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XULOSA

Tadqiqot magqsadi. Mukovitsidoz bilan kasallangan
bolada Trikafta preparati bilan o ‘tkazilgan uch
komponentli CFTR-modulyatsiyalovchi  terapiyaning
samaradorligini  klinik, funksional va mikrobiologik
ko ‘rsatkichlar dinamikasi asosida baholash.

Materiallar va usullar. Tadgiqotda RIPIAT Markazi-
da kuzatuvda bo ‘lgan, 2009-yilda tug ‘ilgan va genetik
Jihatdan tasdiglangan mukovitsidoz tashxisiga ega be-
morning klinik holati tahlil gilindi. Tibbiy hujjatlar, klinik
kuzatuv ma’lumotlari hamda instrumental va laborator
tekshiruv natijalarining retrospektiv tahlili o ‘tkazildi.

Tadgiqot natijalari. Ikki yillik CFTR-modulyatsiya-
lovchi terapiya fonida bemorning umumiy holatida
sezilarli ijobiy o ‘zgarishlar gayd etildi. Tana vazni 44
kg dan 54 kg gacha (10 kg ga), bo'y uzunligi 150 sm
dan 154 sm gacha (4 sm ga) oshdi, tana massa indeksi
esa 19,6 kg/m? dan 22,8 kg/m? gacha ko ‘tarildi. O ‘pka
funksiyasini tavsiflovchi ko ‘rsatkichlarda ham ijobiy
dinamika kuzatildi. Davolash boshlanishidan oldin
mikrobiologik tekshiruvda Staphylococcus aureus va
Pseudomonas aeruginosa aniglangan bo ‘Isa, ikki yillik
terapiyadan so‘ng Pseudomonas aeruginosa aniqlan-
madi, Staphylococcus aureus esa saqlanib qoldi.
Olingan natijalar bemorning nutritiv holati, nafas tizimi
faoliyati hamda nafas yo ‘llarining mikrobiologik holati
yvaxshilanganligini ko ‘rsatdi.

Xulosa. O ‘zbekiston Respublikasida mukovitsidoz
bilan kasallangan bolada Trikafta preparatini qo‘l-
lashning ilk tajribasi davolashning yugori klinik sama-
radorligini namoyon etdi. Terapiya jismoniy rivojlanish
ko ‘rsatkichlarining yaxshilanishi, o ‘pka funksiyasining
oshishi hamda nafas yo llarida ko'k yiring tayoqchasi
kolonizatsiyasining kamayishi bilan kechdi.

Kalit so‘zlar: mukovitsidoz, bolalar, tashqi nafas
funksiyasi, target terapiya, mikrobiologik status.

MyKOBHCIMJIO3 TIPE/ICTABIsIET cOO0OW MOHOTEHHOE
3a0oJsieBaHNe, XapaKTepPHU3YyIOLleecs IOBBIIICHHOH Bs3-
KOCTBIO CEKPETa 3K30KPUHHBIX JKelE3, YTO 00YCIOBICHO
myTanusimu B rene CFTR. Jlannblii reH KomupyeT TpaHc-
MemOpanubiii 6enox CFTR, BeimonHstommi GyHKIHIO
XJIOPHOTO KaHaja Ha MOBEPXHOCTH AMUTEINANBHBIX KJle-
Tok. MyTtanus B rene CFTR npuBoauT k HapylleHHIO
paboter 6enka CFTR, uTo, B CBOKO OYepe/b, BHI3BIBACT

SUMMARY

Objective. To evaluate the effectiveness of triple
CFTR modulator therapy (Trikafta) in a child with cystic
fibrosis based on the dynamics of clinical, functional, and
microbiological parameters.

Materials and methods. We present a clinical case of
afemale patient born in 2009 with a genetically confirmed
diagnosis of cystic fibrosis, followed at the Republican
Specialized Scientific and Practical Medical Center for
Pediatrics of the Republic of Uzbekistan. A retrospective
analysis of medical records, clinical follow-up data, and
instrumental and laboratory findings was performed.

