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XVJIOCA

Taokuxom maxcaou. CFTR eenuoacu xyn yupaii-
ouean Mymayusnap yupaus 4acmomacuiu aHuKiaul 6d
MYKOBUCYUOO3 OUNAH Kacaulanean OONANapHu 3pma
MAWXUCTAW CAMAPAOOPAUSUHU OAXONAUL.

Taokukom  mamepuannapu  ea  ycyiiapu.
Taokuxomea 3 otidan 3 éweaua Oynean MyKosUCYuoo3
xacannueu ounan ogpuear 30 nagap dona sxcand smuaiou.
bemopnapoa ummynonozux éa cememux Kypcamxuuiap
ypeanunou. Juaenos mepramuwt cunamacu 6a CFTR
2eHU  MYMayusiapu maxaiuiu  OpKaiu  macOukiaHou.
Jlumpoyumap cyononyisyuaIap, UMMYHO2I0OYIUHLAD
(4, G, M), yumoxunnap (IL-15, IL-8) ea PAH oapadica-
JapU YPeaHuIou.

Hamuocanap. Kacannuknune kewuwuea mav-
cup wunyeyu CFTR eenu mymayusnapu anukiaHou.
Tepoaeu ypmaua xaopud muxoopu 115,6 £4,6 mmonv/a
HU Mawkul 3mou, 0y OuaeHO3HU MmAacOUKIaiou.
Vsbexucmonoa sue xyn yupatiouean 8 ma mymayus yp-
eanunou. Mmmynonoeux maxaun namudsxcacuoa CD3+-
aumepoyumnap ea I1gA xamoa IgG oapadsicanapu nacaii-
eanu Kysamunou, uly ounan oupea CD20+-xyocatipanrap
sa IgM muxodopu nasopam eypyxuea nucoamau 0Kopu
9KAHU AHUKAAHOU.

Xynoca. Mykosucyuoos ounan ogpuean boraiapoa
UMMYH MUBUMUOA CE3UNAPIU Y32apuuiiap Ky3amuiou.
Vsbexucmonoa sue kyn yupaiiouean 3 ma CFTR 2enu my-
mayusicu — F508del, CFTR-2143delT éa CFTR-N1303K
MYMAYUSIIAPUHUHS AXAMUSIIIU POIU AHUKIAHOU.

Kanum cyznap: myxosucyuoos, mymayus, mepu cu-
Hamacu, UMMYHOPEaKmue mpuncuH.

MyxkoBuciunos (MB) — HaciencTBEeHHOE MYIBTH-
CHUCTEMHOE 3a00JIeBaHKE, BBI3BIBACMOC MyTAIUsIMHU T'eHA
CFTR, pacnosnoxxeHHOro Ha 7-i XpoMOCOMe.

Hapymenne ¢ynkmun xomupyemoro oOemxa CFTR
MIPUBOIUT K Je()EKTYy MOHHOTO TPAHCIIOPTa B AIIUTEIHU-
aJIbHBIX KJICTKAX, BCIICACTBUE YEr0 Pa3BUBACTCS BBICO-
Kasl BSI3KOCTh CEKpETa, XPOHHUYCCKOE BOCITAJICHUE JIbIXa-
TEJIBHBIX MyTeH W MaHKPEATHYCCKasi HEIOCTATOYHOCTb.
Hapymenne cTpykTypsl 1 QyHKITHH JAHHOTO O€JIKa TPH-
BOINUT K Ne(EKTy XJIOPHBIX KaHAJIOB, BCIEACTBHE UYETO
OHU TEPSIOT MPOHUIIAEMOCTh JJII MOHOB XJiopa. JTO
BBI3BIBACT TUIEPAOCOPOINI0 HATPHUS, CHIKCHUE TIOCTY-
TUTCHUST BOABI B TPOCBET KJIETOK M, KaK CIEACTBHE, Jie-
THIPATAAIO alMKaJIbHON MOBEPXHOCTH CEKPETOPHOTO
SMUTENUS U YBEJIUUEHHUE BSI3KOCTH CIn3H [2].

