )

Figure 2. Microbiological characteristics of the patients (n = 1,141): A, detailed microbiological profiles of all patients included in the analysis;
B, change in the group by dominant pathogen with and without targeted therapy; C, microbiological structure of the groups of infected patients;
D, distribution of the groups of infected, uninfected and unclassified adult patients by years of observation (if the patient’s data were registered at
different time points, information about the patient relevant for each observation point was plotted on the graph)

[MpencraBuTenu aTNX Xe OaKTepUil BHOCST 3HAUUTEb-
HBII BKJIaJ B CUTHATYPY TPYNTibl Achromobacter spp. ¢ co-
OTBETCTBYIOILIMM JOMMHMPYIOLIKM naToreHoM. CToUT
OTMETUTh, UTO Achromobacter spp. penko oOHapyKrBa-

eTcsl B MUKCT-UHGeKuuu ¢ B. cepacia complex; MRSA,
S. maltophilia, H. influenzae n E. coli MOXHO Ha3BaTh
OTHOCHUTEJIbHO PEIKO BCTPEUaIOIMMMUCS IMaTOreHaMu
y B3pocbix naueHToB ¢ MB (cwm. puc. 2C).
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Cpenu knaccuuIMpoBaHHbBIX MAIMEHTOB UACHTH -
¢unuposansl quia (n = 283), koTopble XoTs Obl 1 pa3
3a Mepuo/, HAOTIONEHNST CMEHWIN TPYIIITY TI0 TOMUHUPY-
fo1eMy 0akTepruabHOMY areHTy. CMeHa IpyIIbl B CTO-
DPOHY KJIMHUYECKU OoJiee HeOIaronpusTHONM cuuTagach
«HETaTUBHOI1», TOTJa KaK 3paarKalys JOMUHUPYIOIIETO
raToreHa ¢ 0J1aronmpusITHBIM U3MEHEHUEM MUKPOOUOJIO-
IMIeCKON XapaKTepUCTUKH pPacCMaTpUBaiach B KAUYECTBE
«ITO3UTUBHOI» (CM. puc. 2B).

[Mpu aHanu3e TabINI] CONPSKEHHOCTU HE YCTAaHOB-
neHa cBsi3b Mexay mpuemom CFTR-MonynstopoB 1 Ha-
MpaBJICHUEM CMEHBI JOMUHUPYIOLIETo MmaToreHa. Jlam-
teabHOCTh Mpuema CFTR-MoayasaTopoB Takxke He ObL1a
accolMMpoBaHa C HalpaBJIeHUEM CMEHBI JOMUHUPYIO-
IIETO MaToreHa.

AnTHOakTepuanbHas Tepamusa. Haznayenue npenapa-
TOB JIJI51 CACTEMHO#1 (BHYTPMBEHHOI 1 TaOJETUPOBAHHOIN )
aHTubakTepuanbHoit Tepanuu (ABT) Obu10 cTaTUCTUYE-
CKM 3HAYMMO CBSI3aHO C TPYIIIION MAlMEeHTOB TT0 TOMUHU -
pymotiemy 6akTepuanbHoMy naTtoreHy (p < 0,001 B o6omx
tectax) (puc. 3A, B).

W3 Bcex cnyyaeB Ha3HaueHUst ABT ToIbKo Ha3HaUeHMe
tabnetupoBaHHbix ABII B rpynine P. aeruginosa 610 cTa-
TUCTUYECKU 3HAUMMO cBs3aHO ¢ mpruemoMm CFTR-Momynsi-

BHyTpuBeHHas ABT* BHyTpuBeHHas ABT-

P. aeruginosa

Achromobacter spp.

