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Pesiome

3a nocneanue 40 et HabIOAAETCSl YBEJIMYEHUE CPEHEro BO3pacTa BbIKMBAGMOCTH MAllMEHTOB ¢ MyKoBHcIMa030M (MB), uto oObsicHseTCs
TOCTVKEHUSIMU B IUATHOCTUKE ¥ JICYEHUU TIAITUEHTOB C 9TUM 3a00JieBaHNEM. DTOT MPOTrPecc TaKKe CBSI3aH C YPOBHEM yXOJa, MPEeI0CTaBIIsIeMO-
ro B LeHTpax eueHrss MB. Ileblo nccienoBanus sBsIach JeMOHCTpalys 3 heKTUBHOCTH HAOIIOIEHH B CMICLINATIM3UPOBAHHOM OTACJICHUY /
LIEHTPe, OKa3bIBAIOIINM TIOMOIIb MaineHTam ¢ MB. Marepuanst u MeTomsl. B uccienoBaHue mo peryisspHOMY TWHAMUYECKOMY HAOIIONEHUIO
1 MUKPOOMOJIOTMYECKOMY MOHUTOPUHTY BKJIIOUEHBI MaimeHTsl ¢ MB (7 = 193; Bo3pact — 0—17,9 rona), npoxuBaroie B MOCKOBCKOI 00J1acTi
(MO). IMokazatenu cpaBHMBAJIMCH 3a Tiepuo ¢ aekaopst 2021 mo aekadbpb 2024 r. Iasi CpaBHUTEIbHON XapaKTePUCTUKKU COCTOSIHUST 310POBbS
TAIMEHTOB UCTIOh30BAIKCH IaHHbBIe poccuiickoro Perucrpa manmeHToB ¢ MB 3a 20212023 rr. Pesymbratsl. Y manueHToB ¢ M B, npoxkuBaro-
mux B MO, oTMeueHO yiyulleHHMe MokaszaTesneil (YHKLIUU BHELIHEro AbIXaHMS: 3HAYMMO YBEJIMYMJICS 00beM (OPCHPOBAHHOIO BbIIOXA
3a l-10 cexyHmy (M £ SD, %mm_) — ¢ 88,15 £ 20,64 B konue 2021 r. 1o 93,1 £ 18,7 — B koHite 2024 . (p < 0,00001); nokasaresb GOpcUPOBAHHOI
KU3HEHHOU eMKocTH Jierkux (M + SD, %) ysemnuuics ¢ 93,23 + 16,40 no 95,4 £ 15,2 cootBerctBeHHO (p < 0,00001). CpoKy BHYTPUBEHHOM
TepaIuy Ipyr 000CTPEHMSIX OPOHXOJIETOYHOrO Mpolecca CHU3MWIMCH ¢ 6,00 £ 12,25 mo 1,30 + 7,16 gus (p < 0,00001). 3a mepuon 2021—-2024 rr.
YUCIIO XPOHUYECKU MHMOUIIMPOBAHHBIX Pseudomonas aeruginosa neteit ¢ MB B MO cHusmioch ¢ 18 1o 7,3 % Ha hhoHe aKTUBHOTO IMHAMWYECKOTO
HaOI0IeHYS. AHATOTMYHO CHU3MJIOCh YKMCJIO MALMEHTOB C PELMIMBUPYIOLIUM BbiceBOM P. aeruginosa — ¢ 17,67 no 6,16 %. Yucno nauueHTos,
Y KOTOPBIX 0OHApYXeH METUILMJUTMH-4yYBCTBUTEIbHBIN 30JI0TUCTBIN cTaunokokk (Methicillin-susceptible Staphylococcus aureus — MSSA), yBenu-
qutoch ¢ 76 10 89,2 %. MeHblile CTaIo MAllMeHTOB, Y KOTOPhIX OOHAPYKeH METULIMUTUH-PE3UCTEHTHBIN S. aureus (Methicillin-resistant S. aureus —
MRSA): B 2021 . — 8 %, B 2024 1. — 3,14 %. Yucno nauueHToB, unbunnupoBauusix Burkholderia cepacia complex (Bcc), Bozpocio B 2022 r.
1o cpaBHeHuIo ¢ 2021 r., onHako B 2024 r. BbiceBOB Bcc He BbIsIBJICHO. YMCIIO MalMeHTOB, MHGULIMPOBAHHBIX Achromobacter spp., CHU3UIOCh
¢ 3,03 10 0,52 % 3a Bpemst HabmOIeHYsI. 3aKII04eHne. YCTaHOBJIEHbBI CYIIIECTBEHHbIC PA3IM4Msl B OCHOBHBIX MOKA3aTeJIsIX TeUeHUsl 3a001eBaHuSsT
y maieHToB ¢ M B mipu pazHOM ypoBHE OKa3aHUsT METUIIMHCKOI TToMo1tiu. HabmoneHue 3a manveHTamMmu ¢ M B B crielinann3aupoBaHHBIX IIEHTPax
JIaeT JiyqylIre pe3yabTaThl 10 CPAaBHEHMIO C IMLAMK, KOTOPbIE He HAOII04aI0TCsl PETYJISIPHO U HE UMEIOT BO3MOXHOCTH MOCTOSTHHOTO MUKPOOHO-
JIOTUYECKOro MoHuTOpuHTa. Heobxonmumo co3nanue ueHTpoB M B o MexxayHapoaHbIM CTaHIapTaM BO Beex pernonax Poccutickoit denepatiy.
KnroueBble cj10Ba: MyKOBUCITUIO3, IICHTP MYKOBUCIINI03a, (DYHKITHUS JIETKMX, MUKPOOUOM, MUKPOOUOJIOTHUECKIIT MOHUTOPHUHT.
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OpuruHanbHble uccnepoBaus « Original studies