Results. An improvement in the patients overall
condition was observed during two years of CFTR mod-
ulator therapy. Body weight increased by 10 kg (from
44 to 54 kg), height increased by 4 cm (from 150 to 154
cm), and body mass index rose from 19.6 to 22.8 kg/m>.
Pulmonary function parameters also demonstrated pos-
itive dynamics. Prior to therapy, microbiological exam-
ination revealed the presence of Staphylococcus aureus
and Pseudomonas aeruginosa. After two years of treat-
ment, Pseudomonas aeruginosa was no longer detected,
whereas Staphylococcus aureus persisted, indicating a
significant improvement in nutritional status, respiratory
function, and the microbiological profile.

Conclusion. The first experience of Trikafta therapy
in a child with cystic fibrosis in the Republic of Uzbekistan
demonstrated a pronounced positive clinical effect, man-
ifested by improvements in physical development and
pulmonary function, as well as a reduction in respiratory
tract colonization by Pseudomonas aeruginosa.

Keywords: cystic fibrosis, children, pulmonary func-
tion, targeted therapy, CFTR modulators, microbiologi-
cal status.

cOolf B TpaHCIOpPTE AHHOHOB XJIOpa Yepe3 KJICTOYHbIE
MeMOpaHbl. B pesyibrare 3Toro mpoucXoauT yBennye-
HUE abCOPOLMH KaTHOHOB HATpPHUSI, YTO BIEUET 3a COOOM
MOCTYIUICHHE BOJIbI B KJIETKH M OOC3BOKUBAHHUE CIIM3H.
3TO NMPUBOAUT K TOMY, YTO CJIN3b CTAHOBHUTCS I'YCTOH H
BSI3KOH, 4TO, B CBOIO OYEPE/ib, IPUBOAUT K MOPAKECHHIO
JIBIXaTeJIbHOM CHCTEMBbl W MHIIEBAPUTEIBHOTO TpPaKTa
[1,2,9,10].
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3HauYMMBIM PE3yJILTaTOM pa3BUTHS (hapMaKOTEepaIrTum
MYKOBHUCIIHJI03a ABJISIETCA COBPEMEHHAsl CTpaTerusi, Ha-
MIpaBJICHHAsl HA BOCCTAHOBJICHUE CTPYKTYPBI U HOpMaJIb-
Hoii (pynkuuu Oenka CFTR [6,8,12].

ITepeim CFTR-MonynsaTopoM, AOCTYIHBIM JUIsI Ma-
LUEHTOB, TOMO3UIOTHBIX MO MAaTOI€HHOMY I'€HETHUECKO-
My BapuanTy F508del, crana koMOuHaNuMs MOTEHIMATO-
pa 6enka CFTR uBakadTopa u koppekropa iymakapTopa
[4]. Koppekrops! mo3BossitoT MyTanTHOMY Oenky CFTR
MPONTH Yepe3 CUCTEMY BHYTPHKIETOYHOIO KayeCTBEH-
HOTO KOHTPOJIS U 3aHATH MPAaBUIBHOE PACIIOJIOKEHHUE Ha
anukanbHONH MemOpane [8,11]. JleficTBre mOTEHIIMATO-
POB HAlpaBJeHO Ha BOCCTAHOBJIECHUE (PYHKIIUM MOHHO-
ro KaHana, oOpa3oBaHHOro MytaHTHbIM Oenmkom CFTR
[7]. Coueranue moTeHIIMaTOpa U KOPPEKTOpa MO3BOJS-
€T KOPPEKTHPOBaTh JE(EKT MPOIECCUHTa, BHI3BAHHBIH
reHernyeckuM Bapuantom F508del, m ymywmars mu-
rpaIyio 3pesioro Oejika K MOBEPXHOCTH KICTOK [3,7].
JlanpHeiiliee MOSBIEHHE HOBOTO KOPPEKTOpa 3JeKca-
ka(Topa MmoBeICKII0 AP PEKTHBHOCT TapreTHOH Teparuu
MyKOBHCHIHJI03a [5].

