@

KAiHiuHi Aekuii / Clinical Lectures

Y/IK616.37-008.9-056.7:616.15:5643.645.6-053.2
ABATYPOB A.E.. BABUY BA.

Y « AHernponeTPoBCKAST MEAULIMHCKQST akaAemMust MUHUCTEPCTBA 3APQBOOXPAHEHUST YKDQUHbI»,

r. AHenponeTpoBsck, YkpauHa

MEAWUKAMEHTO3HOE YMPABAEHUE NMPOAYKUMEN
AHTUMUKPOBHbIX NENTUAOB NP MYKOBUCLIMAOSE
Y AETEU

Peztome. B cmampe npedcmasnenvi ceederus 0 MEOUKAMEHMOIHOM YNPABACHUU RPOOYKUUECTH aHMUMUKDOOHBIX
nenmudos npu mykosucuudose y demeii. llpueedensl dannvie 0 munax u KAaccax Mymayuii eeHa mpancmem-
Opanno2o pezyaamoprozo npomeuna myxosucyudosa (CFTR) u ux accouuayuu ¢ KAUHUMECKUMU OCODEHHOCIS1~
Mu Kucmosnozo guoposa. Ilpedcmasieno 3nauenue aHMUMUKPOOHBIX NENMUO08 8 XPOHUUECKOM UHPEKUUOH-
HO-80CRAAUMEALHOM npoyecce 0peanos JuiXanus npu mykosucyudose. IIpodemoncmpuposansl morekyaapHoie
Mexanusmol aUAHUS sumamuna D na skcnpeccuio anmuMuKpooHeIX RenmUoo8 & pecnupamopHom mpaxKme npu
MyKoBUCUUOO03€e, A MAKHCE NPOAHAAUSUPOBAHB! HOBBIE BO3MONCHOCMU NpUMeHeHUs sumamuna D e mepanuu de-

mell ¢ OAHHBIM 3A001€8AHUEM.

Karouesvie caosa: myxosucyudos, demu, AaHmMuMUuKpoousie nenmudsl, sumamun D.

AKTYQABHOCTb

MykoBuciuao3z (MB) saBiasgercda Hanmbolee pac-
MPOCTPAaHEHHBIM ayTOCOMHO-PEIECCUBHEIM JeTalb-
HBIM HACJIEeACTBEHHEIM 3a00JIeBAHUEM C MOJUOPTaH-
Holl MaHUGecTanueii [5, 7, 23]. [Iporuo3 u TIXecTh
TeUYeHUS! MYKOBUCIMI03a B 3HAYUTEIBHOU CTENeHUN
3aBUCUT OT XPOHHYECKOTO MHGpEKITHOHHO-BOCTIAIM -
TEeJBHOTO IIpoliecca OpOHXOJEerOYHON CHCTeMBI [4].
BcaencrBue mytanuu reHa CFTR Hapymmaetcs padoTa
XJIOPHOTO KaHajla B alTMKaJdbHOI MeMOpaHe 3MUTeNN -
anbHBIX KJIETOK OPOHXOB, 9TO HNPUBOJAUT K MOBHIIIE-
HUIO BSI3KOCTH, HAPYIISHUIO 3BAKyalluy TPaxeoOpoH -
XWATbHOTO CEeKpeTa W, B CBOK OYepeldb, BEI3BIBAET
Je3opraHuzanuio GyHKIIUM CUCTeMbl CAMOOUMIIISHHSI
OpOHXOB OT MHKpoOpraHmaMmoB [38]. Pemaromyro
pOiB B MPOTPEecCCUPOBAHUM GPOHXOJIETOYHBIX IMOpa-
XKEeHAU W CMEpTHOCTH TIpA MYKOBHUCIIAA03€ WUIpaer
XpoHHYecKasd cuHerHoiiHag mHbeknusa [3, 8]. Ilpu
YCTOMYMBOM GaKTepHUaabHON KOJOHU3AIUN pecpa-
TOPHOTro TpakTa Pseudomonas aeruginosa 3alIATHYIO
(bYHKIIMIO BRITOJHSIOT Hecnenndmiecke (GhaKTopb
TYMOpPaJIbHOTO UMMYHHTETA, TAKUE KaK AHTUMUKPOG-
Hble nientuasl (AMII) [6, 41, 51]. OnTuMuzupyoiee
BAUSIHME Ha QYHKIIMOHHUpOBaHWe HecTieluUIeCKUX
MEXaHNU3MOB UMMYHHOTO OTBETa 3a CYET YCWIEHWUS
MPOAYKINU WU 3KCIPECCUNA AHTUMUKPOOHBIX MEINTH-
JOB oKaspIBaeT BUtTaMuH D [27, 52]. Pe3ucTeHTHOCTE