Abstract

Over the past 40 years, the mean survival age of patients with cystic fibrosis (CF) has increased, driven by advances in diagnosis and treatment. This
progress has also been linked to the level of care provided in CF treatment centers. Aim. To demonstrate the effectiveness of monitoring in a special-
ized department/center providing care for patients with CF. Methods. This study of regular follow-up and microbiological monitoring included
193 patients with cystic fibrosis aged 0 to 17.9 years from the Moscow region. Data for the period from December 2021 to December 2024 were
compared. Data from the Russian Federation Cystic Fibrosis Patient Registry for 2021 — 2023 were used in the comparative analysis of the patient
health status. Results. Improved pulmonary function was demonstrated in patients with CF in the Moscow region. Forced expiratory volume (FEV))
significantly increased from 88.15 + 20-64%1,,&1 at the end of 2021 t0 93.1 = 18.7%”& at the end 0f 2024 (M £ SD; p < 0.00001). Forced Vital Capacity
(FVC), increased from 93.23 £ 16.40% t0 95.4 &+ 15.2% in 2024 (M % SD; p < 0.00001). The number of days of intravenous therapy for exacerbations
of the bronchopulmonary process decreased from 6 + 12.25 to 1.3 = 7.16 (p < 0.00001). Between 2021 and 2024, the proportion of children chron-
ically infected with Pseudomonas aeruginosa in the Moscow Region decreased from 18 % to 7.3% against active follow-up care. Similarly, the num-
ber of patients with recurrent P, aeruginosa growth decreased from 17.67% to 6.16%. The number of patients with Methicillin-susceptible Staphylococcus
aureus (MSSA) growth increased from 76% to 89.2%. Fewer patients tested positive for Methicillin-resistant S. aureus (MRSA) — 8% in 2021 and
3.14% in 2024. The number of patients with Burkholderia cepacia complex (Bcc) growth increased in 2022 compared to 2021, but no Bcc growth was
detected in 2024. The number of patients with Achromobacter spp. decreased from 3.03% to 0.52%. Conclusion.The key disease outcomes vary sig-
nificantly in CF patients with different levels of healthcare. CF patients who were followed in specialized centers had better outcomes than patients
who were not regularly followed and lacked access to continuous microbiological monitoring. It is necessary to establish cystic fibrosis centers that
meet international standards in all regions of the Russian Federation.
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3a nocaenuue 40 et HabOIIOmaeTCS YBeIMICHIE CPETHETO
BO3pacTa BbDKMBAEMOCTHU MALUEHTOB ¢ MyKOBUCIIAIO-
30M (MB), uT0 00BSACHSIETCSI JOCTUXEHUSIMU B IMArHO-
CTUKE U JICYeHU U MallMEHTOB C 3TUM 3a00JIeBaHUEM. DTOT
IIpOTrpecc TaKXKe CBSA3aH C YPOBHEM yX0Ia, IIPeroCcTaB-
JIIEMOTO TIeAuaTpaMu, a Terepb M B3pOCIBIMU BpayaMu
B LieHTpax JeyeHust MB. [lepsbie ieHTpsl M B ObL11M Op-
ranuzoBanbl B 1961 1. B CILIA. B 1975 r. opraHu3oBaH
ueHtp MB B Benukooputanuu (JIuac). ITokazaHo, 4to
HaOJTI0IeHNE B CIIEIMAIM3UPOBAHHBIX LIEHTPaX JaeT Ipe-
umylecTna nauveHtaM ¢ MB [1, 2]. O6ienpu3HaHo, 4To
pe3yabTaThl Y OOJILHBIX, TTOJTYYaIOIINX ITOMOIIL B CITe-
LIMAJbHBIX LIeHTpax M B, Jydiie, yemM B Ipyrux MecTax.
B uentpax MB CKOHLIEHTPpUPOBAHbI U UHTETPUPOBAHbI
3HAHUS U HABBIKU B 00JACTU JIETOYHON MEAULIMHBI, Ta-
CTPOHTEPOJIOTUM, TUTAHUSI, CECTPMHCKOTO yXOja, pe-
CIIUPATOPHOU TEpPANUU, COUUATILHON pabOThl U TEHETUKU
IIJIST OKA3aHMSI CIIeIIMaTn3UPOBaHHOM TTOMOIIY TTallieH-
Tam ¢ MB ¢ geTckoro 1o B3pociioro Bo3pacTta [3—7].

Kirou K 3¢ (eKTUBHOCTH CITeIIMaIbHBIX IEHTPOB
MB — mexaucuuIinHapHasi Opurana, Kotopast JoJKHaA
BKJIFOUATh B ce€0sl KOHCYJIbTAHTOB, KIMHUYECKOTO CIIe-
LIMaJIMCTa — MEICEeCTpy / Meadpara, MUKpoouosiora, hu-
3uoTeparneBTa, AueTojora, apmalieBTa, KIMHUIECKOTO
TICHXOJIOTa, COLIMAIBHOTO paOOTHUKA, MEIULIMTHCKOTO Te-
HETHKa, CMEXKHBIX MEIUITUHCKUX CTICIIUATIMCTOB, KAaXKIIbIi
U3 KOTOPBIX TOKEH UMETh OINBIT MOMOIIM MallMeHTaM
¢ MB. CnenuanbHblie IeHTpbl M B 10KHBI 00 e TUHATHCS
B HAIlMOHAJIbHEIC M MEXIYHAPOIHBIC CETU U TIepeIaBaTh
nHGOPMAIIUIO IICHTPA B PETUCTPHI, YTOOBI IPOIBUTATH
usydeHue 6oae3nu [8—11].

Lenrp MB Mockosckoii obmactu (MO) ObLT opra-
HU30BaH B Hosa0pe 2016 r. B ero pabore mpomoKeHbl
Tpanuiuu MOCKOBCKOTO ILIEHTpa 110 OpraHu3aluy oMo-
iy naureHtaM ¢ MB u ¢dynkuuu Poccuiickoro ieHTpa
MB. B ueHTpe oka3bIBaeTCsl MOMOIb ITauueHTam ¢ MB
ot 0 mo 17,9 roma. B eHTpe opraHM30BaHO PETYIISIPHOE
IMHAMUYeCcKoe HaOIoaeHUE:

* He pexe | paza B 3 Mec. — 3a MallMeHTaMu CTaplie

1 roma, TTo MoKa3aHUSIM — Jallle;

* He pexe | pasa B MecsIl — 3a IMallMeHTaMu OT 1 1o

6 Mmec.;

* He pexe 1 pasa B 2 Mec. — 3a IaLMeHTaMu OT 6 MecC.
no 1 roxa.

