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ACOLIALII NOJIIMOP®I3MIB MPOMOTOPHUX
OINAHOK FEHIB ELANE TA IL6 13 KJTIHIYMHUAM NEPEBITOM
BPOHXOEKTATUYHOI XBOPOBW Y AITEN
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A — xonyenyis ma dusatin docaidwenns; B — 36ip danux; C — anaris ma inmepnpemayis danux; D — nanucauus cmammi;

E — pedazysanus cmammi; F — ocmamoune 3amesepOncenns cmammi

Pestome. Mema. Ouinntu aconianii npomMoTopaux nmoaiMmopdismis ELANE -903 T>G, ELANE -741 G>A ta IL6 -174 G>C i3
HASIBHICTIO OPOHXOEKTa3iB, KAIHIYHUM TArapeM 3aXBOPIOBAHHS, PYHKIEIO ATeHb, IKICTIO XUTTS T PIBHAMY MapKepiB HeHTPOpib-
HOTO 3aIAA€HHA Y AiTel.

Mamepiasu ma memodu. IIpoaHaAi30BaHO TeHOTUIIOBAHY MABHOIPKY 87 Airell: 48 i3 OpoHxoekTasaMu 6e3 MyKoBiCLHAO03Y, 21 i3
OpOHXOeKTa3aMU Ha TAi MyKOBicImA03y Ta 18 0ci6 KoHTpoABHOI rpymy. OLiHIOBAAM PO3IOAIA TEHOTHIIB i aA€AiB, BIAIOBIAHICTD
piBHoBasi Xapai-BaitHOepra, 4acToTy 3arocTpeHb i3 aHTHOIOTHKOTEPAI€0 Ta TOCIITAAI3AIM, ITOKA3HKKH CIIPOMETPl, SKICTh
XUTTA 3a oruryBasbHIKOM BC QoL-UA, cupoBaTtkoBi KoHIIeHTparlil iHTepAeiiKiHy-6 i HeHTpodispHOI eaacTasn. [TpoBoanan Mixk-
I'PYIOBI OPIBHAHES, KOPEASINHII aHaAis CripMeHa, aHAAI3 TeHETHYHIX MOAEA€l, 6araTopakTOpPHy AiHIHHY Ta HeraTHBHY 6iHO-
MiaAbHY PErpeciio 3 ypaxyBaHHAM MYKOBICIIUAO3Y, BiKY i CTaTi Ta KOPEKIIII0 HA MHOKUHHICTb OPiBHSAHb.

Pesysvmamu. Y rpymi 6porxoekTasis 6e3 MyKoBicIa03y HocifictBo aaeast C IL-6 —174 G>C acoritoBaaocs 3 MEHIIOK0 YaCTOTO0
sarocrpeHb i3 anTu6iotukorepaniero (1,0 [0,0; 2,0] mporu 2,0 [1,0; 3,0] emizoay/pix; p = 0,004; q = 0,032) i rocniraaisauiit (0,0
[0,0; 1,0] mporu 1,0 [1,0; 2,0] emizoay/pix; p = 0,001; q = 0,022). Aosa areast C 3B0POTHO KOpEAIOBaAA 3 YaCTOTOI 3aTOCTPEHb
(p =-0,42) i rocniraaisaniit (p = —0,46). ¥ 6aratopaxropHiit Mopeal HocifictBo C 3aAMIAAOCA ACOLiHOBAHUM i3 MEHIIOK 4acTO-
TOIO rocriTaAisaniit (BiAHomeHHs inTencuBHOCTe 0,48; 95 % AoBipumil inTepsas 0,25-0,94; p =0,031). Hociitcrso G ELANE 903
AEMOHCTPYBAAO TEHACHIITIO AO HIDKIHX 06 eMIB pOPCOBAHOTO BUAKXY 3a IIePIIy CeKYHAY Ta GOPCOBAHOI JKUTTEBOI EMHOCT] AereHs,
CTaTUCTUYHO 3HAYYLIVX ACOLHALi} i3 AKICTIO XXUTTS He BUABACHO.

Bucnoexu. TToaimopgism IL-6 —174 G>C mosxe 6yTu MoAniKaTOpoM KAIHIYHOTO Iepebiry OpoHxoeKTasiB 6e3 MyKOBICIIAO3Y B
Aireit. HocifictBo aneast A y manjienTis 3 resorunom NE ~741 G>A acorriroBaBcst 3 HassBHICTIO 6p0one1<TasiB i3 BIII 3,11 (95 % AL
1,04-9,28; p = 0,061). 3 orasiay Ha HeBeAMKHUIt 06CST IATPYII, MHOXIHHICTb aHAAI3B | BiAxrAeHH Bip piBHOBarn Xapai-Baiin6epra
Pe3YAbTATH MAIOTh TiOTe30IeHePYIOUHiT XAPAKTeP 1 HOTPeOyIOTh He3aAeKHOI POCIIeKTHBHOI peAiKaLyii.

Katouosi crosa: pity, 6porxoexrasu, Myxosicupo3, ELANE, IL-6, HeiitpoirbHa eAaCcTa3a, IHTepAEHKIH-6, FeHeTHYHHUI OAI-

Mopism.

Bcryn

BponxoekTass a60 OpOHXOEKTATHYHA XBOpOOa
(BEX) stBASIIOCD COBOI0 TeTepOreHHO0 IPYIIOK0 3aXBO-
PIOBaHb, B OCHOBI SKHX A€XWUTb XPOHIYHHMI 3aIlaAbHHUI
TIpoIleC B AUXaAbHMX IAsxax. Y maroreHesi bEX rene-
THYHI YMHHUKYA MOXYTb OYTH K IPUIHHHUME $aKTO-
paMu pO3BHUTKY 3aXBOPIOBAHHS, TaK 1 BUCTYIIATH B SKO-
cti MoauikaTopis mepebiry. MOHOTeHHi 3aXBOpIOBaH-
Hl, 30kpeMa MyKoBicipa03 (MB) i nepsunna nuaiapaa
AUCKIHE3is, € TUIIOBUM IIPUKAAAOM I€HETHYHHX 3aXBO-
PIOBaHb, B OCHOBI AKHX A€XKHUTb T€HETUYHO o6yMOBAeHi
TNOPYIIeHHS MyKOLIMAIAPHOTO KAipeHcy. 3 iHImoro 6oxy,
6ponxoekrasy, He moB’si3aHi 3 MB, Moxyrs Matu B
IATOTEHEeTHYHMX AQHKAX PO3BUTKY 3aXBOPIOBAHHS pi3-
HOMAHITHI BapiaHTH [IOAIMOP(i3My reHiB, IOB SI3aHUX i3

IIPOTea3a-aHTUIIPOTEA3HUM HAAAHCOM Ta IMyHOpPEryAs-
mieto [10, 15]. Heitrpodirbna enacrasa (HE), sy
kopye ELANE, € OCHOBHMM IPOTEOAITHYHUM pepMeH-
TOM, IO IPU3BOAUTD AO YIIKOAXXEHHS IT03aKAITHHHOTO
MAaTPHKCY, BIIAUBAE Ha YaCTOTY KOAUBAHb BillOK pecIi-
paTopHoro emiteaito. besymoBHuM € $akT TOrO, 1O
HapamimkoBa akTuBHICTh HE acorjiroerbes 3 TSKKICTIO
OpOHXOEKTA3iB Ta PU3HKOM iX 3aroCTpeHb [1,5,10,17],
1[0 B CBOKO 4ePry MOXe OYTU Pe3yAbTATOM BIIAMBY I'eH-
Horo noaiMmop¢ismy B reni ELANE.