SUMMARY

Objective. To determine the frequency of common
CFTR gene mutations and to evaluate the effectiveness
of early diagnosis in children with cystic fibrosis.

Materials and methods. The study included 30
children with cystic fibrosis, aged 3 months to 3 years.
Immunological and genetic parameters were investigat-
ed in the patients. The diagnosis was confirmed by sweat
test and CFTR gene mutation analysis. Lymphocyte sub-
populations, levels of immunoglobulins (4, G, M), cyto-
kines (IL-1p, IL-8), and antinuclear antibodies (ANA)
were studied.

Results. CFTR gene mutations affecting the disease
course were identified. The mean sweat chloride level
was 115.6 + 4.6 mmol/L, confirming the diagnosis. Eight
of the most common mutations found in Uzbekistan were
analyzed. Immunological analysis showed a decrease
in CD3+ lymphocytes and IgA and IgG levels, whereas
CD20+ cells and IgM levels were elevated compared to
the control group.

Conclusion. Children with cystic fibrosis exhibited
significant changes in the immune system. A significant
role was identified for three of the most frequently oc-
curring CFTR gene mutations in Uzbekistan: F508del,
CFTR-2143delT, and CFTR-N1303K.

Keywords: cystic fibrosis, mutation, sweat test, im-
munoreactive trypsinogen.

[TmoTHas CTU3b B IBIXATENBHBIX My TAX CHIDKACT My-
KOLIMJTMAPHBIN KIMPEHC, YTO CIIOCOOCTBYET Pa3BUTHIO
XPOHUYECKHX BOCIHAIHUTEIBHBIX IMPOLECCOB U HH(ECK-
uuid. [Ipum MyKoBHCIMIO03€ B TIOKEIYJOYHOM jKeese
(hopMupyeTcst TIIOTHBIN, YpE3MEPHO BSI3KHN CEKPET, KO-
TOPBIN OJIOKMPYET BHYTPHUIIPOTOKOBBIC XOJbI, HApPYIIast
OTTOK MAHKPEAaTHYCCKOTrO0 COKA B JIBCHA IIATHIICPCTHYIO
KUKy, Takoe COCTOSHHE BBI3BIBACT BBIPAKCHHBIN Jie-
(hUIHT MUTIEBAPUTENBHBIX (DEPMEHTOB, BCIICICTBHE YETO
CHIKAeTCs pacIleIieHHe H yCBOSHHE OCHOBHBIX HYyTPH-
€HTOB, a TaKKe XHUPOPACTBOPUMBIX BUTaMUHOB (A, D,
E, K) [6,9].

MyxkoBucIuI03 fABIAETCS Hamboiiee pacmpocTpa-
HEHHBIM Op(aHHBIM 3a00eBaHueM W3 OoJiee YeM ISATH
TBICSY OIMCAaHHBIX K HACTOsIIeMy BpemeHu. Yacrtora
BCTPEUAEMOCTH 3a00JICBAaHUS B PAa3HBIX MOMYJISIHUAX
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3HaYHTEIbHO BapbupyeT — oT 1:2000 mo 1:100 000. ¥V
eBporielinieB oHa coctanisier 1:2500-4500, Toraa kak y
azuarckux Hapogos — 1:100 000-350 000 [7,1].

Hctopuyeckne ynoMuHaHUs OONE3HH BCTpeua-
[oTCsl enié B CPEIHEBEKOBBIX EBPONEHCKUX JIETeH/ax.
CymecTBoBana MpUMeTa: €CIM Marb, Ielys HOBOPO-
XKIEHHOTO, OLIyIIana CONEHBIH BKYC KOXKH, 9TO CUHTA-
JIOCH TIPEI3HAMCHOBAHHEM CKOPOM CMepTH peOEHKa.
B cnoBape J.X. Pfyffer Heayr omuceiBancst kak pe3ysib-
TaT «IOLENysI BEIbM» — OTCIONA W HApOTHOE Ha3BAHHE
«mouenyit cMmeptu». Jlume B 1938 rogy matonor D.H.
Andersen BbiIeHa 3a00JNEBaHUE B CaMOCTOSTEIBHYIO
HO30JIOTHYECKYI0 (OpMY ¥ TIPEUIOKHI TEPMHUH «KH-
CTO3HBIH (UOPO3 TOKETYyIOUHON *Kene3b». [lo3maHee,
B 1942-1944 ronpax, S. Faber BB&n coBpemeHHOE 000-
3HaUCHHE — «MYKOBHCIUIO3» (OT JIaT. mucus — CIHU3b,
viscidus — Bs3kwuii) [8].

