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Pesome

[pu paHHeit nuarHocTuke MykoBucuuao3a (MB) ¢ momolnbsio HeoHatasbHOro ckpuHuHra (HC) mosiBisieTcss BO3MOXHOCTb paHHEro crapra
Teparuy U PerysipHOro MTUHAMUYECKOTO HaOoneHus 3a maireHTamu. Lleabio viccienoBaHus SIBUICS CPAaBHUTENbHBINM aHAIU3 ToKa3aTesiei
3mopoBbst fAeteit 12—18 et ¢ M B, nposkuBatomnx B MocKoBcKoit obactu, o u nocie Bueapenust HC B Poccuiickoit Menepanu. MaTtepuassi
u Metoabl. [TanmenTsl (n = 63; Bozpact — 12—18 siet) ¢ MB, renotun F508del/F508del, xutean MocKoBCKO# 061acTh, ObLIN pacrpeneieHbl
Ha 2 TpyNmbl: y maiueHToB l-i rpynmbl (# = 21) OMarHo3 yCTAHOBJIEH IO KJIMHUYECKMM IMPOSIBICHUSAM A0 BBeneHus mporpammbl HC
B Poccuiickoit @enepanuu (maHHbIe perucTpoB namveHToB ¢ MB 3a 2011 u 2012 rr.); y 60abHBIX 2-i1 rpymnbl (n = 42) — 1o pesynbratam HC
(maHHble peructpa nauueHToB ¢ MB 3a 2022 r.). Pesyabratsl. [Tocie BHenpenus HC menuaHa (Me) Bo3pacrta yCTaHOBJIEHUS AMarHO3a CHU3WIIACh
¢ 3,0 (0,5; 3,5) ner y maumeHToB 1-it rpynmsl, g0 0,2 (0,1; 0,4) roga — 2-it rpynnsl (p = 0,001). OTMeUYeHO 3HAaYUMMOE YJIydllleHHe ToKaszaresiei
(ynxkuuu BHewHero abixanust Bo 2-i rpynme: Me (Q1—Q3) mokasatensi ¢opcupoBaHHOI XU3HEHHON eMKOCTH Jerkux coctasuia 89,0 (80,0;
100,0) %, vs 78,0 (63,7; 89,9) %, B 1-il rpynme (p = 0,015), odbema opcupoBaHHoro BbitoxXa 3a 1-10 cekynny — 87,0 (73,05 99,0) %,
Bo 2-ii rpynne vs 64,0 (52,15 82,0) %, B 1-it rpynme (p = 0,004). BbisgBaeHo CHMXeHME CilyyaeB XpOHMUECKO# uHbekuun Pseudomonas
aeruginosa — 'y 6 (28,6 %) naumenrtos 1-i rpynmnsi vs 1 (2,4 %) nauuenra 2-ii rpynmst (p = 0,002). Bo 2-ii rpyrire He 3aperucTpupoBaHoO CiiydyacB
xpoHuueckoi undbekunu Burkholderia cepacia complex, Torna Kak B 1-il rpyme Takux naieHToB 6610 23,8 % (p = 0,001). Takke oTMe4eHO
CHIDKEHME TIPUMEHEHNST MHTAIILIMOHHBIX aHTHOAaKTepraabHbIX mperaparos (ABIT) ¢ 71,4 % B 2011 1. mo 46,3 % — B 2022 1. (p = 0,049), BHyTpH-
BEHHOU aHTHOaKTepuaibHo Teparu — ¢ 90,5 1o 22,0 % (p < 0,001), TabmetrpoBannubiX ABIT (p = 0,005) 1 ypcome30KCHX0IeBOI KUCIOTHI
(p = 0,032). YacToTa XpOHMUYECKOTO pUHOCHHYCcHTa yMeHbInmIach ¢ 57,1 % no 31,0 % (p = 0,045). 3akmouyenne. HC Ha MB siBisiercst acdekTun-
HBIM MHCTPYMEHTOM [UI51 TIOBBIILIEHUST Ka4eCTBa MEIULIMHCKON noMoly nauveHTam ¢ MB. Pannsisi nuarnoctuka 3abosieBaHusl U AMHAMUYECKOE
HabIIoeHNE ¢ POXKICHUS TIO3BOJISIIOT JOCTUYb y MOAPOCTKOB LIEJIEBbIX 3HAYCHMI (PM3UIECKOTO Pa3BUTHUS U JIeTOuHOl (dyHKImu. braromaps
TIOJTIYYEHHBIM pe3yJibTaTaM MOITBEePKIeHA HEOOXOMMMOCTh MaTbHEHINET0 Pa3BUTHSI IIPOTPAMM CKPUHWHTA W BHEJIPEHUS] COBPEMEHHBIX METOIOB
JICYCHUST.
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POBaHHOTO BBIIOXA 32 1-10 CEKyHIY, aHTUOAKTepUAIbHAsI Teparusi.
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Abstract