IToaimopizmu IPOMOTOPHOI AASHKHA
ELANE -903 T>G1i~-741 G>A po3raipaioTh K MOTeH-
Li}fHI PeryAsSTOpU eKcIpecil. Y meaiaTpuyHiil KOropri
1AlOIaTHYHMX 6p0one1<TasiB BHCOKOAKTHBHI '€ HOTUIIN
ELANE aconitoBaAucs 3 BUIIMMHU BUXIAHMMH PiBHAMU
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== OPUTIHAJIbHI AOCNIAXEHHA
OKCHAY a30Ty y BHAMXYBAaHOMY IIOBITPi Ta Kpaljoro
AvHaMiKOW mokashuka FeNO micas aikysanms [14].
Boanoyac pesyabTaTH, OTpHMaHi B iHIIMX KAIHIYHHMX
HOMNYAAIIAX, € HENPAMUMU: Y IAIEHTIB i3 TepMiHaAD-
HOIO XPOHIYHOI0 XBOP060I0 HUPOK BapianT —741 G>A
0yB IIOB SI3aHMU i3 HEUTPOPIAPHUMU ITOKAZHUKAMH, aAe
He 3 konentpanieio HE maasmu [9]. Lle obmexye
MOJKAMBICTb €KCTPANOASL{i Ta OOIPYHTOBYE OKpeMe
AOCAIAXKEHHS B AiTell i3 OpOHXOEKTa3aMH.

[urepaeiikin-6 (IL-6) € OAHUM i3 KAIOUOBUX Meia-
TOPIiB AOKAABHOTO Ta CUCTEMHOT'O 3allAACHHS. Y AiTel i3
XPOHIYHMM THIMHUM 3aXBOPIOBAaHHAM A€reHb BHMCOKI
KoHIeHTpalii [L-6 y 6pOHX0aAbBEOAIPHOMY 3MHBI aCO-
IIIOBAAMCS 31 3HMKEHOK CHUCTEMHOK HPOAYKINEIO
iHTepQepoHy-Y y BIAIOBiAb Ha 3aMaAbHUH IIPOIEC,
BUKAMKaHUI HerumosaHowo Haemophilus influenzae
[16]. Aas mpomoroproro moaiMopdismy IL-6 —174
G>C (rs1800795) onucano MOMyASIIiftHO 3aA€5KHi aco-
njanii 3 OpOHXiaAbHOIO ACTMOIO Ta IHIIMMHY aAepriYHUMU
saxgoproBannsamu |11, 20], opHaK mpsmuit 38’430K i3
PUBHMKOM i KAIHIYHMM mepe6irom OpOHXOeKTasiB y AiTeit
3AAMIIAETHCS HEAOCTATHbO BUBYeHMM. DyHKIiOHaABHI
HACAIAKH IIbOTO BapiaHTa TAKOX He € OAHAKOBO BIATBO-
PIOBaHMMH B Pi3HMX YMOBAX 3allaAbHOTO Tporecy [ 19].

Panne BusBAeHHS MOAM(IKATOPIB Iepebiry 3axso-
PIOBaHHS Ma€ 0coOAMBe 3HAYeHH B IeAiaTpii, OckiAbku
32 OIITUMAABHOTO AIKYBAaHHS CTPYKTYPHI 3MiHM MOXYTb
3MEHIIYBATHCS A00 3HUKATH. Y HACTAHOBI €BpOIENCh-
Koro pecriparoproro tosapucrsa (ERS) HaepeHo
YaCcTOTy MOKpameHHs 260 pospimenns Ao 64 % [7, 8].
Mixsapoasi piopurer Child-BEAR-Net Bratogarors
(eHOTHUITBAHHS, eHAOTHITYBAaHHS Ta IOIIYK OioMapke-
piB AAS mepcoHanizoBaHOro Aikysamms [6, 13].
AOAATKOBOI aKTyaAbHOCTI HaOyAQ BiCh HEUTPOPIABHIX
cepuHoBux mporeas: y CIIIA 6peHcoxaTn6 cxBareHO
12 cepmua 2025 poky AASL AIKYBaHHS He-MYKOBICIIMAO3-
HUX OpPOHXO0EKTa3iB y AOPOCAMX i Aiteil BikoM Bip 12
poxkis [3, 18].

MeTo010 IIHOTO AOCAIAKEHHS 6on OI[IHMTH ACOIJi-
antii noaimopismis ELANE -903 T>G, ELANE -741
G>A ta IL-6 —174 G>C i3 HasBHICTIO OpPOHXOEKTa3iB,
KAIHIYHUM TATapeM, PyHKIIi€I0 AeTeHb, IKICTIO XUTTS Ta
CHUPOBAaTKOBMMH MapPKePaMH 3alIaACHHS B AITEH.

O06’eKT i METOAM AOCAIAKEHHS

byaro mposepeHo mopiBHSAbHE INPOCIEKTHBHE
AOCAIAKEHHS 3a ydacTio 87 AiTell BikoM Bip 2 a0 17
poxkiB Ha 6a3i KHII «BixHunpka o6AacHa AMTSA KAi-
HiYHA AiKapHSI> BiHHMIBKOI 00AaCHOI paau. Aitu 6yau
PO3IOAIAEH] HA TPH PiBHI 32 YMCEABHICTIO TPYIIM: AITH 3

OPOHXOEKTATHYHOI XBOPO6OI0 0€3 MYKOBICLIUAO3Y
(BEX 6e3 MB, n = 48), aiti 3 6poHX0eKTa3aMu Ha TAi
myxosicrpo3y (BEX + MB, n = 21) Ta koHTpoAbHA
rpyma 350poBux pireit (n = 18). Meaiana Biky B 3araab-
HOMy MacHBi cTaHoBHAA 10,0 pokiB, po3MoAiA 3a CTATTIO
6yB 30aAQHCOBAHIM.

