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Pesiome

MyxkoBucuuno3 (MB) — 310 ayrocoMHO-peLiecciBHOE HAacIeACTBEHHOE 3a00IeBaHue, 00YCIOBIEHHOE MaTOreHHBIMU BApUaHTAMU HYKJICOTUIHOM
MOCJIe0BaTEIbHOCTU TeHa TpaHCMeMOpaHHOTO peryisTopa nposoauMocti MB (CFTR). Heob6xonMMOCTh KOMITIEKCHOTO TOAX0Ma K Teparuu
MB omnpenensieTcst MOJIMOPTaHHBIM XapaKTepoM MopaxeHust. Han6onee achdHeKTMBHON MOIETbI0 OKa3aHHMsI MEIMIIMHCKOM MTOMOIIY TallieHTaM
¢ MB npu3sHaHa opraHu3aius creuraiu3upoBaHHbIX 1IeHTpoB MB. Ilenbto nccinenoBaHus siBuIach olieHKa 3(h(OEeKTUBHOCTU OKa3aHUsl Crielna-
JIN3UPOBAHHOW MEIUIIMHCKOU oMoy 601bHbIM M B B ycnoBusix [leTckoro mieHTpa MyKoBuciao3a Omckoii oonactu (ILIMB Owmckoii 0611.)
B 2011—2023 rr. Matepuajbl u MeToabl. [1poBeeH cpaBHUTENbHbBIN aHanu3 aAesteabHocTr JILIMB no nanHeiM HanmoHanbHOTO perucrpa 60Jib-
HbIX MB (2011) 1 MeAUIIMHCKOI JOKYMEHTAIIMU MAILIUEHTOB, COCTOSIBILIMX Ha AUcaHcepHOM yueTe B 2023 r. Pe3yabrarbl. OTMEUEHO MOBBIILICHUE
cpenHero Bospacra HaOmonasimxcs B JJLIMB nereit ¢ 7,1 no 10,4 roga (kpurepuit ManHa—Yurtuu; p = 0,004). B 2023 r. auarHoctuka MB
OCYIIECTBIISIETCS] TIPEUMYIIIECTBEHHO MOCPEACTBOM HEOHATalbHOro cKpuHuHra (kpurepuit @umepa; p = 0,000). 11 KIMHAYECKONW KapTUHBI
XapakTepHO TOMUHUPOBaHUE cMmelnaHHoi dhopmbl MB. Unentudunuposansr 100 % mnatonoruueckux ajieneil, auieinbHas yacrota F508del
cocrasisieT 57,8—58,9 %, npu 3TOM OTMEYEHO MpeodagaHue «TSKEIbIX» TEHOTUITOB. Y CTAHOBJIEHO TaKXKe 3HAUYMTEIbHOE COKpAIlEHHE ClTyJyaen
xpoHundeckoii nHbekmn Pseudomonas aeruginosa (xputepuit @uiiepa; p = 0,002) 3a cueT ONTUMU3ALUU CXEM aHTUOAKTEPUATHHON Tepanuu,
CTPOTOTO COOJIONECHNUST CAHUTAPHO-3IMUAEMUOJIOTHUECKOTO PEXMUMa, UCITOJb30BaHUS CTallMOHap-3amMemaromux texHororuid. C 2021 . B jgeve-
HUU 601bHBIX puMeHstoTcss CFTR-MoaynaTopsl, Mpy 3ToM HanboJIbIas KIMHUYecKas 3(pGEeKTUBHOCTh OTMEUEHA MPY Ha3HAYCHUN TPOMHOM
KOMOUWHaImu ajekcakabTop / TeakadTop / nBakadTop + uBakadrop. K 180-my gHi0 Tepanuu 06beM GOPCUPOBAHHOTO BbIIOXA 32 1-10 CEKYHIY
y neteii nosbicuiicst ¢ 63,3 o 84,2 % (xpurepuii Yuikokcona; p = 0,001), Ha 33 MMOJIb / JT CHU3WIMCH XJIOPUIBI 1TOTa (KPUTEPUI YUIKOKCOHA;
p=0,0001). Pesynbratst padotsr JLIMB B 2011—2023 rT. SIBASIIOTCS CEACTBUEM COBEPILIEHCTBOBAHUS ITOIXOI0B K OKA3aHUIO CIIEIIUAIN3UPOBAH-
HOI MeaMIIMHCKOM oMoy npu MB. 3akmouenue. [Tpu co3naHnu MHOTONPOMUIBHON KOMaHIIbI IS JIeueHUs1 001bHBIX MB oTMeueHo 3Hauu-
TEJIbHOE MOBBILLIEHWE YPOBHS OKa3bIBAEMOI MOMOLLHU U YJIyYIIEeHUE Ka4eCTBa XU3HU MaLIMEHTOB.