Early diagnosis of cystic fibrosis (CF) using neonatal screening (NS) allows for early initiation of therapy and regular follow-up. The aim of the study
was to compare health indicators of 12—18-year-old children with CF in the Moscow region before and after the introduction of the NS in the
Russian Federation. Methods. Patients (n = 63; age 12 — 18 years) with CF, genotype F508del/F508del, residents of the Moscow region, were
divided into 2 groups: the diagnosis in patients of group 1 (n = 21) was established based on clinical manifestations before the introduction of the
NS program in the Russian Federation (data from the CF patient registers for 2011 and 2012); the diagnosis in group 2 (n = 42) was based on the
NS results (data from the CF patient register for 2022). Results. After the introduction of the NS, the median (Me) age at diagnosis decreased from
3.0 (0.5; 3.5) years in patients of group 1 to 0.2 (0.1; 0.4) years in group 2 (p = 0.001). A significant improvement in the parameters of external
respiration function was noted in the 2" group: the Me (Q1 — Q3) of the forced vital capacity was 89.0% (80.0; 100.0) predicted vs. 78.0% (63.7;
89.9) predicted in the 1% group (p = 0.015), the forced expiratory volume in 1 second was 87.0% (73.0; 99.0) predicted in the group 2 vs 64.0% (52.1;
82.0) predicted in group 1 (p = 0.004). A decrease in the incidence of chronic Pseudomonas aeruginosa infection was revealed: 6% (28.6) patients in
group 1 vs 1 (2.4%) in group 2 (p = 0.002). No cases of chronic Burkholderia cepacia complex infection were registered in group 2, while in group 1
there were 23.8% of such patients (p = 0.001). The use of inhaled antibacterial drugs (ABD) decreased from 71.4% in 2011 to 46.3% in 2022
(p = 0.049), intravenous antibacterial therapy from 90.5% to 22.0% (p < 0.001) and oral ABD (p = 0.005). The use of ursodeoxycholic acid decreased
(p = 0.032). The number of patients with chronic polypous rhinosinusitis decreased from 57.1% to 31.0% (p = 0.045). Conclusion. NS for CF is an
effective tool for improving the quality of medical care for patients with CF. Early diagnosis of the disease and follow-up from birth allow achieving
target values of physical development and pulmonary function in adolescents. Our findings confirm the need for further development of screening
programs and the introduction of modern treatment methods.
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ITporpamma HeoHatanbHOro ckpuHuHra (HC) Ha my-
koBucunno3 (MB) craproBana B Poccuiickoit @enepa-
uuu B 2006 1. B psizie perioHOB, BKJII04Yass MOCKOBCKYIO
obsactp, a ¢ ssHBaps 2007 r. oxBatuia Bcio Poccuio.
Ha 1-Mm stane ucciaenoBaHus MPOBOAUTCS ONpeaeieHUe
YPOBHSI UMMYyHOpeakKTUuBHOro tpuricuHorena (MPT)
B iepuon 24—48 1 (mo 2023 r. — Ha 4—5-11 1eHb) KNU3HU
Yy JOHOLLIEHHBIX HOBOPOXKIEHHBIX U HA 7—8-& CyTKU —
y HEeIOHOIIIEHHBIX AeTel [1, 2]. B ciydae mpeBbilieHUs
ITOPOTOBBIX 3HAUCHMUIA (cut-off), COCTaBISBIINX B pa3HbIC
rnepuonbl BpeMeHu 65—70 Hr / MJ1, peKOMEHIOBAHO I10-
BropHoe TectupoBaHue (MMPT2) na 21—28-ii neHb XKU3HU
(cut-off — 40 ur / mun). ITocie MOMTyYeHNST TTOBBIIIIEHHOTO
3HaueHus MPT2 pebeHOK HampaBiisieTcsl Ha TMTOTOBYIO
poOy 11 yTOYHEHUs AuarHo3a [3].

Beenenue HC nmo3Boanio cCOKpaTUTh BpeMsl ¢ MO-
MEHTa POXAEHUS N0 YCTAHOBJEHUS AUarHo3a U CBoe-
BPEMEHHO HadaTh JICUCHUE, TIPH 3TOM CYIIECTBEHHO
VIYYIIIOCHh Ka4eCTBO MEIUIIMHCKOM ImoMoIiu. biaro-
napsi ITMarHocTuke 3aboJjieBaHMsI B HEOHATaJbHBIN T1e-
pUOJ CTAJIO BO3MOXHBIM paHHEe Ha3HaueHUe 0a3uCcHOMI
Teparmu, a IocIe MOJIyJYeHHS Pe3yIbTaTOB MOJICKYIISIPHO-
TeHETUYECKOTO MCCIICIOBAHUS — 3TUOIMATOTCHETUIECKOM
tepaniuu CFTR-monynsgTopamu, mpu 3ToM 3HAYUTETbHO
YIy4YIIaloTCs 300POBbE MALIMEHTOB U UX MPOTHO3 Ha Oy-
nymee [4]. Panee B Poccuiickoit Deaepaiinyt MoKa3aHO
nojoxureabHoe BiusHue HC Ha mpumepe TpyIs ae-
Tei 6—9 JieT, NpoxXuBaloX B MOCKOBCKOM pervoHe.
[MTponemMoHCcTpUpPOBaHO TIONOXUTEIbHOE Biausinue HC
Ha BO3PacT YCTAHOBIICHMS IVMATHO3a W PSIIT BasKHBIX XapaK-
TEPUCTHUK 3M0POBBS NManeHToB. [loka3aHo, 4To cpemHuii
BO3PACT YCTAaHOBJEHUS JMarHo3a B IPYIIe 10 BBEACHUS

CKpuHUHra coctaBui 2,29 (£ 2,29) rona, B rpyIirne mnocie
ckpuHunra — 0,66 (£ 1,13) roga (p < 0,001) [5, 6].

