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Pesiome. Axkmyaavnicmo. Mykosicuudos (MB) — eenemuune 3axeoproéanns, nepebiz AK020 3a1evCUms He Mifb-
Ku 6i0 Mmymauii eena mpancmemoparnnoeo peeysamopa MB, ane ii 6i0 iHwux eenie-modugixamopis. len inmep-
aetikiny-10 (1J1-10) éxodums do nepeaiky maxux moougixyrouux gaxmopie. Mema. Yoockonanennsa meouunoi
donomoeu xeopum Ha M B uirsaxom ymounenHs npoeHo3y nepebicy Ha niocmasi U3HAUeHHs NAMo2eHeMU4HOi poni
nosaimop@izmy eena-moougixamopa 3ananrenus IJI-10. Mamepiaau ma memoou. 42 dumuru 3 diaeHozom MB
ob6cmediceni 3a cmanoapmuor memooukor. Busnauenns nonimopghizmy G1082A eena IL-10 npooduau 3a do-
HOMO20I0 NoAiMepa3Hoi Aanu2060i peakuii 6 pearvHomy uaci. JIHK eudinsau 3 kaimun 6ykanrbHoeo enimeniro.
Pesyavmamu. Y epyni dimeii, xeéopux na M B, i3 mymauicto G1082A eena IL- 10 6cmanoenena 6invi panns mawi-
hecmauin npu KUWKOBUX CUMIIMOMAX [ OiAbUL NI3HS — NPU Ne2eHeGUX 03HAKAX, MANCKUU nepebdie 3aX80pIo6aHHs
(BHudICeHHs 00 emy hopcosanozo eudoxy 3a 1 cexyndy — 70,0 (65,0; 72,0) %), panuiii po3eumox bpoHxoeKmasie
neeerie (72 %) ma nrneemoioposy (95,4 %), uuposy neuinku (36,4 %), nepesaxcanms ceped pecnipamopHux
36yonuxie Pseudomonas aeruginosa (59,1 %) y 6axmepiarvHomy neisaxci MOKPOMUHHSL, 3MIHU IMYHHO20 CMa-
mycy (ni0guujeHHs YUpKyAior4ux iMyHHUX Komnaekcie — 8,65 (7,6, 10,55) 00. ma 3uuxcenns inoexcy akmue-
Hocmi Hetimpoginie cnonmannozo — 0,31 (0,24, 0,78) 00. Bucnosku. Oxapakxmepuzosaro ¢penomun M B, akuii

acouitiosanuii 3 mymauicero eena I1L-10 G1082A.

KarouoBi ciioBa: dimu; mykxosicuyudos; noaimopehizm; 2en inmepaeiixiny-10

Bctyn

Myxkosicuuao3 (MB) (Cystic Fibrosis Transmem-
brane conductance Regulator — CFTR) — reHeTuuHo
JNeTepMiHOBaHE IOJIiOpraHHE 3aXBOPIOBaHHS, IO Xa-
PaKTEPU3YETHCS 3HAYHOIO MIiHJIMBICTIO KJIiHIUHOI Kap-
TUHU Ta TSKKOCTI, Tepedir SIKOro 3aJIeXXUTh He TiJTIbKU
BiIl MyTallil reHa TpaHCMeMOpaHHOro peryistopa MB,
ajie i Bij iHIMX reHiB-Moaudikaropis [1—4].

XapakTepHolo pucoro nepediry MB € noBiuHe 3ana-
JIEHHSI, TOMY BUBYEHHSI BIUIMBY T€HETUUHUX Ne(DEKTiB
3anajabHuX (PaKTOpiB CTAHOBUTH TEBHUIA iHTepec [5].
HaykoBiii BKa3ytoTh Ha BAroMUii BIUTUB MOJIiIMOPDi3My
TeHiB 3alajJbHUX LIMTOKiHIB Ha mepedir MB, 3anexHo
BiJl HASIBHOCTI SIKMX 3aXBOPIOBaHHSI HA0YBa€ BiAMiHHUX
ocobimBocTeit 3a ymoBU ogHakoBoi mytaiiii CFTR [6].
3 iHII0TO OOKY, F*eHeTUYHi Ae(PeKTH, sIKi € He BATOMUMU
JIUIS1 3arajbHOI MOMYJISILIii Ta HE CYTPOBOMIXKYIOTHCS IMa-
TOJIOTIYHUMM MPOSIBAMU, MOXKYTb CYTTEBO BILJIMBATH Ha
nepebir MB [2, 7, §].

Buenumu BU3HaueHO HU3KY T€HiB, SIKi BILUIMBAIOTh
Ha nepebir MB: renu intepneiikinis (IJI) — IJI-1p,
1J1-4, 1J1-8, 1JI-10, ¢dakTopa HEeKpo3y MyXJIWHU ab-
da (PHII-a), TpaHnchopmyodoro dakropa pocty Bl,
o-1l-aHTuTpuncuHy Tta iH. [2]. Tak, Hanpukiaag, My-
tamist reHa @HIT-o moB’43aHa 3 OIJTBII JISTKUM IIepe-
0iroM i Mi3HIIIMM TEPMiHOM KOJIOHi3allil Pseudomonas
aeruginosa (P. aeruginosa) [2].