JleueHue u HaOMOAEHME 3a TTaLMeHTamu ¢ M B nipo-
BOJUTCSI B COOTBETCTBUU C €BPOIEICKMMU CTaHAApTaMU
[8]. Bo BpeMs peryasipHbIX MJIaHOBBIX OCMOTPOB MPOBO-
IATCS KOHTPOJIb HaJ TMHAMUKOI HYTPUTUBHOTO CTaTyca
¢ Koppekiueit hepMeHTOTepaIlny, pallioHa MUTaHMS,
KOHCYJIbTallMe AUETOJIOTA, OLIEHKOW AUHAMUKHU TTOKa-
3areseit pyHkimm BHemHero apixanus (OBJ1) u mukpo-
OMOJIOTUYECKOIO CTaTyca ¢ KOPPEeKINeH MPUMEHEHUS
aHTUOAKTEepUAITbHBIX IIpeIapaToB, MyKOJIUTHIECKOMN
U OpoHXoNMUTHYEeCKOol Tepanuu. KoHTpoib Hall TEXHUKOM
MMPUMEHEHUS MHTAIIIMOHHON TepaIruu, MeTOTUKaMu
KWHE3UTEPAITUU TTPOBOIUTCS HAa KOHCYJIBTALINN KMTHE3M -
teparieBTa. [TauueHTh B MO obecrieynBalOTCS MHT IS~
LIMOHHBIMU TTPUOOPAaMHU, MpernapaTaMyi MYKOJUTUYECKOMN
Tepanuu (TUIepTOHUYECKUI pacTBOp HATpUs XJopuaa
¢ mobaBIeHUEM THATypPOHOBOM KUCIOTHI, MAHHUTOJ),
peryJisipHO TIPOBOAUTCS 3aMeHa HeOymaii3zepos (1 pa3
B 3 Mec.) u komrpeccopoB (1 pa3 B 4 rona). OtaenbHas
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3a0oTa npaBuTebcTBa MO — obGecrnieueHue POAYK-
TaMM JIeUeOHOTO MMUTaHUsI, KOTOPOE OCYILIECTBIISIETCS
IT0 3asIBKaM Bpaydeil IIeHTpa ¢ YIeTOM MHINBHUIYaTbHOMN
norpedHocTu nauueHTa. ExxerogHo nmanueHTsl ¢ MB,
npoxuBawiue B MO, poxoasiT pacluinpeHHoe o0ce-
JTOBaHWeE IUIST OLIEHKW TMHAMUKHU COCTOSTHUSI, CBOEBpE-
MEHHOTO (pOpMUPOBAHUS TPYIII pUcKa IO Pa3BUTHUIO
U BbISIBJIEHUIO oclioxkHeHuil MB (MB-3aBucumbiii ca-
XapHbIN AMabeT, LKUPpo3, MOJUIIO3 HOCA, ajliepruye-
CKUiI1 OpOHXOJIErOUYHbBIN acnepruiie3, MUKOOAKTEPUO3
u T. 1.) [12]. [IpuemM maumeHTOB MPOBOTUTCS C YIETOM
MMKPOOHOTO CTaTyca, IIp1 CTPOTOM pa3aeIeHUU TTIOTOKOB
JIMLI ¢ pa3Ho¥ (hJIOpoit, TIaTeIbHOM 00paboTKe IoMelle-
HUIA TTOCJIe KaXKI0ro TMaleHTa, COOIIOIeHNI BCEX Mep
0e30MacHOCTH U TTPOPUIAKTUKHU TTePEeKPECTHOTO MHDU -
uupoBaHusi. Kpome nauueHToB ¢ MB, nipoxuBaroimx
B MO, B LieHTpe OKa3bIBaeTCs MEAUILIMHCKAsI TOMOIIb
oosee yeM 1 000 maueHTaM u3 peruoHos Poccuu, ctpan
CHI u gaxpHero 3apy0exXbs.

Llenpro MccieqoBaHUs SIBIISLIACH JEMOHCTPALIUS (-
(hbekTUBHOCTM HAOIIOACHUS B CTIELIMAIN3MPOBAHHOM OT-
IeJICHUW / LIEHTPe, OKa3bIBAIOIINX ITOMOIIb MalleHTaM
¢ MB.

Matepuanbl u meTogbl

B nccnenoBaHue mo peryasipHOMY TMHAMUYECKOMY
HaOMIOASHUIO 1 MUKPOOUOJOTUYECKOMY MOHUTOPUH -
Iy BKJIIOYeHBI nauueHTsl ¢ MB (n = 193; Bo3pacT —
0—17,9 rona), npoxusatouiue B MO.

IToka3aTenu COCTOSHUSI PeCIMPATOPHOTO TpaKTa
(®B/), MUKPOOHBIIi CTaTyC, CPOKKM BHYTPUBEHHOM Te-
panuu (4UCo AHel) pu 00OCTPEHUN CpaBHUBAIUCH
B TeueHue 3 jieT — 3a nepuo ¢ aekadps 2021 no nekadbpb
2024 1. 7151 cpaBHUTEILHOM XapaKTEPUCTUKU COCTOSTHUS
3MOpOBbs (TToKa3aTeneil (popcrupoBaHHON XKMU3HEHHOM
emkoctu Jerkux (DKEJT), o6bema popcrupoBaHHOTO
BbIIOXa 32 1-10 cekynny (O®B,), MmukpobHoro craryca)
HCTIOJIB30BAJINCH TaHHBIE POCCUIICKOTO perrucTpa Iamu-
eHToB ¢ MB 3a 2021—-2023 rr. CpaBHEeHUE TPOBOAUIIOCH
cpenu neteit ¢ MB, npoxusatomux B MO, LleHTpansHOM
denepaapHOM oKpyre (LIPO) n Poccuiickoit Denepa-
i (PD) [13—15].

Cmamucmuyeckue memoos!. J11s1 aHanm3a MoJIydeH-
HBIX TaHHBIX UCII0Jb30BaIOCh CIIeLIMaJIU3UPOBAHHOE
nporpammHoe obecrieueHue IBM SPSS Statistics 26.
B xauecTBe MepHI IJIsI OTIUCAHMS UCXOTHOU BHIOOPKH
HCITOJIb30BAJIMCh ITOKA3aTeIM CPEeIHEeTro apubMeTrIe-
ckoro (M) u crangapTHOTO OTKJIOHEeHUs (SD), uHtep-
IpeTauus pe3yJbTaToB, He UMEIOIINX HOPMaJIbLHOTO
pacripenesieHus, OblIa IpoOBeIeHa ¢ UCITOJb30BaHUEM
MenuaHbl (Me) n 1-ro u 3-to kBaptuieir (Q1 u Q3).
st cpaBHEeHUsI MenuaH > 3 He3aBUCUMBIX BBIOOPOK
HCITOJIB30BAJICS HellapaMeTPUUECKUIT CTATUCTUUECKUI
kputepuit Kpackena—Younuca. Paznuuusi cuuraniuchb
CTaTUCTUYECKHU 3HAYMMBIMU TIPU YPOBHE 3HAYUMOCTH
p <0,05.