KnroueBsie cioBa: MykoBuciunos, CFTR, MOIyISITOpbI TPaHCMEMOPAHHOTO PETYJIsITOPa MYKOBUCITUI03a, TApTeTHAs Tepartus.
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Abstract

Cystic fibrosis is an autosomal recessive disease caused by pathogenic variants in the nucleotide sequence of the cystic fibrosis transmembrane
conductance regulator (CFTR) gene. As the disease affects multiple organs, an integrated approach to the treatment is essential. The most effective
model of providing medical care to patients with cystic fibrosis is the organization of specialized centers. Aim. To assess the effectiveness of
specialized medical care for patients with cystic fibrosis in the Children’s Center for Cystic Fibrosis from 2011 to 2023. Methods. A comparative
analysis of the Center’s activities was carried out using the National Register of Cystic Fibrosis Patients for 2011 and the medical records of patients
registered for follow-up in 2023. Results. The average age of the children followed at the Center increased from 7.1 to 10.4 years (Mann — Whitney;
p=10.004). In 2023, cystic fibrosis was diagnosed primarily through newborn screening (Fisher; p = 0.000). The most common clinical picture was
the mixed form of cystic fibrosis. 100% of pathological alleles were identified, the frequency of the F508del allele was 57.8 — 58.9%. A predominance
of “severe” genotypes was noted. The incidence of chronic infection with P. aeruginosa decreased significantly (Fisher; p = 0.002) due to the
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optimization of antibacterial treatment regimens, strict adherence to the sanitary and epidemiological regulations, and the use of hospital-
replacement technologies. CFTR modulators have been used in patient care since 2021. The greatest clinical efficacy was observed with the use of
elexacaftor/tezacaftor/ivacaftor + ivacaftor. By the 180" day of use in children, forced expiratory volume in 1 second improved from 63.3% to 84.2%
(Wilcoxon; p = 0.001), and sweat chlorides decreased by 33 mmol/1 (Wilcoxon; p = 0.0001). The results of the Center’s work in 2011 — 2023 are
a consequence of improved approaches to specialized medical care for cystic fibrosis. Conclusion. The creation of a multidisciplinary team for the

treatment of patients with cystic fibrosis can significantly increase the level of care and improve the quality of life of patients.
Key words: cystic fibrosis, CFTR, cystic fibrosis transmembrane regulator modulators, targeted therapy.
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MykoBucuuao3 (MB) — 370 ayTocOMHO-pelieCCUBHOE
HacJieICTBEHHOE 3a00JIeBaHue, XapaKTepru3yeMoe rnopa-
JKeHUEM BCeX SK30KPHMHHBIX keje3 [1]. 3a pa3surue 60-
JIE3HU OTBEYAIOT > 2 ThIC. TATOTEHHBIX BAPUAHTOB HYKJIe-
OTUIHON MOCIeA0BaTebHOCTH I'eHa TpaHCMEeMOpPaHHOTO
peryasropa nposoaumoct MB (CFTR) [1]. CnenctBueM
TeHETUYECKOTO Ae(eKTa IBISIIOTCSI TUCHYHKIINNA pa3-
JIMYHOM CTENeHN (DOPMUPYIOIIETO XJIOPHbBII KaHa 0eJl-
ka CFTR, Bkiioyas HapyllleHUe CUHTe3a MPOTerHa, ero
donmauHTa, IepeHoca, akKTUBALIMKA WM CTAaOMIIBHOCTH.
JanHble meeKTH IPUBOIAT K HAPYIICHUIO TPAHCIIOPTa
HMOHOB XJIOpa uyepe3 alnKaJlbHYI0 MeMOpaHy KJIETOK 3K-
30KPUHHBIX XeJIe3, UTO BbI3bIBAET aHOMAJIbHOE CTYILIEHUE
ux cexpera. /st MB xapakTepHo mojuMopraHHoe nopa-
JKEHHE ¢ TIPSUMYIIEeCTBEHHBIM BOBJICUCHUEM peCcIipa-
TOPHOM Y MUILIEBAPUTEIbHON CUCTEM, OIPEACISIIONIEe
KOMILIEKCHBI MOAX0 K Tepanuu 3adoneBanus. Hau-
bosiee a(pPpeKTUBHON MOAEIBIO OKa3aHUSI MEAULIMHCKOMN
ITOMOIIX TTaiieHTaM ¢ M B mmpu3HaHa opraHU3aLmus cIie-
IUAJIM3UPOBAHHBIX [IEHTPOB, AEHCTBYIOIINX C YYETOM
aAKTyaJIbHbIX KJIMHUYECKUX MTPOTOKOJIOB [1, 2].

JeTckuit ueHTp MykKoBucuuao3za OMckoit obiacTu
(ALIMB Owmckoii 06J1.) co3nad Ha 6a3e MmyJTbMOHOJIOTH-
YeCKOro OTAe/IeHUsI BIomKeTHOTO yupeXXneHusl 3MpaBo-
oxpaHeHus OMckoii obnactu «O06macTHas AeTCKas KJIu-
Huueckas 6onpHuLa» (BY300 «OIKb») no npukasy
Ne 128 ot 12.09.95 I'maBHOTO yIipaBIeHUS 30paBOOXpaHe-
Hust OMckoit oomact. OCHOBHOM 3agaueii NessTeIbHOCTH
JIIMB siBnsieTcst co3maHue YCJIOBUI IJ1s1 KaueCTBEHHOM
MEeIULIMHCKOI moMolu 601sHbIM M B, cooTBeTCTBYIO1LIEH
COBpPEMEHHBIM JOCTIKCHUSIM HAyKHU 1 TIPAKTUKU.