3a ymoBu HasiBHOCTi myTalii CFTR ogHoro tumy
(mampuxkian, delF508) Ta monmiMopdismy pi3HUX Te-
HiB 3amajbHUX LUTOKWHIB CIIOCTEPITa€ThCS Pi3HUU
nepedbir MB [6]. Tak, omucaHo, 110 MyTalii reHa
IJI-1 BmImMBa0OTh HA TSKKICTh ypaxkeHb JIETCHIB,
rena @HIT-o ta 1JI-6 — Ha 3MiHy Macu Tijia XBOpUX
Ha MB, rena SLC26A9 — Ha pO3BUTOK MEKOHiallb-
HOTO iJieyCcy Ta MaHKpeaTUYHOI HEJOCTAaTHOCTI, reHa
SLCY9A3 — Ha TSIKKIiCTh ypaxkeHHs JIeTeHiB i pO3BU-
TOK MeKOHiajpHOTO ineycy; reH SLC6A14 acorriiio-
BaHUI $SIK i3 pO3BUTKOM MEKOHIaJlbHOTO iJIeyCy, TSIXK-
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KiCTIO ypaxkeHHs JIeTeHiB, TakK i 3 BIKoM iH(piKyBaHHS
P. aeruginosa [9].

Oco06iuBUii iHTepeC BUKIMKAE BUBYEHHS MOJIIMOP-
¢izmy rena IJ1-10 G1082A, amxe came 3 LIi€l0 MyTalli€l0
HaYKOBIIi MOB’S3yI0Th PAaHHIO KOJIOHi3alito Aspergillus
Sfumigatus, 0 Ma€e BaroMuii BIUIMB Ha PO3BUTOK OPOH-
xonereHeBoro 3anaieHHs [2]. 1IJI-10 € mporusamnaib-
HUM IIUTOKIHOM, SIKWI MPOAYKYEThCS T-XearmepaMm-2
(Th2), B-nmimdonuramu, makpodaramu, KepaTUHO-
OUTaMH, TYYHUMU KITiTUHAMH, TUMouuTamu. 1JI-10 €
iHTi0ITOPOM 3arajieHHs U iHridye CUHTE3 LIMTOKWHIB
T-xenmepamu-1 (Thl), TMM caMuM peTy/II0I0YM OaTaHC
Th1/Th2 (mpurHiuyyeThbcsl KJIiTUHHA BiAIIOBib i MiACH-
JIIOEThCS rymMopanbHa) [10].

BusHaueHHs BIJIMBY MyTalliii OKpEeMHUX TEHIiB Ha
nepebir MB nae 3mory He TiIbKM pO3IIMPUTH HAYKOBI
3HAHHS MpPO TaToreHe3 pidHux ¢eHotuniB MB, ane it
YAOCKOHAIUTHU, iHAUBiAyali3yBaTu MiaXiJ 10 aJlfTOPUT-
My BeJieHHs xBoporo [11, 12].

MeTta aocaimKeHHs: YIOCKOHAJIEHHS MEIUYHOI J0-
TIOMOTH XBOPMM Ha M B IIJIsSIXOM yTOYHEHHS ITPOTHO3Y
nepebiry Ha mifcTaBi BUBHAUYEHHSI MTATOreHeTUYHOI PoJIi
moJiimopdiszmy reHa-moaudikaTopa 3amaieHns LJ1-10.

3aBnaunns:

1. Bu3HaunTH KJIiHiuHi ocobauBoCTi aiteit i3 MB 3a-
JIeXKHO Bif mosimopdizmy rena 1JI1-10.

2. BusHaunTH TapakiiiHiuHI OCOOJMBOCTI miTeil i3
MB 3anexHo Bix moaiMopgdizmy rena 1J1-10.

Marepiaam Ta meToamn

JocnimxeHHsT MpoBeIeHO Ha 6a3i MyJIbMOHOJIOTIY-
Horo BigmisteHHsS K303 «O06acHa guTsaya KJliHidHa JIi-
kapHsI No 1» y 2015—2017 pokax. O0OcTexkeHHSI XBOPHX
MPOBOIMIIOCS 3TigHO 3 HakazamMu MO3 YkpaiHum Bin
29.01.2013 p. Ne 59 «ITpo 3aTBepmKeHHs YHi(hiKOBAaHNX
KJIIHIYHUX MPOTOKOJIIB HAaJaHHS MEAUYHOI JOTIOMOTU
JITIM 13 3aXBOPIOBAHHSIMU OpTraHiB TpaBJCHHS», Bif
15.07.2016 p. Ne 723 «IIpo 3arBepaKeHHs yHi(iKoBa-
HOTO KJIIHIYHOTO TIPOTOKOJY MEPBUHHOI, BTOPUHHOI
(cneuianizoBaHo1) Ta TPETUHHOI (BUCOKOCHELiaTi30Ba-
HO1) MEAUYHOI JOTTOMOTH «MYKOBICIIUIO3»».