Junarno3 no HC y HOBopokaeHHBIX BIlepBbie B Poc-
cuiickoit ®eaepanuu ycraHosiaeH B 2006—2007 rr.
u B 2024—2025 rr. 3TU JeTU, TOCTUTHYB 18 JIeT, TOJKHBI
TIepeUTH TT0/1 HaOTIOIeHIE B TepaIlleBTUUECKYIO CeTh. Ta-
KM 00pa3oM, CTAaHOBUTCST aKTyaJIbHOM OIICHKA COCTOSI-
HUS 300POBbS ITUX NETEW.

Lenpio uccaenoBaHusT SIBJISIIICST CPaBHUTEIbHBIN
aHajM3 TToKa3aTejiell 3MopoBbs AeTeit ¢ MB B Bo3pacTte
12—18 neT B MOCKOBCKOM pETHOHE, Y KOTOPBIX JUarHO3
ObL1 ycTaHoBIIeH a0 u Tiocsie BHeapeHust HC B Poccuii-
ckoit Deneparuu.

Marepuans! u MeToabl

B uccnenoBaHue BKIIOYEHBI MaleHTel ¢ MB (n = 63;
Bo3zpacT — 12—18 ner) ¢ renoturniom F508del/F508del,
MMpoXuBaronIre B MOCKOBCKOM pernoHe.

IMamyeHThI ObLIM pa3feieHbl Ha 2 TPYMIIbI:

* nuarHos3 manueHTtam 1-it rpynms (7 = 21: 11 (52,4 %)
nesouek, 10 (47,6 %) MabuUMKOB) YCTAHOBJIEH Ha OC-
HOBaHWU KJIMHUYECKUX MPOSBICHUI 10 BBEICHUS
nporpammel HC B Poccniickoit @enepanuu (1aHHbIE
peructpa nauueHtoB ¢ MB 3a 2011, 2012 rr.);

* [MarHo3 mauueHTaMm 2-ii rpymmbl (n = 42: 20 (47,6 %)
neBouek, 22 (54,2 %) manbunKa), poKAEHHBIX MOC/Ie
2006 r., ycranosieH 6inaromapst HC (maHHbIe perucTpa
nauueHToB ¢ MB 3a 2022 1.).

CpenHuii BO3pacT MAallMEHTOB 00eMX TPYIIT 3HAYNMO

He paznuyaics: B 1-it rpyrme — 15,3 rona, Bo 2-i1 — 14,04

roaa (p = 0,064).
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Y nmauueHToB 1-i1 rpyniibl AUarHo3 ycTaHaBJIMBaJICs
Ha OCHOBaHWMM XapaKTEPHBIX KIIMHUYECKNX CHMIITOMOB
171t MB, TakMX KaK 9acThle pecIMpaTOpHbIe MH(MEKIINH,
HM3Kasl TprOaBKa MacChl TeJla, ToMnbeKaans 1 BUITuMast
cTeaTopes B CTyse U Ap. JluarHos moaTBepXKaajcs mosy-
YeHUEM TTOJIOKUTEILHOTO pe3yIbTaTa IIOTOBO IMPOOHI.
JuarHo3 y aeteii 2-ii rpyriibl, poauiiuxcs rmocie 2006 1.,
ycraHaBiuBacs 1o anroputmy HC: UPT1 / UPT2 / no-
ToBas npoda [7].

V BceX IMalleHTOB, BKITFOUCHHBIX B MCCIICIOBAHNE, BbI-
SIBJICHBI CHIKEHHBIE TTOKAa3aTeId TTaHKpeaTHIeCKOM 31a-
cTa3bi-1, YTO COOTBETCTBYET TSIKEJIOM MaHKpeaTUUeCKOMn
HEIOCTAaTOYHOCTH, XapaKTepHOM /ISl AAHHOTO T'eHOTUIIA.
MeKOHUaTbHBIN MJIEYC B TIEpUOA HOBOPOXKICHHOCTH OT-
MmeueH y 1 (4,8 %) nanmentaB 2011 r.uy 7 (17,1 %) neteit
B2022r. (p =0,171).

[TpoBeneH aHaM3 OCHOBHBIX MOKa3aTesel, oTpaxka-
IOLIUX COCTOSIHME 3I0POBbs MauueHToB ¢ MB (Bo3pact
YCTaHOBJICHUSI TMArHO3a, MOKa3aTeJIu HyTPUTUBHOTO
craryca, GYHKIIUM BHEITHETO AbIXaHU). IS olleHKHN
rokasaTesieil aHTPOIIOMETPUM UCITOJIb30BATUChH CTAHIAPT-
HbIe MoKa3aten BceMupHOI opraHu3aiim 31paBooxpa-
HEHUS IJIST OLIEHKY (PU3MUECKOTO Pa3BUTHS AeTeit Antro,
AntroPlus, Takuie Xxak Macca tea (Kr), Macca teja (mep-
LIEHTUJIb), POCT (CM), POCT (MEPLEHTUIb), MHAEKC MacChl
tena (MMT) no Quetelet, paccuuTaHHbIE TIO CTAHIAPTHOMN

dopmyme [8]:
WMT = macca Tena / poct?, kr / m? (%o).

