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MYKOBHUCIHNJI03 BUJIAH KACAJIJTAHT'AH BOJIAJIAPJIA BPOHX-VIIKA
MNATOJOI'MACUHUHI KIIMHUK-JUATHOCTHUK XYCYCUSATJIAPA
1 X II. Araxanos, ' 1I1.M. OmnaGepranosa
YTowxenm Tub6uém Axademusacu Ypeany gunuanu

AnHotaums: Jlynéna cyHrru Hwuiapaa MyKOBUCIHMIO3 TpaHCMEMOpaH YTKa3yBUaAHJIUTH
perynsatopu (Cystic Fibrosis Transmembrane Conductance Regulator, CFTR) renn HykieoTua
KEeTMa-KeTJIUIy (MyTallis)MHUHT [aTOT€H BapuaHTU Tydaiiu Kenud YMKyBYM, HACIJaH Hacjira
YTyBUM ayTOCOM-pPELIECCHB TypH OYiraH HpcUil Kacauiuk — MykoBucimmo3 (cystic fibrosis)
Oonanapna KyHJaH-KyHra KYTpoK TamxucianMokaa. XKaxon cornukau cakiamni tamkuiota (QKCCT)
SKCIEPTIAPUHUHT 0axocura Kypa «... xap iwim ayHé Oyitnmua 45-50 MuHT 6ojla MyKOBHUCLHUIO3
OWJIaH TYFHIIAIH, KACAUTMKHUHT T€TEPO3UTOTAH TAIlyBUYMIAPU COHU 3ca YH MULUTHOHIA0 HadapHU

TAIIKII ATamH. .. ».. «... 65% Gonamapna ontH oifnukrauya 6ynran émua, 80% Xonarna 6up émrada

Ba 90% xomaraa WKkM €mrada OyiaraH Myangatia KacaUTMKHUHT AAcCTIIa0Ku OeNruiapu manjo
6ymamu...»2. ByryHrm KyHra Keiu0 KacallaHMII —[apaKACHHUHT OPTHINM, IIaTOT€HETHK
MEXaHU3MJIAPH, KIUHUK KEUHMIIMHUHI Y3Ura XOC XYCYCHSTJIapH eTapiuya YpraHuiMaraHjiuru,
MYKOBUCIIIO3HUHT OFUp acoparjapu o3ara Keiaa€TraHiurd ymly HO30J0THs OYinua HIMHMA
TaJKUKOTJIAp OO OOPMIIUIIY 3apyPIUTHHHA TaK030 3TMOK/IA.

Kanur cy3aap: MykoBuciuo3 Ouiian KacajjlaHral Oonanapaa OpoHX-YIKa MaToJIOTUsICUHU

KIIMHUK-AUArHOCTUK XYCYCUATIIApPHU.

KJIMHUKO-TUATHOCTUYECKHUE OCOBEHHOCTH BPOHXOJIETOUHOM
IMATOJIOTUHA Y JETEA C MYKOBUCIIIO30M
1 X I1. Araxanos., 111.M. Onna6epranosa
YVpeenuckuii punuan Tawxenmcroti Meouyunckoii Axademuu

AnHoTanusi: B mupe Bce Ooibllie B TOCIETHHE TOABI TUATHOCTUPYETCS HACIEIACTBEHHOE
3a0oneBanre - MykoBucimao3 (Cystic fibrosis) y gereit ¢ ayTOCOMHO-PEIIECCHBHBIM THIIOM
Hacjie0BaHUsl, OOYCIIOBJIEHHOE MATOr€HHBIM BapUaHTOM HYKJIEOTHAHOM IMOCIEeI0BaTEIbHOCTH
(MyTaruei) rena MyKOBHCIIMI03HOTO TpaHCMEMOpaHHOTo peryssitopa npooaumoctu (Cystic Fibrosis
Transmembrane Conductance Regulator, CFTR). [lo omenke skcreproB BcemupHoii opraHuzaiuu
3apaBooxpanenus (BO3), «... B mupe exxeroaHo poxaarorcs 45-50 Toicsy 1eTel ¢ MyKOBUCIIMAO030M, a
YHCII0 TETEPO3HTOTHBIX HOCHTENEH 3a0071eBaHNs COCTABIISAET JECATKH MHIUIAOHOB...» . «... Ilepebie

cumnmomul noaenaomceay 65% oemeit ¢ eo3pacme 00 wiecmu mecayee, 80% 0o oonozo zooa u 90%