Pseudomonas aeruginosa X aHTHOMOTHUKAM SIBJISIETCSI
OCHOBHOM Ip0o061eMOli B Tepalliy IMAIEHTOB ¢ XPO-
HUYECKUM HHMEKITNOHHO-BOCIIATUTEILHEIM  IIPO-
IIeCCOM OPTraHOB ABIXaHUS IIPH MYKOBHCIHUIo3e. Pas-
paGoTKa HOBBIX aHTUOMOTHUKOB MpPEACTABIsAET COOOM
JIIATENBHEIA U TPYAOeMKUI Mmpomnecc. B ¢cBg3m ¢ 4yeMm
OCOGHI MHTepeC B HACTOAMIee BpeMs IIPOSIBIIETCS K
HCCAENOBAHMIO U IIPUMEHEHHIO B TePAIIUM KICTO3HO-
ro ¢pubposza albTepHATHBHBIX BApUAHTOB OOBIYHBIX
aHTUOUOTHKOB — AHTUMHKPOOGHBIX NENTHIOB [29,
54], a TaKKe BellecTB, CIIOCOOCTBYIOMINX UX MPOIYK-
IIUM U 3KcIpeccu [25].

Myxosucuyudos, uau xucmogubépos nodxcesydou-
HoU oceneswl (cystic fibrosis, CF), — HacleacTBeHHasl
cUCTEMHAS SK30KpHHONATHS, OOYCIOBIEHHAsT MY-
tanueii reHa CFTR (cystic fibrosis transmembrane
conductance regulator — TpaHcMeMGPaHHOIO PeTyis-
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TOPHOTO IIPpOTECHHA MYKOBI/ICI_II/IZ[O?»B.) 1 XapakKTepusy-
omadacda ayrToCOMHO-PeICCCUBHBIM THUIIOM HACJICAO-
BaHMH:.

SnNMAeMUOAOINMS MYKOBUCLMAO3CA
PacrpocTpaHeHHOCTh MYKOBHCIIAA03a B pa3and-
HBIX TeorpamdecKrx 30HaX MHApa BapsupyeT oT 1 : 600
xo 1: 350 000 HoBopoxXAeHHBIX AeTeil [53]. B cTpaHax
EBpormnsl B cpemHeM maHHOe 3a00/1eBaHIe BCTpedaeTcs
y 1 13 2000—3000 HOBOpOoXAeHHHIX [23, 53]. B Vkpau-
He 4acTOTa BCTPeuaeMOCTH KUCTO3HOro pubposa co-
crapiger 1 60abpHON Ha 3364 HOBOPOXAEHHEIX [7].

FeH CFIR

I'en CFTR nokanuzoBaH B o61actd q31 AIHHHO-
ro Irieda XpoOMOCOMBI 7 M COCTOMUT IPUOGIN3UTENh-
Ho m3 250 000 map HykineotuaoB [32]. KognpyeMeslii
3THM T€HOM TpaHCMeMOpaHHBINA PErYISTOPHBIN IIPO-
TeMH MYKOBHCIOHMAO3a (PYHKIUOHHpPYeT Kak MAMO®-

Ta6nuya 1. Mytauun reHa CFTR
B cTpaHax EBponbl [23]

0 /gn MyTtauuu reHa CFTR ::::J:J;::;E:;?;'
1 F508del 86,6
2 Gb42X 4,6
3 Gbb1D 4,3
4 R117H 2,7
b N1303K 2,5
6 W1282X 2,3
7 R553X 1,9
8 621+1G—>T 1,7
9 1717-1G—> A 1,6
10 3849 + 10kbC—> T 1,5
11 2789+ 5G - A 1,3
12 3120+ 1G— A 1,1
13 1507del 0,8
14 5T 0,8
15 R1162X 0,8
16 1898 + 1G— A 0,7
17 3659delC 0,7
18 G85E 0,6
19 D1152H 0,6
20 R560T 0,6
21 R347P 0,6
22 2184insA 0,5
23 A455E 0,5
24 R334wW 0,5
25 Q493X 0,5
26 2184delA 0,5

3aBUCUMBIN XJIOPHBIA KaHAJ alluKaJbHON MeMOpaHEI
SIUTEJIHUAIBHBIX KJIETOK, BBICTHU/IAKIIUX BBEIBOTHLIE
MPOTOKU OpOHXOJETOYHOM CUCTEMBI, ITOIXKETYIOYHON
XKeJje3bl, KHIIeYHNUKA, YPOreHUTaAbHOTO TpakTa [50].