Aiarnos BEX BcranosatoBasu 3a kpurepismu ERS
2021 [19] 3 060B’513K0BOI0 PaAIOAOTITHOKO BepriKaLyi-
€10 METOAOM MYABTHUAETEKTOPHOI KOMIT IOTEPHOI TOMO-
rpadil BUCOKOI PO3AIABHOI 3AATHOCTI i3 3aCTOCYBaHHAM
IIeAlaTPUYHOTO KPUTEPII0 OPOHXOAPTEPIAABHOTO CIIiB-
sigsomenns (BAR > 0,8). Aiarzos MB BcTaHOBAIOBaAH
3riAHO 3 YMHHMMHM MDKHAPOAHMMH AlarHOCTHMYHHMH
KPUTEPLAMU — Ha IACTaBI IIOEAHAHHA XapaKTePHOI KAi-
HIYHOI KapTUHU Ta/ab0 MO3UTHUBHOTO HEOHATAABHOTO
CKPHUHIHIY 3 AabOPATOPHUM MATBEPAYKEHHIM AUCPYHK-
uii 6iaka CFTR: 103UTHBHOI MOTOBOIO MPo6oto (xA0-
puax moTy > 60 MMOAB/A 32 METOAOM KiABKICHOTO
TiAOKapMiHOBOTO ioHOdOpe3y) Ta/ab0 HASBHICTIO ABOX
naroreHHux BapianTis reda CFTR 3a AQHUMM MOAEKY-
ASIPHO-T€HeTUYHOTO AocAipkeHH. IIpomikHi 3HaueH-
Ha xA0puAiB moTy (30-59 MMOAb/A) pOSTASiA2AM K
AArHOCTMYHO HeBHM3HAYeHi, 1[0 OTPeOyBaAU OBTOP-
HOTO TeCTYBAHHS Ta/a00 reHeTHYHOTO [ATBEPAXKEHHS,
3HaueHHs < 30 MMOAB/ A BBXKAAK HOPMOIO.

Kpurepii BKAIOUeHHS AAS KOHTPOABHOI IPyIH: Bik
2—-17 poKiB, BIACYTHICTb XPOHIYHOI OPOHXOAETeHeBO],
CHCTEMHOI 3allaAbHOI YM aBTOIMYHHOI IIaTOAOTII Ta
TOCTPOrO iHQEKIIITHOTO 3aXBOPIOBAHHA HAa MOMEHT
obcrexxenns. Kpurepil BUKAIOUEHHS AASL BCIX TPYIL: Bip-
MOBa 3aKOHHOTO ITPEACTAaBHHKA Bij YIaCTi Y AOCAIAKEH-
Hi, aKTHUBHE pPeCIipaTOpHe 3arOCTPeHHS Ha MOMEHT
3a00py KpOBI, CyIyTHI CHCTeMHi 3amaAbHi ab0 aBTOi-
MYHHI 3aXBOPIOBAaHHS YM OHKOIIATOAOTIS, 3AATHI He3a-
AEKHO BIIAMBATH Ha cupoBaTkoBi piHi IL-6 Ta NE/
ELA2. AocaipxeHHS CITAQHOBAHO BIATIOBIAHO AO HacTa-
nosu STROBE aast o6cepBaniiiamx pocaipxens [21].

TecTyBaHHs AereHeBoi QYHKII IPOBOAMAM 3
IIOKA3HUKaMK 00’eMy (QOpPCOBAHOrO BHAMXY 3a l-mry
cekynay (O®B,) Ta $popcoBaHoi XUTTEBOI €MHOCT
aerenb (DXKEA) (y % sip Harexuoro ). Kainiunmit Tsrap
3aXBOPIOBAHHS BU3HAYAAH 32 KIABKICTIO IOCIITAAI3AINM 3
IIPHBOAY PeCIipaTOpPHUX 3arOCTPeHb OpOHXOeKTasiB
IPOTATOM POKY Ta KIABKICTIO KYPCiB CHCTEMHOI aHTHOAK-
TEPIaAbHOI Teparlii 3 MPUBOAY 3arOCTPEHb 3a TOM CaMUH
nepioa. PeecTpyBaan moaeHHe BiAXOAKEHHS MOKPOTHH-
HS, CTaTyC KOAOHi3awil Pseudomonas aeruginosa, sarpum-
Ky Qi3MYHOrO POSBUTKY, IOKA3HUKH reMorpamu (Aeiiko-
1JUTH, a6COAIOTHA KIiABKICTh HeTpodiAis, reMorao6in),
KIABKICTb HEATPOPIAIB y OPOHX0AABBEOAIPHOMY AABKI.
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SxicTp XKUTTA OLIHIOBAAM 33 YKPAIHOMOBHOIO BEpCI€l0
barpkiBcbkoro mpokci-omuryBasbHuKa BC-QoL-UA y
¢asi 3arocTpeHHs Ta 'y $pasi pemicii.

IaenTudikanis noaimopismis NE-903 TT-741GG,
IL-6-174 GC ta NE-903 TT-741GG mpoBopauaach
METOAOM IIOAIMEPA3HOI AAHIIOTOBOI peaKiiil (HAP)
3araapra AHK excrparysasacs i3 GykaApHuX 3imKkpi6is
3 BHKOPUCTaHHAM ioHOoOMiHHOI cmoau Chelex100
3riAHO IHCTPyKIil BUpoOHUKA. AAs iAeHTHIKALIT MyTa-
I1il BAKOPUCTOBYBAAH aMIIAIQiKaIlil0 BIAIOBIAHOI AIASH-
KM TeHy MeTOAOM aAeAb-crenudiunoi [IAP B pexumi
PeaAbHOrO Yacy 3 BUKOPUCTAHHAM KOMIIAEKTY peareH-
tiB (BIOKOPII, Ykpaina). AMmaidikanito mpoBoanan
Ha npuaaai CFX98 (Bio Rad, CIIIA). Pexxum ammaidi-
Karii: 95 °C, 10 xB; S nukais: 95 °C, 15 cek; 58 °C,
15 cex; 72 °C, 20 cek; 40 nuxais: 95 °C, 15 cek; 58 °C,
1S cex; 72 °C, 20 cek; AeTex1is pAyOpeCIieHTHOTO CHUT-
HaAy BipOyBaaach 3a Temmeparypu S8 °C 3a Tppoma
KaHaAaMH, 30KkpeMa: 3a kaHaaoM FAM ta HEX BusBas-
an cnenudivni mocaipoBrocti NE-903 TT-741GG,
IL-6-174 GC 1a NE-903 TT-741GG, 3a xanaaom CyS$
BHYTPILIHIM KOHTPOAb.

AA KOXXHOTO BapiaHTa BU3HAYAAHM PO3IIOAIA T€HO-
THIIIB 1 YaCTOTH AA€AIB, IEPEBIPSAU BIATIOBIAHICTD PIBHO-
Basi Xapai-BaitnOepra Ta aHaAi3yBaAM aAeAbHy, AOMi-
HaHTHy 1 iHmi BapianTH. OKXpeMo OIiHIOBAAM 3B S30K
TeHOTHINB i3 9acTOTOI0 3aroCTpeHb, TOCIITAAI3aIIiM,
(YHKIIiEr0 AeTeHb, SIKICTIO XKHUTTS i piBHSIME OiOMapKepiB.