IHEJIb NCCJIEJJOBAHUN A

Wzyuuts pe3ynasrarsl 3 (HEeKTHBHOCTH MEPBOTO MPHU-
MeHeHus TpoitHoit CFTR — Moxynupyromeit Tapanuu y
JeTel ¢ MyKOBUCIIHI030M B PecniyOmnuke Y30ekucraH.

MATEPUAJI 1 METO/1bI

PaGora BbINIONIHEHA HAa OCHOBE PETPOCHEKTHBHOIO
aHaIn3a MEAUIUHCKOM TOKYMEHTALUU: UCTOPUI pa3BU-
TUsI peO€HKa, CTAI[MOHAPHBIX KapT U KOHCYJIBTaTHBHBIX

3aKJo4eHui crienmanuctoB. [lon HaOmoneHnem Ha-
xomwics manueHT 2009 roga poxaenus. J(maraos my-
KOBHCIIM03 BHEpBble BepuduimpoBan B siHBape 2017
roga B PecryOnmiKaHCKOM IIEHTpE CKpUHUHTA MaTepu |
pebénka M3 PVY3: moroBblit TecT nokasan 119 MMons/i,
JIMarHO3  TOATBEPXKAEH  MOJIEKYISIPHO-TEHETUYECKH;
y namnueHta oOHapyXeHa TeTepO3UTOTHAash MyTalus
F508del rena CFTR. B 2022 romy mpu MukpoOHOIIO-
THYECKOM HCCIIEIOBAHUU Ma3Ka U3 3€Ba BBIIEIEHBI S.
aureus n P. aeruginosa. C uons 2024 roga manueHTy
HazHaueHa CFTR-Monynupyromas Tepanus mnpenaparom
«Tpuxadra». Kourposs a3 pekTHBHOCTH JIeueHH s BKITIO-
yan cnupomerpuueckue nokazarenn — OXKEJI u ODBI,
AQHTPOIIOMETPUYECKUE TTapaMeTpbl, MUKpOOHOIIOTHYe-
CKHUE JJaHHBIE Ma3KOB U3 HOCOITIOTKH U 3€Ba, a TaKKe ya-
CTOTY CTAI[MOHAPHBIX TOCMUTATN3AIIH.
PE3VJIBTATBI U OBCYXKJIEHUE
[TanmeHT mMPOXOAUT JICYEHHUE M HAONIOACHHE B
PecnyOnmkaHCKOM ClIeIMaIM3UPOBAHHOM Hay4YHO-TIPaK-
TUYECKOM MEJUIMHCKOM IeHTpe mneauarpun. Cmycts
JIBa rojia OT HayaJjia TapreTHOM Tepanuu 3adpuKCUpoBaHa
MOJIOXKUTENbHAS JAMHAMHKA 110 BCEM OTCIECKHBACMbBIM
napameTpaM. CpaBHUTENBHBIA aHANINU3 aHTPONOMETpU-
YeCKMX W (YHKIHMOHAIBHBIX MOKa3aresieil o M Iocie
JIedeHus MpuBenEH B Tabmune 1: JaHHBIE JEMOHCTpPH-
PYIOT yiyullleHHE HYTPHUTHUBHOTO CTaTyca, (pHU3M4ecKo-
TO PasBUTHUS W BEHTHISIIIMOHHON (yHKUIMH JETKHX, YTO
MOATBEPIKIACT BRIPAXKEHHBIH KIIMHUYecKni 2ddexT mpo-
BOJUMOM Tepamnuu.
Tabnuya 1