CocrostHue pyHKIMM BHelrHero apixanust (DB]) ana-
JIM3UPOBAJIOCH TT0 JAHHBIM (hOPCUPOBAHHOM XMU3HEHHOM
emkocTu Jierkux (®XKEJ) u o6beMa (popcupoBaHHOTO
BbIIOXa 32 1-10 cexynay (ODB), %ﬂm_ B COOTBETCTBUU
¢ Bo3pacToM 1 pocToM. M3MepeHUs TIpOBOAMINCE C CO-
OJItoIeHUEeM CTaHIapTOB uccienoBaHust Poccuiickoro
pecniupaTopHoro obiectsa [9]. Takxke B poccuiickom
peructpe 00IbHBIX MB B COOTBETCTBUM C €BPOIECKIM
PETUCTPOM aHATIM3UPYETCS MUKPOOHUOIOTMIECKUIA CTaTyC
MMalIMEHTOB, HAJIMYME OCIOKHEHUT OCHOBHOTO 3a00J1eBa-
HUs 1 00beM MpoBoauMoOI Tepanuu [10].

Bce mokaszarenu manneHToB MOCKOBCKOTO Perno-
Ha OBUTM BHECEHBI B peTUCTpP 60JbHBIX MB 3a 2011 [11]
u 2022 tr. [12]. 1151 TaliieHTOB 1-1i TPYIITBl B OTHOIICHUH
JAHHBIX IO YMCY MALIMEHTOB C HAJIMYMEM UHTePMUTTU -
pywoleit unbexkuuu Pseudomonas aeruginosa, UCTob-
30BaHUS BHYTPUBEHHOI aHTUOAKTepHaIbHON Teparun
(ABT), mepopanbHoit ABT, MHTAIAIIMOHHBIX U CUCTEM-
HbIX mTroKokopTukocTepounon (I'KC) ananuszupoBanuch
naHHble peructpa 3a 2012 1. [13], T. k. B peructp 2011 1.
5TH JaHHBIC HE BHOCUJINCH.

Bce manmeHTBI / 3aKOHHBIC TIPEICTABUTEN TTOIITICA-
1 nHpopMupoBaHHoe 100poBoJibHOe cornacue (UJIC)
Ha 00paboTKy U nepenavyy nepcoHaibHbIX AaHHBIX. [Tpo-
ekt «Peructp 601bHBIX MyKOBUCLIMA030M Poccuiickoit
Denepaunm» u UJC onobpensr Komurerom mo atnke
DenepabHOroO rocy1apCTBEHHOTO OIOKETHOIO Hayd-
HOTO yYpexXIeHUsT «MeanKo-TeHeTHIeCKUI HayIHBIN
ueHTp umeHu akagemuka H.I1.boukoBa» MuHucTtepcTBa
HayKHU ¥ BbICIIETO oOpaszoBaHust Poccuiickoii Menepatinn
20.12.12. TToBTOpHO MIpoeKT ObLT 0mo0peH 10.02.21 (ipen-

cegaTesib tudeckoro komurera — npod. JI.M. Kypuio)
B CBSI3M C MIEPEXOJOM Ha KCITOJIb30BaHME TTPOrpaMMEBI
cbopa mHGOPMALIMY 1 3aIUTHI TIEPCOHATBLHBIX JAHHBIX,
pa3pabortanHoit AO «ActoH Koncantunr». HoBast popma
HJIC onobpena Dtrdeckum komureroM MenepaabHOro
TOCYIapCTBEHHOTO OI0KETHOTO HAYYHOTO YUPEKICHUS
«MenuKo-TeHeTHIeCKII HayIHBIN IIEHTp UMEHU aKae-
muka H.I1.boukoBa» MuHHUCTEepCTBa HAYKU U BBHICILIETO
ob6pasosanust Poccuiickoit @enepannu 21.02.21, npo-
Tokoim Ne 1 /2.

Cmamucmuueckue memoost. J1JIsT aHamm3a TOJTydeH-
HBIX TaHHBIX MCIOJIb30BaJIOCh CICIIMATU3NPOBAHHOE
nporpammHoe obecrieuenrie IBM SPSS Statistics 26. 1s
CpaBHEHUS 00pPa3IOB, MOJYYEHHBIX B COOTBETCTBUM
C KOJIMYECTBEHHBIM KPUTEpPHUEM, MCIIOJIB30BaH Hellapa-
merpudeckuit U-tect ManHa—YutHu. MHTepniperauust
pe3yJbTaTOB IMPOBeIeHAa C UCIOJIb30BaHUEM MedraHbl
(Me) n 1-3-ro xBaptuieit (Q1—Q3). [lng aHanuza Karte-
TOPHUANIBHBIX JaHHBIX UCITOIb30BaJICcsI Kputepun 2 [Tup-
COHa UM aHau3 fgoJieit Z-kputepueM. Paznuuus cuuranuch
CTaTUCTUYECKU 3HaUMMbIMU Tipu p < 0,05.