J71sT aHaM3a KaTeropruaibHbBIX JaHHBIX UCITOTH30BaI-
cs kputepun x? [TupcoHa 1 aHAIN3 MO Z-KPUTEPHUEM.
Paznmuumsa cuyuTannch cTaTUCTUYECKU 3HAYMMBIMU TIPU
ypoBHe 3HaunumocTu p < 0,05.

Pesynbrarthbl

B uccrnenoBaHuy mpuHsUIA yyactre manueHTsl (n = 193)
JIETCKOTO Bo3pacTa, npoxusatomue B MO 1 Habmonae-
Mbie B oTaeseHun MB TNocynapcTBeHHOTO OIOIXKETHOTO
YUpEeXKICHUS 30paBooXpaHeHNsT MOCKOBCKOIT 00J1acTu
«HayuHo-uccinenoBaTeIbCKU KIMHUYECKUT UHCTUTYT
netcTBa MuHUCTepCTBa 31paBooxpaHeHsT MOCKOBCKOM
obnactu». McxogHas xapakTepucTuKa naiueHToB (Ha
31.12.21) npuBeneHa B Tad. 1.

V nmanueHTOB AEeTCKOro Bo3pacTta ¢ MB, nmpoxusa-
fommux B MO, 3a 3 roma HabmogeHus (2021—-2024) npo-
aHaJIM3MpOBaHbl OCHOBHEIE MoKasareau @B (ODB ,
®XKEJT), cpoky BHYTPUBEHHOI aHTMOAKTepUATbHOM Te-
panuu (YUCIO AHEH ), TMHAMUKA pacIpOCTPaHEHHOCTHU
3HAYNMBIX OaKTepHUaTbHBIX TTATOTeHOB (Ta0JI. 2).

[ToxazaHo mocToBepHOE yJayullleHue ToKa3zaTeei
®B/l y naumrenToB ¢ MB, mpoxkuBaroimx B MO:

* O®B, (M +£ SD) 3naunmo ysemnuuics ¢ 88,15 + 20,64

BKoHLE 2021 1. 1093,1 £18,7 %, — BKOHLE 2024 T.

(p <0,00001);

* ®XKEJI-c¢93,23+16,401095,4+15,2%, coor-

BercTBeHHO (p < 0,00001).

Yucno qHeit BHYTPUBEHHOM Tepariuu o MoBoay 000-
CTpPEeHUII OPOHXO0JIETOYHOTO Ipoliecca CHU3WIOCH ¢ 6 +
12,25 10 1,3 £ 7,16 (p < 0,00001).

Ha ¢oHe akTMBHOTO TMHAMUYECKOTO HAOIIOAEHUS
3a nepuoa 2021—2024 rr. 4yuciio XpOHUYECKU MHPUILI-
pPOBaHHBIX Pseudomonas aeruginosa MallueHTOB NETCKO-
ro Bo3pacta ¢ MB, npoxuBawomux B MO, CHU3WIOCH
¢ 18 10 7,3 %. Ananoruuno c¢ 17,67 1o 6,16 % cHu3MI0CH
YHCJIO TTALIMEHTOB C PELIMANBUPYIOIIUM BbICEBOM P. aeru-
ginosa. Yucio null, y KOTOPbIX BbISIBICH METULIMILIMH-
YYBCTBUTEJIbHbBIN 30JI0TUCTBIN cTapuaokokk (Methicillin-
susceptible Staphylococcus aureus — MSSA), yBeTMINIOCH
¢ 76 10 89,2 %. MeHblile cTaloO MAlMEHTOB, Y KOTOPBIX
00HapyXeH MEeTULIMJUTMH-PE3UCTEHTHbIN Staphylococcus
aureus (Methicillin-resistant S. aureus — MRSA): 8 2021 r.
ux 66110 8 %, B 2024 1. — 3,14 %.

Yucno mauneHToB, y KOTOPBIX o0HapyxkeHa Burkholde-
ria cepacia complex (Bcc), Bo3pocio B 2022 r. mo cpaBHe-
Huto ¢ 2021 r., ogHako B 2024 r. BbIceBOB Bcc HE BbISIB-
JieHo. Yucemo manueHToB ¢ Achromobacter spp. 3a BpeMs
HabIoneHUs CHU3MI0Ch ¢ 3,03 10 0,52 %.

Taxoke npoBeneH aHaInu3 paclpoCTPAaHEHHOCTH OC-
HOBHBIX MUKPOOHBIX ITATOTCHOB U (PYHKIMHU JIETKHUX
y neteit ¢ MB, mpoxuBaromux B MO, o cpaBHEHUIO
¢ TakoBo# y getckoro HaceyseHust LIPO u PD no nau-
HBIM POCCHIICKOTro peructpa nauueHtoB ¢ MB (2023).
PesynbTaThl aHanu3a npuBeAeHbI B Ta0J. 3.

ITo pesynbpraTam McciIemOBaHUS TOKa3aHa MEHbIIIAST
pacIpoCcTPaHEHHOCTh OCHOBHBIX OaKTEePUAIBHBIX TTaTOTe-
HOB y nauueHToB ¢ MB, npoxuBatomux 8 MO, 1o cpas-
HeHnuto ¢ HPO u npyrumu peruonamu PD. B koHIie
2024 r. neteit ¢ MB, xpoHn4eck MHPULIUPOBAHHBIX
P, aeruginosa, B MO 65110 8,8 %, 4TO OBbLIO 3HAUMMO HILKE
110 CpaBHEHUIO C TaKOBBIMU TToKazateiassmMu B LIDO —
16,91 % n P® — 24,72 % (p,_, < 0,00001).