B. cepacia complex

WHdbekuns &
He BbIfiBNeHa
C
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Be3
CFTR-mopynsTopoB
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TopoB (p < 0,05). B nanHowm ciyyae ABIT Haubosee yacTo
HazHavyaauch nanyeHTaM, npuauMasimium CFTR-mony-
qgTopel < 1 roma, Torma Kak mmrteabHbI mprueM CFTR-
MOIYJISITOPOB OBUT ACCOLIMMPOBAH CO CHIKEHNEM YacTOTHI
HaszHauyeHMs1 TabaeTpoBaHHbIX ABIT (cMm. puc. 3D).

TeHneHIMsS K YBEJIMYEHUIO YaCTOThl Ha3HAaYeHUS
ABII marmenram, npuHumasiium CEFTR-MomynsiTopbt
< 1 roma, HabMIODAETCS TAKXKE BHE 3aBUCUMOCTH OT TIPU-
HaJUIEXKHOCTH TALIMEHTOB K rpyTIiaM Mo JOMUHUPYIOIIIe-
My OakTepuaabHOMY MmaroreHy. [laimeHTam, mpUuHUMAaB-
M CFTR-monynsitopst > 1 rona, BHyTpuBeHHbie ABIT
Ha3HAvYaJIMUCh 3HAUYUTEIBHO PEXe JIUIl, ITPUHUMABIINX
npermnapathbl TapreTHoit Tepanuu < 1 roga (p < 0,05; OLL —
0,56; 95%-nbrit N — 0,35—0,87) (cMm. puc. 3C).

HasnaueHue BHYTPUBEHHBIX W TaOJETUPOBAHHBIX
ABII 6bUTO CTATUCTUYECKU 3HAYMMO CBSI3aHO C TTOBBIIIIC-
Huem UMT y naumnenToB, npuHumMasiiux CFTR-monynsi-
TOPBI, MpuyeM nautenbHbiit ipueM CFTR-MonynsTopoB
ObUT accolMUPOBaH ¢ HanboabwuM npupoctom UMT.
IMpuem CFTR-MonynsaTopoB He BIWSI HAa U3MEHEHUE
WUMT nipu oTCyTCTBUY BHYTPUBEHHOI U TaOJETUPOBAH-
Hoit ABT (puc. 4A, B).

AHajioTnuHasi 3aKOHOMEPHOCTh HAOJIoanach mpu
aHaJIM3€e U3MEHEHU I OCDBl, OIIHAKO JUTUTEIbHBIA TIpUeM

TabnetupoBaHHas ABT*  TabneTupoBaHHas ABT-
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Puc. 3. HazHaueHue npenaparoB aHTUOAKTEPUAIbHOM Tepanuu (YMCIIO MalMeHTOB): A — pacrpeieieHue ciydyaeB Ha3HaueHUs BHYTPUBEHHOM
aHTHOaKTepUaIbHOW TepallMy 1o IPyINaM MalueHToB; B — pacrpeneneHue ciyyaeB Ha3HaYeHUsT TabJIeTUPOBAHHON aHTUOAKTEPUAIbHOM Tepa-
UM 110 Tpyrnam rnaureHToB; C — pacrnpeneneHue ciiydyaeB Ha3HauYe€HUS BHYTPUBEHHOM aHTUOAKTEpUAIbHOM Tepanuu NaudeHTaM B 3aBUCUMOCTHU
ot npuema CFTR-monynsitopoB; D — pacnpeneneHue ciaydyaeB Ha3HaueHUsI TaOJETMPOBAHHOW aHTMOAKTEpPUAIbHOW Teparuu IMalueHTaM
u3 rpynnsl P. aeruginosa B 3aBucumoctu ot npuema CFTR-monynsitopos

ITpumeuanue: ABT — aHTuOaKTepraabHas Teparms.