Pe3ynbrarthbl

ITokazaHo, uto Me Bo3pacTta yCTaHOBJIEHHUS AMarHO3a Cy-
1ecTBeHHO cHu3uaach rnociie BHeapeHust HC: ¢ 3,0 (0,5;
3,5) et B 1-ii rpymme mo 0,2 (0,1; 0,4) roma — Bo 2-i1 rpy1I-
e (p = 0,001). 3HAYMMBIX pa3INIMil aHTPOIIOMETpUYE-
CcKuX TIoKazaTteneii (Macca Tena, poct, UMT) He BbIsIB-
JICHO, HO OTMeuajlach TEHIEHIINS K YBEJIMUCHUIO BCEX
rokasarejieii, ocobeHHo nepueHtwiss UMT — ¢ 6,9 (1,3;
23,1) 10 23,0 (3,7; 39,7) %o (Tabn. 1).

OTMeuYeHO 3HaYMMoe yaydlieHne nokasareneit @B/
Bo 2-1i rpymie: Me (Q1—Q3) ®XKEJI cocrasmia 89,0
(80,0, 100,0) %, vs 78,0 (63,7, 89,9) % . — B 1-it Tpyn-
e (p = 0,015). AHajlornyHas TMHaAMUKa Ha0JIo1anach
s O®B, — 87,0 (73,0, 99,0) %, . B rpymiIe nocie BHe-
npenust HC vs 64,0 (52,15 82,0) %, B rpynne no HC
(p = 0,004). Takum o6pasom, yposeHb @KEJI u ODB,
y TIaIIMeHTOB, ponuBIIMXcs nocae BHeapeHuss HC, co-
OTBETCTBOBAJ HOPMAaJIbHBIM MTOKA3aTesIM CITUPOMETPUU
(Taba. 1).

3aduKcupoBaHO OTYECTINBOE CHIDKEHUE YMCIa CITyda-
eB XxpoHuYecKoit uudexunu P. aeruginosa —y 6 (28,6 %)
GoJbHbIX 1-i1 rpymnmbl u 1 (2,4 %) nainmeHTa 2-ii rpyIimb
(p =0,002) (puc. 1). Cnenyer OTMETUTD, UTO BO 2-ii IpyM-
TIe TT0Cjie CKpUHWHTA He Ha0II0gaIoCh CIyJaeB XpOHU -
yeckoit uapexkunu Burkholderia cepacia complex, Torna
Kak B 1-¥f rpyrime Takux rmauueHToB Ob1o 5 (23,8 %)
(p = 0,001). JaHHBIe pe3yJbTaTbl MOXHO OOBSICHUTh
VAyJIIEeHHEeM MUKPOOMOJIOTMIECKOTO MOHUTOPWHTA MUK~
podI0pHI pecTUpPaTOPHOTO TpaKTa y TMaluueHToB ¢ MB,
MOBBILIEHNEM AOCTYITHOCTU aHTUOAKTEpUATbHBIX TTpe-
napatoB (ABII), kKak BHYTpUBEHHBIX, TaK U UHTAJSI1-
OHHBIX, a TAK:KE CBOEBPEMEHHBIM Ha3HaAYeHUEM KYPCOB
spanukaunuoHHot ABT npu nepBUYHOM BbICEBE MATOTEH-
HBIX MUKPOOPIaHU3MOB.

IMo pe3ynbTaTaMm aHajlu3a HaJU4Us OCJIOXHEHUN
OCHOBHOTO 3a00ieBaHUs (TabJI. 2) OTMEUEHO CHUKEHUE
YKcia MaleHTOB, CTPATAOIINX XPOHUIESCKIUM PUHO-
cunycutoM — ¢ 57,1 % B 1-ii rpynne no 31,0 % — Bo 2-ii
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Tabau

Iloxazameau 300po6vs nayueHmog ¢ Mykosucyudo3om 6 eospacme 12— 18 aem; Me (Q1 _14Q¢l35

Table 1

Health outcomes in cystic fibrosis patients aged 12— 18 years; Me (Q1 — Q3)

Mokasatenb 1-a rpynna (n = 21) ‘ 2-5 rpynna (n = 42) ‘ p
lop 201 2022

CpeaHHit Bo3pacr, roab! 15,3 (12,8; 17,8) 14,0 (12,1;17,2) 0,064
Bo3pact ycTaHoBneHus auarHosa, roabl 3,0 (0,5; 3,5) 0,2 (0,1; 0,4) <0,001
Poc, % 27,8 (10,8; 45,8) 39,7 (23,3; 67,7) 0,141
NMT, %o 6,9 (1,3; 23,1) 23,0 (3,7; 39,7) 0,095
0®B,, %, 64,0 (52,1; 82,0) 87,0 (73,0; 99,0) 0,004
OXEN, % aom 78,0 (63,7; 89,9) 89,0 (80,0; 100,0) 0,015

Mpumeqatie: MT - urexc maccs! Tena; OOB, — obbem (hoperposarHoro Bbifoxa 3a 1-o cekykay; ®XEN — dopeuposanHas kuaHeHHas eMKoCTb nerkix; npumeranca U-Tect Mana-YuThu,

p<0,05.
Note: Mann - Whitney U-test was used; p < 0.05.