ITin crioctepexxeHHSIM repedyBaio 42 TUTUHU 3 JTia-
rHo3oM MB. KoHTponbHY rpymy cTaHOBWIM 54 TIpak-
TUYHO 3I0POBi IUTUHU, PaHAOMi30BaHi 3a BiKOM.

Busnauennsa nonimopgizmy rena IJI-10 G1082A
MPOBOIMJIM 33 JOMIOMOIOI0 IOJIiMepa3Hoi JaHIIOrOBO1
peakuii B pexumi peanbHoro vacy. JJHK Buninsiu 3
KJIITUH OYKaJIbHOTO €ITiTeil0 3a JOITOMOTIOI0 CIelialb-
Horo Habopy «JIHK-ekcrpec» (BUpoOHMUTBO (ipMu
«JIiTex»).

Busnauennst cucremuoro imyHitery (CD3, CD4,
CDS8, CDl16, CD22, CD25, IgA, IgM, IgG, uupky-
JIIOIOYi IMyHHI KOMIIIEKCH, (haroiinTo3, KOMIUIEMEHT)
IIPOBOIMJIOCS 3a TPAOUILIIHHUMM METOAUKAMU 3TiIHO 3
Hakazom MO3 Ykpainu Bin 19.11.2002 p. Ne 422 «IIpo
MOAAIbIINI PO3BUTOK KJIiHIUHOI IMYHOJIOTII B YKpaiHi».

BusHaueHHs B cupoBaTIIi KPOBi BMICTY 3arajJbHOIO
imyHornooyniny kiacy E (IgE) npoBoaunu 3a moromo-
roI0 IBOCATOBOr0O iMyHO(EPMEHTHOTO aHaJli3y.

JocmimkeHHs MOpoBeAEHO 3 MOTPUMAHHSIM IIpaB
JIIOAVHU BiATIOBIIHO A0 Ail040ro B YKpaiHi 3aKOHOAAaB-
CTBa, BiIMOBiAa€ MixkHAPOAHUM €TUYHUM BUMOTaM i He
MOpyIIy€e eTUYHUX HOPM Y Haylli Ta CTaHAAPTiB MPOBe-
JIEHHSI 0iOMeIMYHUX JOCTiIKEHb.

Pesynbratn ompauboBaHo nporpamoro IBM SPSS
Statistics MeTomamMu HermapameTpU4HOI CTATUCTUKHU,
CTaTUCTUYHO BipOTiAHOIO BBaXXaau Pi3HUIIO MiX ITO-
kazHukamu 1ipu p < 0,05.

PesyAbTaTH

ITin criocTepexkeHHsIM TIepedyBanu 42 nutuHu. Jlia-
rHo3 MB BcTaHOBJIEHO Ha MiACTaBi KJIiHIKO-MapakJIi-
HIYHUX O3HAaK i MiATBEPIKEHO pe3yJibTaTaMU MiJoKap-
miHoBOroO TecTy. Cepen XBOPUX MepeBakain XJIOMUNKA
(66,7 %). [1pu posnoaiiy AiTeil 3a BIKOM BCTAaHOBJICHO,
110 OUIBILIICTh CTAHOBJISITh OITU CTApPIIOro IIKiJIbHOTO
BiKy (Tabm. 1).

Hocnimxennsa nojgimopdizmy rena IJI-10 G1082A y
niteit, xsopux Ha MB, mokazano, 1o anenb A 3ycTpi-
YaeThes y 22 BUMagKax. XBOpi po3MoijieHi Ha 3 rpymu,
arigHo 3 reHotunamu: GG, GA, AA — posnofin noaa-
HO y Ta0JI. 2.

Ta6nunuys 1. Po3nopgin gite, xeopux Ha MB, 3a cTaTTiO Ta BikoM

Bik [ 1 piK_— 2 porfu 3 poxv_l —6 po!(iB 7 pouiB_ —11 p(:)KiB 12 poxi!s — 17 p_OKiB Bcworo
11 mic. 29 gHiB | 11 mic. 29 gHiB 11 mic. 29 pHiB 11 mic. 29 gHiB
Cratb n % n % n % n % n %
XnonynKku 4 80 3 50 12 85,7 9 52,9 28 | 66,7
[iByaTka 1 20 3 50 2 14,3 8 47,1 14 | 33,3
Bcboro 5 6 14 17 42
Tabnuys 2. Posnogin xsopux Ha MB 3anexHo Big mytauii reHa I1J1-10 G1082A
OcHoBHa rpyna, n = 42 KoHTponbHa rpyna, n = 54
feHOTHMN
Aéc. % Aéc.