Figure 3. Prescription of antibacterial therapy drugs (number of patients): A, distribution of the prescriptions of intravenous antibacterial therapy by
patient groups; B, distribution of the prescriptions of oral antibacterial therapy by patient groups; C, distribution of the prescriptions of intravenous
antibacterial therapy to patients depending on the intake of CFTR modulators; D, distribution of the prescriptions of oral antibacterial therapy to
patients from the P. aeruginosa group depending on the intake of CFTR modulators
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Puc. 4. CoBmecTHOE BiiMsiHUE aHTUOaKTepuaibHbIX MpernapatoB 1 CFTR-MoayasTopoB Ha HyTPUTUBHBIN CTaTyC M PECITUMPATOPHYIO (DYHKIIUIO
MAlMEeHTOB: A — U3MEHEHUe NHAEKCa MAaCcChl Tela IPU Ha3HAY€HUU BHYTPUBEHHBIX AHTUOAKTEPUATBHBIX TIPENapaToB B 3aBUCUMOCTH OT IIpreMa
CFTR-monyngaropoB; B — n3MeHeHre MHIeKca MacChl Tejla Py Ha3HAYeHU U TabJIeTUPOBAHHBIX aHTUOAKTEPUAJIbHBIX MTPENApaToOB B 3aBUCUMO-
ctu ot npuema CFTR-monynstopos; C — uamMeHeHue oobema hopcupoBaHHOTO BbIIOXA 32 1-10 CEKYHIY MPU Ha3HAYEHU U BHYTPUBEHHBIX aHTH-
OaKTepualibHbIX IpenaparoB B 3aBucuMocTH oT nipuema CFTR-Monynstopos; D — usmeHeHue oobeMa (popcupoBaHHOTO BbIIOXA 32 1-10 CEKYHIY
TPY Ha3HAYSHUU TabJIeTUPOBAHHBIX AHTUOAKTEPUAILHBIX TIpenapaToB B 3aBucuMocTu ot npuema CFTR-monynsitopos

[Ipumeuanne: UMT — unnekc maccol tena; AbIl — antubakrepnanbubie npenapatbl; OPB, — o0beM (OpcMpoBaHHOTO BbLIOXA 3a 1-10 CeKyHIy;
*—p<0,05; % —p<0,01; *** — p<0,001.

Figure 4. Combined effect of antibacterial drugs and CFTR modulators on the nutritional status and respiratory function: A, change in the body
mass index upon prescription of intravenous antibacterial drugs depending on the intake of CFTR modulators; B, change in the body mass index
upon prescription of oral antibacterial drugs depending on the intake of CFTR modulators; C, change in the forced expiratory volume in 1 second
upon prescription of intravenous antibacterial drugs depending on the intake of CFTR modulators; D, change in thes forced expiratory volume in
1 second upon prescription of oral antibacterial drugs depending on the intake of CFTR modulators

Note: *, p <0.05; **, p <0.01; ***, p <0.001.

CFTR-monyaTopoB ObL1 cBA3aH ¢ npupoctoM OM®B,  y B3pocnbix nauueHToB ¢ MB, npuHuMaoimx naroreHe-
HE3aBUCUMO OT HazHaueHwus TabnetupoBaHHbIX ABIT (cM.  Tuueckyto Tepanuio B Poccuiickoit @enepanun.

puc. 4C, D). ObecnieyeHre TapreTHBIMU TpernapaTaMu OOJTbHBIX
MB B P® nmeer cBou ocodenHoctu. et ¢ MB pery-
O6c¢yxaeHue asipHO nonydator CFTR-monynsitoper ot @oHua mox-