Stenotrophomonas maltophilia (p = 0,154) -0 48
Nontubercul bacteria (p=0476) 0
ontuberculous mycobacteria (p ) 24
XpoHuyeckas undekums Burkholderia cepacia complex [N 233
(p=0,001) 0
Xponuyeckas uHdekums Staphylococcus aureus (p = 0,826) _7882'0
WHTepmuTTUpytowas uHdekuus Pseudomonas aeruginosa 48
(p=0,715) 71

Xponuyeckas uHdekuus Pseudomonas aeruginosa (p = 0,002)

W 1-arpynna (2011-2012)

Puc. 1. Iunamuika MUKpO(hIOpbI PeCupaTOPHOTO TPAKTA MAIIMEHTOB; %

[pumeyanue: mpuMeHsiics kputepuit x%; p < 0,05.

Figure 1 Dynamics of the microflora of the respiratory tract of patients; %

Note: the ? criterion was used; p < 0.05.

(p = 0,045). Taxcke y marieHTOB 2-i1 TPYIIITBI HE 3apeTu-
CTPUPOBAHO CJIyyaeB JIETOYHBIX KpoBOTeueHU . B 06enx
rpynrmax He 3aUKCUpPOBaHO CllyyaeB ITHEBMOTOpAKCa,
OCTEOITOp03a, aMUJIONI03a M OHKOJIOTUIECKHX 3a00JTe-
BaHUMN.

IIpu ananusze odbema 6aszucHoOl Tepanuu (puc. 2)
BO 2-ii TpyTITTe HAOJIIOIAIOCh 3HAYMMOE YBEJIMUeHUE 00be -
Ma MYKOJIMTHUYECKOU Teparmui (MHTAJISILIAI TUTIepTOHINYIC-
ckoro pactBopa NaCl) — ¢ 0,0 no 23 (54,8 %) (p < 0,001),
YTO 0OBSICHSIETCSI HAYaJIOM IPUMEHEHUsI ero Y MallueHTOB
MockoBckoro perrona ¢ 2011 r. B unransuusx 6poHxo-
JIMJIATaTOPOB HyXKaanuch Bcero 6 (14,3 %) nauumeHTOB
2-1i TpyIIbI IO CPaBHEHMIO ¢ 1-i1, B KOTOPOIi Teparnus
tpedoBanack 19 (90,5 %) 6oabHbM MB (p < 0,001). On-

F 286
24

10 20 30 40 50 60 70 80 9

W 2.7 rpynna (2022)

HUM U3 BaXXHBIX KOMIIOHEHTOB Teparnmuu MB siBisieTcs
KMHe3uTepanus, oqHako B 2022 r. mauMeHThI CTalN ye-
JISITh MEHbIIIE BHUMaHMS MPOBEICHUIO KUHE3UTepaIruu
(p = 0,040), 4TO CBSI3aHO CO CTAOMIIBHBIM COCTOSTHUEM
OPOHXOJIETOYHOM CHUCTEMBI, ITOJIyYeHUEM 3THOIIaTOTe-
HeTuvyeckoi Tepanuu. OTMeYeHO 3HAUMMOE CHIKEHUE
MpUMeEHeHUs ypcoae3okcuxoneBoit kuciaotsl (YAXK) —
y 34 (81,0 %) naumnenToB 2-it rpymmsl vs 21 (100 %) —
1-i1 rpyrmst (p = 0,032) (cMm. puc. 2).

IMpu ananuse ucnonb3oBanusi ABT BhisiBIeHa Cy-
IIECTBEHHAsT pa3HUIA B TPUMEHEHUM WHTAISIIMOHHBIX
ABII — cHmxenne yncia maueHTos ¢ 71,4 % B 2011 1.
10 46,3 % — B 2022 1. (p = 0,049), 4KClIO MALMEHTOB,
Y KOTOPBIX TPUMEHSIIMCh BHYTpUBEHHbIE Kypchl ABT, —
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Mokasatenn 1-a rpynna (n
lop 2011
Annepruyeckuit GpOHXONEroYHbIit acneprunnes 1(4,8)
Qnabet 2(9,5
Liuppo3 nevenn 5(23,8)
JlerouHoe kpoBoTeYeHHe 1(4,8)
CuHppom notepu coneii (ncespo-baprrepa) 0(0,0)
XpOHMYECKMIA PUHOCHHYCUT 12 (57,1)

TpvMevaHve: npumensncs kputepuit y% p < 0,05,
Note: The ¥? test was used; p < 0.05.

100 100 100
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MNaHkpeaTnyeckume epmeHTbI

W 1-a rpynna (2011-2012)

Puc. 2. Yactora npumeHeHus 6a3ucHoii Teparuu B 2011 u 2022 rr.; %

Tabauua 2
Jlunamura ocaoxcnenuii myxosucyuoosa; n (%)
Table 2
Dynamics of complications of cystic fibrosis; n (%)
=21) | 2.5 rpynna (n = 42) | p
2022
4(9,5) 0,510
2(48) 0,465
5(11,9) 0,223
0(0,0) 0,154
1(24) 0,476
13 (31,0) 0,045

100 95,2

100
90 90
81
66,7
54,8
I 14

7%-Hbiit NaCl (p < 0,001)
[opHazsa anbcha
=0,040)

Bponxoaunararope! (p < 0,001)
XupopacTBopuMble BUTAMUHbI
KuHeaurepanus (p

B 2-q rpynna (2022)

Mpumeuanue: YIXK — ypconesokcuxonenas kuciora; ul KC — uHransumoHHble rimokokoptukoctepousl; c'’KC — cucreMHble TIIOKOKOPTUKOCTEPO-

Wb, TPUMEHsLICS Kputepwuii x%; p < 0,05.