AabopatopHe Bu3HaueHHs 6iomapkepiB IL-6 Ta
NE/ELA2 npoBep€HO y HayKOBO-AOCAIAHIH KAIHIKO-Al-
ArHOCTHYHIM Aa60paTopii BiHHAIPKOTO HalliOHAABHOTO
MepnuHoro yHiBepcurery imeni M. I. Iluporosa
(arecrar axpepuranii cepis KAA Ne 002087). 3a6ip
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BEHO3HOI KPOBi 3AIMCHIOBAAM y cTabiabHOMY Iepioai
3aXBOPIOBAHHSI, CHPOBATKY 30epiraAu 3a TemIeparypu
-20°C. Bumicr IL-6 Bu3Ha4aAu METOAOM iMyHOpepMeHT-
Horo anaaisy (I®A) i3 3acrocysansam Habopy «Human
IL-6 ELISA Kit»> (LDN Labor Diagnostika Nord
GmbH & Co. KG, Nordhorn, Himequnna); ¢porome-
Tpist 3a 450 M Ha anaaizatopi STAT FAX 303/PLUS;
gytausicts — 0,02 rr/ma, koedinient Bapianii < 10 %.
Bumicr NE/ELA2 Busnagaan meropom IDA i3 3acrocy-
BaHHsM Habopy «Human NE/ELA2 ELISA Kit»
(EnkiLife Biotech Co., Yxanp, Kurait) micas posseaen-
Hst 3paskiB 1:50; ayrausicts — 0,07 Hr/Ma, KoedinieHT
Bapianii < 10 %.

KiabkicHi AaHI TOAQHO SIK MeAiaHy Ta MDKKBapTHAD-
nuit inrepsaa Me [Q1; Q3], kateropiaabi — sk n (%).
Aast Tppox rpyn y Tabamni 1 3acTocoBaHO KpuTepiit
Kpackeaa-Boaaica; AAS MaAMX YacTOT y IeHeTHYHHX
MOAEASX BUKOPHCTaHO TouHu# Tect Pimepa. Kopeasrii
oniHioBaAM 3a KoediniearoM CripMeHa. AAs MOKa3HU-
KiB CIipOMeTpii 3aCTOCOBAHO 6araro$pakTOpHY AiHINHY
perpeciio, a AASl YACTOTH [OA{M — HEraTUBHY OiHOMiaAb-
HY perpeciro 3 ypaxyBaHHAM HasABHOCTI MYKOBICIIUAO3Y,
Biky Ta craTi. O6pOOKy pe3yAbTaTiB BUKOHAHO ¥ CTATHUC-
TuyHik mporpami IBM SPSS Statistics 27.0.

Pesyabrarh Ta ix 06roBopeHHs

XapakTepHCTHKA BHOIpKH, B SIKifi IPOBOAHAOCH

reHOTHITYBaHHS

ITopiBHAABHY KAiHIKO-QYHKITIOHAABHY XapakTe-
PHUCTHKY TallieHTaM, IKUM ITPOBEACHO IeHOTUITyBaHHS,
HaBeAeHO B Tabauni 1. I'pyrn 6yau sicTaBHUMY 32 BIKOM
1 CTaTTIO, MPOTE CYTTEBO BIAPI3HAAMCS 32 BCIMA IIOKa3-
HUKAMU TSAraps 3axsoproBaHHs: rpyma BEX + MB

Ta6anns 1. Kainiko-pyHKnioHAAbHA XapaKTePHCTHKA MALi€HTIB,
SIKHM IPOBEAeHO reHoTmyBanHs (n = 87)

okasHix BEX 6e3 MB BEX + MB Konrpoas
(n=48) (n=21) (n=18) P
Bik, poku 8,0 [6,0; 12,0] 12,0 [8,0; 14,0] 10,0 [7,0; 11,0] 0,079
Xaomamku, n (%) 20 (41,7 %) 10 (47,6 %) 10 (55,6 %) 0,596
O®B,, % HarexxHOrO 88,0 [80,5; 92,5] 64,0 [53,3; 92,7] 100,8 [98,2; 110,2] < 0,001
DIKEA, % nHarexxHoro 89,0 [78,5; 94,0] 74,0 [56,9; 100,0] 104,0 [99,8; 110,1] | <0,001
i’}aor, Zﬁgg;‘:};S{HT“&OT“KOT‘*P“‘“" 2,0 [1,0; 2,0] 4,0 [3,0; 6,0] 0,0 [0,0; 0,0] < 0,001
TocriiTaaizanii, enizoais/pik 1,0 [0,0; 2,0] 3,0[2,0; 5,0] 0,0[0,0; 0,0] < 0,001
BC-Qol, akrusHa dasa, 6aau 45,5 [28,8; 63,5] 116,0 [68,0; 142,0] - < 0,001
BC-QoL, pewmicis, 6aan 30,5 [21,0; 45,5] 98,0 [36,0; 120,0] - < 0,001
IL-6 cupoBaTky, rir/mMa 36,2 [31,1; 39,8] 57,7 [49,6; 64,0] 3,2[2,6;3,7] < 0,001
NE/ELA2, ur/ma 134,4 [120,1; 154,5] | 198,7 [163,6; 221,1] 13,5 [9,6; 17,4] < 0,001
Koaowisanis P. aeruginosa, n (%) 0 (0,0 %) 9 (69,2 %) 0 (0,0 %) < 0,001
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OPUTIHANDBHI AOCNIAMEHHA

AEMOHCTPYBaAa HAaMHIDKYi NOKA3HUKH AeTeHeBOI PyHK-
11ii, HafbIABIITY YACTOTY 3arOCTPEHb i rocmiTaAisanii Ta
HalBUIIi piBHI MapKepiB HEUTPOPIABHOTO 3aMAAEHH .

Po3n0AiA reHOTHIIIB Ta AA€ABHHX YaCTOT

noaimopismis ELANE 1a IL-6

Posmopia reHOTHIIB YCiX TPhOX MOAIMOPQi3MiB y
Tpylax HOPIBHAHHA HPOIAIOCTPOBAHO HA PUCYHKY 1.
I'enorun NE -903 GG y aocaipxysasiit BuOipyi He
BHSBACHO B JKOAHOMY CIOCTepeXeHHi, IOoAIMOp¢isM
npeAcTaBAeHUN BukalouHo reHotumamu 1T i TG.
Posmopia reHoTumiB BipmOBiAaB piBHOBa3i Xapai-
Bariu6epra B ycix rpynax, 3a unsitkoM NE 741 G>Ay
rpyni BEX 6e3 MB (p = 0,019).

Yacrory MiHOpHHX aAeAiB HaBeAeHO B Tabaumi 2.
HaitBupasHinry MiKIpyIoBy pisHULIO 3aiKCOBAHO AAS
aread A moaivop¢ismy NE ~741 G>A - 31,2 % y rpymi
BEX 6e3 MB, a y rpymi BEX + MB - 38,1 %, 19,4 % B
KOHTPOABHIN rpymi. Aas aseas C moaimopoismy IL-6
-174 G>C cnocrepirasacst NPOTUAGKHA TEHACHIIIS —
10ro yacrora OyAa HAWBUIOI0 B KOHTPOABHIM Ipymi
(33,3 %) i Haitamxuot0 cepea martientis 3 BEX 6es MB
(22,9%).