B 1950-¢ roas! mporuo3 st MareHToB ¢ MyKOBHUC-
IIU1030M OBIT BeCbMa TKETBIM — IPHOIM3nTensHO 80%
3a00JIeBIIMX MOrHOaiu, He AOCTHTHYB ICCATHICTHETO
Bo3pacTa. B Hacrosiee Bpemsi, Onmaromapsi pa3BUTHIO
MEIUIIMTHCKUX TEXHOJOTHUH, YCOBEPIICHCTBOBAHHIO Me-
TOJIOB PAaHHETO BBISBICHUS IMATOJIOTHH M HMPUMEHEHHUIO
KOMIUICKCHBIX TEPANCBTUYCCKHUX IOIXOJOB, MPOIOIKHU-
TEJIBHOCTh M KAYeCTBO KHM3HHU TAKHX OOJIBHBIX CYyIIe-
CTBEHHO BO3POCIIH.

OcHoBubIM ciieficTBueM myTtaruun CFTR sBisercst
HapYIICHUE TPAHCIIOPTA HOHOB, YTO BEAET K CHCTEMHBIM
MOpaKCHHUSIM JK30KPHHHBIX keiné3. Hambonee wyacto
CTpamaloT NETKNE, MOPKETYI0UHAs KeJle3a U KUIICUHHK,
peXKe — IeUeHb W TOYKH.

CoBpeMEHHBIC NTUATHOCTUYECKHUE MOJXOMIbI BKIIIO-
YaT TEHETUYECKOEC TCCTUPOBAHHE, IMOTOBBIC MPOOBI U
OIIEHKY (DYHKIUH TIOKETYJOYHON KeJe3bl, YTO TT03BO-
JIIET TIOBBICUTH TOYHOCTH BBISIBIICHUS 3a0oneBaHus [4].
Oco0Bblil aKIIEHT B COBPEMCHHOM MPAKTHKE J[EJIacTCs Ha
PaHHEM BBISIBIICHIH MYKOBHCIIUI03a Y JICTEH, TaK KaK OT
CBOEBPEMEHHOCTH TIOCTAHOBKHU JWArH03a HAMPSIMYIO 3a-
BHCHUT HE TOJBKO MPOTHO3 3a00JIeBaHMA, HO U JaTbHEH-
1ee KaueCTBO KU3HU MaIMeHToB [5].

IIpobnemMbl, CBsS3aHHBIC C ITHOJIOTUEH, MaTOreHe-
30M, PaCIpPOCTPAHEHHOCTHIO, TMATHOCTUKOM U Tepanueit
MYKOBHCIIHI032, TOIYYHIN BCECTOPOHHEE OCBEIICHHUE
B Tpynax akcneptoB Corosza nemuarpoB Poccuu. B co-
BPEMEHHBIX PEKOMEHIANUSX MOAUEPKUBACTCS BAXKHOCTh
CKPHHUHTOBBIX METOIOB JUISI PAaHHETO BBISBICHHS 3200-
JIeBaHUSA, a TakK)Ke HEOOXOIMMOCTh KOMIUIEKCHOTO TIOJI-
X0J1a K Tepammy.

BenyuuMu HarpaBiaeHUSIMU JICUCHUSI CYUTAIOTCS Pa-
LUOHAIBHOE MPUMCHEHUE aHTHOAKTEPUAIIEHBIX CPEJICTB,
MYKOIUTHKOB W (EPMEHTO3aMECTHTEIBHOW Teparnmu,
YTO BO MHOTOM OIIpENEeNAeT TSHKECTh TEUSHHs OOJe3HH
u e€ nporHo3 [3]. HecMoTpst Ha cylieCTBEHHbIE ycIie-
XM B HCCICIOBAHUM MYKOBHCIH]I03a, €0 JUArHOCTHKA
U Tepamnus Mo-TPEeKHEMY TPEICTABISIIOT 3HAYUTEIHHBIC
TpymHOCTH [8].