CpaBHHUTe/ILHAsI XapAKTEPUCTHKA MOKa3aTe el 10 U CIyCTs 2 roaa Tepanuu

ITokazarenu Jlo TapreTHo# Tepanuu 2 rofa Tepanuu IIpupoct
Macca rena 44 xr 54 xr 10 kr
Poct 150 cm 154 cm 4 cm
UMT 19,6 kr/m2 22,8 kr/m2 3,2 kr/mM2
DOXEJT 72,75% 85% 12,25%
ODBI1 80,01% 90,0% 9,9%

3a &Ba roja JICUCHHs Macca Teja MMAlUCHTKH BbI-
pocna ¢ 44 o 54 kr — npubaska cocrasuia 10 kr. Otor
IMOKa3are)ib UMEeT IPUHIMITHAIBHOE 3HaueHue pu MB:
HapacTaHWE MACCHI Tella OTPAXKACT BOCCTAHOBIICHUE ITH-
ICBAPUTEIBHON (DYHKIIUH, YITyUIIICHUS YCBOCHHUS TTHTa-
TEJIbHBIX BEHIECTB U HOPMAIM3AIUIO HSHEPreTHYECKOro
Oamanca. JlocTaTOYHBIN HYTPUTUBHBINA CTAaTyC 3aKOHO-
MEpHO aCCOLMUPOBaH ¢ Oosee JIETKUM TedeHHeM 0oJies-
HU ¥ JYYIIUMH BEHTHISITHOHHBIME [TOKA3aTeIISIMU.

Pocrt 3a Tot e nepuon yBenuuuiucs co 150 o 154
cM, T0 ecTb Ha 4 cM. C y4€ToM MOJIPOCTKOBOTO BO3pac-
Ta MAlUCHTKH, KOTA JIUHCWHBIA POCT (DPU3UOIOTHICCKU
3aMeIISCTCS, JaXe Takas MpuOaBKa CBHICTEIHCTBYCT
0 COXPaHHOCTH IPOLECCOB (PM3MUYECKOTO CO3PEBAHUS U
MTOJIOKUTEITEHOM BITUSTHIH TEPAIAU Ha 00IIee coMaTuye-
CKO€ COCTOSIHHE.

Wupekc mMaccel Tenna 3a epuoj HaOFOICHUS BBIPOC
¢ 19,6 no 22,8 xr/m?, T0 ecth Ha 3,2 KI/M?, JOCTHUTHYB
HOPMaTUBHBIX BO3pacTHbIX 3HadeHuil. UMT orHoCHT-
csl K HamOosee MHPOPMATHBHEIM KPUTCPHUSIM OTBETa Ha
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CFTR-MOnynsSTOpHYIO TEpaluio: €ro MOBBIIIEHUE WH-
TErpajbHO OTPA’KAET BOCCTAHOBJICHHE (DYHKIMH JKEIy-
JIOYHO-KHMIIEYHOTO TPAKTa M HOPMAJIN3AIMIO OOMEHHBIX
npoueccoB B neioMm. [lapannensHo ¢ anTponomerpuye-
CKUMH C/IBUTaMH 3a(pMKCHPOBAHO 3aMETHOE YJIyYIlICHHUE
BeHTWIsIMOHHON QyHKImu. OXKEJI nopnsutacs ¢ 72,75%
1o 85%, npupoct cocraBmi 12,25%. INonyuennsie udg-
PBI TOBOPSIT O CHUKEHUU BBIPAXKEHHOCTH BEHTUISILIUOH-
HBIX HapylIEeHWH, BOCCTAHOBIIEHHM YIPYTUX CBONCTB
NEroYHON TKAaHHW M PaclIMpeHHH (yHKIHNOHAIBHOTO pe-
3epBa AbIxarenbHol cucremsl. O®B1 — nokasarens, Tpa-
JULUOHHO HMCHOJIB3YEMBII Ul OLEHKH OpOHXHAILHOM
MIPOXOAUMOCTH U TSKECTU JIETOUHOTO MOPAXKEHUs MpU
MB, —BsIpoc ¢ 80,01% 10 90,0%, aGCOMOTHBIN TPUPOCT
cocraBui 9,9%. [logoOHast AMHAMKKa OJJHO3HAYHO YKa-
3bIBA€T Ha YIYYIEHHE MPOXOJUMOCTH BO3TYyXOHOCHBIX
ImyTeH, CTUXaHUE XPOHUUECKOr0 BOCIAJICHHS U MOBBIIIIE-
Hue 3G QEeKTUBHOCTH JErOUHOIN BEHTUIISIINH.
MHuUKpOOHOIOTHYECKOE MCCIIEI0BAHUE OTACIIEMOrO
pOTOINIOTKY, BhINOMHEHHOE B 2022 rofy 10 Ha3Ha4YeHUs
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TapreTHOM Teparuy, BBISIBUIO TPUCYTCTBHE JIBYX Maro-
reHoB — S. aureus u P, aeruginosa. [locnenuunii odmenpu-
3HAHHO CUUTAETCS OJIHUM M3 IVIaBHBIX (haKTOPOB, OIpe-
JSTSIFOIMX TEMI TPOrPECCUPOBaHUsI OPOHXOJIErOUHOTO
nopaxxenust npu MB: ero xpoHnveckasi NepCHCTEHIHS
YCKOpsIET TaJieHne JIErOYHOW (YHKIMH, YBEITHMYMBACT
4acToTy 000CTPEHHUH U YXyAILIaeT OTAAJIEHHBIH IPOTHO3.