NE -903 T>G

mmm BEX 6e3 MB (n=48)
80 m== BEX + MB (n=21) 80
mmm  KoHTposb (n=18)
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60 60
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Puc. 1. Po3nodin zeHomunie aocniamyeanux nonimopd:ismie y 2pynax nopieHAHHA.
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Aconianig noAiMop¢ismis i3 HagBHiCTIO

OpoHX0eKTa3iB

PesyabTary omiHku aconjianii 3a TppoMa reHeTHd-
HUMH MOAEASIMY HaBeAEHO Y pUCYHKY 2. HalicuapHimmi
38’130k oTpuMano A NE —741 G>A — HocCificTBO
aneAst A acowiloBaAOCs 3 HASBHICTIO OPOHXOEKTA3IB i3
BIII 3,11 (95 % AL 1,04-9,28; p = 0,061) aast 06’epHa-
HOI KOTOPTH NALIIEHTIB IPOTU KOHTPOAIO.

Aast IL-6 =174 G>C cnocrepiraaacs 3BOpOTHA CIIps-
MOBaHICTh edekTy: HocificTBo areas C acomiroarocs 3i
SHIDKEHMM IIAHCOM HasBHOCTI 6ponxoekrasis (BIII 0,41;
95 % Al 0,14-1,21; p = 0,119 aas 06’epnanoi koropry),
IO Y3rOAXKYETHCA 3 MOAAABIIMMH AQHMMM I[OAO HOTO
3B's13Ky 3 6iAbII AeTKuM nepebirom 3axsoproans. Aast NE
-903 T>G craTucTHHO 3HAYYIUX 260 OAM3BKUX AO 3HA-
9YIIOCTI ACOIiAIliM He BUABACHO 32 SKOAHOK) MOAEAAIO.

YacroTa 3arocTpeHs Ta morpeba

B aHTHOiOTHKOTeparii 3aA€5KHO BiA FeHOTHITY

Y rpymni BEX 6e3 MB HociticTBo areas C moaimop-
dismy IL-6 —174 G>C aconioBarocs 3 AOCTOBIPHO
MEHIIIOI0 YACTOTOIO 3aTOCTPEHb, IO OTPeOyBAAH AaHTH-
6ioTKoTepanii Ta rocmiraaizaniit (puc. 3).

IL-6 —174 G>C

67
58
52
48
38
33
4
[ | 0 o0
GG GC CcC

Ta6anns 2. Yacroru aseaiB moaimop¢ismis NE -903 T>G, NE -741 G>A
ta IL-6 —174 G>C y pA0cAipKyBaHiit KoropTi

IToaimopdizm Aaean B](:gi 6:3916\/)113 B&];r)l(:i\;{? Konrpoas (2n = 36)
NE -903 T>G T 77 (80,2 %) 37 (88,1 %) 27 (75,0 %)
G 19 (19,8 %) 5(11,9 %) 9 (25,0 %) ,
NE -741 G>A G 66 (68,8 %) 26 (61,9 %) 29 (80,6 %) '
A 30 (31,2 %) 16 (38,1 %) 7 (19,4 %)
IL-6 -174 G>C G 74 (77,1 %) 31 (73,8 %) 24 (66,7 %)
C 22 (22,9 %) 11 (26,2 %) 12 (33,3 %)
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MonimMopdism + Mogenb / NOpiBHAHHA i BLU (95 % Al) p
NE —-903 T>G - anennHa Mmopgenb !
BEX 6e3 MB vs KOHTPOJIb b [ ] E 1 0,74 (0,30-1,83) p = 0,633
BEX + MB vs KOHTpoOSb } ) E } 0,41 (0,12-1,35) p = 0,152
Yci BEX VS KOHTPOJb } [ ] : { 0,63 (0,26-1,51) p=0,341
NE —903 T>G + poMiHaHTHa Moaenb i
BEEX 6e3 MB vs KOHTpPOJib I ® i { 0,66 (0,22-1,95) p = 0,577
BEX + MB vs KOHTpOJib } [ : ! 0,31 (0,08-1,22) p = 0,108
Yci BEX vs KOHTpOJb } [ ) E { 0,53 (0,19-1,52) p =0,281
NE -741 G>A - anenbHa mogesb i
BEX 6e3 MB vs KOHTpOJIb k E @ | 1,88 (0,74-4,78) p = 0,200
BEX + MB Vs KOHTpO/b § E ® ] 2:55(0,91=7,17) p = 0,086
Yci BEX Vs KOHTpo/ib k E ® | 2,07 (0,84-5,09) p=0,154
NE -741 G>A - poMiHaHTHa Mogesb E
BEX 6e3 MB vs KOHTpOJIb :: [ ] | 3,05 (0,98-9,53) p = 0,059
BEX + MB Vs KOHTpPO/b } J: [ ] { 3,25(0,87-12,14) p=0111
¥Yci BEX vs KOHTpo/ib i: [} { 3,11 (1,04-9,28) p = 0,061
IL-6 —174 G>C - anenbHa Mogesb i
BEX 6e3 MB vs KOHTpo/b b ® E i 0,59 (0,26-1,38) p = 0,265
BEX + MB vs KOHTpoO/ib ] ] i | 0,71 (0,27-1,88) p=0,619
¥Yci BEX VS KOHTpPOSb h [ : | 0,63 (0,28-1,39) p= 0,287
IL-6 —174 G>C - poMiHaHTHa Mogenb i
BEX 6e3 MB vs KOHTpONb } [ ] i 0,36 (0,11-1,11) p = 0,098
BEX + MB vs KOHTpO/b ! () E : 0,55 (0,15-2,02) p =0,516
Yci BEX Vs KOHTpOJb f7 o E { 0,41 (0,14-1,21) p=0,119
|
HWKYMIA pru3nk BEX i BULLLNIA pu3nK BEX
01 025 05 1 2 4 '8 16

BinHoweHHs waHciB (95 % Al), norapudmivyHa wkana

=@- BEX 6e3 MB vs KOHTpPO/b

=@~- BEX + MB vs KOHTpO/b

=@~ Yci BEX vs KOHTpOb

Puc. 2. Acoyiayis nonimopdizmie i3 HaaeHicmio 6poHxoeKkmasie: 6iOHOWIeHHA WAHCie 3a anesbHOI Mma

OOMIHAHMHOI ModesiAMU.