GG 20 47,6* 42 77,8
GA 16 38,2* 10 18,5
AA 6 14,2* 2 3,7
Bceboro 42 100 54 100

Mpumitka: * — p < 0,05 NOpiBHSAHO 3 rPYMNOI0 KOHTPOJIIO.
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Bussneno, 1o cepen xBopux Ha M B BiporinHo yac-
Time 3yctpivaerbes myTtauis G1082A sk reTepo3uror-
HOMY, TaK i y TOMO3UTOTHOMY CTaHi (PUCYTHS y Oiib-
IIIe HiX TTOJIOBWHY TMAIi€eHTIiB — 52,4 %).

bepyun 10 yBaru po3mnofia AiTeil i He3HAUYHY Kijib-
KiCTh XBOPUX i3 TEHOTUNOM AA, KJIiHiYHi 0COOJIMBOCTI
BUBYAJIMCS B IPyMi IiTel 3 HasIBHICTIO MyTallii (Y TOMO-
Ta reTepO3UrOTHOMY CTaHi) MOPiBHSIHO 3 MalliEHTaMU
6e3 myTamii B reni IJI-10.

Cepen miTei, sSIKi BBIMIIUIM 1O JOCIIIKEHHS, B 000X
rpyrmax rnepeBaxaniu xjormunku (59,1 ta 75 % y rpymi 3
MyTalli€ro Ta 6e3 TaKoi BiAoBinHO). BiporimHoi pisHUII
Y PO3MOIiJIi 33 CTaTTIO HE BUSBJICHO.

I1pu ouiHoBaHHI MaHigecrauii MB BcTtaHoBIeHO,
1110 B YCiX XBOPUX IepeBakai KMIIKOBI 03HAKH, ajie B
rpymi 3 MyTtaui€ew 1JI-10 jereHeBi CUMIITOMM 3yCTpiua-
JIMCS YacTille, HiX y rpyi 6e3 myraitii (35 Ta 23 % Bin-
nosigHo; p > 0,05). BiporinHoi pi3HMLI MiX 4acTOTOO
MaHigecTalii 3 00Ky racTpoiHTeCTUHAJIbHOI Ta pecri-
PaTOPHOI CUCTEM HE BUSIBJICHO.

3a yacoM BMHWKHEHHS KWIIKOBI O3HAaKW Yy TPYITi
3 reHotunaMu GA+AA yacrillle BAHUKAIM Y TIepioi

70

60 60 522;_,

p<0,05 54,5
50 -

p <0,05

40

27,3
30 55
20 5

9,1 10

10 35095 46
0 0

KulwKoBi 03Hakn JlereHeBi 03Haku JlereHeBsi 03HaKu
GA+AA reHotvn GG reHotvn GA+AA reHoTvn

KuLwKoBi 03Hakn
GG reHotvn

[ Mepioa HoBoHapomkeHocTi [ Mepioa paHHbOrO BiKy

W MpyaHuii nepion I JowkKinbHuit nepiog

PucyHok 1. Po3nogin xsopux Ha MyKoBicLn[o3
3a YacoM MaHigecTauii KNLUKOBUX i 1ereHeBux
CUMMNTOMIB 3a71eXHO Big myTtauii reHa IJ1-10 G1082A

%
80
70 = 0,05
p<0,
60 59
50
41
40
30
p<0,05
o -
10— 5 B
0
Jlerkuu CepepiHin nepe6ir TAXKKMA
OGG EGA+AA

HoBOoHapomkeHocTi (59,1 %), a y Tpymi 3 TEHOTUTIOM
GG — y rpyaHomy Bili (60 %). CTOCOBHO JiereHeBUX
O3HaK, TO XapaKTepHa OijblI ITi3HS iX MaHidecTta-
Lisg o Jgiteit i3 MyTali€lo — Iepiol paHHLOI'O BiKY
(54,5 %) nopiBHsiHO 3 GG reHOTUIIOM — IPYIHUI I1e-
pion (45 %) (puc. 1).

ITpu ouiHui TsLXKicTIO mepediry MB 3anexHo Bin
mytauii reHa IJI-10 G1082A BctaHOBJIeHO, 11O AJIs Ma-
LIIEHTIB 3 MyTalli€l0 XapaKTePHUIi OiJIbII TSKKUH Tepe-
0ir 3aXBOpIOBaHHs (HE BUSBJIEHO XKOMHOIO IallieHTa 3
JIETKUM T1epediroM) — pe3yabTaTy MOJAaHO Ha pUC. 2.

V Bcix xBopux Ha M B maTOrHOMOHIYHUM € ypaKeH-
HSI PECIIPaTOPHOI CUCTEMU — MPU OLHII ypaKeHHS
JIETEHIB BCTAHOBJIEHO, IO YacTOTa 3yCTPiYaJIbHOCTI
6ponxoekTasiB (72 %) ta mHeBMO(DiOpo3y (95,4 %) Bi-
porigHo (p < 0,05) BuIIa B TPYITi MAIIEHTIB 3 MyTallisi-
mu TeHa 1JI-10 mmopiBHSHO 3 xBopuMHM 0e3 MyTarii (5 Ta
50 % BioIoBiAHO).