00 08yx nem ...»"*. Ha ceroHsamIHMIA IeHb POCT YHCIIa 3a00JIeBAEMOCTH, HEJIOCTATOUHAS H3yYEeHHOCTh
IaTOrCHETHYCCKUX MCEXaHHU3MOB, 0COOEHHOCTH KJIIMHHUYECKOTO TCUCHUS, BO3HHMKHOBCHHUC TIXKCIIBIX
OCJIO’KHEHUH MYyKOBHCIIH103a TPEOYIOT POBEJCHNUS HAYYHbBIX UCCIIEI0BAaHUMN 110 3TOI HO30JIOTHH.

KuroueBbie ciaoBa: KinHUKO-IHarHOCTUYECKHME OCOOCHHOCTH OpPOHXOJIETOYHOW MATOJIOTUH Y

z[eTeﬁ, OOJIBHBIX MYKOBHUCIIUIO30M.
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CLINICAL AND DIAGNOSTIC FEATURES OF BRONCHOPULMONARY PATHOLOGY
IN CHILDREN WITH CYSTIC FIBROSIS
1Kh.P. Atajanov., 1Sh.M. Ollaberganova
tUrgench branch of the Tashkent Medical Academy
Annotation: In recent years, the hereditary disease cystic fibrosis has been increasingly
diagnosed in children with an autosomal recessive type of inheritance, caused by a pathogenic variant
of the nucleotide sequence (mutation) of the gene of the cystic fibrosis transmembrane conductance
regulator (CFTR). According to experts from the World Health Organization (WHO), "... 45-50
thousand children with cystic fibrosis are born in the world every year, and the number of
heterozygous carriers of the disease is tens of millions ..." ™... The first symptoms appear in 65% of
children under six months, 80% under one year and 90% under two years..." Today, the increase in
the incidence rate, insufficient study of the pathogenetic mechanisms, the features of the clinical
course, the occurrence of severe complications of cystic fibrosis require scientific research on this
nosology.
Key words: Clinical and diagnostic features of bronchopulmonary pathology in children with cystic
fibrosis.
Honzapoauru: XXaxonma 6onanapaa MyKOBUCIUIO3HH dPTa TAIXUCIIAII, JABOJIAII Ba YHIHT
KJIMHUK-TIATOTEHETUK AaCIEKTIAPUHHA YpraHulra HYHAITUPWUITAH KaTop WIMHKM- TaIKUKOTJIAp

amajra omMpuwIMoKaa. by 6opana 6onanapaa MyKoBUCHIN03 HIAKIUIAHUIIMHUHT XaB() OMUIIIApUHU
aHMK1anl, D BUTAMUHUHUHT POJIMHU 0axoJialll, 3aMOHAaBUN KIMHHMK MablIyMOTJIap Ba AMArHOCTHK
TEKUIMPUII YCYJUIApU acocHJa MMMYH >XKaBOOHMHI SJUIMFJIAHMII MapKepiiapu Ba MeauaTopiapu
XOJIATUHY OeNruiall, KacaJJIMKHY JaBoJIalira nepcoHn(uImpaaHrad €H1anryBiIapHH UIIa0 YUKUII
OyryHTM KyHHHHT J0J13ap0 MyamMMoJiapuaaH XUCcOOTaHaIH.