B MO 1o cpaBHeHmIo ¢ LIPO HabM0maeTcs 60JbIIe
nauueHToB ¢ MSSA (p, , < 0,00001) n permauBupyrommm
BbiceBOMU P. aeruginosa, 4to CBUIETENBCTBYET 00 yiTyyllie-
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Tabauua 1

Xapaxmepucmuka exaroueHHbIX 6 Uccaedosanue nayuenmos (n = 193) c mykogucuuoo3om, npoxcusarouux

6 Mockoeckoti obaacmu
Table 1

Characteristics of patients (n = 193) with cystic fibrosis in the Moscow region included in the study

Mon, n (%):
* MYXCKOM
* KEHCKMIA
Boapacr, Me (Q1; Q3), roabi
[Dvarnoctuka MB; Me (Q1; Q3):
* BO3pACT yCTaHOBMNEHUA AMarHo3a, roabl
* IOTOBbII TECT, MMONb [ N1
Texotun, n (%):
o (TAXENbIAY
o KMATKUA»
* Heu3BecTeH
* F508del/F508del
* F508del/non F508del
* F508del/F508del;L467F
* non F508del/non F508del
HyTputuBHBIN cTaTyc nauneHToB B Bospacte 2-18 net (n = 174):
o UMT, kr [ m?
* UMT, per
OcnoxHeHus, n (%):
* LMppo3 neYeHu
* TpaHCNNaHTaUus neyeHn
* annepruyeckinit GPOHXoNEroyHbIN acneprunnes
+ MB-3aBucuMbIN caxapHblil guabet
* nonuno3 Hoca
Tepanus
CFTR-mopynsTopb!:
* nymakadpop / uBakaptop
* anekcakadTop / Te3akadrop / MBakacdhTop
AHTHGaKTepUanbHas Tepanus:
* MHranALMoHHas
* BHYTPUBEHHas
[lopHasa anba:
*2,5mr/2,5 mn 1 pa3s B AeHb
*2,5mr/2,5 mn 1 pa3s B AeHb + 1,25 Mr 1 pa3 B AeHb B Kaxablii HOCOBOW X0,
* He NpuUMeHsieTCs

IMpumeyanme: MB - mykosueunnos; MT — uHaeke maccsl Tena.

HUU MUKPOOMOJIOTUYECKOTO cTaTyca ImainueHToB ¢ MB,
npoxwupatomux B MO. B oTHomeHnn yncia rmanueHToB
¢ MRSA 3HaunMOI¥i pa3HULIbI HE MOTYYEHO.

BrIstBIIeHO paznuure MeXKIy YMCIOM TTallMEHTOB, MH-
duuupoBaHHbIX Bce, cpenu naluueHToB ¢ MB, nipoxu-
Barounx B MO (0,5 %) u PO (3,11 %) (p, , = 0,02921)
u PO (0,75 %) u P® (p, , = 0,001693). Ananornynas
3aKOHOMEPHOCTb BbISIBJIEHA B pocTe Achromobacter spp.
(p, ,=0,0002, p, ,=0,034). ¥ mauuenros ¢ MB, mpo-
kuBatoimx B MO, otMedeHbl jtyuiinue nokasarenan @B/
1o cpagHenmio ¢ LIPO: ODB, (Me (Q1; 03), %, )y na-

96 (49,73)
97 (50,27)
8,11 (5,075; 13,105); min - 0,1, max - 17,6

0,2 (0,1; 0,4); min - 0,0 max ~ 8,1
111 (100; 118); min - 45 max - 156

161 (83,41)
26 (1347)
5 (2,59)
66 (34,19)
87 (45,08)
4(2,08)
36 (18,65)

15,72 (14,6; 17,75); min - 11,87, max - 27,0
31,03 (11,08; 56,84); min - 0,2, max - 99,97

9 (4,66)
2(1,03)
1(1,03)
4(2,08)

52 (27,46)

11 (5,69)
9 (4,66)

73 (37,82)
22 (11,39)

116 (60,1)
68 (35,2)
9(4,7)

uueHToB ¢ MB, npoxusatomux 8 MO, coctaBuin 97 (86,75;
107,47), B LPO — 87,75 (52; 103,5) (p, , < 0,00001).
®XKEJ (Me (Q1; 03)) y naumeHToB ¢ MB, npoxuBaroimx
B MO, cocrasuna 97 (88,5; 107,5) %, ., B LDPO — 88,0
(54;104) % (p, ,<0,00001). '

(OJIK

JOJIK.

O6cyxaeHue

Jleyenue nmauueHToB B ieHTpax M B npuBoaut K jrydiiemy
KIMHUYIecKoMy ucxony. B nccnemoBanum R. Mahadeva
et al. Ipy CpaBHEHUM TPYIII NMALMEHTOB (A — IMoJyJaro-
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Tabauua 2

Junamuxa noxasameaei pynxuuu enemnezo ovixanus (%, ), 4ucaa Oneil GHymMpuGeHHOU aHMubaKmepuaibHoil
mepanuu u pacnpocmpaneHHOCnU 0CHOBHBIX OAKMEPUAIbHBIX NAINO2EHO8 Y NAUUEHNO06 0eniCK020 803pacma
¢ mMykogucuudosom 6 Mockosckoii o6aacmu é meuenue 3 aem HaOar00eHUA

Table 2

Dynamics of indicators of external respiratory function (% expected), the number of days of intravenous antibacterial
therapy and the prevalence of major bacterial pathogens in pediatric patients with cystic fibrosis in the Moscow region over

3 years of follow-up

| 2021 | 2022 | 202 | 2024 | )
Mokasatenb p
=10 | =ty (=128 (=99
®BA*, %, M+ SD:
* 00B, 88,15 + 20,64 81,21+ 28,33 84,05 £ 27,92 93,10 £ 18,70 <0,00001
« OXKEN 93,23 £ 16,40 87,62 £ 23,63 90,62 * 39,81 95,40 15,20 <0,00001
Sm‘z ::z;p;‘;z“s"g“ aHTHGaKTEpHanbHOH Tepanu, 6,00 £12,25 4,26£18,28 1,60 £ 8,91 1,30 £7,16 <0,00001
OcHoBHble 6akTepuanbHble natorenbl, N (%): [uHamuka, %
* XpoHuyeckas uHdekuus P. aeruginosa 36 (18) 30 (15,38) 17 (9,95) 14 (7,3) -10,70
* IHTepMUTTMpYtoLas uHdekumsa P. aeruginosa 35 (17,67) 20 (10,25) 26 (13,51) 11 (6,16) -1,51
+ S. aureus 152 (76) 155 (79,48) 140 (75,67) 171 (89,52) +15,52
* MRSA 16 (8) 9 (4,61) 12 (6,48) 6 (3,14) -4,86
* XpOHU4ecKas WHehekumsa Bee 0(0) 3(1,53) 1(0,54) 0(0) -0,99
* Achromobacter spp. 6(3,03) 5 (2,56) 4(2,16) 1(0,52) -2,51