Takum 00pa3oM, paHHEE BBISBICHUE MYKOBUCIIH]IO-
3a y gereil ocrares KIOYEBBIM (pakTopom, obecrieuu-

48

BAIOIIMM CBOCBPEMEHHOE HAYaJl0 TePaIii U YITydIIeHUe
KIMHAYECKUX UCXO0B 3a00I€BaHA.

LEJIb NCCJIEJJOBAHNW A

BrrsBuTh uactoty KiaroueBbix MyTanuit rena CFTR y
nereit u oneHuTh () (HEKTUBHOCTH paHHEW TUATHOCTUKH
MYKOBHCIIHI032 JIJIsI CBOEBPEMEHHOTO Ha3HAYCHHS Tepa-
TUH.

MATEPUAJI 1 METOAbBI UCCJIIEAOBAHUA

JI71s1 OLIEHKM KJIIMHUYECKOTO COCTOSIHUS JETEH ¢ My-
KOBHUCIHIO30M ObLTa cOpMHUpOBAHA OCHOBHAS TPYyIIa
n3 30 manueHToB B Bo3pacTe OT 3 MecsleB J0 3 JeT.
Bce oHum mpoxommnu JiedyeHHe B OTIEJICHUSIX ITYJIBMO-
HOJIOTHH, TaCTPOIHTEPOJIOTHH W TATOJOTHH PaHHETO
BOo3pacTa PecrmyOnmmKaHCKOTO —CHEeNHaIn3UPOBAHHOTO
HAyYHO-TIPAKTHYECKOTO MEIUITMHCKOTO IIEHTpa IIeana-
Tpuu Munsapasa PY3. IlapannensHo i cpaBHUTENb-
HOTO aHaJIM3a UCIIOIb30BajIach KOHTPOJIbHAS IPyIIa M3
20 TpaKTUYIECKH 3MOPOBBIX JIETEH TOTO K€ BO3PACTHOTO
JIMara3oHa, YTO MO3BOJHIIO OOBEKTHBHO BBISBHTH OCO-
OEHHOCTH KIMHUYECKHX M JIA0OPaTOPHBIX MOKa3areler
y OOJIBHBIX.

JlmarHo3 MyKOBHCHHIO3a Yy BCEX MAI[EHTOB ITOJ-
TBEPIKAAJICS C TOMOIIBIO TIOTOBOTO TECTA, BBIITOTHEHHO-
rO B IIyJbMOHOJIOTHYECKOM OT/eeHun 1entpa. Coop u
UCCIIEI0OBAHUE 110Ta OCYIIECTBIBSIIINCH C NMPUMEHEHHEM
cucteMsl Macroduct COBMECTHO C ITOTOBBEIM aHalIM3a-
Topom Sweat-Chek (Beckop, CIITA), a omeHka pe3yiib-
TaTOB MPOBOJMJIACH B COOTBETCTBHU C HOJIOKECHHSIMHU
Koncencyca 12-ro HanmonanbHOro KOHrpecca 1no Myko-
Buctuno3y (2015 r., okoHUaTenbHO yTBepKAEH 2016 ).

Kimmanaecknit ananus BeisiBrL, 9to 12 mereit (40%)
nmenH OpoHXoNErouHyto popmy 3aboeBaHus, B TO Bpe-
Ms Kak y 18 manmentoB (60%) Oblia 3aperucTpupoBaHa
cMermaHHas popma, P KOTOPOH OPaKEHUE TBIXATEITh-
HOW CHCTEMBI COUETANIOCh C HAPYIICHUSIMH IHIIEBapH-
TenpHOro Tpakra. Cpeau Bcex oOcienoBaHHBIX 14 co-
craBuid Manpauku (46,7%), a 16 — nesouku (53,3%).
KomrmiekcHast oIeHKa KIMHWYCCKUX JAHHBIX U Pe3Yib-
TaTOB MOTOBOTO TECTA MO3BOJIMJIA YTOUHHUTH (hopMy 3a-
OoneBaHMsI M TIOATBEPIUTD JIMarHO3 y BCEX YYaCTHHKOB
UCCIIEA0BaHUS.