MawmmakaTiMH3/1a aifHu Jam1a COFJIMKHU CaKjall TH3UMHHHA TaKOMHJUTAIITHPHIN Ba aXOJIUHH
VOKTUMOUHN XUMOSI KWJIHIL, THOOUH TUSUMHM KaXOH aHA03aJ1apy Tajabiapura MOCIaITUPUII, UPCU
opdaH KacaJUIMKJIapHHM 3pTa TalIXMCJAlll, JaBoJiall Ba OJJWHU OJIMII OOopacuja KEHI KaMpOBIU
UILIap aMaira OMIMPHIMOKJIA. AXonura THOOMI Xu3Mar KypcaTHII Japa)XaCMHU SIHTH OOCKHUYra
KYyTapullJa «...0MJla CAJIOMATIIMTMHM MYyCTaxKamulall, OHaJMK Ba OOJaluMKHU Myxo(asza KuIuil,
OHalap Ba OoJaJIapHUHT cUdaTa THOOMH XM3MaTAaH (QoNAATaHUIIHM KEHTaWTHpUIL, yiapra
UXTUCOCTAIUTUPWITAaH Ba IOKOPHU TEXHOJOTHsUIapra acocjiaHraH TuOOui é&pnam Kypcaruil,
yaKaJokjap Ba Oonamap VIMMHUHM KaMaWTUpuil OYyilMya KOMIUIEKC dYopa-TaJ0upJjapHU SHaaa
KEHIPOK aMaiTa OIIMPHII»’Ta KapaTHWIraH MyXuM Basudanap Genrunanrad. YmoOy BasudamapHu
amanra OINMPUIIIA MYKOBUCIHIO3 TAPKAIMII JapaXaCHHUHT SIHTH acCHeKTIapH, KacaJUTHK
PUBOXIIAHUIINTA TabCHP KypcaTyBYM XaB() OMWIIApDUHH aHWKJAII, axoJid, aifHWKca, Ooianap

CaJIOMATJIMTMHU MyCTaxKamJlall, UPCUI KacaJUIMKJIApHU TAIIXUCIIAll Ba JABOJIAIIHUHT 3aMOHABUH,
SIHTH YCYJUIAPUHU UIDTa0 YUKHII OPKAIM KaCAJIMK aCOPAaTUHHU KaMaWTUPUII MyXHUM aXaMUsT KacO
ITa/u.

V36exucron Pecny6mukacu Ipesunentunnar 2022 imn 28 suBapaaru 11O-60-con «2022—
2026 ininapra MyJDKaJITAHTaH SHTH Y 306KMCTOHHUHT TAPAaKKUET CTPATErHsCH TYFpUCHIa», 2018 iiu

7 nexaopmaru [1d-5590-con «Y36eKucToH PecrryOnmkacu COFNIMKHM Cakjanl TH3UMHUHH TYOJaH
TaKOMIULIAIITUPHII OYViinda KOMIUIEKC dopa-tanoupiap tyrpucugantu ®apmonnapu, 2019 viun 7
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centsiopaaru [1K—4440-con «Kam yupaiinuran (opdan) Ba OomKa MPCHI-TEHETHK KacaJUIMKIIapra

yajuHran Oojanapra THOOMH Ba W)KTUMOMHM €pAaM KYpPCATHIIHM SHAJa SXIIMIAII 4Opa-TaJ0upiIapH
tyFpucuga»y, 2021  #wwn 29  wmronmarm  [IK-5199-con  «CornmkHM — cakjam — coxacuia
UXTUCOCTAITHPWITAaH THOOWMH Epmam KypcaTWIl TH3UMHHU SHaJa TaKOMHUIAIITHPHIN 4Yopa-
tTanpOupnapu Tyrpucuia»tu Kapopmapu xamaa Mmaskyp ¢aoimsrra TETHUILIH OOIKa MeEbEpHii-
XYKYKUH XyXoKaTiapaa OenruiaHrad BasualapHH amajira OIIUpHINra yIIdy IuccepTamus
TAJKUKOTH MYyailsiH qapaxazaa Xu3mar KUau.

Makcaau: MyKOBHCLU03 OWUJIaH KacaJUTaHTaH Ooanapaa OpoHX-YIKa MaTOIOTHSICUHHU TAIIXUCIIAII
Ba KOMILJICKC JaBOJIAII CaMapaJOpJIMTHHU OIIMPUII MAKCaIH/1a KaCATMKHUHT KIMHUK-IAArHOCTUK
XyCYCHUSITIIapHU aHUKJIAIIJaH noopar.