TEPXKKH IeTe C TSKEIBIMU JKU3HEYTPOXKAIOIIUMHA 1 XPO-
JlaHHOE McclienoBaHMe TIPEICTABIISIET COOOM TIEPBRIf aHA-  HUYECKUMU 3a00JIeBaHUSMU, B T. 4. penkumMu, — «Kpyr
JIN3 MUKPOOHOTO PO MJIsh M KIMHUYECKUX IToKa3aTeJieil  J100pa», Toraa Kak TOCTYI B3POCIIbIX MAIMEHTOB K 3TUM
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npenapatamM ocTaeTcsl orpaHMuyeHHbIM. ObecrnieueHne
MMaIMeHTOB cTapiie 18 JeT, HyKIaroIIuXxcs B ITaToreHe-
TUYECKOM JICUCHUH, IIPOM3BOIMIOCH Ha peTMOHAIBHOM
YpPOBHE U ObLIO HEIOJHbIM. B npencraBiieHHOI Koropre
U3 B3pOCbIX MauueHToB (n = 1 141) TapreTHylo Tepa-
nuio B 2021—-2023 rr. noayvyanu 450 yenosek. Crneayet
OTMETUTh HECOMHEHHYIO TTOJIOXKHUTCIbHYIO TUHAMUKY:
qyrcio manueHToB, mpuHuMaromx CFTR-MomynsaTopsr,
yBeJauumiaoch ¢ 90 (2021) mo 416 (2023).

B mcciiemyeMoit rpyrie oTMEYeHO CTaTUCTUYCCKU
sHaunmoe yBemmdueHne UMT (p < 0,001) (cm. puc. 1B)
u ynyumenue O®B, (p < 0,001) (cm. puc. 1C) Ha done
npuema CFTR-monynsitopoB, Torga Kak y maiueHTOB,
He TIPUHUMABIIINX ITATOTeHETUIECKYIO TePaITiIO, TAKOTO
MMPUPOCTa B JAHHBIX TTOKA3aTeIISIX He HAOMIONAIOCh. DTH
JMAHHBIE COBMAMAIOT C OTYETaMU KITMHUIECKMX UCTTBITAHUI
1 HaOJMoaaTeIbHbIX UCCASIOBAHUM, TTO JaHHBIM KOTOPBIX
MPOJIEMOHCTPHUPOBAHO 3HAYNUTEILHOE TTOJIOXUTEIbHOE
pmusgsare CFTR-MomynsiTopoB Ha pecripaTopHyto (hyHK-
LIVIO M HYTPUTUBHBIN cTaTyc mauveHToB ¢ MB [12, 21, 22].

ITo naHHBIM perucTpa B MUKpOOUOJIIOTUYECKOM TTPO-
¢re y B3pOCIHBIX MALIMEHTOB MPOAEMOHCTPUPOBAHO
IpeodJlafaHue B KauyeCTBe JOMUHUPYIOIIETO ITaTOTeHa
P. aeruginosa nan S. aureus, a TakK:ke IIPUCYTCTBUE IPY-
ruX HedhepMEHTUPYIOIIUX TPaMOTPULIATEIbHBIX MTaTOTe-
HOB, TaKUX Kak B. cepacia complex n Achromobacter spp.
(cM. puc. 2C, 2D), KOTopBIe OIPEnesTIOT XPOHNIECKYIO
pecnupaTopHy0 MHMEKIIUIO Y TTOIPOCTKOB 1 B3POCIBIX
¢ MB [23].

IIpencTaBiaeHHBIIT MUKPOOMOIOTUUECKUI TIPO-
Guab Vv B3pOCIBIX MAallMEeHTOB OYeHb ycToitumB. M3
1 141 B3pocCnbIX MALIMEHTOB 3a 3 roja HaOIIOAEHNS TOIbKO
y 283 npou3soinuia cMeHa TOMUHMPYIOLIEro OaKTepuaib-
HOTO TTaToreHa. DT U3MEHEHMST OB BbI3BaHBI B paB-
HOI CTENeHU 3paaruKaluei JOMUHUPYIOLIe 0aKTepuun
C Tepexoa0M K ITPOrHOCTUYECKH Oosiee 0J1aronpusiTHOMY
MUKPOOHOMY Mel3axy Win UHGULIMPOBaHWEM Heba-
TOTIPUSITHBIM MATOTEHOM C M3MEHEHUEM MUKPOOHOTO
pod Uy B HEOIATONIPUSITHYIO cTOpoHy. ClemyeT oTMe-
TUTh, 4T TiprieM CFTR-MomynaTopoB i JIMTeTbHOCTD
TapreTHOM Tepanuu He SIBUJIMChH (haKTOPOM, BAUSIOIIUM
Ha yJIydIIeHUe VUIN YXyIIIeHHe COCTaBa MUKPOOMOIOTH -
YeCcKOro IpoIst mareHToB (puc. 2B).