KiabkicTp 3arocTpeHp i3 mpusHadeHHSIM aHTHOiO-
TukiB cranosuaa 2,0 [1,0; 3,0] emizoais/ piK y roMo3u-
ror GG (n = 28) mporu 1,0 [0,0; 2,0] emizoais/pix y
nociis aseas C (n=17); p = 0,004. HacroTa rocmiraai-
3aniil cranoBuAa Bignosiaao 1,0 [1,0; 2,0] mporu 0,0
[0,0; 1,0] emizoais/pix; p = 0,001. Kopeasuiitnnit aHa-
Al3 TATBEPAUB AO3032A€KHHII XapakTep 3B A3KY:
p =-0,42 pas3arocrpens i p = -0,46 Aad rocmiTaizarin
(obupsa p < 0,005).

QeHOTHN YacTUX 3arocTpeHb (> 2 emizopu Ha
pix) peectpyBaBcs piamme cepep Hociis aseast C: aasa
sarocTpens i3 anTubiotTuxorepaniero BIII = 0,23 (p
=0,033), aas rocmitaaizaniit BII = 0,15 (p = 0,023).

ITe BiATIOBiAQ€E HIKYMM IIAHCAM 9acTOro (pEeHOTHITY
npubAn3HoO Ha 77 % 1 85 % BismoBigHO. CupoBaTKOBa
KOHIIEHTpallisl iHTepAelkiHy-6 y HociiB areas C
TakoX 6OyAa HIKYOMW0, HiX y romosuror GG (33,3
[30,6; 38,1] mporu 38,1 [32,6; 43,1] mr/ma;
p=0,048).

Y rpyni BEX 6pomnxoekrasis, nmos’s3anux 3 MB,
AHAAOTIYHOI acoIjiallii He BUSIBACHO (MeAiaHa 4,5 mpotn
4,0 emizoay/pix; p = 0,720).

Aas 060x moAiMOpQi3miB reHa HeHTpOdiAbHOI
eAACTa3H CTATHCTUYHO 3HAYYIIOTO 3B’SI3KY 3 YaCTOTOIO
3arocTpeHb ab0 rocriTaizaniit He 6yA0 BCTAHOBAEHO B
JKOAHIH i3 KOTOPT.
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p = 0,004 **
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Puc. 3. Yacmoma 3azocmpeHb ma 2ocnimaniszayiii 3anexHo 8i0 Hocilicmea anena C nonimopgizmy

IL6 —174 G>Cy dimeli i3 6poHxoekma3zamu 6e3 MB.

IToxa3HuKH CHipoMeTpii 3aA€KHO Bip TeHOTHITY

OAHOQAKTOpHMI aHAAI3 He BUABUB CTATHCTUYHO
3HAYYIIUX BIAMiIHHOCTe! IIOKa3HHKIB AereHeBol QyHKIIil
Mk resorunamu. [Ipore aast ELANE -903 T>G npo-
CTeXyBaAacs TOCAIAOBHA TEHAGHISl AO HIDKYMX 3Ha-
yeHb B 0ci6 i3 renotuniom TG: OPB; cranosus 81,00
[68,00; 89,75] % wmaaexmnoro mporu 88,00 [72,38;
94,50] % y romosuror TT (p = 0,195), ®DIKEA masa
anaaoriuny crpsmosanicts (p = 0,145).

BararodakropHa AiHiliHa perpecis 3 MOIpPaBKOIO
Ha HasBHicTb MB, Bik i cTaTh mocmAMAQ 1Lieil 3B SA30K.
Hociiictso aaeast G moaimopismy ELANE —903 acori-
roBasocsa 3i sHmwkenHaM OOB; ma -9,55 (95 % Al
-19,38...0,28) % Bi HaAexkHOTO (p = 0,057;n=62) Ta
smmwkenHaM OXKEA ma -9,73 (95 % Al -19,47...
0,01) % Bip HaaesxHoro (p = 0,050).

IToxa3unku sikocti xutTsa BC-QoL 3asexxno

BiA TEHOTHITY

CraTuCcTUYHO 3HAYYIOTO BIAKBY JKOAHOTO 3 AOCAI-
AKyBaHUX moAiMOp¢ismiB Ha nokasHuku BC-QoL e
BCTAaHOBAGHO Hi B aKTHBHY a3y, Hi B Iepioa pemicii.
Haii6isbima 3a aOCOAIOTHOIO BEAHYMHOIO, aA€ CTATHC-
TUYHO He3Hauymla pisHuI crocysasacs ELANE -903
T>G y rpyni BEX 6e3 MB: Hocii reroruny TG maaun
Bumi 6aAu sk B akTuHy dasy (Meaiana S1 mporu 3S;
p=0,221), Tak i B pemicito (36 mporu 26; p = 0,121).

Kopeasnifiauit aHaai3

Kopeasuiitnuit aHaAI3 AO3BOAYB BUSBUTH HACTYIIHI
sakoHoMipHOCTI. B 06’epHaniit koropri BEX crarmc-

THYHO 3HAYYUX KOPEAALH MDK AO30I0 MIHOPHOIO
aAeAs Ta KAIHIKO-QYHKITIOHAABHUMM IOKA3HUKAMH He
BUsIBA€HO, TOAIL sIK y rpyni BEX 6e3 MB a03a areast C
noaimopdismy IL-6 =174 G>C peMOHCTpyBaaa moMip-
HUIl 3BOPOTHHI 3B$30K i3 YaCTOTOI 3aroCTpeHb
(p = -0,42) ta rocmiraaisaniit (p = —0,46).

Taxox B 06’epHaniit xoropri HociiictBo aeas C
IL-6 —174 acowitoBaAOCs 3 BUIMM aOCOAIOTHIM YHCAOM
Helttpodiais kposi (7,60 mpotu 5,35 x 10°/4; p =0,007).

bararopakTopHuil aHAAI3 9aCTOTH 3aroCTpeHb

Ta rocmiTaAisanii

Pesyabrari HeraTuBHOI OiHOMiaabHOI perpecii
HaBeAeHO B TabAuti 3. Tlicast 0AHOYACHOTO BpaxyBaHH
TPbOX IeHOTHIIB, HasBHOCTI MB, Biky Ta craTi HOCIH-
ctBo areas C moaimop¢ismy IL-6 —174 3aammanocs
HE3aA€XKHO ACOLIMOBAHMM i3 MEHIIO YaCTOTOXO I'OCIIi-
raaisaniit (IRR = 0,48; 95 % AL 0,25-0,94; p = 0,031).
AAst 3arocTpens i3 aHTHOIOTHKOTEpAIEr0 edeKT 36epi-
raB Ty CaMy CIPSIMOBAHICTb i IIOAIOHY BEANYHHY, aAe He
pocsra cratuctianoi sragymocti (IRR = 0,56; 95 %
AL0,30-1,03; p = 0,064).