HMMyHONIOrH4YecKre 1 TeHeTHYECKHUE UCCIIeA0BAHMS
npoBoauiuck B Muctutyre ummynosnorun AH PVY3. B
paMKax ITHX HCCIEAOBAHWN HM3yJaJHCh MyTaIlid TeHa
CFTR, o0uwmii ypoBeHb JIMM(OLUTOB U HX CyOITOITyIIsi-
uun (CD3, CD4, CD8, CD16, CD20), koHUEHTpauuu
CBIBOPOTOYHBIX UMMYHOTIIOOYTMHOB A, G, M, ¢aromm-
TapHas aKTUBHOCTh HEHUTPO(UIOB, a TAaKXKe YPOBHH IIH-
TokrHOB IL-1p u IL-8. [{ns 3Tux mesieil mpuMeHsUIHCH
meroauku ['apu6 @.10. (1995), Manchini G. et al., 1965,
ITerpos P.B. (1988) u uMmMmyHOpEpMEHTHBIN aHATH3 C HA-
6opamu OOO «Ilurokun» (Cankt-ITeTepOypr).

Crarucriueckasi 00pabOTKa JJTaHHBIX BKIJIIOYAJIA Me-
TOZIbI BAPUALIMOHHOI CTAaTUCTUKH U ITPOBEPKY pa3Inyuii
MeXIy rpymmamu no kpurepuio Crpropenta-durmepa.
JloTIOTHUTENEHO aHATM3UPOBATIACH B3aUMOCBSI3b MEKIY
YPOBHEM LINTOKMHOB ¥ TSXKECTHIO KIMHHUYECKHUX HPOSIB-
JICHU1, YTO ITO3BOJINIIO BCECTOPOHHE OLIEHUTH COCTOSIHUE
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WMMYHHOW CHCTEMBI Y JIeTeH C MYKOBHUCIIMI030M.

PE3VIJIBTATHI 1 OBCYXJAEHUE

IIporuo3 3aboneBanus y aeTel ¢ MYKOBUCIIHIO30M
HATPSMYIO 3aBUCEIl OT TOTO, HACKOJIBKO OBICTPO OBLI
YCTaHOBJICH [IHWArHO3 W TIPOBEJCHA TOCHHUTAIH3AINA.
Bpouxonérounsie MW3MEHEHUsT OCTaBAJIWCh BEIyIIMMH
MPOSIBIICHUSIMU 00JIe3HH, (POPMUPYST KIMHHYCCKYIO Kap-
THHY ¥ OIIPEEIIsisl HCXOJ B MOIABIISIONIEM OOJIBITUHCTBE
ciydaeB — okoiio 90%. M3-3a HapymeHnd MyKOIIIHAp-
HOTO KIUpeHCa ¥ OUC(YHKINH PECHUTIATOTO ITUTEIHS
OpOHXOB TPOUCXOIMJI 3aCTOM CeKpeTa, YTO CIOCOOCTBO-
BaJIO MPUCOCIUHECHUIO OaKTEepHUATBHON (IOPHI, B 4acT-
Hoctu Staphylococcus aureus, BesiBIeHHOTO y 32%
nereit, u Staphylococcus pyogenes, BCTpedaBIIerocs Y
26%.