HaTtmikanap Ba yJapHUHr MyxokamMacu:. MB ofup KeuyuliM Ba HOXYII HaTHXajlap
PUBOXIJIAHUIIY CTAI[OHApTa KaOyJl KWIMHTaH MYJJIaT XaMm/ia y3 BaKTH A KypCcaTHIITaH MU(OKOPIIUK
€paamura OOFJIMK XHCOOIaHa . AHAMHECTHK MabIyMOT/IAp TaXJIWIN IIYHH KYPCATIAUKH, KaCAILTHUK
Oonutanumuaad To mmdoxoHara ETKM3WITYHHra Kamgap 2—7 cyTka yraau. Hatmwkama 06u3

TOMOHHUMM3/JIaH aHuKIaHuIm4a, Oponoyitn Xyayaunaru MB Owian orpuran OonanapHuHr 44,4%wu
(16 Ta xomar) KacaJUTMK OomutaHraHWaaH 3—5 cytka ytuo, 55,6% (20 Hadapwm) yiima Oexyma
JaBoJIaNIIapiaH cYHT 5—7 KyH naBomua mmdoxonara ETku3mirad. KacasTMKHUHT TacTIIa0KU HKKA
cyTkacuga Oemop OoylalapHHHT OTa-OHANApU TUOOWIA Epmam cypab cranmuoHapra MyposkaaT
ATHUIIIMAraH.

MabayMKH, MYKOBHCIHWIO3 HAcjJaH-HACIra ayTOCOM-PEIECCHB YTYBUM MPCHHA KacaJUTHK
XxucoOIaHa . AHAMHECTHK MabliyMoTiiapra kypa MB Owian orpuran OoJjaynapiia KapuHIOILIap
Hukoxu PecmyOnuka Oyitnua 29,7% (22 nHadap), Oponbyiiu muntakacuga — 27,7% (10 nadap)
(OR=2,19; RR=1,59; y2=1,17; p<0,01) tamkun 3Tau Ba Oy KypcaTKH4Iap PEKypeHT KEuyBYH
ob6ctpykTuB OpouxuT (OBPK) 6Ynran 6onanap Ounan TaKKOCIaHTaH/Ia CE3UIIapIin Japaxkaa OKOPH.
Ym0y GonamapHUHT aHAMHE3W YpraHWITaHIa KaTop HOXYII OMUJuIap Kaa aTunau (1-pacm).

B OBPT n=45 Opon6yiiu = OBPT n=35 Pecnybuuka

MB n=74 Pecniy6inka MB n=36 Oponbyitu
400

300
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0 1,1l mapasxami

KaMKOHIMK ATONUK AepMaTUT PaxutHuHT KOJINK OKeni-sHepreTuk
KYPUHHIIH €TUIIMOBYHUIIUK

1-pacm. Texmmpunran 6onanapaa GoH KacaUTMKIAPUHUHT
y4dpan gapaxacu, %.
bonanapna MBHUHT OFMpIuK napakacura HOXyII mpemMopoun (oH XaM KarTa TabCHUp
kypcataau. Keatupuiran MabIyMOT/Iap Tax I KHJIMHAP dKaH, TAbKUAJANI )Kou3KH, |-l qapaxkanu
kamkoninuk 100% (36 wHadap) Oomama anukimaHau, Oy, OwigamMu3ku, Ooyiaia  KHUCIOPOJ
ETUIIMOBYMIIMTHHNA 4yKypramTtupaau, Opondyitum xynynuna MB Ownan ofpuran OonalapHUHT
61,1% (22 nadap) una — aromuk nepmarut Xxamaa 91,6% (33 Hadap)uma — OKCHI-dHEPreTHK
CTUIIMOBYMIMK Kailn otunnm, Oy Pecnybnmuka Oyiinua MBam  Gomamap rypyxnapu
kypcarknunapunaad gapk kunaau. bemop 6omanapuunr 63,8% (23 Hadap) uaa paxuTHUHT KOJJIUK
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KYPUHUIIN Ky3aTwiau, Oy YIKajgap BEHTWIALMACUHH KUHMHmamrTupagd. MB Ounan orpuran

Oomanapaa Hynmom Ba OOIITaH KEYUPWITaH KacaUTMKIAPHUHT (AKTOPJIM TaX)IMIM MHUHTaKara
OOFNMMK XoJja IIyHH Kypcatauku (2-pacm), OponOyiim Xyayauaa OonpiaH KeUYUpHITaH
Kacayuikiapaan yTkup Opouxut — 30 nHadap (83,3%) Gomama (OR=3,81; RR=2,64; y2=7,56;
p<0,001) anukmanau, ymoy kypcatknd Pecriyonuka 6yitnua MBim 6onanap Ovitan TakKOCJIaHTaHa
— 42 nadap (56,7%)Hu TAIKUI ATAU;

(OR, RR>1,0; *- P<0,05, ** - P<0,01, *** - P<0,001)

3,81*** .
10 - 2,96 4 5%*
0 M
Vrxup Gposxur

3oTrinkaM

JIOP aw3o0mapu

B RR — HucOuii xaBd OR — IMKOHMATIAP HHCOATH KACAILHKIIApH

2-pacMm. MB 6unan orpuran 6omnanap/a iyaaomn Ba OougaH KeUUpHIraH KaCalTUKIapHUHT
dakropau Taxaunu, %o.