[ToBTOpHOE MHMKpOOMOTIOrHYECKoe O00OCiIeI0BaHUE
2026 roma, MpPOBEAEHHOE TOCIE JUIMTEIBHOTO Kyp-
ca «TpuxadTb», 0OHAPYKMIO NMPUHIMIHAIBHO HHYIO
KapTHHy. B mccinenyemoMm Marepuaine BBISIBICH TOJNb-
ko S. aureus — P. aeruginosa B moceBe OTCYTCTBOBAJA.
Tpanchopmanyss MUKpOOHOTO Iei3a)ka JIbIXaTelbHBIX
ITyTeH CBUAETENLCTBYET O CYIIECTBEHHOM CHIKCHUH HH-
¢exnmonnoil Harpy3ku Ha ¢one CFTR-momyssitopHOi
Teparum.

BozneiictBue npenapara Ha 6enok CFTR Boccra-
HaBJIMBAaET €ro (YHKIMOHAIBHYIO aKTHBHOCTH, 4YTO
BIEUET 3a CcO0OH yNydlleHHe THApATALUHN SIHUTEIHS
JIBIXaTeJIbHBIX ITyTeH, HOPMAIIU3alUI0 MyKOIMINAPHOTO
TPaHCIIOPTa U CHMIKEHHE BSI3KOCTH OPOHXMAIBHOTO Cce-
KpeTa. B COBOKYITHOCTH ATH M3MEHEHUS JIENIAI0T Cpey
JIBIXaTeJIbHBIX ITyTEH MEHee MPUTOAHOW Uil JUTHTEINb-
HOW nepcucTeHnnu P, aeruginosa — OJJHOTO U3 Hanoboee
OIIACHBIX NIaTOreHOB Iipu MB.

WcuesnoBenue P aeruginosa npu KOHTPOIBHOM
00CIIeJOBaHUN Yepe3 YeThIpe rojia HaOIIOACHUsS 3aciy-
KMBaeT oco0oro BHUMaHus. [IpuHMMas BO BHUMaHUE
BBICOKYIO aJIaliTallHOHHYIO0 CHOCOOHOCTH 3TOTO BO30Y-
JIUTEJISE ¥ €ro CKJIOHHOCTh K (POPMHMPOBAHUIO CTOMKOM
XPOHUYECKOH MH(EKINH y OOJIBHBIX MYKOBHCIIH/IO30M,
SIIMMUHALIMS TIATOTEHA IMPECTABISIET CO00M 3HAYMMBIH
TIOJIOKUTENBHBIN KIMHUYECKUH pe3yibTar. CHIDKeHUe
MHUKPOOHOIH Harpy3ku MOTEHIMAIbHO YMEHBIIACT HH-
TEHCUBHOCTh BOCIJIMTEIBHOTO Ipoliecca B OpOHXO-
NErOYHON CUCTEME, COKpaIlaeT 4Mciio MH(EKIMOHHBIX
000CTpEeHHI 1 CIIOCOOCTBYET CTAOMIU3AIMH BCHTUJISIIU-
OHHOM (PYHKIHH.