HafnoTyKHImuM IPeAUKTOpoM 000X KiHIIeBHX
TOYOK 3aKOHOMipHO BHsBHAacs HasgsHicTb MB: IRR =
3,06 (95 % AL 1,61-5,82; p < 0,001) aas 3arocTpesb i
IRR = 3,84 (95 % Al 1,93-7,66; p < 0,001) aast rocri-
TaAizanifl. Bik i cTaTh He3aAeXHOro BIIAMBY He MaAM.
Aas NE -741 G>A Bip3HaAYeHO TEHAEHIII0 AO 3MeH-
IIeHHS YacTOTH TOCIHiTaAi3allifl y HOCIiB aseas A
(IRR = 0,56; p = 0,086).
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Ta6anns 3. BararodakropHa HeraTuBHa 6iHOMiaAbHA perpecisi YaCTOTH 3aroCTpeHb
Ta rocmirasizanii (n = 66)

3aaexHa 3miHHA I[TpeaukTop IRR (95 % AD) p
3arocrpenns 3 AB-reparmiero / pik IL-6 —174: nocitictBo C 0,56 (0,30-1,03) 0,064
3aroctpenns 3 AB-Tepamniero / pik NE -903: "ociiictreo G 0,94 (0,49-1,80) 0,847
3arocrpenns 3 AB-Teparmiero / pik NE -741: Hocinctso A 0,84 (0,45-1,55) 0,578
3arocrpenns 3 AB-repamiero / pik Myxkosicriuao3 (HasBHiCTD) 3,06 (1,61-5,82) < 0,001
3arocrpenns 3 AB-Teparmiero / pik Bix +1 pix 0,98 (0,90-1,07) 0,653
3arocrpenns 3 AB-Teparmiero / pik YoaoBiva cTaTh 0,99 (0,54-1,80) 0,965
Tocmitaaizauii / pik IL-6 —174: nocincrso C 0,48 (0,25-0,94) 0,031
TocniTaaizanii / pik NE -903: nocifictso G 0,99 (0,49-2,02) 0,979
TocniTaaizanii / pix NE —-741: Hoci#ictBo A 0,56 (0,29-1,09) 0,086
Tocmitaaizauii / pik MyxoBicnuao3 (HasBHiCTD ) 3,84 (1,93-7,66) < 0,001
Tocniraaizauii / pik Bik +1 pix 0,99 (0,90-1,08) 0,761
TocniTaaizanii / pik YoAoBiva cTaTh 0,94 (0,49-1,80) 0,857

O6rosopenns

Briepme Ha yxpaiHChkiit Koropri 6yA0 mpoBepeHO
BUBYEHHA IOAIMOP(i3MiB IPOMOTOPHHUX AIASHOK TeHIB
ELANE Ta IL-6. IlepeBaroo AOCAIAXKEHHS TaKOX € OAHO-
YacHe 3iCTaBA€HHS TeHOTHIIB i3 KAIHIYHUMM IOAISIMH,
dyHKuiero Aerens i bioximivaumu Mapxepamu HE Ta IL-6.

Bub6ip ELANE B sIKOCTi reHa-KaHAUAATA € OOIPYH-
TOBAaHNM 3 6I0AOTIYHOI TOUKHU 30py, apKe HEHTPOPiAbHI
CEPUHOBI IIPOTEA3U € BIATIOBIAAABHUMH 33 CKAAAHUH
KaCKap, IO CYMPOBOAXYE 3aIIAABHUI IIPOLIEC B AUXAAD-
HUX IIASXaX Ta BKAKOYA€E IOPYIIEHHS MYKOLMAIQPHOTO
KAIpeHCy, IIepCUCTYIouy iHeKIio, 3arlaAeHHS Ta CTPYK-
TypHe YIIKOAXEHHS AMXaAbHMX WAsxiB [4, S, 10]. Y
AOPOCAHX, 32 AAHMMHM AOCAIAKEHD, BUSBACHO aCOLiALIiI0
Mik miABuImeHHAM akTuBHOCTI HE MoxpoTHHHS Ta TsDk-
KICTI0 OPOHXOEKTa3iB, i3 3arOCTPEHHIMU B MAHOyTHBO-
My Ta samwkenHsM OB, [ 1, 17]. Oxpium Toro, nenTpass-
Ha poab HE B maTorenesi 3aXxBOpIOBaHHS IATBEPAXKY-
€TbCs1 eeKTUBHICTIO OPEHCOKATHOY Y allieHTIB cTapie
12 pokis 3 BEX [2]. Aae pocaipxkeni ocob6ansocri y
AOPOCAMX He AOBOASATH aHAAOTTYHOTO IPOTHOCTUYHOIO
3HAYEHHA MOr0 IPOMOTOPHMX BapIaHTIB Y AITel.

Y aocaipxyBanii Bn6ipui HAMH IIPOBEAEHO BUBYEH-
HS POB3IOAIAY TpboX INOAIMOp]i3MiB IMPOMOTOPHMX
AlastHOK ELANE Ta IL-6 'y aiteit i3 BEX pisnoi eTioaorii.
ELANE -741 G>A HocificTBO aseAd A acoliroBarocs 3
HIDKYOI0 KoHIeHTpanieto HE Ta 36epiraao 3B’s130x
MiCASI TONPABKH Ha KAIHIYHY Ipy1y, Bik i cratb. [IpoTte y
AOPOCAUX i3 TepPMiHAABHOI XPOHIYHOI XBOPOOOIO
uupok Fernandes Ta criBaBT. He BUSBUAY 3B'3Ky —741
G>A 3 xoHuentpanielo eaacrasu maasmu [9]. Oxpim
TOr0 OYAO BUSIBAEHO, 110 HOCIHCTBO aAeAs A Y IALli€HTIB
3rerorunoM NE —-741 G>A yrpudi yacrimre acorfiroBas-
cs 3 HasBHiCTIO 6pomxoekTasis (p = 0,061).

Poas IL-6 y cucTeMHOMY 3artaAeHHi Ipu OpOHXOEK-
Ta3aX TaKOX Y3TOAKYETBCA 3 AAHUMHU AOPOCAOI KOTOp-
TH, Y SIKii BULJUI CUPOBATKOBHIL PiBeHb OYB I10B I3aHHIT
i3 IMaTOAOIIYHOO MiKp06HOIO KOAOHI3AIIE€I0 Ta TSDKKi-
cTio 3axBoproBadHs [ 12]. Briaus remnoro moaiMopdis-
My IL-6 =174 G>C 3aaeXuTb Bip IOIYASIl Ta TUITY
saxsoproBannst (11, 19, 20]. ¥ mamomy aocAipxenHi
HIDKYi CHpoBaTKOBi KoHIeHTparii IL-6 y HociiB C Takox
acolifioBaHa 3 MEHIIUM BMiCTOM $pepMeHTy Ta YacTime
6yAa BHABAEHA Y 3AOPOBHX AIT€H KOHTPOABHOI IPYIIH.

[Toai6Hi 3MiHM He 6YAI/I BHABAEHI B IPYIIi ITAL[i€HTIB
3 BEX + MB, w0 BipOTiAHO I10B SI3aHO 3 AOMiHYBaHHAM
BrauBy CFTR Hap epexrom IL-6. Tak camo Buima abco-
AIOTHA KiABKICTh HeHTpOdiAiB y HociiB C B 00 epHAHI
KOTOPTi MOXe BiA06pa>KaTI/I 3MINTYBaHHA 32 KAIHIYHOIO
TPYIO.