Pa6ora JILIMB Omckoii 00J1. CTpPOUTCS TI0 TIPUHLIUITY
BeleHUsT OOJIbHBIX OpUTragoii CreraarucToB, MPOIIe/I-
XX ITOATOTOBKY IT0 OKa3aHWIO MEIUIIMHCKOM TTOMOIIN
npu MB. B cBoeit nesitenbHoctr JILIMB TecHo B3aumo-
IEUCTBYET ¢ MEIULIMHCKUMHM OpTaHU3AlMSIMU PETrUOHa.
[lepBuyHas MeauKO-caHUTapHasi TOMOIIL 00JbHbIM MB
OKa3bIBAETCS CIICIUAINCTAMI aMOYyIaTOPHO-TTOTMKITNHHU-
YeCKUX yupexkneHuii. CBoeBpeMeHHOE BBISIBIICHUE IeTei
¢ nogo3peHruem Ha MB u ux HanpaBneHue B JILIMB s
o0cienoBaHus obecrneuynBaeTCs crienuaiuctamu Me-
nuKo-reHeTuueckoi koHcyabrauuss bY300 «OJAKb»
(Omck). Hayunoe pykoBoactso A1IMB ocymiecrsisiercst
Kacdenpoii TocUTaNIbHON MEANATPUU C KYPCOM TOTIOTHU -
TEJIbHOTO MpodeccuoHaIbHOro oopa3oBaHust Denepalib-

HOTO rocyIapCTBEHHOIO 0I0IXKETHOT0 00pa30BaTEILHOTO
yUpexXIeHUs BhICIIero oopa3oBaHust «OMCKU rocynap-
CTBEHHBI MEAULIMHCKUI YHUBEpPCUTET> MUHUCTEPCTBA
3npaBooxpaHeHus Poccuiickoit Menepanmu. 3a obecrie-
YeHUe XU3HEHHO BaXKHBIMU MEIUKAMEHTAMMU LTSI CTalluO-
HapHOTro ¥ aMOYJIaTOPHOIO 3TaIoB JieueHUs1 00JbHbIX M B
otBevaeT ['ocymapctBeHHOe OMCKOE OITOBO-PO3HUYHOE
Mpou3BoACTBeHHOE npearnpusitue «Dapmanus». B moaxo-
JIe K BeIEHUIO MallMEHTOB pealu3yeTcsl IPeeMCTBEHHOCTh
MEXIY AETCKUM M B3POCIBIM IIeHTpaMu M B; B3pociibrit
neHTp MB dyHKIMoHUpyeT Ha 6a3e bromkeTHOro yupex-
neHus 3npaBooxpaHeHnst OMckoii oonactn «KnmHuue-
CKUII MEIUKO-XUPYPTUUeCcKuil LieHTp MUuHUCTEpPCTBA
3apaBooxpaHeHust OMckoii oonactu» ¢ 2010 r.

C 2011 r. meaTpsl MB B OMcKoOI1 06J1aCTH IPUHM -
MaloT yyacTHe B COCTaBJIIeHUU HalnmoHambHOTO peru-
ctpa 6oabHBIX MB [3]. luHamMuKa KayecTBa OKa3zaHUs
MEIUIIMHCKOM ITOMOIIM TTallieHTaM JaHHON KaTeropun
OLICHUBAETCS IO Pe3yJIbTaTaM aHaJIM3a IPeICTaBIeHHBIX
B PETUCTPE CBEACHUMA.

Llenbio uccnenoBaHus siBujach oleHKa 3¢ GheKTUB-
HOCTM OKa3aHUsI CrielMaau3upoOBaHHON MEAUIIMHCKOM
oMoy 601sHBIM M B B yenoBusax JILIM B Omckoii 0671
32 2011-2023 rT.

MaTepMan bl U MeTOAbI

IIpoBeneH cpaBHUTENbHBIM aHanu3 gaHHbIX Hamuo-
HaJbHOTO peructpa 60abHBIX MB (mo Omckoii o61acth)
3a 2011 r. ¥ MEAULIMHCKON JOKYMEHTAlUU MallMeHTOB,
HaomomaeMbIx B JILIMB OMmckoii 0611. Ha KoHelr 2023 T.

JncnaHcepu3aliys MarueHTOB OCYIIECTBISIACh B CO-
OTBETCTBUU C TPEOOBAHUSIMU IEHCTBYIOIINX KIMHUYECKUX
pexoMmeHaanuit 1 HaunmoHanbHOTro KOHceHcyca [1, 4].
JleTu mpuriaamaiich Ha obcienoBaHue He pexe 1 pasza
B KBapTajl B (hpopMaTe OMHOTHEBHOTO CTalioHapa. J1jst cu-
creMarusaluy JaHHbIX crienraauctamu JJ1LIMB Omckoit
00J1. pa3paboTaHbl UHAMBUAYaIbHbIE KaPThl HAOIIOAEHMS,
B KOTOPBIX YUUTBIBAIUCH OCOOCHHOCTH KIIMHUYIECKOTO
obcnenoBaHust 6oabHBIX MB. Bo BpeMst qucrnaHcepHoOro
ITHS1 peOEHOK OCMaTpUBaJICs JieyallliM BpauoM, ITPOBOIM -
JINCH OLIEHKA (DU3MIECKOTO PA3BUTHS Y aHAJIN3 THEBHM -
Ka TIUTaHUS ¢ KOPPEKIINEH TUEThI IIPY HEOOXOTUMOCTH.
Bo BpeMsT Kaxkmoro BU3MTa OCYIIECTBIISUICS KOHTPOJIb Hall
Ka4eCTBOM MPOBENEHUsI UHTAISIIIMOHHON U KUHE3UOTe-
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pamnuu ¢ UCIOJb30BaHUEM AbIXaTeJbHbBIX TPEHAXKEPOB.
ITpu nuHAMUYECKOM OCMOTpE B 00s13aTe/IbHOM MOPSIAKE
BBITIOJTHSUTMCH OO 1 OMOXUMHWUYECKUI aHAJIN3 KPOBH,
KoaryyiorpaMmma, CIiupoMeTpusi (¢ 5 1eT), MUKpOOMOJIOTH -
YeCKOe UCCeI0BaHNE MOKPOTHI U Ha30(apUHTeaIbHOTO
Ma3zKa, KOITPOJIOTMYECKOe UCCIIeI0BaHKE C OIpeieIeHueM
HEUTPaJIbHOTO 3K1Pa, KOHCYIbTALINH Y3KHX CIICIIUAINCTOB
IIpY HEOOXOAMMOCTHU. EXXeromHo mpoBonuiInch opaib-
HBII TJI0KO30TOJIEpaHTHBIN TecT, onpeneaeHue 25-OH
ButaMrHa D B KpoBU, 3XoKapauorpadus cepaua, yib-
TPa3BYKOBOE MCCIIeIOBAaHNE OPraHOB OPIOIIHOM TTOIOCTH,
MYJIbTUCTIMPATIbHASI KOMITBIOTEpHAst TOMOTpadusi OpraHOB
TPYAHOM KJIETKHU U TMa3yX HOcCa.