Tpancopmanyss MUKpOOHOTO CIEKTpa C DIMMH-
Hane P aeruginosa B COYETAaHUM C YIydIICHHEM
AQHTPOINIOMETPUYECKUX M CIIUPOMETPHUYECKHX MOKa3a-
TeNeH TpeacTaBisieT COOOH BECOMOE CBHIETEIBCTBO
spdexkruBoctn «TpukadTe» y aHHOTO MalWEHTA.
COBOKYNHOCTh 3a(pMKCHPOBaHHBIX HM3MEHEHUH I10[-
TBEPXKJAET CIIOCOOHOCTH Ipenapara Bo3JeHCTBOBAaTh Ha
KIIIOYEBOE TTaTOrCHETHYECKOE 3BEHO 3aboseBaHusi, ooe-
CIe4nBasi He MPOCTO CTAOMIM3AINIO, HO U YCTOWYHMBOE
JIOJTOCPOYHOE YIy4IICHUE COCTOSHUS OOIBHOTO.

BbIBO/]

[epBbiii B PecrnyOnmuke Y30ekucTaH OIBIT MHpH-
menenust «TpukadTe» y peOEHKa ¢ MYyKOBHCIHIO030M
MoKazan yOeAMTEeNbHBIH TepaneBTUUECKUH pPe3ynbTar:
HYTPUTHBHBIA CTaTyC MallMeHTa YIyYIIWJICS, BEHTUIIS-
HUOHHAsT (QyHKIUS JErKMX BO3pOCia, a MHKPOOHOIO-
rMYeCKMH TpodUIIb JbIXaTeNbHBIX MyTeH MpeTepren
OraronpusTHBIE U3MEHEHUS. 3a)MKCUPOBAHHBIC CIIBUTH
MOATBEPKIAIOT TAaTOrCHETHUECKYI0 COCTOSITEIILHOCTD
CFTR-monynsTopHO! Tepanmuu U €€ BeCOMBIM BKJIaJ B
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JaNEHHOTO MPOTHO3a Y JeTeH ¢ MyKOBUCIHI030M.

JIMTEPATYPA

1. Kucrosusiii ¢ubpo3 (MyKOBHCIH03): KIMHHUYE-
ckue pexkomennanuu. 2021-2022-2023 (24.09.2021):
VYrBepxkaensl Munzapasa PO. URL: https://disuria.
ru/ 1d /11/1113_kr21E84MZ.pdf ([lara obpamienust:
21.07.2025).

2. Jlapuna H.I., CeueneBa JI.B. Taprernas tepamus
MYKOBHCIIM/I03a y ManueHTa 15 net (KIMHUYeCKUid
cry4vaii)//BectHuk  HOBropojckoro rocynapcTseH-
Horo yHuBepcureta. 2025. 4 (142). 659-666.

3. Al-Din Y, Dryden C, MacGregor G, Young D,
Coclho C. Ivacaftor: Five-year outcomes in the West
of Scotland cystic fibrosis population. The Clinical
//Respiratory Journal. 2023;17(5):473-477. DOL:
https://doi. org/10.1111/crj.13602

4. Aoyama BC, Mogayzel PJ. Ivacaftor for the
treatment of cystic fibrosis in children under
six years of age//Expert Review of Respiratory
Medicine. 2020;14(6):547-557. DOI: https://doi.
org/10.1080/17476348.2020. 1741352.