Figure 2. Frequency of use of basic therapy in 2011 and 2022; %
Note: the 2 criterion was used; p < 0.05.

¢90,51022,0 % (p <0,001). IMoy4yats Kypchl IIEpOPaThb-
Hoiit ABT B 2022 1. ctanu 62 % naureHToB 2-il TPYIIbI
1o cpaBHeHMIo co 100 % G6ombHBIX 1-11 rpymms (p = 0,005)
(puc. 3).

O6cyxaeHue

B mccienoBaHUM COCTOSTHUST 3J0POBbSI MTOJIPOCTKOB
1o v nocie BHeAapeHnst HC BbISIBIIEH psii 3HAYMMBIX ITpe-
umyiecTB. Yucio mayeHToB 2-# rpyImsl ObUIOo B 2 pa3a
GoJIbIIIE, YTO TTOTYEPKUBAET 3(D(PEKTUBHOCTD ITPOTPaMMBI
HC B Buze yBeamueHMSI BRISIBIICHUS neteii ¢ MB (Bcero
B MOCKOBCKOM permoHe, Mo maHHbIM peructpa (2012),
HaOmoganuch 105 marmenTos, a B 2022 r. — 195 nauueH-

TOB B Bo3pacte 10 18 nret). CHU3MIICS BO3pacT yCTaHOBIIE-
HUS AMarHo3a, 4YTo MO3BOJIMJIO CBOEBPEMEHHO HAUMHATh
0a3nCHYIO Teparnuio, MPOBOIUTH TMHAMUYECKOe HaOTI0-
IIeHWe 3a TTAllMeHTaMU IJISI CBOEBPEMEHHOM TMarHOCTH -
KU OCJIOXKHEHU, KOJIOHM3AIIUY PeCTIMPATOPHOTO TPAaKTa
MaTOreHHON MUKPOMIIOPOI ¢ TTOCIeaYIOLIEiH KOPpPEKII-
eil repanuu. JlaHHbIe (haKTOPbl UTPAIOT KJIIOUEBYIO POJIb
B YAYYIIEHUH TIPOTHO3Aa IS TTalieHToB ¢ M B.

CaMbIM BaxXHBIM pe3yabTatoM HC gBnsercsd 3Ha-
yuMoe MoBbIlIeHue nokasareseit @B/l 1o Hopmab-
HbIX 3HaYeHMIA, TaK, Hanpumep, OB, nosbicuics ¢ 64
no 87 %, (cm. tabn. 1). ITo pesynbratam 3apyoex-
HBIX MCCICIOBAHUI M TaHHBIM €BPOTIEMCKOTO PeTUCTpa
onarogaps HC nmoarBepauiauch CHUXXEHUE BO3pacTa
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%

100 90,5
80
60
40 287

22

0
A3UTPOMULMH ABET B/B
(p=0,022) (p <0,001)

B 1-a rpynna (2011-2012)

100
I 62

ABI per 0s
(p <0,005)

ABT nHransiumoxHas
(p=0,049)

W 2-a rpynna (2022)

Puc. 3. [Ipumenenune aHTUOAKTEpUATHHON TEPATMU M A3UTPOMULIMHA B MHTEPMUTTUPYIOILEM PeXKMe B CyOMHrHOupyoieil no3uposke B 2011

n 2022 1r.; %

IMpumeuanue: ABT — aHTuGaKkTepUasbHas Tepanusi; IpuMeHsuicst Kputepuii x2; p < 0,05.

Figure 3. Use of antibacterial therapy and azithromycin in an intermittent regimen of subinhibitory dosage in 2011 and 2022; %

Note: the %2 criterion was used; p < 0.05.

YCTAHOBJICHUSI IMAarHO3a U yJaydllleHue QYHKIUI Jer-
kux y mauueHToB [10, 14, 15], yTo onpeaessieT MporHo3
TeyeHus 3aboneBaHus [16].

CHIXeHUe 9ucia TalueHTOB ¢ XPOHNMYECKUM PUHO-
CUHYCUTOM C IOJIUIO30M Y TTOAPOCTKOB MO CPABHEHUIO
¢ 2011 r. cBsI3aHO C paHHEW TMATHOCTUKON MOPaKeHUS
BEPXHUX IBIXaTeIbHBIX ITyTeil, 0COOCHHO OKOJIOHOCOBBIX
Ta3yx, IpUMEeHEHNEM ITPEBEHTUBHBIX MEP, HAITTPaBJICHHBIX
Ha coOXpaHEHNE HOCOBOTO IbIXaHUs (Ha3aJbHbBIN OYIII,
tonuyeckue 'KC, nopHaza-anbda ¢ myJIbCUpyIoLIei mo-
Jadeif a3po30J1sT MHTpaHa3aJIbHO, IIPUMEHEHHE 3THOTIATO-
TeHETUYECKOI Tepaluu y TTallueHTOB ¢ 12 jieT, HaumHast
¢ 2021-2022rr.) [17].