[Tpu nocmimKkeHHi CTyTeHs ypaxkeHHS IIeYiHK1 OyJI0
BUSIBJIEHO, 11O IUPOTUYHI 3MiHU MTapeHXiMU BipOTiTHO
yacTillle 3yCTpivaloThCsl y MAlli€EHTIB 3 MyTalli€l0 TeHa
JI-10 — 36,4 % nopiBHSHO 3 XBOpUMU Oe3 MyTallii —
5% (p <0,05).

AHajni3 6akTepiaJbHOro Tnei3axy MOKPOTUHHS MO-
KasasB, 110 B rpyIli 3 reHotunaMu GA+AA BiporigHo re-
peBaxaina P. aeruginosa (puc. 3).

IHCTpyMeHTa/IbHE MOCTiIKEeHHS (DYHKIII 30BHillI-
Hboro auxaHHs (®3]1) mpoBeaeHO B yCiX JiTell BiKoM
TOHa 5 poKiB (n = 31) — BUSIBJICHO BipOTiHE 3HUKEHHS
IMOKA3HUKIB y TpyIIi 3 TeHoTunamu GA+AA. Pesynbrat
HaBEICHO Y BiICOTKAX ITOPiBHSIHO 3 HOpMOIO (Tab1. 3).

ITin yac npocaigxeHnHs 3araabHoro IgE He Gyno BU-
3HAYEHO BipOTiJHOI Pi3HUILI PiBHS JAHOTO MOKa3HMKA
3ajexHo Bim mytanii reHa IJI-10 G1082A, skuit cra-
HoBuUB 89,9 (29,87; 469,45) MO/mxa ta 48,77 (20,42;
162,41) MO/mn y rpyni 3 reHotunamu GA+AA ta GG
BIIITOBIIHO.

JocmimkeHHs iMyHHOTO CTaTycCy IoKa3ajo Biporija-
He MiIBUILEHHS LUPKYIIOIUYNX iIMyHHUX KOMILIEKCIB
(1K) Ta 3HMXXEHHS iHAEKCY aKTMBHOCTI HeHTpodi-

%
80
70 68,2
63,3 p<0,05
60 59,1
54,5
50 50
40 40 40
30 —
20 | 20
15 136
10 —
C.albicans  S. aureus Str.spp. P.aeruginosa Acinetobacter
Iwofii
OGG BEGA+AA

PucyHok 2. Po3nopgin xeopux 3a TsXKICTIO nepeoiry
MYyKOBICcLMA03y 3aJIe)XHO Big myTtauii reHa
IJ1-10 G1082A

PucyHok 3. XapakTtepuctuka 6aktepiasibHOro
neiaaxy MOKPOTUHHS 3aJ1€XKHO Big MyTaulii reHa
J1-10 G1082A
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JiB (IAH) crioHTaHHOrO y HiTeil 3 MyTalli€lo MOPiBHSI-
HO 3 maijieHTamMu 6e3 MyTalii reHa. I1pu mopiBHSIHHI 3
KOHTPOJILHOIO TPYIIOI0 BCTAHOBJIEHO BipOTigHE MiABU-
weHHss CD3, CD25, ¢parouuro3sy 3 narekcom, IAH ctu-
MYJIbOBAHOTO (CTUM.) Ta 3HMKeHHS CDS, CTOHTaHHOTO
Tecty 3 HiTpocuHiM Tetpasoiiem (HCT), IAH cnoHTan-

HoTO (Tab7. 4).

O6roeopeHHs

IMonimMopdizmu rena 1JI-10 oOyMOBIIOIOTH MiHJIM-
BiCTh Mepebiry 6araTbox 3aXBoploBaHb. Tak, BUBYABCS
BriuB nojiMopdizmy reHa 1JI-10 G1082A Ha mepe-
Oir mozaiikapHssHol mHeBMoHii. ITig yac mocaiakeHHs
HAYKOBIIi BU3HAYWIIM, 110 BiH 3HAXOAUTHLCS B MIEPEITIKY
TUX T€HiB, MyTallii SIKMX HalvacTille 3yCTpivyaroThCs y

Tabnunuys 3. Moka3HNkN PyHKLii 30BHILLHbOIO ANXaHHSA QiTel 3 MyKOBICLNA030M 3aJI€)XXHO Big MyTauii reHa
IJ1-10 G1082A (megiaHa; Q1; Q3)

feHoTMN
Noka3Huku ®34, % GG (n = 20) GA+AA (n = 22)
KEn 74,0 (68,5; 80,0) 67,0 (61,25;68,25)*
DIKEN 70,0 (69,0; 80,5) 65,5 (59,0; 69,0)*
O®B, 74,0(71,0;82,0) 70,0 (65,0; 72,0)*
ODB, /XKEN 106,0 (90,0; 114,0) 93,5 (82,25; 104,0)*

Mpumitkn: * — p < 0,05 npu nopiBHAHHI 3 reHoTunom GG.