Myrauyumn rena CFIR

ITo mamaepiM KoHcopmuyma IO MYKOBUCIHAO3Y
ot 2014 roga, HacuuteBaeTcsa 1995 pazHOOOpa3HBIX
MyTanuii reHa CFTR, u 177 n3 HAX COPOBOXIAKTCS
pa3BUTHEM KIMHUYECKHX ITPOSIBISHUN MYKOBHUCIIH-
Jo3a [48]. B pesyabTaTe MyJbTHUIIEHTPOBBIX HCCISHAO-
BaHMii, OXBAaTUBIINX CTPaHEl EBpombl, OBLIN OIIpe-
JeleHsl 26 HanGojlee 4acTO BCTpedaeMBIX MYTaIlHid
(tadu. 1) [23].

KanHunyeckue ocobeHHoOCTH
MYKOBUCLMAO3Q, QCCOLUNNPOBAHHbIE
c Tunom Mmyrtaumi reHa CFIR

Acconuanusg crenududeckoit CFTR myranmum ¢
TSOKECThI0 3a00JIeBaHUS 3aBUCUT OT TUIIA MyTalluu,
ee MOJI0XKEeHHUS BHYTPH I'eHa 1 BO3IeHCTBHS Ha CTPYK-
Typy U GYHKIHIO TpaHCMeMOpaHHOTO PEryISITOPHOTO
npoTernHa MyKoBHCIIIA03a [24, 32]. boasinyio dacTe
Bcex MyTauuii reHa MB cocTaBasSioOT MUCCEHC-MyTa-
1y, oOyclIOBIeHHbBIe 3aMeHOM HYKJIEOTHAA B KOJAU-
pylollleli 9acTH reHa, KOTOpas IMPHBOIUT K 3aMeHe
AMHMHOKMCJIOTHI B HOIUIIENITHE. TakKe CYIeCTBYIOT
MYyTALlUM CIBHUTA paMKH CUHWTBHIBAHWSI M MYTALIUH B
caiiTe CIUIAMiCHHIA, TO €CTh HapyIIeHHe BBhIpe3aHUs
WHTPOHOB W3 HepBuUuyHOoro tpaHckpunta MPHK. B
pe3yibTaTe HOHCEHC-MYTAllMM MpOUCXOAUT 3aMeHa
HYKJICOTHAA B KOOUPYIOIIel YaCTHU reHa, IpUBOAAIIAsI
K 00pa30BaHMIO KOJOHA-TepMHUHATOpA U IIpeKpalie-
HHUIO TpaHCIIOUU. MyTaniny, ¢BSI3aHHBIC C Aeelueil
WU NUHBepCcHel HYKJISOTHAOB B TpUILIeTe, 63 ¢ABUra
PaMKH CUMTHIBAHMS SIBSIIOTCSI HAMOOJbIISH pemiko-
CThIO [24].

Myrtanun reHa CFTR moapazaensioT Ha IIecThb
OOIIMX KJIAaCCOB B 3aBUCHMOCTH OT THIIA MOJSKYISIp-
HOT'O HAapyIlleHHUsI, ONpeAe/sIoIero n3MeHeHne CHH-
Te3a au60 CTPYKTYPH U (PYHKIIUM MYKOBUCIIHAO3-
HOT'0 TpaHCMeMOpPAaHHOIO PEeryIsaTOPHOIO IPOTeHHA.
BcaeacTBue 3Toro mpekpamiaeTtcs WA HapyloaeTcs
pa6ora TAM®-3aBHUCHMOTO XJIOPHOIO KaHaja aIu-
KaJIbHOI MeMOpaHBI AIUATSINAIBHEIX KJIeTOK (Tad1. 2)
[24, 30, 32].