Mpumeqative: GBI - dyHkuma BHewHero AbixaHns; OOB, — obbem (hopcvposarHoro Beifoxa 3a 1-o cekyray; ®XEN — dopeuposanHas kuaHeHHas emkocTb nerkix; MRSA (Methicillin-resistant
S. aureus) — METULMNNUH-PeNCTEHTHBIA S. aureus; Bee - Burkholderia cepacia complex; nokasatenu cTatucTuyecky goctoepHsl npy p < 0,05 no kputepuio Kpackena-Yonnuca; * - 3Haummas
pasHua npu p < 0,00001 nokasaHa Mexay BCEMY rpynnamit CPaBHEHHS!; ** — ykasaHO YUCTIO NaLVIEHTOB, KOTOPBIM NPOBOAUNACH CMIMPOMETPHIS C Y4ETOM BO3PacTa 1 TeYeHMs 3aboneBaHus.

Note: The values are statistically significant at p < 0.05 according to the Kruskal - Wallis test; *, a significant difference at p < 0.00001 is shown between all comparison groups; **, the number of
patients who underwent spirometry is indicated, taking into account the age and the disease course.

IIKUX YXOI B IE€TCKOM U B3pOCJIOM lieHTpax, B — He Ha-
OJIIOIAIOIIMXCS B IETCKOM IIEHTPE, HO MOJTYYMBIIAM YXOJI
BO B3pocioM IieHTpe, C — He HAOIIOIABIINXCS B LIEH-
TpaX HM B IETCKOM, HU BO B3POCIIOM BO3pacTe) OBLIO
MokaszaHo yiaydlieHue GpyHkimu apixanus (p < 0,001)
U OLIEHKU peHTreHosiornyeckux aaHHuix (p < 0,001) y ne-
TeU U B3POCIIBIX, OJYYUBIIMX YXOJ B LIEHTPAaX BO BpeMs
BCETo Tepro1a HaOMIOIECHMS TI0 CPAaBHEHUIO C ITallMeHTa-
MU, HE MOJTy4YaloMMU [IOMOIIb B CIIeLIMAIM3MPOBAHHBIX
ueHTtpax [1]. bblio mokazaHo, 4YTO YacTblii MOHUTOPUHT
U JIEKapCTBEHHOE OOeCcIeYeHNe TaBajlo IMIPEeuMYIIeCTBO
B COCTOSTHUU JIETKUX TallEHTaM, TTOJyJaloIIiM YXOI
B CMeLIMATU3UPOBAHHBIX LIeHTpax [2, 3].

Tepanus CFTR-moaynsitopamu naet mpeuMyliecTsa
MalMeHTaM C YyBCTBUTEIEHBIMU TeHOTUITaMM. [1o pe3yinb-
TaTaMm IMPOBOAMMBIX B pa3HBIX CTpaHAX MCCICIOBAHUIX
nokazaHa 3((PEeKTUBHOCTh TapreTHOM Tepanuu. MHo-
TOLIEHTPOBOE TIJIalIe00-KOHTPOIMPYEMOe NCCIeT0BaHNE
111 da3sr ¢ yuactuem naumeHToB ¢ MB (n = 403; BO3-
pact — > 12 net) ¢ myrauueit F508del/BapuanT u Mu-
HuManbHo# dhyHkuueit 6enka CFTR mokasano npupoct
O®DB, na 13,8 % 110 cpaBHEHMIO C KOHTPOJILHOM TPYMIION
(p <0,001) uepes 24 Hen. Tepanuu [16]. OTMeUeHO TaK-
Ke yAy4IIeHNue HYyTPUTUBHOTO CTaTyca, PEeCIIUPaTOPHOM
(byHKIIMM, CHUKEHUE Yucia JHeW BHYTPUBEHHOI Tepa-
MUK, coKpalleHue yacToTel odbocTpeHuii [17]. Uccne-
nmoBaHus B P® mokazanm BIUSHUE TPEXKOMIIOHEHTHOM
Tepanuu IpernapaToM 3jiekcakadTop / TezakadTop / uBa-
kadtop (BDTHN) Ha pecniupaTopHyio (yHKIHMIO, TEUSHUE

3a00JIeBaHUS U €€ MPEUMYILLIECTBO Tepe IBOMHOI Tepa-
Tvei rpernaparom Jymakadrop / uBakadrop. [Tokazarenu
O®B, (Me (Q1;Q3), %, . ) naTepanuu AT yayuumnmcy
€ 73,5(60,5-82,1) 10 95,0 (65,3-107,0) %, (p <0,001),
B TO BpEMSI, KaK Ha IBOMHOM TepaIivu IIperapaTom JymMa-
KadTop / uBakaTOp MPUPOCT ObLT MEHEE 3HAUUMbBIM —
O®B, (Me (Q1; Q3), %, ) NOCTOBEPHO YBETUIUIICS
€ 63,5 (42,3—84,8) 10 72,0 (56,9—82,4) %, . (p <0,045)
[18]. ITpu pnutenbHoM nmpuMeHeHun DTU nmoaydyeHbI
CTaTUCTUYECKH 3HAYMMble M3MeHeHMsI TTokazaTeneil DBJI:
®XKEJ Bospocna ¢ 72,8 (+ 21,7) no 86,6 (+ 24,4) %
(p<0,001), OPB, —¢67,2(+21,7) 10 84,9 (£ 28,9) %, .
(p <0,001) [19]. JaHHBIX O BAUSIHUM TApTeTHOM Tepanmuu
Ha MUKPOOMOTY peCmMpaTOPHOTrO TpaKTa B JIUTEPaAType
HemocTaTouHo, HO B PD BemyTcs paOOTHI 11O M3YYEHUTO
JIUHAMUKU MUKPOOHOTO cTaryca naiueHToB ¢ MB. Ycra-
HOBJIeHO, uTO Ha (oHe Tepanuu CFTR-monynasatopamu
TIPOMCXOIUT HOpMaJIU3alusi paboThl XJIOPHOTO KaHaJja,
YTO TIPUBOIUT K PACIIMPEHUIO BUIOBOTO pa3HOOOPa3Hs
ouoTomna. DTo, B CBOIO OYepellb, SIBJsIETCS JabopaTop-
HBIM MPEAUKTOPOM CHUKEHUS YaCTOThl pecrupaTop-
HbIX 00ocTpeHuil [20]. B oTKpbITOM NPOCHEKTUBHOM
CPaBHUTEILHOM MCCIICIOBAHUM C ydacTheM neteii ¢ MB
(n = 46; Bo3pacTt — 2—17 n1eT) oLleHKa MUKPOOUOJIOTH -
YECKOT0 COCTaBa IbIXaTebHbIX ITyTei Ha cTapTe U yepe3
6 Mec. HaOJTIOJICHUST HE BbISIBUJIA CYIIIECTBEHHBIX pasiin-
YW1 B 9aCTOTE BBISIBIICHUS OTHEJIBHBIX TPYIIT OaKTepuit
B oOpasiax opodaprHTeaTbHOTO Ma3Ka MEX Iy TPYIIaMu
MaleHTOB, MOJYyYaBIIMX U HE MOIyYaBIIUX TapTeTHYIO