Tabnuus 4. Moka3HUKN iMyHONOriYHOro cTaTycy AiTeii 3 MyKOBICLMA030M 3aJIeXHO Big myTtauii reHa IJ1-10

G1082A (megiaHa; Q1; Q3)

MoKa3HNK feHoTun J1-10 [pyna KoHTpoIo . ;
GG (n = 20) GA+AA (n = 22) p, (n=30) 2 E

NevikouuTw, x 10%/n 6,25 (5,0; 7,75) 6,3(5,25; 7,17) > 0,05 6,35 (5,47;7,0) > 0,05 > 0,05
Hentpodinu, % 49,5(37,7;61,0) 49,0 (41,8; 56,5) >0,05 | 51,0(48,0;63,0) | >005 | >0,05
Nimountn, % 50,0(39,25;63,0) | 50,5(43,5;58,3) | >0,05 | 43,0(36,5;47,0) | <005 | <0,05
CD3, % 66,0 (64,0; 69,0) 69,0 (64,8; 70,0) >0,05 | 61,0(58,7;69,0) | <0,05 | <0,05
CD4, % 39,0(38,0;40,0) | 40,0(388;41,0) | >005 | 44,0(39,0;480) | <005 | >0,05
CD8, % 28,0 (27,0; 29,0) 27,5(26,7; 29,0) >0,05 | 30,0(29,0;32,0) | <005 | <0,05
CD16, % 14,0 (10,0; 18,0) 13,0 (9,8; 15,3) >0,05 |14,0(13,75;15,0)| >0,05 | >0,05
CD22, % 19,0 (18,0; 21,0) 19,0 (18,0; 20,0) >0,05 | 18,0(17,0;20,0) | >0,05 | >0,05
CD25, % 22,5 (18,2; 37,0) 21,0 (18,0; 25,3) >0,05 | 17,0(14,0;22,0) | <0,05 | <0,05
daroumnTos i3 narek- 6,0 (58,0; 67,5) 66,5 (58,0; 70,0) >0,05 | 60,0(54,0;65,0) > 0,05 <0,05
coM, %
darouuTapHe 4ucno 3,8(3,72;4,1) 3,8(3,65;4,1) > 0,05 3,5(3,3;3,7) > 0,05 > 0,05
3aranbHui komnne- | 62,5(58,2;66,5) | 64,5(62,0;67,0) | >005 | 480(455;520) | >005 | >0,05
meHT CH50
LK i3 3,5% MET, oa. 7,65 (5,12; 8,7) 8,65 (7,6; 10,55) <0,05 | 7,95(6,8;9,5) <005 | >005
HCT croHTaHHuit, % 30,5(18,0;47,0) | 18,0(12,75;36,5) | >0,05 | 30,0(22,0;320) | >005 | <0,05
IAH CnoHTaHHMI, of. 0,64 (0,33;0,92) 0,31 (0,24;0,78) <0,05 | 0,58(0,46;0,8) >0,05 | <0,05
HCT cTum., % 63,5 (53,0; 69,5) 64,0 (60,5; 72,0) >0,05 | 55,0(49,7;70,0) | >005 | >0,05
IAH cTim., op. 1,33(1,14;1,49) | 1,35(1,42;1,49) | >005 | 1,18(0,87;1,29) | <0,05 | <0,05
JlizocomanbHi 1,18 (1,14; 1,49) 1,18(1,01; 1,23) >0,05 | 1,12(0,93;1,17) > 0,05 > 0,05
KaTiOHHI BinKu, oa.
IgA, r/n 1,4 (0,93; 1,52) 1,34 (1,09; 1,59) >0,05 | 1,18(0,83;1,33) | >0,05 | >0,05
1gM, r/n 0,91(0,8;1,21) 1,03(0,89; 1,22) >0,05 | 097(0,64;1,2) | >0,05 | >0,05
IgG, r/n 10,32(9,9; 10,88) | 10,37 (10,26;10,89) | >0,05 | 10,09(8,53;10,9)| >0,05 | >0,05

Mpumitkn: p, — nopisHssHHA Mix reHotunammu GG Ta GA+AA; p, — reHotun GG nopiBHSHO 3 rPYNol0 KOHTPOJIIO;
p, — reHotunu GA+AA y nopiBHSIHHI 3 rpyno KOHTPOJIIO.
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XBOPUX Ha TTO3aliKapHSIHY TTHEBMOHII0 — 86,4 % XBO-
PUX Majy MyTallilo JaHOIO I'eHa, cepell SIKMX OJU3bKO
50 % — y romo3uroTHomy crtasi [13].

A.1O. Aknaposa ta cmiBaBT. (2016) MoBiZOMIISIIOTE
npo 3B’s30K Tojiimopdizmy reHa IJI-10 3 po3BUTKOM
XPOHIYHOTO OOCTPYKTMBHOIO 3aXBOPIOBAHHSI JIETEHIB i
BKa3yloTh Ha Te, 1110 Y XBOPUX Ha JaHy TaTOJIOTiO T0-
aiMmopdizm G1082A 3ycTpivyaerbcsl yacTilie Ta iCHYeE
MIBUIIIEHU PU3NK PO3BUTKY 3aXBOPIOBAHHS 32 YMOBU
HasiBHOCTI MyTatii rena LJI-10 [14].