B MmexayHapoaHbIX MyOJMKaLMSIX BCTPEUYarOTCs
MPOTUBOPEUYMBBIE COOOIIEHUS 1O 3Tol Teme. Tak,
C.Harvey et al. coobuiaercst, yto CFTR-Monynsitopbl Mo-
T'YT CHIDKATh OaKTepHaIbHYIO Harpy3Ky M BOCCTaHABIIM-
BaTh OaKTepralbHOE pa3HOOOpa3ue, CBOMCTBEHHOE 3/10-
poBoit Mukpoourore [24]. B Oojee paHHel cTaThe HaA BTY
temy G.B.Rogers et al., HapoTUB, MOKa3aHO, YTO MPU
neuennnt CFTR-Monyasitopom nBakadTOp BEPOSITHOCTh
TTOJIOXKUTEILHOTO PEe3yJIbTaTa KyJIbTYPhI C XapaKTEePHBI-
mu 118 M B MukpoopranusmMaMu, TaKUMU Kak S. aureus,
He oTMeuaeTcs [25]. B HecKoabKuX HaOMIOAEHUSIX in Vitro
U in vivo moka3aHo, yto CFTR-MomynaTopsl He IPUBOAST
K M3MEHEHUIO 4yBCTBUTEIbHOCTH OakTepnii K ABIT [26].
Bcemu aBTOpaMu, IMCKYTUMPYIOIIMMU Ha 3Ty TeMY, yKa-
3bIBA€TCSI HA HEOOJIBIIIOE YUCIIO UCCISTOBAaHWIT 1 MaJIbie
KOTOPTBI MAlMEHTOB B CYILIECTBYIOLIUX padoTax.

Taxcke ciemyeT yIUThIBaTh, YTO Y B3POCIIBIX MallMeH-
TOB Ha0JIIOaI0TCsl OoJiee TAXKEI0e CTPYKTYPHOE TTOBPEXK-

NIeHUEe pecrupaTopHOro TpakTa u cOpMUPOBaHHbBIE
OpOHXOAKTa3bI [27], MPU 5TOM PUCK Pa3BUTUSI XPOHUYE-
CKMX MH(MEKIINHA YBEITMINBACTCS, 3aTPYTHSICTCS IpeHaXK
OpOHXMAJTBLHOTO JIepeBa 1 dpaaurKalivs 0aKTeprualbHbIX
MaTOTeHOB Y B3pOC/bIX NalreHToB ¢ MB [28], moaTomy
BEPOSITHOCTh U3MEHEHHUSI MUKPOOHOTO COCTaBa PeCIu-
paTopHOTO TpakTa yMeHbmIaercs npu jedeHun CFTR-
Momynsitopamu y 60asHbIX MB 18 stet u cTapie.

Ipu ananu3e npoBeAeHHOI CUCTEMHOI (TabnaeTu-
poBaHHOU U BHyTpuBeHHOU) ABT BbIsIBIEHO, UTO Ma-
LIUEHTHI, UH(OULUMUPOBaHHbIE P. aeruginosa i 1pyrumu
HedepMEHTUPYIOIIMMHU TPAMOTPUIIATEIbHBIMU TTaTOTe-
HaMU, B 3HAYUTEJbHO OOJIbIIIEM YHC/IE CyJaeB MOTydaan
BHYTPUBEHHYIO T€PaIuio, UYTO OTPaXaeT TSKECTh TeUECHUS
3200JIeBaHUS Y ITALIMEHTOB 3TO TPYIIITHI U OTpaHNTICHHBII
BBIOOD HTEPATBHBIX TPOTUBOCUHETHOMHBIX ITPEITapaToB
(cMm. puc. 3A).