Oomian Keuupwiirad Kacawtukinapaan Oponoyiiu xyaynunaru 6onasapHuar 32 Hadap (88,8%)una
(OR=2,96; RR=2,23; %2=3,6; p<0,01) kaiig STWiraH 30TWDKaM 3bTUOOPHU TOPTAIH, YIIOY
kypcarkud PecryOnmka 6Yitnaa 54 vadap (73,0%) 6onana anuknanau, 0y Pecriybnmka 0yitnya ymoy
MaToJIOTHsl OwJiaH ofFpuraH Oomanmap KypcaTKuwiapu OwiaH Takkocianragmga Oponoyiin
MuHTakacugaru MBmau Gonanapaa 1,2 6apo0ap KYTIIIUTHHE KypcaTau.

MBnu Oonanapia #ynmom kKacaJUIMKJIapJaH Yhka Oyianapu Ba TYFpU HMYaK IIWJUIUK
KaBaTUHUHT TYUIMIIM Ky3aTuiamanau, PecnyOnuka Oyitnua MBnm Gonamap rypyxu Ounax
TakKociaHranga ymoy kypcatkud — 1 Hadap (1,3%), Opon6yiin xyayauaa JIOP awzomapu
kacauukiapu 22 Hadap (77,7%)uu tamkun >tau (OR=4,5; RR=2,17; x2=3,32; p <0,01), Oy
Pecniy6nuka OVitmua MBnu Gomanap — 47 nadap (63,5%) Owinan takkocnanranga 1,2 GapobGap
rokopu, Oponoyitu xynyaunaa MBau 6onanap/ia maHKpeaTHK €TUIIMOBYMIMK KYy/1a FOKOPH OYIIan —
28 nadap (77,7%?2), Pectiybnuka 6yitnaa MBrnu Gonanapnaa ymoy kypcarkuy — 55 nadap (74,3%).
MBnu Oonanap mudoxonara Kadyin KWIMHIAHAarM OTa-OHAJIAPHUHT SHT KYI IIMKOATU 3pTanadKu
coaTyiap/ia Xypy>KCUMOH OYnu0 Kya Te3-Te3 103ara KellyBud, KyH JJaBOMHJIATA KaMJIaH-KaM a0
O6ynanurax Ba §,48+0,28 cyTka JaBoMuaa cakyiaHuO Typaauras itytan — 100% (36 nadap), 21 naghap
(58,3%) MBnu 6emopna apanaii xapakrepaara Hahac CUKWIHIITNIAH NTUKOAT KAl STHIIN, EFIT U
kenuu 36 Hadap (100%) 6omana ky3atunau, 0y Pecny6nuka 6yiinaa MBnu 6onanap rypyxu Ouian
Takkocianranzia 1,2 6apoOap kym, uimraxasusr naiumm — 29 nagap (80,5%), noxacnuk — 27 Hadap
(75%), panrnapnuk — 31 Hadap (86,1%), yiikynunr Oy3unumu — 27 Hadap (75%), TymoB — 4 Hadap
(11,1%). Kypuknan yrkasum skapaéuuna 12 unagpap (33,3%) 6Oonaoa cypymkanu unoxcus
Gencunapu Kaiid >mundu («6apaban uynuanapuy» 6a «coam ounacu»). YmKamapa HepKyTOp
Varapunurap 7 Hadap (19,4%) Oonana yrika TOBYIIMHUHT KHCKApUIITM KYpUHUIINTA dra 0ymam, 13