B pesyapTrate MHOTOLIEHTPOBBIX MEXIYHAPOTHEIX
WCCIeTOBAHUI AOKa3aHa COMNpPSKeHHOCTh TSDKECTH
KJIMHUYECKUX MpOsIBISHNUI MYKOBUCIHUAO3a C TUIIOM
MyTtanuu reHa CFTR (ta6u. 3) [30, 44].

IIpu 5TOM BBIISISIIOT TSLKEble MYTAIIUHM, ACCOIH-
HpPOBaHHEBIE ¢ HapyIIeHNEM 3K30KPUHHON (DYHKITAHN
MOIKENYTOYHOM XKelle3hl, Y HallMEHTOB ¢ KICTO3HBIM
dubpozom. K HmM otHOocsTed myranmuu I, 11 m 111
KJIACcCOB. Y OOJIBHBIX MYKOBHCIIHIO30M C COXpaHeH-
HOIl pyHKIIMEN MOIKeTYIOUYHON Kele3bl MMeeTCs MO
KpaliHeil Mepe ogHa Mytanug 1V, V wim VI ki1accos.
Takue MyTallid HA3BIBAIOT JeTKUMH (MJIA MSITKHUMM)
[24]. MucceHc-mytanum reHa CFTR otHocdTes K IV
KJIACCY U COMPSIKEHBI ¢ MATKUMU (PeHOTUIIHYSCKUMH
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nposgBieHnIMHA. HoHceHC-MyTanmy IpuHAIIeXaT K |
KJIaccy IepBUIHOIO MoBpexaaiomero 3ddekra u IB-
Ig10Tcd TsoKenbIMU. CIUTafiCMHTOBEIE MYTAIlMU TIPH-
BOJAT K BO3HUKHOBEHUIO MSTKHX (eHOTUMNIECKHX
MPOSBIEHUN W OTHOCATCI K V KjIaccy Myranuii. B
KOMIAYHI-TeTePO3UTOTHOM COCTOSIHUU 3P deKT MAT-
KOM MyTaluM AOMUHHUPYeT Hald 3(PpPeKToM TIKeIoi
[24]. B neaoM A1 AIAEHTOB ¢ TSDKEJIBIMU TeHOTHUIIA -
MH XapaKTepHH 60jiee paHHee HAavalo KIMHUIECKIUX
HapyIleHW CO CTOPOHBI OPraHOB IIHIIEBapeHHU,
GBICTpOE IIPOrPecCUPOBaHMeE IMATOJIOIMIECKOTO OpOH-
XOJIETOYHOTIO Ipollecca U MeHbINasg IIPOAOIKUTENh-
HOCTb XW3HH II0 CPaBHEHMIO ¢ GOJILHBIMH, KOTOPBIE
WMEIOT OJHY JerKyio Myraunuwo [24, 37]. Ilpu atoMm y
GOJIBHBIX MYKOBHCITHAO30M, HMEIOIINX XOTS OBl OTHY
MSTKYIO MyTanu reHa CFTR, B IiepBylo odepeab Ha-
GII0MAIOTCd HAPYIIEHHSI CO CTOPOHBI OPOHXOJIErod-
HOI CHCTEMEI, a MOpaXeHWs OpraHOB MUIIEeBapeHUT
HAuMHAIOTCH II03Xe U OTMedaroTcs pexe [4, 32].
CymecTByeT HeCKOJIBKO TeOpHUil, OOBSICHIIONINX,
KaK gAedeKT TpaHCMeMOPaHHOTO PETyISITOPHOTO IIPO-
TerMHa MYKOBHCIHIO3a IIPUBOAUT K XPOHUYECKOMY
nHEKINOHHO-BOCITAINTEILHOMY IIPOIIECCY Opra-
HOB JbIXaHUS. B 0cHOBe ITaTOI0TMYeCKIUX N3MEeHEHUIM
IIpY MYKOBHCITHIO3€ BCeX XKejle3 BHENIHeN ceKpellun
JIEXUT HapylleHHue IIpollecca TPAaHCIIOPTa XJIOPUAOB
yepe3 MeMOpaHBl AIUTEIWAIBHEIX KIeTOK. JaHHBII
MPOIIECC COMIPOBOXAAETCS M3GHITOUYHBIM BBIIEIEHIEM
XJIOPHUIOB, CIeACTBHEM Yero SBIseTcs THIEpceKpe-