ITpu npueme CFTR-monyssitopos < 1 rona oTMe4eHo
YBeIMYCHHE YMCia OOJIBHBIX, TOIYYAIOIINX CUCTEMHYIO
ADBT, uTo MOXeT ObITh CBSI3aHO C YCUJIEHUEM pecupaTop-
HOI CUMIITOMATUKU (KallleJib, YBEJIUYEHUE KOJIMYeCcTBa
MOKPOTbI) Ha (hoHE (hOPCUPOBAHHOTO IPEHaXKa OPOHXU -
aJIbHOTO JIepeBa B HavaJIe TApIreTHOM TepaItiuy WU Ipo-
BeneHueM Kypca ABT mepes HauamoM mpreMa TapreTHhIX
npenapaToB 11 MAKCUMaJIbHOM CTaOMIM3alluu COCTO-
saHus nauueHTa. [Ipu npoBeaeHUM MATOTEHETUYECKOTO
JIedyeHUsT > 1 Tofa yCTaHOBJIEHA TEHICHIINS K CHIDKCHUTO
kypcoB ABT (cm. puc. 3C, D).

Taxxe yctaHoBieHO, uTo npu HazHayeHun CFTR-
MOYJISTOPOB B KOMOMHALIMY € TIperapaTaMu CUCTEMHOM
ADBT obecnieunBacst HaUIy4IlIUii IPUPOCT MoKazaTeyei
pecrMpaTopHoOil (DyHKIIMU ¥ HYTPUTUBHOTO CTaTyca Iia-
1ueHToB (cM. puc. 4A—D). BeposiTHO, npu ycuiaeHUn
JipeHaxa OpOHXUAaJIbHOTO AepeBa Ha hoHEe TapreTHOU
Tepanuu nosbiaizach 3 dekTuBHOCThL ABIT B oTHOIIIE-
HUU OaKTepHUaTbHBIX TATOTEHOB, YTO TIPUBOIMIIO K pa3-
pelIeHnI0 MHOEKIIMOHHO-BOCHAIUTEbHOIO TIpoliecca
1 00JIETYEHUIO COCTOSIHUS TTALIMEHTOB.

3aknioyeHue

Takum 00pa3oMm, o JaHHBIM PETUCTPa POCCUMCKUX TTa-
ureHToB ¢ MB (2021—-2023) yucio B3poCibIX OOJbHBIX
MB, nonyyaromux CFTR-MoxynsgTopsl, cyliecTBeH-
Ho Bo3pacTaet. [Ipu TapreTHolt Tepanuu 3HAYUMTEIbHO
VIYUYIIalOTCS MOKAa3aTelIM pecHupaTopHoOil HYHKIIUU
U1 HYTPUTUBHOTO CTaTyca MallMeHTOB. MUKPOOMOJIOTH-
YyeCcKUii MpouiIb pecrupaTOpHOro TpakTa 00JbHBIX M B
18 et u crapiie He mpeTepres 3HAYUTEIbHBIX U3Me-
HeHMI Ha ()OHE TapreTHOM Teparuy B TEUCHUE TIEPBIX
stet teuennst. OgHako HazHauyeHne CFTR-MomynsitopoB
TEeCHO CBsI3aHO ¢ 3 dexkTuBHOCTHIO ABT 1 yny4imeHuem
COCTOSIHUS TTauMeHTOB. TakuM 00pa3oM, HEOOXOIUMO
YBEJIMIMBATh YMCJIO B3pOCIIBIX ¢ M B, Tomydarormx Tap-
TeTHYIO TeParuio, M PacIIMpsTh UCCIICIOBAHMUS IO OLICHKE
ee BIUSHMS Ha 3M0POBbE U XKU3HB MALIMEHTOB.
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