JIK.
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Tabauua 3

Pacnpocmpanennocms 0CHOBHbIX MUKPOOHBIX NAMO2EH08 U NOKa3ame.eli 300p06bs 0emell ¢ MyKoBUCUUO030M

6 Mockoeckoii o6aacmu no cpagruenuio c demckum Haceaenuem Ilenmpaavnozo ghedepaavrozo oxkpyea u Poccuiickoii
Deodepauuu no dannvim pecucmpa nauuenmos c myxosucuyuoozom Poccuiickoti Dedepauuu (2023); %

Table 3

Prevalence of major microbial pathogens and health indicators in children with cystic fibrosis in the Moscow region
compared to the pediatric population of the Central Federal District and the Russian Federation, according to the Russian
Federation Cystic Fibrosis Patient Registry for 2023; %

‘ MockoBckas obnactb (1) ‘ L0 (2) ‘ Poccuiickas ®epepaums (3)
Moka3atenb p
| (n=193) | (n =530) | (n=2031)
PacnpocTpaHeHHOCTb OCHOBHbIX MUKPOOHbIX natoreHoB*, %
P. aeruginosa:
P,_, <0,00001
* XpOHMYeckas 88 16,91 24,72 p,,=0,001731
P, =0,001472
p,_, = 0,020669
* peunanBMpytoWas 13,47 9,36 12,1 p,., =0,032101
p,,=0,747
p,_, <0,00001
MSSA 72,53 3417 66,1 P, =0,163642
P, 0,163642
P, = 0,054187
MRSA 6,21 3,62 53 P, =0,609982
p,_, 0,435765
p,,=0,7005
Bee 0,5 0,75 3N P, =0,02921
p,.,=0,001693
p,,=0,56
Achromobacter spp. 2,07 3,02 53 p,., =0,0002
p,,=0,034
Mokasarenn ®BI*, Me (Q1; Q3), %Am:
« OXEN 97 (88,5; 107,5) 88,0 (54; 104) 94,0 (82; 105) p,_, <0,00001
*+00B, 97 (86,75; 107,47) 87,75 (52; 103,5) 95,0 (87,7; 107) p,_, <0,00001

Mpumevanme: L0 - LientpanbHbiit deaepanbHbiit okpyr; MSSA (Methicillin-susceptible S. aureus) - MeTHLUANMH-4yBCTBUTENbHBIA 30M0TUCTBIN CTadunokokk; MRSA (Methicillin-resistant
S. aureus) — METULNAMH-PE3VCTEHTHBIA S. aureus; Bec — Burkholderia cepacia complex; B[] - dyHkuya BHeluHero Abixanys; O9B, — 06bem dopeiposarHoro Bbigoxa 3a 1-1o cekynpy; ®XEN -
(hopcupoBaHHas KU3HEHHaS EMKOCTb Nerkux; Me — MeayaHa; * — sHaueHwst CTaTUCTUYECKY JOCTOBEPHBI Mpy p < 0,05 kpuTepus X2 ** — 3HaueHIs CTatucTIYeckin 4OCTOBEpHSI My p < 0,05 kpuTe-

pus Kpackena-Yonnuca.

Note: *, values are statistically significant at p < 0.05 with y? test; **, values are statistically significant at p < 0.05 with Kruskal — Wallis test.

tepanuto [21]. [IpoaHanu3upoBaHbl JaHHbIE MALMEHTOB
ctapiue 18 et U3 HalMOHATBHOTO perucTpa 6oapHbIX M B
32 2021—-2023 rr. OTMe4eHO, YTO MUKPOOMOIOTUYECKUIA
MpOGWIb PeCIIMPATOPHOTO TPAKTa MAIIUEHTOB CTapIIe
18 neT He u3MeHMJICS B MEPBbIE roAbl JeueHus. JJomu-
HUPYIOIIMM ITaTOreHOM ocTaBajachk P. aeruginosa, yaiie
Bcero B popMe XpOHUUECKOTO MH(pUIMpoBaHud [22].

CrenyeTr OTMETUTh, YTO BO BCEX PETMOHAX CTPaHBI
tepanusi CFTR-monynsitopamu npumensiercs ¢ 2021 r.,
obecrieyeHMEe TTPONCXOOUT 3a cueT PoHma MOIIEPKKHA
JETel C TSKEJIBIMU KMU3HEYTPOXKAIOIUMK U XPOHUYE-
CKUMU 3a00JIeBAaHUSIMU, B T. 4. peAKUMHU (OpcaHHBIMM )
3abosieBaHus MU «Kpyr mobpa». TeM mokaszatenabHee
pe3yabrathl LeHTpa MB MO, rie 3a cuet opraHu3aluu
LIEHTpa 10 CTaHZapTaM HaWIyYIIeil TPaKTUKN BeIyIINX
1IeHTpOB EBPONBI TOCTUTHYTHI 3HAYUMBIC PE3YJIbTAThI
B MOKa3aTeJIsIX 310POBbsI NIETEH.