OJHOBPEMEHHO OIICHKA YPOBHS HMMMYHOPCAKTHB-
HOTO TPHIICUHA ITO3BOJIMIIA BBIIEIUTH TPYIIIY BBICOKOTO
pHUcKa: TIoKkazarenu Bbine 70 HI/MJI CYMTAIUCH TIATOJIO-
rudeckumMu. CKpPHHUHT ITOKa3al, 4TO y OOJBIIMHCTBA
nauueHToB (60%) yposeHb TpuricuHa mpessiman 100
+ 15 vr/min, y 20% pocturan 150 + 17 ar/mi, u ewg y
20% ¢ukcupoBaInch 3Ha4eHUS okoio 250 £ 18 Hr/mi.
OTH JaHHBIE KOPPEIUPOBAIHN C Pe3yIbTaTaMi ITOTOBOTO
TeCTa: MOJIOKUTENBHBIC MMOKA3ATeIH 3apPErHCTPUPOBAHBI
y 15 nereii, ¢ MUHHMaJIBHBIM 3HaYeHUEM 89 MMOJIB/I,
MakCUMaTbHBIM 135 MMonb/m u cpeqaum 115,6 £ 4,8
MMOJIB/JT, YTO TOCTOBEPHO TTOATBEPIKIAIO THATHO3.

Bueperie Ha Tepputopun Y30ekucTaHa ObUT IPO-
Be/IéH KOMIUIEKCHBIN aHanu3 Oonee 3000 myraumii rena
CFTR, oxsarbiBatonuii 1480 aMUHOKHCIIOT B MOJIEKY-
JspHYyto Maccy 168 k/la, 9To mo3Boymio rIyoKe MOHAThH
TeHETHYECKUEe 0COOCHHOCTHU 3aboneBanus. Bee atu nan-
HbIE BMecTe (DOPMHUPOBAIH IIETIOCTHOE MPEICTABICHHE O
IUHAMAKE KIMHUYECKOTO TE€UCHHS W BBIABISUIA TPYIIIBI
MAITICHTOB C MOBBIIIEHHBIM PHUCKOM OCIIOKHEHHH, 00B-
eIMHss TOKa3arean OpPOHXOJErOYHOW IATONOTHHU, WUM-
MYHOPEAKTHUBHOT'O TPHUIICUHA U TEHETHYCCKUX MapKEPOB
B €JIMHYIO KapTHUHY COCTOSIHUA 3II0pPOBbs JeTei. bouu
BBIZIeNIeHbl 8§ KiroueBbIX MyTanuii: F508del, 2143delT,
R709X, Y569D, 451del8, G85E, 546insCTA u N1303K.
Hawubosnee pacnpocrpanéHHON MyTanuen cpenu obcie-
noBaHHBIX JgeTedi okazanmack CFTR-F508del, BoisgBieH-
Hasi B TOMO3HTOTHOM cOCTOSHUH y 14 marienToB (31%).
JlomomaUTEIRHO OBLTH 0OHAPYKEeHBI MyTaruu: 2143delT
—y 6 nereii (13,3%), R709X —y 4 (8,9%), Y569D —y 2
(4,4%) u N1303K —y 5 (11,1%) marueHToB.

B reTrepo3nuroTHOM COCTOSTHMM OTMEYANUCH CIEIy-
rormwe couetanus: F508del/G85E — y 2 nmereit (4,4%),
451del8/F508del — y 3 (6,7%), 2143delT/Y569D — y 4
(8,9%), a takxke 546insCTA/F508del — y 2 manueHToB
(4,4%).

V Tpéx merelt OBUIO BBISBIEHO HOCHTEILCTBO MY-
Taiuii B Buae kKomOuHaimii 451del8/m, F508del/n u
2143delT/n. Tsoxénoe KIMHUYECKOE TEYCHHUE MYKOBHC-
{1032 JaIie BCeTo HaOMI0AaIoCch y MalueHTOB ¢ MyTa-
musimu CFTR-F508del m CFTR-2143delT, aro momguép-
KHBACT UX 3HAYUMOCTh B BRIPAXKCHHOCTH CHMIITOMOB 3a-
OoseBaHus. MIMMYHOIOTHYECKUIT aHATN3 BBISIBIII BBIpa-

JKeHHBIC HAPYIICHUS KIETOYHOTO HMMYHHUTETA: YPOBEHB
CD3*-nmumdonuToB OBUT 3HAYUTEIHLHO HIDKE, Y€MY 3710-
possix nereit (P < 0,01), roraa kak konmunuectso CD20*
B-nuMdonuToB 0Ka3ajaoch 3HAYUTEIBHO MOBBIIICHHBIM
(P <0,01). Cyonomynsiiuu T-KII€TOK TE€MOHCTPHUPOBAIH
camkenne CD4" (P <0,05) u 6oee BbIpakeHHOE CHIDKE-
nue CD8* (P <0,01).