Craructryeckast o00paboTKa pe3ybTaToB OCYIIECTB-
Jgmack B mporpamme Statistica 10.0 ¢ vicriob30BaHUEM
METOJOB HerapaMeTpruueckoi craTucTuku. Kpurnueckuii
YPOBEHb 3HAYMMOCTHU p MMpUHUMacs paBHbIM 0,05.

Pesynbrathl

B 2011 r. mox HabmonenueMm J1LIMB Omckoii 061. Ha-
xoauauch 33 pedbeHka. 3a mpouueaye 12 getT poauanch
26 neteit, BO B3pocCblii HeHTp MB BbIObLIM 15 MaLUeHTOB,
5 6onbHBIX yMepau. Takum odbpasom, B 2023 1. B ILIMB
Ha y4yeTe COCTOsUIM 39 malueHTOB.

OTMedeHO MOBHIIIEHWE CPEIHEro Bo3pacTa HabJio-
nmapmmxes B ILIMB geteit ¢ 7,1 mo 10,4 net (kputepuii
Manna—Yuthu; p =0,004). UmeBmeecs 8 2011 r. mpeo-
OnagaHue 0OJIBHBIX JOIIKOJBHOTO BO3pacTa CMEHUIOCh
JTOMWHHUPOBAHWEM IIKOJIBHUKOB (Kputepuii duiepa;
p =0,017; puc. 1).

OTMeUYeH CTaTUCTUYECKU HE3HAUYMMBIN POCT YAETbHO-
r'o Beca COBEPIIEHHOJETHHUX MauueHToB — ¢ 9 (21,43 %)
1o 23 (37,1 %) (xputepuit @uiepa; p =0,129).

CoOTHOIIIEHNE JIUI KEHCKOTO M MYKCKOTO I10J1a
HE MpeTepIiesio U3MEHEHUI: Cpenu MearuaTpuIecKuX
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6onbHbIX OMCKOIT obsacTu mpeobiaagalT AeBOYKU
(51,5% — 82011 1.153,8 % — B 2023 1.).

ITo coctositnuio Ha 2023 r. OCHOBHBIM METOIOM JIMAar-
HOCTUMKMU SIBJISLIOCH BhIsiBIeHMEe M B nmocpeacTBoMm HeoHa-
TaJbHOTO CKpUHUHTA, OJ1arogapst KOTOPOMY IMAarHo3 ObLT
yctaHoBnieH y 31 (79,5 %) naumentos. B 8 (20,5 %) cnyuasix
000CHOBaHME IMArHO3a OIMUPAJTIOCh HA JaHHBIC KIIMHIYC-
CKOIT KapTWHBI, BKJII0Yast 4 MJIaIeHIIEB ¢ JJOXKHOOTPUIIA-
TEJbHBIMU YPOBHSIMU UMMYHOPEAKTUBHOTO TPUIICHHA.
B 2011 r. HaGmonanack AMaMeTPaaTbHO MPOTHUBOMOJIOXKHAS
CUTYaLMS: TTIOCPEICTBOM HEOHATAIEHOTO CKPMHIHT'A BHISIB-
nensbl 10 (30,3 %) nereii (kpurepuii @uiepa; p = 0,000).

Jng JLMB Omckoit 0071, xapakTepeH BbICOKMIA 0X-
BaT MalMEeHTOB e HETUYECKON TMarHoCcTUKoi — 96,9 %
(2011) m 100,0 % (2023). Tlo cocrosinuto Ha 2011 r. mpu
paciMpeHHOM TToMcKe JyacThiXx mytauuii B rene CFTR
(Mocksa, Cankr-ITetepOypr) kak 1-M atare ucciaeno-
BaHUsI BBISIBIIEHO 55 (85,9 %) matonornyeckux ajieseid.
IMoctenernHo ¢ 2015 T. METOIOM BHICOKOITPON3BOINTEITb-
Horo cekBeHMpoBaHUs (MockBa, TOMCK) yCTaHOBIIEHBI
reHoturnsl 11 gereit. Takum o6pa3zoM, K KoHity 2023 . Bce
78 anneneit ObUIM UAEHTU(GUIIUPOBAHHBI (TA0. 1).