Bo mHorux pernonax P®D Her opraHM30BaHHOM 110-
MoIlIM nmauueHTaM ¢ MB — HeT opraHM30BaHHOTO AMHAa-
MHWYECKOTO HAOIIONCHNYS, MAllMeHTHI TIPUXOAAT Ha TIPHU-
€M JIUIIb TIPU YXYIIIEHUN COCTOSIHUSI, OOOCTPEHUH, HET
aMOyJJaTOPHBIX MTPMEMOB M OPraHU30BAaHHOTO THEBHOTO
cTauuoHapa, €T HEOOOCHOBAHHO TOCTIUTATU3UPYIOTCS
JUISI AMaTHOCTUKU 3a00JieBaHusl, obcienoBaHuii, odop-
MJICHUST MHBAJIMIHOCTHU, BHECEHUS] U3MECHEHUI B MHIU-
BUIIyaJIbHYIO MIPOrpaMMy peadWINTali U aOWIMTaLIUK.
B HekoTOpBIX cTallMOHApaX U KJIIMHUKO-AUArHOCTUUECKUX
LIEHTpaxX He ITPOBOAUTCS pa3neICHNs IIOTOKOB MAIllUEHTOB
B 3aBUCMMOCTHU OT MMKPOOHOTO CTaTyca, He OpraHM30BaH
peryJsipHbIii MUKPOOUOJIOTUYECKUIA KOHTPOJIb B pede-
PEHCHBIX J1abopaTopusiX, HEKOTOPbIE MAllMeHThl HE UMEIOT
pe3yJIbTaTOB MUKPOOMOJIOTHIECKOTO aHaIn3a B TeUCHUE
ITUTEIIBHOTO BpeMeH!. Bo MHOTMX pernoHax maieHTam
HEIOCTYIHBI KOHCYJIbTAIIMM KUHE3UTeparieBTa, TMeToora.
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CoOstofgeHue CTaHAapTOB OKa3aHUS MEIUILIMHCKOM
TTOMOIIIM MarmeHTaM ¢ M B mipu opraHM30BaHHOM JIMHA -
MHWYECKOM HAOMIOACHUHU, PETYISIPHOM MUKPOOUOJIOTH -
YeCKOM MOHUTOPUHTE B peepeHCHBIX J1a00OpaTOPHUSIX,
coOJIroaeHUM Mep MPO(PUIAKTUKY MEPEKPECTHOTO UH-
(bupoBaHuUs MoKa3auo MOJOXKUTEIbHYIO TUHAMUKY
B OCHOBHBIX ITOKa3aTeNIsIX 3M0POBhs MallieHTOB ¢ M B,
npoxuBamomux B MO, B nepuox 2021—2024 rr. Otmeue-
HO yJIy4yllleHue MUKPOOUOJIOTUYECKOTO CTaTyca MalueH-
TOB, CHIKEHME YMCiIa 000CTPEHU I, YMEHbIIIEHUE YUCIa
IHEi BHYTPUBEHHOM TepaIlliyl ¥ TOCTIUTATIU3AIINNA, YITyd-
meHue (yHKIUU PeCITUPATOPHOTO TpaKTa. 3a 3-JIeTHUIA
nepuon (2021—2024) cpenu aeteit ¢ MB, nmpoxuBaommx
B MO, Ha 10,7 % cHU3UIOCH YMCIIO MH(OUITMPOBAHHBIX
P. aeruginosa (¢ 18 no 8,8 %), uTo MeHbIIIe eBpOIIeii-
CKUX ITOKa3aTeseil (1o JaHHBIM €BPOIIeICKOTO perucTpa
(2023) mauueHToB ¢ MB unciio nui AeTCKOro Bo3pacrta
¢ XxpoHuueckou P, aeruginosa cocrapnusiet 8,1 %) u B PO
(110 maHHBIM peTucTpa nmanueHToB ¢ MB B PO (2023),
YUCJI0 XPOHUYECKN MHOUIIMPOBAHHBIX I€TEH COCTABIISIET
24,3 %).

Ha coHe ycrienHpIx cerperallmoHHbBIX ¥ 3paguKaliy-
OHHBIX Meporipustuit B 2024 r. B MO yBeIMYCHMS 9M-
ca nIl, MHPUIIMPOBAHHBIX Bce, HE BBISIBICHO, TaKXKe
CHU3UWJIOCH YUCJI0 MHOULUMPOBAHHBIX Achromobacter spp.
[Tpu 3TOM OTMEUeHa BaXXHOCTb PETYISIPHOTO MUKPOOMO-
JIOTMYECKOTO MOHUTOPUHTA M aHTHOAKTE pUATBHOI Tepa-
MUY C YYETOM MUKPOOMOJIOTHYECKOTO CTaTyca MmalreHTa
U YyBCTBUTEIBLHOCTU MUKpodaopbl. Heodxoanmo n3oe-
raTh HEHYXXHBIX TOCTTUTAIU3ALININ C LIETbI0 MUHUMU3ALIN
pYICKa IPUCOSAMHEHNST HO30KOMHAIBHOM (DITOPHI, HYKHA
TaKXe OpraHu3aIus aMoyIaTOPHOTO TMHAMUIECKOTO Ha-
OroneHus.

3akntoueHme

Taxkum 00pa3oMm, BBISIBJICHbBI CYLLIECTBEHHbIC PA3IUUMSI OC-
HOBHBIX TTOKa3aTejIeii TeueHUsT 3a00JIeBaHU Y MAIlUEHTOB
¢ MB mipu pazHOM ypOBHE OKa3aHUS MEIUIIMHCKOM IT0-
moiuu. [Tpu HaGoaeHuu 3a naureHTamMu ¢ MB B crieniu-
aJTM3UPOBAHHBIX LIEHTPaX IMOKa3aHbI JIyUIle Pe3yabTaThl
10 CPaBHEHMIO C JINIIaMU, KOTOPbIE He HAOJTIOOAIOTCST pe-
TYJISIPHO U HE UMEIOT BO3MOXKHOCTH ITOCTOSTHHOTO MUKPO-
ouonornyeckoro moHuropunra. Heobxonmumo cosganue
eHTpoB MB 1o MexxayHapoaHbIM CTaHaapTaM BO BCeX
pernoHax P®.
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