5. Bruscia EM. The effects of elexafactor/tezafactor/
ivacaftor beyond the epithelium: Spurring macro-
phages to fight infections//The European Respiratory
//Journal.2023;61(4):2300216. DOI:https://doi.
org/10.1183/13993003.00216-2023.

6. Casey M, Gabillard-Lefort C, McElvaney OF,
McElvaney OJ, Carroll T, Heeney R, et al. Effect
of elexacaftor/tezacaftor/ivacaftor on airway and
systemic inflammation in cystic fibrosis//Thorax.
2023;78 (8):835—839. DOL: https://doi.org /10.1136/
thorax-2022-219943.

7. Drummond D, Dana J, Berteloot L, Schneider-
Futschik E, Chedevergne F, Bailly-Botuha C, et al.
Lumacaftor-ivacaftor effects on cystic fibrosis-re-
lated liver involvement in adolescents with homo-
zygous F508 del-CFTR//Journal of Cystic Fibrosis.
2022;21(2):212-219. DOL: https://doi.org/10.1016/
jjcf.2021.07.018.

8. Goralski JL, Hoppe JE, Mall MA, McColley SA,
McKone E, Ramsey B, et al. Phase 3 open-label clin-
ical trial of elexacaftor/tezacaftor/ivacaftor in chil-
dren aged 25 years with cystic fibrosis and at least
one F508del allele//American Journal of Respiratory
and Critical Care Medicine. 2023;208(1):59—67.
DOI: https://doi. org/10.1164/rccm.202301-00840C.

9. Ley D., Turck D. Digestive outcomes in cystic fi-
brosis//Best practice & research. Clinical gastroen-
terology. 2022. 56-57. 101788. DOI: 10.1016/j. bpg.
2022.101788.

10. Lopez-Valdez J. A., Aguilar-Alonso L. A., Gandara-
Quezada V., RuizRico G. E., Avila-Soledad J. M.,
Reyes A. A., Pedroza-Jiménez F. D. Cystic fibro-
sis: current concepts//Boletin medico del Hospital
Infantil de Mexico. 2021. 78 (6). 584-596. DOLI:
10.24875/BMHIM.20000372.

35



11. McNally P, Lester K, Stone G, Elnazir B, Williamson
M, Cox D, et al. Improvement in lung clearance in-
dex and chest computed tomography scores with
elexacaftor/tezacaftor/ivacaftor treatment in people
with cystic fibrosis aged 12 years and older — the
RECOVER trial//American Journal of Respiratory
and Critical Care Medicine. 2023;208(9):917-929.

YAK 616-056.7-053.2:616.24.

DOI: https://doi.org/
13170C.

12. Sala MA, Jain M. Combination therapy with luma-
caftor-ivacaftor in cystic fibrosis. Keeping it real//
American Journal of Respiratory and Critical Care
Medicine.2020;201(2):133—134.DOI:https://doi.
org/10.1164/rccm.201910-1894ED

10.1164/ rcem. 202308-

OCOBEHHOCTU MUKPOBHNOJIOITMYECKOIO CIIEKTPA
NMATOINrEHHbIX MUKPOOPIAHU3MOB, KOJIOHU3UPYROLNX
AObIXATEJIbHBIE NYTU Y JETEA C MYKOBUCLNLO30OM

Y3akosa LW.B., Wamcues ®.M., Aanzosa H.[., Kapumosa M.X., Annes A.O.,

AxyHmpkoHoBa LLLHO., TypcyHoBa HO.A.

PecnybnnkaHckui cneynanmanpoBaHHbI HayYHO-MPaKTUYECKUA MEOULNHCKUIA LIEHTP

neguartpun, r. TalwkeHT

XULOSA

Tadgqiqot magsadi. Mukovitsidoz bilan kasallangan
bolalarda nafas yo ‘llari patogenlarining mikrobiologik
xususiyatlarini o ‘rganish.