3a M3yyaeMbIi TIEpHO B KIMHUIESCKON KapTUHE
YCTOMYMBO MpeBajaupoBaia cMelanHas ¢opma MB —
ot 100 (2011) mo 94,9 % (2023) cayuaes. JlerouHas op-
Ma OblJ1a HeXapaKTepHa TS maneHToB OMCKOTOo peruo-
Ha — cOXpaHHas 3K30KpUHHasI (DYHKIIVSI TTOMKEITyT0IHON
JKeJie3bl BhIsiBIIeHa TOJbKO Y 2 (5,1 %) merteii, KoTopbie
00XxoauInCh 0e3 3aMeCTUTEIBLHON Tepanuy MaHKpeaTH -
YeCKUMU (PepMEeHTaMMU.

CrpyKTypa oclioxXHeHU TTpu MB 0bl1a 1OCTaTOYHO
TUIIMYHOM (pHc. 2), 3a MCKIIOYCHUEM 3HAUYNUTEIHLHOTO
qycia ciaydyaeB alJIepruyeckoro 6poHX0JIeroyHoro ac-
nepruwiesa B 2011 r. (kpurepuit @uinepa; p = 0,039).

BakrepuaabHBIIT MOHUTOPUHT MOKPOTHI M Hazoda-
PUMHTEaIbHOTO Ma3Ka IPOBOAMIICS B 00sI13aTeJIbBHOM I10-
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Figure 1. Distribution of patients at
the Omsk region Children’s cystic fi-
brosis center by age in 2011 and 2023
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Tabauua 1
Ienemuuecxue eéapuanmot cena CFIR y demeii ¢ mykosucyudozom (Omckas o6aacms)
Table 1
Genetic variants of the CFTR gene in children with cystic fibrosis (Omsk Region)
2011, | 2023,
Ne
annenb % ‘ annenb ‘ %
1 F508del 57,8 F508del 58,9
2 CFTRdele2,3 (21kb) 10,9 CFTRdele2,3 (21kb) 11,5
3 G542X 78 G542X 39
4 2184insA 6,3 2184insA, N1303K, E92K, W1310X, 711+5G>A, R334W Mo 2,6 kaxAabIi
5 2143delT, N1303K Mo 1,6 kaxabIi 2143delT, 4015delA, 2789+5G>A, L138ins, L732X, ¢.1301C>G, R1066C, R347P Mo 1,3 kaxabii

Ocreonopos (p =0,119)

Linppo3 nevenn (p = 0,497)

HapyLwenue TonepaHTHOCTH K rntoko3e (p = 0,119)

Monuno3 Hoca (p = 1,000)

Cuxppom ncespo-baprrepa (p = 0,208)

Annepruyeckuii 6poHxoneroyHblit acneprunnes (p = 0,039)

CvHAPOM ANCTanbHON MHTEPCTUHaNBLHOI o6CTpyKuwK (p = 0,119)

MekoHuanbHbI uneyc (p = 1,000)

o

Puc. 2. OcioxHeHust y 601bHbIX MyKoBUCUMA030M B 2011 1 2023 rr.
Figure 2. Complications of cystic fibrosis in 2011 and 2023

psinke y Bcex 6osibHbIX MB 1 pa3 B 3 mec. [1]. Haubonee
4acTo BbIAEASIEMbIMU MaTOTeHaMu ObLIU Staphylococcus
aureus u Pseudomonas aeruginosa (puc. 3). B nmHaMmKe
OTMEUYEHO 3HAYNTEJIbHOE COKpAIlleHUE CIIyJyaeB XpOHU-
yeckoit uHbekuu P. aeruginosa (xputepuii @uiepa;
p =0,002), ycTaHOBJIEH TPEH/I HA YJIy4llIeHUEe TUAarHOCTU -
KU METULWIINH-YCTONIMBEIX INTAMMOB S. aureus (Meth-
icillin-resistant Staphylococcus aureus — MRSA).
VaydiieHre KOHTPOJISI HaJl XpPOHUYECKOM CUHETHOM -
HOW MHGEKIMEeH TOCTUTHYTO B T. 4. 32 CYET MOBBIIICHUS
JIOCTYITHOCTH PETYJISIPHBIX KYPCOB MHTAIIIIMOHHOM aHTH -
bakTepuanbHoil Tepanuu. B 2011 r. ToOpamMuiinH Ha3Ha-
yeH 11 (33,3 %) 60sbHBIM, K 2023 T. UX YKCIIO BO3POCTIO
10 24 (64,5 %) (xputepuit @uinepa; p =0,020), mpu 3TOM
11 (28 %) nanmeHTaM ¢ pe3UCTEHTHON XPOHUYECKOW MH-
dbexumeit P. aeruginosa n / inu BeiIceBoM Achromobacter
Spp. Ha3HAYAJIMCh MHTAISIIUU KOJMCTUMETaTa HaTpusl.
HenocrtatouHnoe obecrnieuenue B 2011 r. uHransguu-
OHHBIM TOOPAMUIIMHOM CIIYKMJIO KOCBEHHOM TTPUIMHOMN
BBICOKOI TTOTPEOHOCTH OOJIBHBIX B KypcaX BHYTPMBEHHOM
aHTrOaKTepuanbHOi Teparun — 32 (96,9 %) nauueHTa.
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[ToBbllIeHWE TOCTYIMTHOCTU UHTAISLIMOHHBIX aHTUOAK-
TepUaIbHBIX TIPEeNapaToB MOBJIEKIIO 32 cO0OIi coKpallie-
HHEe 00BEMOB BHYTPUBEHHOTO BBEICHMS TIPEIIapaToB (10
15 (38,5 %) nmauumenrtoB B 2023 r.) (kputepuii @uiiiepa;
p =0,000).