Cucrema TyMOpajJbHOrO UMMYHHTETa TaKXKe ObLIa
W3MEHeHa: CHIKaIUCh ypoBHH IgA n IgG, onHOBpeMeH-
HO ToBbIIascs [gM B CBIBOPOTKE KPOBH.

VY nereii ¢ MyKOBHUCIIHZ030M aHAINU3 [IUTOKMHOBOTO
IpoQIs MOKa3all SIPKO BBIPAKEHHBIN BOCIATUTEIBHBIN
otBeT: ypoBeHb IL-1p mocturan 121,2 + 3,4 nr/mi (P <
0,01), Torna xak koHmentparus [L-8 cocraBuna 49,95 +
9,84 Tir/MI1, 9TO MOYTH B ISITh Pa3 MPEBBIIIANIO MTOKa3a-
TeJ KOHTPOIbHOH rpymmsl (9,9 + 1,2 nr/mur; P < 0,001),
JIEMOHCTPHPYsI CUCTEMHOE BOCHAJICHHE Aaxke Ha (oHe
3aMETHOTO KIMHHYECKOTO YITyUIIEHHS TTOCIe KOMILIEKC-
HOU Tepanuu. Bmecrte ¢ TeM, HECMOTpsI Ha TIOJIOKUTENb-
HYIO JIMHAMHUKY COCTOSHHS, UMMYHHAs CUCTEMa JETCH
OCTaBajach HApPYIICHHOM: KonuyecTBO T-mumMoruTo
W UX CyOHOIyJIAINi 0CTaBalOCh HIKE HOPMBI, YTO OT-
pakaeT BpOXKAEHHBIE OCOOCHHOCTH WMMYHOPETYIISIIH
NPYU MYKOBUCIHO3€ M YKa3bIBACT HA COXPAHSFOIIUICS
PHUCK OCJIOKHEHHUH.

BBIBOJbI

1. VIHQOpMAaTUBHBIMH NHAarHOCTHYECKUMHU MapKe-
pamMu y IeTeil ¢ MYKOBHCIHIO30M SIBIISTFOTCSI BBICOKAs
yactora mytaunu CFTR delF508, a takxke pacnpocrpa-
néunsle BapuanThl CFTR-F508del, CFTR-2143delT u
CFTR-N1303K. B coueTanuu ¢ MOJOKUTEIBHBIMH pPe-
3yJbTaTaMHU TIOTOBOTO TECTA ITH MMOKA3aTEININ TO3BOJISIOT
BOBpEMsI KOPPEKTUPOBATH JICUCOHBIC MEPOIIPUSITHS.

2.V nmaneHToB ¢ MB HalOmonaeTcss cConpsoKEHHBIN
IeUIUT UMMYHHATETa KaK KJIETOYHOTO, TaK M TyMO-
pasibHOTO 3BeHA. [Ipy ITaHUPOBAHUU TEPANICBTUYCCKUX
U JMAarHOCTHYCCKUX MMPOrpaMM HEOOXOIUMO YYHUTHIBATH
9TH W3MEHEHHs, a BKIIOYCHHE MMMYHOMOIYTHPYIOIINX
MperaparoB B 0A3UCHYIO TEPAIHIO CITOCOOCTBYET MOBBI-
nreHuro 3¢ (HEKTHBHOCTH KOMILICKCHOTO JICYCHUS.