IcHyIOTh HAYKOBi OOCHIIKEHHS, 110 BKa3ylOTh Ha
3B’5130K MyTallii reHa [JI-10 3 po3BUTKOM ITpodeciitHnx
anepriynux aepmaro3siB [10]. IHmi aBropu moBigoMIIs-
I0Th, 11O TTiJT Yac AOCTiIXKEHHS He BUSIBJICHO BipOTiTHUX
3B’A3KiB MiX TepediroM acTMM, aTOIIYHUM JepMaTH-
ToM i mosimopdizmom G1082A rena [JI-10 [15].

Onucano BruB nojiimopdizmy G1082A rena 1JI-10
Ha TSDKKICTb Mepebiry nmepumnopraibHoro ¢ioposy mne-
4YiHKM Yy xuTediB bpasunii, iHdikoBaHux Schistosoma
mansoni, Ta BCTAHOBJIEHO BiICYTHICTb BILJIUBY MYyTallii
reHa IJI-10 Ha piBeHb JaHOTO LIMTOKiHY B KPOBi Malli€H-
TiB, sIKi IIepeOyBaIK ITifl CITOCTEPEKEHHSIM [16].

CtocoBHO BIumMBY moniMopgismy rena [JI-10 Ha
nepebir MB icHyIOTh HEUMCJIEHHI AoCaiaKeHHs. Loic
Guillot Ta cmiBaBt. (2014) BKa3ylOTh Ha BiICYTHICTbH
BBy myTailii G1082A rena IL-10 Ha kosoHi3a1io
P. aeruginosa, xonu R. Tesse Ta criiBaBT. CBiqyaTh PO
MIITHUI BipOTiZHMI 3B’SI30K MixX MyTalli€l0 IIbOTO TeHa
Ta iH(}iKyBaHHSIM CMHBLOTHIIHOIO Majndkoio [2, 17]. Y
HaIllOMY AOCHiIXKEHHI BUSBJIEHO BipOTiTIHUII 3B’ 130K
MOIIMPEHHS JAHOIO MAaTOreHY B IPYIIi 3 MyTalli€o.

Bimomi mani Leonieke de Vries Ta criBaBT., sIKi BU-
Buanu nojaimopdismu TNF-a, II-8, IJI-10, IJI-1p Ta
IXHili BIUIMB Ha CTYIMiHb ypaKeHHSs JIETeHiB y IiTeil, XBO-
pux Ha MB. ITig yac nociimkeHHs BUSIBJIEHO BiporiaHe
JOAaTKOBE 3HWXKEHHSI (PYHKIIii JIETEHIB y XBOPUX, SIKi
manu mytauito reHa IJI-10 (G1082A) [6].

OTXe, mojaibliie TOCTiIKEHHS BIUIMBY I'eHiB IIUTO-
KiHiB 3aImajieHHsT € HaI3BUYAHO aKTyaJIbHUM, IOTTOMO-
XK€ PO3LIMPUTH 3HAHHS MPO OCOOJMBOCTI MATOTEHE3Y
MB i BUIiTUTY YUHHUKY, 110 OEPYyTh y4acTb y MOAU(i-
Kallii 3aXBOpPIOBaHHSI.

BMCHOBKMU

OxapaktepuzoBaHo ¢eHotun MB 3ayexHo Bin Ha-
saBHOCTI ToiMopdizmy G1082A rena-momudikaropa
sanajeHHs [J1-10, p1s sKkoro xapakTepHa OijbII paHHS
MaHidecTallist Tpy KUIIKOBUX CUMIITOMAX Ta OiJIbIII 1Ti3-
Hs — TIpU JIET€HeBUX O3HaKaX, TSKKUI TTepedir 3axBo-
ploBaHHsI (paHHil PO3BUTOK OPOHXOEKTa3iB JIEI€HIB,
LIMPO3Y MEUiHKU, TPOrpecyroye 3HMKEHHS MTOKa3HUKIB
®3]1), nepeBaxkaHHs cepell pecIipaTOPHUX 30YIHUKIB
P. aeruginosa y 6axTepiaibHOMY Meii3axi MOKPOTUHHS,
3MiHU iMyHHOTO cTaTtycy (minBuineHHs LIIK i 3HuXeH-
Hs IAH cmoHTaHHOTO).

Konduikr inTepeciB. ABTOp 3asBJIsI€ PO BiICYTHICTh
KOHOJTIKTY iHTE€pECiB MPHU MiATOTOBII JAHOI CTATTi.