OTCyTCTBUE CIy4aeB JIETOUHBIX KPOBOTEUEHUN CBSI-
3aHO CO CHIDKCHHMEM YMCIIa IeTell ¢ TSKEIBIMUA CTPYK-
TYPHBIMM ITOpPaKEHUSIMU JIerKuX, yaydieHuem DBJ]
Y CHIDKEHMEM YucIia MallMeHTOB C XpPOHUYECKUMU TpaM-
OTpULIATEIbHBIMU UHGMEKIUSIMU, TAKUM KakK P aeruginosa
u B. cepacia complex [15], 4To CBSI3aHO B T. 4. C paHHUM
HazHauYeHUEM 0a3MCHOM Teparuu, TMHAMUYISCKUM Ha-
OMroeHuEM, CBOEBPEMEHHBIM TTPOBENEHUEM dpaauKa-
LIMOHHBIX KypcoB ABT mipu 1-M BbICEBe U PEryJsipHbIM
KOHTPOJIEM 3a MUKPOOMOTOM pecImMpaTOPHOTO TPaKTa.

Kpome mmpokoro oxmara Tepamueil IpernapaToM
JIopHa3a anb(da B TeUeHUe BCEro nepuoaa HabmaoaeHUSs
(82011 r. — 100 %, B 2022 1. — 95,2 %), B CBSI3U C U3~
MEHEHHMEeM TToaxona K 0a3MCHOM Tepalni 3a00IeBaHUs
U pe3yJbTaTaMU HUCCICIOBAHUA, IMOCBSIIECHHBIX €ro
3(pGEeKTUBHOCTU, 3HAYUTEILHO U3MEHMUIACh YacTOTa
KCIIOJIb30BaHUS UHTAISILIMOHHOTO TUIIEPTOHUYECKOTO
pacTBOpa B KaUeCTBE MYKOJUTUIECKOTO CPEICTBa (CM.
puc.2) —c0,1 % B82011r. 10 54,8 % —B2022 1. [18].

B cBsi3u co cHUXXEHUEM Jucia ciiydyaeB XpOHUYECKO
rpaMOTpUIIATEIbHON MH(EKITUY 1 MOBBIIIIEHNEeM TToKa3a-
teneit @B/l ymMmeHbIIMIIACh HEOOXOIMMOCTh IIPUMEHCHMS
a3UTPOMUIIMHA KaK IMPOTUBOBOCIIAIMTEIEHOTO CPEICTBA,
TakXe OTMEUYEHO CHUXKEHHME YUCIIa CIyJyaeB MPUMEHEHMS

ADBT, B T. 4. MHTAIUMOHHOM W BHYTpUBeHHOM. CTaTh-
CTUYECKH 3HAYMMOE CHIDKEHUE TTPUMEHEHUsT OPOHXOI-
JIaTaTOPOB Y MAIlMEHTOB, BBISIBICHHBIX ITO pe3yIbTaTaM
HC, Takxe MOXeT CBUAETEILCTBOBATH O MEHBIIICH YaCTOTe
000CTPEeHUIT XPOHUYECKOTO OPOHXOJETOYHOIO Tpoliecca
Y HUX, CHIDKEHUN MOTPEOHOCTU B UHTASILIMOHHON ABT
u rioBbieHun OB/,

Mo BHeapenust HC Bcem 100 % naiineHTOB 1-i1 TpyIIibI
pekoMmeHaoBaHO ucrnojb3oBaHue ¥YJIXK. OgHako nocie
TTOSIBJICHUST TAHHBIX MCCIICAOBaHNI, CBUIETETHCTBYIOIINX
o HegocratouHoit adpdekTuBHOocTH Y/IXK B ripenorspa-
IIEHUM TIOSIBJICHUSI U TIPOTPECCUPOBAHUS LIMPPO3a MpU
MB [19], yucno cinyyaeB npumeHeHus Y/IXK Bo 2-ii rpyri-
e cHu3uIoch [3, 20, 21] 1o 81,0 % (p = 0,032).

Takum o6pasom, nokaszaHa 3¢pGeKTUBHOCTb ITPOrpam-
mbl HC Ha MB 3a 18 net npumeHeHnst B MOCKOBCKOM
perroHe, MpUu 3TOM OTMEUYEHO YJIyUIlIeHUE COCTOSIHUS
310poBbs aeteit 12—18 net ¢ MB.

3aknioyeHue

HC na MB saBnsiercst a(peKTUBHBIM UHCTPYMEHTOM LTS
TIOBBIIIIEHUS KAYeCTBA MEIULIMHCKOM TTOMOIIY TTallNeH -
Tam ¢ MB. Pannsas nnarnoctuka 3abojieBaHus, TMHAMMY -
yeckoe HaOII0IeHE U aJileKBaTHAas Teparus C pOXXACHUSsI
MO3BOJISTIOT JOCTUYb IMOAPOCTKAM LIeJIEBbIX 3HAUEHU N (hui-
3UYECKOTO Pa3BUTHUS U JIETOYHON (DYHKIIUU, YTO UMEET
0o0JbIlIOE 3HAYEHUE BO B3POCOM XKU3HU. DT PE3yIbTaThI
MOATBEPXKIAIOT HEOOXOAUMOCTb NaTbHENILIEro Pa3BUTHSI
MpOorpaMM CKPUHUWHTA U BHEAPEHUSI COBPEMEHHBIX Me-
TOJIOB JICUECHUS.
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