3. Hurokunossiit npoduis (IL-1p, IL-8) moxer uc-
MOJIB30BAThCsl KaK JOMOJHUTEIBHBIA KPUTCPUI KIHHU-
KO-TIATOTEHETHYECKOM OIEHKM 3a00JIeBaHMA, OTpaxkas
BBIPAKEHHOCTH BOCHAIUTEIHHOTO TPOIecca U YPOBCHb
UMMYHHOH TUC(YHKIIH.
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BJIUAHUE NMOJINMMOP®UIMA N'EHA IL-4 (-590C/T) HA TEHEHUE
BPOHXUAJIbHON ACTMbI Y ETEUA

LWamcmeB ®©.M., Kapumosa M.X., Asuzosa H.[., Apunosa [.C., ®ansynnaesa H.X.
PecnybnvkaHckmnin cneumannanpoBaHHbIA HayYHO-NPaKTUYECKUN MEANLNHCKUIA LIEHTP

neguaTpun, r. TalKeHT

XVJIOCA

Taokuxkom maxcaou. bponxuan acmmadan azusm
yexkaémean maxmab éwumoacu oonanapoa IL-4 (C-5897T)
2eHU NOTUMOPDUIMUHU YPAHUUOAH UDOPAMm.

Taokuxkom mamepuannapu éa ycynapu. Taoxuxom
dasomuoa OpOHXUAN acmmaed HaiuHeaH oonalapoda
IL-4 (C-589T) cenu noaumopusmu maxaun KuiuHOU.
Hazopam eypyxu cugpamuoa 93 nagap ébponxuan acm-
manu 6emop boranap ea 35 Hagap obcmpykmue 6poH-
Xum peyuous Keuyeuu mawxucu ounan Kacauianean 6o-
aanap ypeanunou. I enemux maxauiHune acocuti MaKca-
Ou 2eHOMuUNIAp 84 KACALIUKHUHS KIUHUK KYPUHUULIADU
Ypmacuoazu anokanu aHuKIauoan ubopam 6ynou.

Hamuorcanap. I'enemux maxaun Hamudicanapu uyH-
odan oanonam bepouxu, OPOHXUAT ACMMA 80 OOCMPYKMUS
OpoHxUm peyuous Keuyeuu OuLan Kacaiiauean 6onalap
opacuoa C/C ea C/T eenomunnapu T/T eenomunuea
Hucoaman Kynpok yupauou. IL-4 cenu C-590T nonumop-
Qusmu annernapu 8a 2eHOMUNIAPYU YACTOMATAPUHUHE
mawku Hagac Gaonusmu Kypcamxuuiapuea O02MuUK
xonoa ypeanuws dcapaénuoa, nagac aorusmuoa em-
2UNPOK, by3unUULIap Ky3amunean bemopnap opacuoa 2e-
meposuecom C/T cenomununune ycmyHaueu aHuKIaHoU.
by aca maskyp eenomunnune 06CmpyKyust 0apadcacutu
KaMaumupuuioa 3Xmumonuil Xumossui mavcupu Oopiu-
eudan oanonam bepaou.

Xynoca. Ywby maoxuxomuune HAmudiCcaiapu uH-
MEPReUKUHIAp 2eHAAPUOdeU NOIUMOPE TOKYCIAPHU
MAaxaul KUTUWHURE KACAIIUKHY Oawopam Kuluul 6d
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SUMMARY

Objective of the study. To investigate the polymor-
phism of the IL-4 gene (C-5897) in school-aged children
with bronchial asthma.

Materials and methods. The study analyzed the
polymorphic locus of the IL-4 gene (C-5897) in chil-
dren with bronchial asthma. The control group included
93 children with asthma and 35 children with recurrent
obstructive bronchitis. Genetic analysis was performed
to identify associations between genotypes and clinical
manifestations of the diseases.

Results. The genetic analysis revealed that among
children with asthma and recurrent obstructive bron-
chitis, the C/C and C/T genotypes were more frequently
observed compared to T/T. When examining the distribu-
tion of allele and genotype frequencies of the IL-4 gene
C-589T polymorphism in relation to pulmonary function
parameters, the heterozygous C/T genotype predominat-
ed among patients with milder respiratory function im-
pairments. This suggests a possible protective effect of
this genotype against the severity of obstruction.

Conclusion. The results of the study emphasize that
the analysis of polymorphic loci of interleukin genes can
serve as a useful supplementary tool for predicting dis-
ease progression and improving treatment strategies for
patients with bronchial asthma and obstructive bronchi-
tis.

Keywords: children, bronchial asthma, gene poly-
morphism, cytokines.