IMonsaku. Benuka mnoasika TOJOBHOMY JIiKaplo
n.M.H., npodecopy O.B. IlioHTKOBCHKill, 3aBimyBa-

qy myabMoHosoriyHoro BinginenHst O.B. Ilaciunwuk;
K303 «Ob6nacHa mutgya KiiHiyHa jgikapHsa No 1»
M. XapKoBa.
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XAPbKOBCKUN HALUMOHQALHBIVI MEANLIMHCKUA YHUBEPCUTET, I XQPbKOB, YKPAMHA

BAusHMe noAMMOpPdPU3MA reHa MHTEPAENKUHA-10 HO TeYeHne MyYKOBUCLIMAO3A Y AeTen

Pesiome. AxkryanbHocts. Mykosucimnos (MB) — reHeru-
yeckoe 3a00JieBaHNe, TeUeHUE KOTOPOTO 3aBUCUT HE TOJIBKO
OT MyTalluy reHa TpaHCMeMOpaHHOTO peryiaaropa MB, Ho u
OT JIPYTuX reHoB-MoaudukaTopoB. ['eH mHTepaeiikuHa-10
(MJI-10) BXOAUT B MepeyeHb TaKUX MOIMMULIMPYIOIIUX
¢dakTopos. Ileab. YcoBepieHCTBOBaHWE MEIULIMHCKOM TMO-
Mol 60JbHBIM MB TyTeM yTOYHeHHUS MPOrHO3a TCUCHMS
3a00JIeBaHMsI Ha OCHOBAaHWM OMpeAesIeHUs] MaToreHeThuye-
CKOIl posiv ToTuMopdu3Ma reHa-MonuduKaropa Bocmaie-
nusa WJI-10. Marepuansl U MeTonsl. 42 pebeHKa ¢ AMArHO-
30M MB o00cienoBaHbl COrJIaCHO CTaHIAPTHON METOMUKE.
Onpenenenue noaumopdusma G1082A rena IL-10 nmpoBo-
MWW C TIOMOIIbIO MOJMMEPA3HON LEMHOU peakluu B pe-
asibHOM BpeMmeHu. JIHK Boiiensiiv U3 KjaeTok OyKKaJibHOTO
snutenusi. PesyabraTel. B rpynmne 6oabHbIX MB ¢ MyTanm-

N.M. Drobova
Kharkiv National Medical University, Kharkiv, Ukraine

eit G1082A rena IL-10 ycraHoBiieHa Oosiee paHHSISI MaHU-
(ecTanusa mpu KUIIEYHBIX CUMIITOMAaX W 6ojiee TTO3THSIS —
MpM JIETOYHBIX MpPU3HAKaX, TsKeaoe TeuyeHue (CHUKEHUE
O®B, — 70,0 (65,0; 72,0) %), paHHee pa3BUTHE OPOHXO-
akra3 Jerkux (72 %) v mueBModuodposa (95,4 %), unpposa
neueHu (36,4 %), npeobnananue Pseudomonas aeruginosa
(59,1 %) cpenu pecriupaToOpHbIX BO30yauTENCH B GaKTEpU-
aJlbHOM TIeii3aXu MOKPOTBI, UI3BMEHEHUS] UMMYHHOTO CTa-
Tyca (IOBBIIIEHUE ITUPKYJIUPYIOIINX UMMYHHBIX KOMITJIEK-
coB — 8,65 (7,6; 10,55) en. u CHUKEHME MHIEKCA aKTUBHO-
ctu HeliTpoduiaoB ciontaHHoro — 0,31 (0,24; 0,78) en. Bei-
Boapl. OxapakTepusoBaH ¢peHotun MB, accounnpoBaHHBINi
¢ mytanueit reda IL-10 G1082A.

KiloueBbie CJ10Ba: 1eTH; MyKOBHMCLMZO3; MOJUMOPGHU3M;
TeH UHTepJeiiknHa-10

Influence of interleukin-10 gene polymorphism on the course of cystic fibrosis in children

Abstract. Background. Cystic fibrosis (CF) features depend on
a number of gene modifiers. Interleukin-10 (IL-10) gene is a
one of these gene modifiers. The purpose was to improve medi-
cal care for patients with CF by clarifying the pathogenetic role
of the IL-10 gene polymorphism in the disease course. Materi-
als and methods. Forty-two children with CF were examined
with standard methods during the remission period. Detection
of the G1082A polymorphism of the IL-10 gene was carried out
using real time polymerase chain reaction. DNA was isolated
from buccal epithelium cells. Results. Patients with IL-10 gene
mutation (G1082A) were characterized by the earlier manifes-
tation of intestinal symptoms, later manifestation of pulmo-

nary signs, more severe course of CF (bronchiectasis (72 %)
and lung fibrosis (95.4 %), severe liver lesions (36.4 %), a de-
crease in forced expiratory volume in one second (70.0 (65.0;
72.0) %)), Pseudomonas aeruginosa predominance (59.1 %)
among respiratory pathological microorganisms in the sputum,
immune status changes (an increase of the circulating immune
complexes (8.65 (7.6; 10.55) units) and a decrease of spontane-
ous index of activated neutrophils test (0.31 (0.24; 0.78) units)).
Conclusions. CF phenotype associated with the G1082A poly-
morphism of the IL-10 gene was examined.

Keywords: children; cystic fibrosis; polymorphism; interleu-
kin-10 gene
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