C nepeopueHTalMeil Ha cTallMOHap-3aMelialme
texHonornu B JILIMB Owmckoit 00J1. HapaboTaH OIIBIT
MPOBeAeHUS BHYTPUBEHHOM aHTHOAKTepUaJbHOM Tepa-
nuu Ha nomy. [lepBoe ycrenHoe npuMeHeH e TapeHTe-
PaJTbHBIX aHTHOAKTEPUATIEHBIX TTPEITapaToB B JOMAITHUX
ycnoBusix coctosioch B 2018 1. y 3 martuenTos, B 2023 r.
MPOLEIYPY MOIYyYMIN 9 AaLUEeHTOB (6 U3 HUX — MaJIbyu-
KU; cpeaHuii Bo3pact — 12,8 rona).

Bce netu ctpananu cmerianHoi popmoii MB. Y 7 60s1b-
HBIX BBISIBJICHA XpOoHWYecKast uHGpeKkuus P. aeruginosa,
y 2 ieTeil BBICEB HOCUJT MTHTEPMUTTUPYIOIINIA XapaKTep.

IlepBoe BBeneHue mpernapara 00s13aTeIbHO OCYIECTB-
JISJIOCH B YCJIOBUSIX OJIHOAHEBHOTO CTAllOHApa C TIpeIBa-
PUTEILHBIM OCMOTPOM IMalleHTa crieanucToM. Ilamm-
€HTBI ¥ X POIMTEIN UMEIU BO3MOKHOCTh KaK TUCTaHIIN -
OHHOM, TaK ¥ OYHOM KOHCYJIbTALIUU C JIEYAIUM BPAYOM.
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Hety6epkyneaHbie MukoGaktepum (p = 1,000)

Stenotrophomonas maltophilia (p = 1,000)

Achromobacter spp. (p = 0,013)

Pseudomonas aeruginosa (MHTepMuTTMPYHOWMIA BbiceB) (p = 0,288)

Pseudomonas aeruginosa (xponnyeckuit Boices) (p = 0,002)

Staphylococcus aureus (MRSA) (p = 0,058)

Staphylococcus aureus (xpoHuyeckuit Boices) (p = 0,792)
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Puc. 3. Mukpo6uonornyeckuii mpoduiib y 60JbHbIX MyKoBUCLIMI030M B 2011 1 2023 rr.
[Mpumeuanue: MRSA (Methicillin-resistant Staphylococcus aureus) — METUIIVIITMH-YCTOMYMBBIC IITAMMBI S. aureus.

Figure 3. Microbiological profile of cystic fibrosis patients in 2011 and 2023

OcMOTp Bpaya ¥ MEAULIMHCKOM CeCcTphl ITpoBoaucs 1 pa3
B 7—10 nHeii.

Ha doHe ieueHrst B JOMaIIHUX YCJIOBUSX 000CTPEHMST
JIETOYHOTO CMHAPOMA OTCYTCTBOBAJIMU, Z-SCOre MHIEKCA
Maccol Tena (MMT) yBemmawiicst Ha 0,11 (kputepuii Yu-
KokcoHa; p =0,575). CtabuibHOE COCTOSIHUE TALIMEHTOB
TTOATBEPKIEHBI Pe3yJbTaTaMu J1abopaTOPHBIX UCCIIEI0-
BaHUM:

*  CpeoHUIi ypOBEHb JIEUMKOLUTOB cocTaBui 6,8 X 10°/ 11;
C-peaktuBHbIi 6eok — 0,12 mr / w1 (Hopma — < 1,0).
OTMeueHa TakKe TeHIEHIIUS K YTy4dIlIeHI0 MUKPOOMOJIO-
rugeckoro npoduisa (kputepuit @uiepa; p =0,057):
TpaHchopMaIsl XpOHUUECKOI CUHETHOIHOI MH(peK-
LIMU B UHTEPMUTTUPYIOLLYIO (1 = 4);

MoJjiHas anuMuHaius P. aeruginosa (n = 3);
CHUDKEHUE BblIeIeHUs Bo3oynurens (n = 1).

C 2021 r. 25 (64,1 %) nauuentoB JILIMB Omckoit
00J1. TTOJTy4aloT TApreTHYIO TepaIlMio MperapaTaMu 3J1eK-
cakadTtop / TezakadTop / mBakaTop + mBakadTOp;
5 (12,8 %) — uBakadrop + aymakadrop.

OIIBIT BeZICHMSI ITAIIMEHTOB ITPOIEMOHCTPUPOBAT HE-
paBHO3HAYHYIO KIMHUYECKYIO a(ppekTuBHoCcT CFTR-
MOIYJISITOPOB (Tab1. 2).