Hadap (36,1%) uaa mepkyTop TOBYLUIHMHI KyTH4ya TypH Ky3aTwiaud. Kykpak kadacu ab3onapu
peHTreHorpaduscua [pak cosicu KoH(pUrypamuscu Kymiaad Ky3aTHLIUIapaa Xed KaHjaal
XycycusiTiapra ora Oyamamu. bupok Karop Xonariapaa [opak  OCITMHMHT  €JUPWIIMIIH,
yerapaJapHUHT yan Tapadra KeHraiumm Kai 3Tuiau.
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XankyMm Ba OypyHIaH OJIMHTaH CypTMaJapHU OaKTEPHOJIOTHK TEKIIHPUII HATHKAIapy IIyHH

kypcarauku, MBmu 6emoprnapaa Takkociam rypyxura Hucbaran Staf. Aureus — 1,0 6apobap Ky —
9 nadap (25,0%), Pseudomonas aeruginosa — 1,4 6apobap kym — 10 Hadap (28,0%), Klebsiella
pneumonia xamaa Staphylococcus epidermidis — 1,9 6apo6ap kam — 2 Hadap (5,5%), Staphylococcus
aureus/  Pseudomonas aeruginosa — 1,4 ©Gapobap kym — 12 wmadap (33,3%),
Candida albicans/Pseudomonas aeruginosa — 1,9 6apo6ap kyu — 1 uHadap (2,7%) yupamu (3-pacm).
MBimm 6omanapna Enterococcus Ba Streptococcus oralis xaiin stunmanu. Oponoyitn Xyayauaari
MBnu OGomanmap rypyxjapu KYpUKIaH YTKa3wiraHaa H3OSMMAJIAHTAaH XoJlaTAa XaM, OoIIKa
Ky3raTyBumMjap OwWiaH OWpHKKaH xojarga Xxam P. aeruginosa uunr 61,3% xomataa ycuiu
AHUKJIaHIHN.

=@—MB n=74 Pecriy6imka =—®=MB n=36 Opon6yiin

3-pacm. MBru 6emopiapia 6akTeprOJIOTHK TeKIIUPHII HaTKamapu, %o.

Anabuér MabJlyMOTIapura acocliaHuO TabKUJTAl MyYMKHHKH, St. Aureusza nucoaman P.
aeruginosa OpOHX-YNKA MHCAPACHINAPUHUHZ 3YPAliud Oopumu HYKmMau HAa3apuoan Myxum
axamuamea 32a, P. aeruginosa kononusayuacu o6onanapoa ynka MYKUMACUHUHZ me3
WUKACMIAHUWIU OUIAH O02UK,

Xyaoca: MykoBucun03 OunaH kacaaHrad 6omanapaa OpoHX-yIka maToioruscuia Tamku Hagdac
¢bynkiuscuau 6axomam 57,1% xonataa ynkanap BEHTUISAIHUACH OY3WIMIIHHUHT PECTPUKTUB TypU
OunaH XapakTepiianau, Oy TaKKoCIall Typyxu Kypcatkuuwiapuaan 2,4 6apobap optuk, PecryOnrka

oyiinua MBnu Gonanap rypyxu Ounan Takkocnanranga HUXT1 mapaxacu 1,1 6apobap ummoHwIm
kamaiiran (p<0,05), YTC kypcarkuunapu Pecrry6muka 6yiinua MBim Gonanap rypyxura Huc6aTas
1,1 Gapobap umonwin kamairan (p<0,05). MBnu Oomamapma Xadkym Ba OypyHIaH OJHMHTaH
cypTManap 0akTeproJoruk Tekmupmiranga Opondyiin MuHTaKacuaa >HT katta dousnap (61,3%)
Pseudomonas aeruginosa ynymura TYFpU KeIHIIN aHUKTaH]TH.

MykoBucIH103 OMaH KacajulaHran Oonanapja OpOoHX-YIKa MaTOoNOTUSACHIA TAaKKOCHAII TypyXura
Hucbatan C-peaktuB oxkcui — 4,0 6apobap, NpOKAIBIUTOHUH — 5,9 GapoOap OMIMIIM aHUKJIAHAN
(p<0,001), 6y 6akTepuan nHpeKkuusHUHT AUuddepeHnnan ImarnocTukacu1a nHHoOpMaTUB KYypcaTkuy
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O0ymu6, ymoOy maronorwsuin Oojanapia aHTHOAKTepHall JaBO CaMapaJOpIMTHHU Y3 BaKTHJIA
MOHHUTOPHHI KWJIMIITHUHT ME30HU XI/IC06J'IaHal[I/I.
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