Materiallar va usullar. Kuzatuv ostida 0 oydan 14
yoshgacha bo ‘Igan, mukovitsidoz bilan kasallangan 106
nafar bemor bo ‘ldi. Mikrobiologik tadqiqotlar Namangan
viloyati bolalar ko‘p tarmoqli tibbiyot markazida va
Respublika ixtisoslashtirilgan pediatriya ilmiy-amaliy
tibbiyot markazi laboratoriyasida olib borildi va
zamonaviy klinik mikrobiologiya standartlariga muvofig
o0 ‘thazildi.

Tadgqiqot natijalari. Pseudomonas aeruginosa bilan
nafas yo ‘llarining kolonizatsiyasi mukovitsidozli bemor
bolalarning 45,3% ida, shu jumladan monokultura
va mikrob uyushmalarida aniglangan. P. aeruginosa
ko ‘pincha  Staphylococcus aureus bilan birgalikda
aniglangan (P. aeruginosa bilan barcha mikrob
assotsiatsiyalarning 53,8%i), bu bemorlarning ushbu
toifasida aralash infeksiyaning yuqori tarqalishini
ko ‘rsatadi.

Xulosa. Olingan ma’lumotlar, patogenlarni o'z
vaqtida anigqlash va antibiotiklarga qarshilikning
mahalliy profilini hisobga olgan holda antibakterial
terapiyani ogqilona tanlash uchun mukovitsidoz bilan
kasallangan  bolalarda  muntazam  mikrobiologik
monitoring zarurligini tasdiglaydi.

Kalit so‘zlar: mukovitsidoz, qo zg ‘atuvchi, bolalar,
Pseudomonas aeruginosa.

VY nmereil ¢ MyKOBHCHHAO30M MHKpO(Iopa JbIxa-
TENBHBIX MyTeH M MUKPOOMOM KHIIIEYHUKA UTPAIOT BaXK-
HYIO POJIb, TIOCKOJIBKY OHH TTOJBEPKEHBI XPOHUYECKUM
MHEKIUSAM U HapyIICHUAM MHIIEBAPEHHs, CBA3aHHBIM
¢ otuM 3aboneBanneM. V3MeHeHne MIKpoOHnOMa, Kak B
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SUMMARY
Objective. To study the microbiological characteris-
tics of respiratory tract pathogens in children with cystic

fibrosis.

Materials and methods. We examined 106 children
diagnosed with cystic fibrosis aged from birth to 14 years.
Microbiological studies were performed at the laborato-
ry of the Namangan Region Center for Pediatrics and the
laboratory of the Republican Specialized Scientific and
Practical Medical Center for Pediatrics of the Ministry
of Health of the Republic of Uzbekistan. The studies were
conducted in accordance with modern clinical microbi-
ology standards.

Results.  Respiratory tract colonization by
Pseudomonas aeruginosa was detected in 45.3% of chil-
dren with cystic fibrosis, occurring as both monocultures
and microbial associations. P. aeruginosa was most fre-
quently identified in combination with Staphylococcus
aureus (53.8% of all microbial associations involving P.
aeruginosa), indicating a high prevalence of mixed infec-
tions in this patient cohort.

Conclusion. The obtained data confirm the necessity
of regular microbiological monitoring in children with
cystic fibrosis to ensure timely pathogen identification
and the rational choice of antibacterial therapy, taking
into account the local antibiotic resistance profile.

Keywords: cystic fibrosis, pathogens, children,
Pseudomonas aeruginosa.

JIETKHX, TaK U B KHIICYHUKE, MOXKET yCYT'yOIsTh TEUCHHE
MYKOBHCIIHI03a U BIHATH Ha OOIIee COCTOSHUE 370pO-
Bbs pebeHka. Psam HaydHBIX paboT CBHIETEIHCTBYET O
TOM, YTO BHJOBOIl COCTaB MHUKPOOHOMa YKEITyIOYHO-KH-
LICYHOI0 TPAKTa ¥ OPTaHOB JBIXaHMSA Y JeTeH, cTpagao-