Cpenu maneHToB, TMOIYJIaoINX IMperapaT nBakad-
TOp + NymMakadTOp, 3HAUMMOTO yIydIIeHUsT GYyHKIUNI
BHEIIIHETO JbIXaHus He BbisiBJieHO (p = 0,465). B cpentem
YPOBEHb XJIOPUIOB TTOTa MPU OIIEHKE METOJI0OM IPOBO-
IUMOCTHU cUcTeMoit Macroduct B KOMITJIEKCEe C TIOTOBBIM
aHanm3aTtopoM Sweat-Chek cHukancs Ha 11 Mmmomab / 1
(p = 0,067). 3HAaYMMBbIX U3BMEHEHUI1 HYTPUTUBHOI'O CTa-
Tyca He BoissBIieHo, UMT yBenuunics Ha 1 %.

OTMe4YeHO CHIDXKEHME B cpemHeM Ha 33 MMOJb / IT
YPOBHS XJIOPUIOB TOTA Y BCEX IMAIIMEHTOB, IIPUHUMAIO-
KX ayiekcakadTop / Te3akadTop / uBakadbTop + MBa-
kadTop (p = 0,0001). 3aperucTpupoBaHO yMEHbIIIEHUE
CTETICHU TSDKeCTH OOCTPYKTUBHBIX HAPYIICHUH C IIPUPO-
cToM 00beMa (hOPCUPOBAHHOTO BBIIOXA 3a 1-10 CEKYHIY
10 19 % (p = 0,001). B xone HaGMoaeHUST 3HAYUMOTO
pocta z-score UMT He ycranoBieHo, UMT yBenuuuics
Ha4 % (p =0,071).

Tabauua 2
Kaununecras sgpgpexmusnocmo CFTR-modyasmopoe (180-ii denv mepanuu)
Table 2
Clinical efficacy of CFTR modulators (the 180" day of therapy)
‘ Anekcakaditop / Te3akadhtop / MBakadhTop + uBakadtop ‘ WBakadrop + nymakadrop
MapameTp (cpenHue 3HayeHus)
‘ 0-i peHb 180-11 pexb p YunkokcoHa ‘ 0-# peHb 180-11 pexb P YunkokcoHa
MoToBbIi TecT, MMonb / N 100 67 0,0001 1M 99 0,067
00B,, % 63,3 84,2 0,001 68,8 65,8 0,465
Z-score UMT -0,39 -0,13 0,071 -0,65 -0,81 0,715
Mpumeative: OGB, — 06beM HOPCUPOBAHHOIO BbitoXa 3a 1-0 cexyHay; UMT — uHexc maccs! Tena.
The article is licensed by CC BY-NC 4.0 International Licensee https:/icreativecommons.orgl/licenses/by-nc/4.0/ 235
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O6cyxaeHue

PesynbraTtel paboTsr ILIMB Omckoit 0011, 32 MCTEKIITNIA
TIEPUOI SIBJISIIOTCSI CJICICTBAEM COBEPIIICHCTBOBAHMS TTOI -
XOJIOB K OKa3aHUIO CIEUMATU3UPOBAHHON MENULIMHCKOMN
MOMOILIM OOJIbHBIM.

PanHgs nuarHoctuka MB nocpencTBoM HeoHaTasb-
HOTI'0 CKpMHMHTA IIPOYHO BHEIpPEHA B COBPEMEHHYIO
KJIMHMYECKYIO MPpakTUuKy. HecMoTpst Ha oueBUAHBIE TTpe-
WMYILECTBA MPOTpaMMbl, KIMHULIMCTY BCEraa ciaeayeT
ITOMHHTB O BO3MOXXHOCTH TOJTYIECHMS JIOXKHOOTPULIATE T~
HOTO pe3yJibTaTa, YTO 00YCJIOBIMBAET HEOOXOIUMOCTh CO-
XpaHEHMST HACTOPOXKEHHOCTH B OTHoLIeHn MB y neteit
C XapaKTepHbIMU KIMHUYECKUMU CUMITTOMAMMU.

Mgt marmenToB JLIMB Owmckoii 00J1. XapakTepeH
YCTOMYMBBIN, TUTIMYHBIN 1151 HaceneHus: CUOoMpcKoro
(enepaabHOro oKpyra CeKTp JUIUPYIOLIMX IO Pacipo-
CTpaHEHHOCTU MaToreHHbIX BapuaHToB reHa CFTR, Kak
1 Mpeo0IagaHne «TSKEJbIX» TEHOTUIIOB C Pa3BUTHEM
MmaHKpeaTHdecKoit HegoctaTrouyHocTH [5]. CoBepleHcT-
BOBaHUE METOJOB IT€HETUYECKON AMArHOCTUKU MO3BOJISIET
3-KpaTHO pacIlIMpUTh NepeYeHb UAEHTUPUILIUPOBAHHBIX
ajneneit (¢ 6 1o 18) 1 3akyiabIBacT OCHOBY JUTSI Tepanuu
CFTR-monynsiTopamu.