HarimocaipoBHimmi curHaa crocysascst IL-6 —174
G>C: yrpyni BEX 6e3 MB Hociiicrso aaeast C acoritosa-
AOCSI 3 MEHIIIOIO YaCTOTOO 3arOCTPEHb, SIKi IIOTpeOyBaAn
aHTHOiOTHKOTepamil Ta rocmiraaisaniii. Biasme Toro,
acorjianig Hociiicrea C 3 rocmiraaizarisamu 36epiraAac;1
ICAS BPAXyBaHHA BIKY, CTaTi M CTaTyCy MYKOBICIIUAO3Y.

OCHOBHMMH 0OMEXEHHAMH AOCAIAXKEHHS € HeBe-
AMKHIT 06CST TeHOTUIIOBAHOI BUOIPKH i1 OKpEMUX IeHO-
THUIIOBHX IIATPYIL, BEAMKA KIABKICTb IIOPIBHAHD, BIAXH-
AeHHs Bip piBHoBaru Xapai-Baitnbepra aas ELANE
-741 G>A.

BucaoBkn

1. HociitictBo aaeas A y manienTis 3 reHotunom NE
—741 G>A aconitoBaBcs 3 HASBHICTIO OpOHXOEKTa-
3iB i3 BIII 3,11 (95 % AL 1,04-9,28; p = 0,061).

2. Yacrora aaearo C moaimopdismy IL-6 —174 G>C
6yAa HaitBUMOI0 B KOHTPOABHiit rpymi (33,3 %) i
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HallHIKY0I0 cepep mamnieHtiB 3 BEX 6e3 MB
(22,9 %)

3. V¥ aitent i3 BEX 6e3 MB HociiictBo aseas C moai-
Mop¢izmy IL6 —174 G>C aconiroBarocs 3 MEHIIO0
YaCTOTOI0 3aroCTpeHb i3 AHTHOIOTHKOTEpaIi€io
(p=0,004; q=0,032) Ta rocmiraaisaniit (p = 0,001;
q= 0,022).

4. Y 6ararodakTOpHill HeraTusHiil OiHOMiaAbHI
MoAeAl HocitictBo aaeas C IL6 —174 3aanumarocs
ACOLIIMIOBAaHKM i3 MEHIIOI0 YaCTOTOIO T'OCIIiTaAi3a-

niit (IRR = 0,48; 95 % Al 0,25-0,94; p = 0,031),

AA€ AAS 3arOCTPEHb CTAaTHMCTHYHOI 3HAYYINOCTI HE
AOCSATHYTO.

5. Hmwxya cupoBaTKOBa KOHIIEHTpAIisl iHTepAeMKi-
Hy-6 y Hociis C (p = 0,048) y aireii B rpyni BEX 6e3
MB, anaroriyHOI KAiHIYHOI acomjamii B MArpymi
MYKOBICIIUAO3Y HEe BCTAHOBAEHO.

6. Acomianis ELANE -903 T>G Ta §yHkuii Aerens i
s ELANE -741 G>A moao KOHIeHTparii Hell-
TpodiabHOI eAacTasu mOTPeOyIOTh 0bOepexHOI
IHTepIpeTanil 4yepe3 MaAl MAIPYIHU Ta BIAXUACHHS
Bip piBHOBaru Xappi-Baitn6epra.

ASSOCIATIONS OF ELANE AND IL6 PROMOTER POLYMORPHISMS WITH THE CLINICAL

COURSE OF BRONCHIECTASIS IN CHILDREN
0. V. Mazulov, L. V. Pypa, G. P. Lyudkevich

National Pirogov Memorial Medical University, Vinnytsya, Ukraine

Abstract. Objective. To evaluate the associations of the ELANE -903 T>G, ELANE -741 G>A and IL6 -174 G>C promoter
polymorphisms with the presence of bronchiectasis, disease burden, lung function, quality of life and markers of neutrophilic
inflammation in children.

Materials and methods. The genotyped subset comprised 87 children: 48 with non-cystic fibrosis bronchiectasis, 21 with cystic fibrosis-
associated bronchiectasis and the control group of 18. Genotype and allele distributions, Hardy-Weinberg equilibrium, the frequency of
antibiotic-treated exacerbations and hospitalizations, spirometry results, BC-QoL-UA scores, and serum interleukin-6 and neutrophil
elastase concentrations were assessed. Between-group comparisons, Spearman correlation analysis, genetic model analyses, multivariable
linear and negative binomial regression adjusted for cystic fibrosis, age and sex, and multiple-comparison correction were used.

Results. In non-cystic fibrosis bronchiectasis group, carriage of the C allele of IL6 —174 G>C was associated with fewer antibiotic-
treated exacerbations (1.0 [0.0; 2.0] vs 2.0 [1.0; 3.0] episodes/year; p = 0.004; q = 0.032) and hospitalizations (0.0 [0.0; 1.0] vs
1.0 [1.0; 2.0] episodes/year; p = 0.001; q = 0.022). The C-allele dose correlated inversely with exacerbations (p = -0.42) and
hospitalizations frequency (p = —0.46). In the multivariable model, C-allele carriage remained associated with a lower
hospitalization rate (incidence rate ratio 0.48; 95% confidence interval 0.25-0.94; p = 0.031). Carriage of the G allele of ELANE
-903 showed a trend towards lower forced expiratory volume in one second and forced vital capacity, whereas no statistically
significant associations with quality of life were identified.

Conclusions. IL6 —174 G>C may modify the clinical course of non-cystic fibrosis bronchiectasis in children. Carriage of the A allele
in patients with the NE —741 G>A genotype was associated with the presence of bronchiectasis, with an odds ratio (OR) of 3.11
(95% CI: 1.04-9.28; p = 0.061). Given the small subgroups, multiplicity of analyses and deviation from Hardy-Weinberg

Kongaikr inTepecis. ABTOpH 3aABAAIOTb PO BiACYTHICTb KOHPAIKTY iHTepeciB.

Axxepeaa pinancysanns. BipcyTre.

Ermuni acmexTn. AOCAiAXEHHS BMKOHAHO BiAIIOBIAHO A0 HpuHIMIIB ['eAp-
cincpkoi pexaaparii. [TpoToxoA AOCAIAKEHHS CXBaAEHO KOMICi€mo 3 GioeTHKH
Binnunpkoro HanjioHaApHOro MeamyHoro yHiBepcurery imeni M. 1. ITupo-
rosa (mporokoa Nel sig 17.01. 2026 p.). Bip 3akoHHHX IpeACTABHHKIB ycix
AiTe#l OTPUMaHO MUChMOBY iHPOPMOBAHY 3rOAY.

equilibrium, these findings are hypothesis-generating and require independent prospective replication.

Key words: children, bronchiectasis, cystic fibrosis, ELANE, IL6, neutrophil elastase, interleukin-6, genetic polymorphism.
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