3HayuTebHOE BHUMaHME YAEAEHO NOCTUXEHUIO
KOHTPOJISI HaJl pecniupaTopHoii MHdeKkLrei. Benbimku
3a00JIeBAEMOCTH T€M WM WHBIM ITATOTEHOM 3a9acTyIO
SIBJSIIOTCSI CJIEICTBUEM MPEHEOPEXKEHUST CAaHUTApHO-
MPOTHUBOIMUIEMUYECKUMU HOpMaTUBaMU, YCTAHOBJICH -
HBIMM Kak JJist 001bHBIX M B, Tak 1 11 MeAMIIMHCKUX
opranmuzauuii [4]. B ILIMB OmMckoii 06J1. TIpOBOIUTCS
WHOIWBUIYATbHBIA MUKPOOMOIOTUYECKINIT MOHUTOPWHT
KaXa0ro 00JIbHOTO, 00eCneunBaeTcs CTpOTroe pasje-
JIEHHUE TTOTOKOB aMOyJaTOPHBIX U CTallMOHAPHBIX Ma-
IIMEHTOB C YYETOM UX TOMUHUPYIOMIEH MUKPOMIOPHI,
ITPOBOMUTCS MPOCBETUTEIbCKAsT paboTa, MPU BHICEBE
BBICOKOTIATOTE€HHBIX MUKPOOPraHM3MOB Ha3HayaeTcs
WHTEHCHUBHAas aHTUOaKTepuanbHas Tepanus. Omnpe-
IeJICHHBIN BKJIAI BHOCUT TaKXKe YTBEPXKICHHNE YSTKUX
KPUTEPUEB TUATHOCTUKU XPOHUYECKOM CUHETHOMHOM
UHGEKUUU y AeTei, YTO MO3BOJSIET aKTyaJIu3upoBaTh
nuarHos [4].

PaumonanpHOe MpUMeHEHNE MHTASIIIMOHHBIX BHY-
TPUBEHHBIX aHTUCUHETHOMHBIX TIPEIapaToB, COKpaIe-
HUE BpeMEHU MpeObIBaHUS B OOJIbHUYHOM YUPEKIEHUU
3a CUeT BHEAPEeHMsI CTallMOHap-3aMeIaloINX TeXHOJIO0-
TUI SIBJISIOTCS BAXXHBIMU 3JIEMEHTaAMU TIPY 3pamTrKallii
XpOHMYECKOU nHpeKuu P. aeruginosa. DIMMUHALINS
S. aureus MeHee yCIIellIHa 3a CUeT IJIUTEJbHOTO MepCu-
CTUPOBAaHUS MUKPOOPraHM3Ma B IbIXaTeIbHBIX MYTsIX [6].
HacTopaxuBaeT pocT ciaydaeB quarHoctTuku MRSA, ox-
HaKO HE MCKJII0YAeTCs] M BEPOSITHOCTH MOBBIIIICHUS OC-
BEIOMJIEHHOCTH KJIMHUIIMCTOB O METOAAaX BbISIBICHUS
JIAaHHOTO TaToreHa.

OT1kpheITHE U ycnelnrHoe BHeapenue CFTR-Momy-
JISTOPOB MOXHO CYMTATh NPOPLIBOM B Tepanuu MB,
HO 3(HEKTUBHOCTb 3TUX MpPENapaToB HEYHUBEPCcalbHA
U OorpaHMYeHa KOHKPETHBIMU KjlaccaMu MyTauuii [2].
Ha HacTosmmit MOMEHT HeT TapreTHOM Tepariiy, KOTopast
6b11a OBl 3((heKTUBHA B OTHOILIEHUM PEAKMX ITATOT€HHBIX
BapuanToB CFTR [7].

Pesynsrupytomum Bekropom padotsl JILIMB Omckoii
00J1. SIBJISIETCSl CMELIEeHUEe BO3PACTHOI KPUBOW BIPaBO.
JlaHHast 0COOEHHOCTD CTajia CJAeICTBMEM MOBBILIEHUS
BbIKMBaeMOCTH jneTeil ¢ MB 3a cuet cHUXXKeHUsI cMepT-
HOCTH B KPUTUUYECKHE BO3PACTHBIE NTEPUOIbI MiIaICHYE-
cTBa U nybeprara. O6paiaet Ha ceds1 BHUMaHUe U (haKT
CHUXKEHMSI YMClia cllydaeB POXAEHUST HOBBIX OOJIbHBIX
MB. BeposTHO, 3TO JOCTUTHYTO 3a CYET MPOCBELIECHUS
POIUTENIEN U3 «SIIEPHBIX» CEMEN U IPOBEICHUS AaKTUBHOM
MpeHaTaIbHON IMAarHOCTUKMU.

3aknioyeHue

D GeKTUBHOCTb OKa3aHUs ClieluaJIu3upoOBaHHON Me-
NULHCKOM moMoluu 6oibsHeIM M B onpenensieTcst KoM-
TUIEKCHBIM MOAXOJ0OM K IMAarHOCTUKE U JIEYEHUIO 3a00-
JieBaHus. JlocTuxkeHre JaHHOTO pe3yIbTaTa HEBO3MOXHO
06e3 (yHKLUMOHMPOBaHUS LIeHTpoB M B, mo3Bossitommx
aKKyMyJIMPOBaTh 3HAHUS U HaBbIKY CTIELIMAJIMCTOB pa3-
JIMYHBIX HATIPaBJIEHUIA. YPOBEHb OKa3bIBAEMOI1 TTOMOILLM
1 KaYeCTBO KU3HU MALlEHTOB 3HAYUTEJIbHO MOBBIIIAETCS
MpU CO3AaHUU MHOTOMPOMUIBLHONM KOMaH/IbI ISl JISUSHUS
06osbHBIX ¢ MB.
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