O TYCTOH CIU3U B KJIeTKaX SIUTEINI GPOHXOB, UTO
COMPOBOXKIAaeTcd HapyIlleHNeM UX ceKpelnn. Baskuii
GpOHXMATILHEIN CEKPET TOPMO3UT ABIDKEHHE I1aTOJIO0-
TMYeCK U3MeHeHHBIX PeCHIUYEK SIUTEINSI OPOHXOB,
a KOMIOHEHTH CeKpeTa JIETKO BHIIIAJaloT B OCagoK.
B pesyipTate yKazaHHBIX M3MeHEeHHMII Hapylmaercs
MEXaHM3M CaMOOUMIIeHNSI OpOHXOB, YTO CITOCOG-
CTBYET NPUCOESIUHEHNIO ITATOTEHHOM (DIOPH M pa3-
BUTHIO BocmajgeHHS [38]. Kpome MyKOIWIMApHOTO
KJIMpeHca, cuhTaeTcsl, 9To Pseudomonas aeruginosa
YIAIII0TCS 13 OPOHXOJIETOYHOM CUCTEMBI IIOCIIE MH-
TepHATU3AINN SIUTEINATBHBIX KJIETOK 1 ITOCIEAYIO-
IIero YHUUTOXEHUS KIETOK AbIXaTeIbHBIX YT, CO-
Jepxamux natoreH. CFTR gBaseTcs pelenTopoM 11
WHTEPHATN3AINN CHHETHOMHONW MAaJIOYKH, IIO3TOMY
HemocTaTouyHOCTh (yHKIuU CFTR MOXeT U3MEHHUTh
GaKTepHalbHYI0 KOHTAMUHAIIAIO B GpOHXAaX U JIETKHUX
y GOJIBHBIX MYKOBHCIIMAO30M [38, 41].

Oco6eHHOCTUN 6AKTEePUAABHON
KOHTAOMWHALLUMN CAU3INCTON O6OAOYUYKMU
6POHXUAABHOIO AepeBda
npu XpOHUYECKOM OPOHXUTE Y AeTen
C MYKOBUCLIMAO3OM

Cpenu OpOHXMANTbHBIX MATOTEeHOB MPU MYKOBHC-
nuao3e Haubosiee 4acTo BcTpedarotcs Staphylococ-
cus aureus, Haemophilus influenzae u Pseudomonas
aeruginosa |3, 8]. Ilpu ycioBun peryiasipHoro (6osee
6 MecsIieB) ompeleleHHUs] B OpOHXHUATLHOM CeKpeTte

Ta6nuuya 2. Knaccel mytaumii reHa CFTR [30]

Knacc | Knacc Il Knacc Il Knacc IV Knacc V Knacc VI
HapylweHue cuH- HapyuwieHue npo- HapyuweHue pery- | CHUXeHWe Nnpo- CHUXeHUe ypoBHS M3meHeHue
Tesa NpoTeuHa LLeCCUHIa UK NALUMUK BOJAMMOCTH HOpPMa/ibHbIX MOJie- | CBOMCTB pery-

TpaHcnopTa Kyn 6enka wnn PHK | nauuu apyrux
WOHHbIX KaHaloB

GbH42X F508del G551D R334W 3849 + 10kbC—> T Gbb1D

W1282X N1303K G1244E R347P A455E

R553X I1507del S1255P R117H IVS8(5T)

621+1G—>T S549I 1811 + 1,6kbA
2143delT SH49R -G
1677delTA

Ta6suya 3. Accoumnaruu mytaunii reHa CFTR ¢ TsoxkecTbio peHOTUNNYE CKOro nNposiBICHUS

MykoBucumunosa [30]
TshKenble MyTaLuuv Jlerkue (MArkue) mytauuu Bapbupyouue myTaluu
F508del R117H G85E
Gb42X 3849 + 10kbC > T R334wW
Gbb1D R 374P 5T
R553X 1338l
W128 2X Gbb1S
N1303K
1677delTA
621+1G—>A
1717-1G—> A
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OMpeJeIeHHOTO BO30yaUTeNs TIPUMEHSIETCd TepMUH
«XpOHHYecKas CHHeTHOMHAsI WIH CcTapUIOKOKKOBAsI
nHbeknug» [3].

ITo maHHBIM MHOTOLIEHTPOBBIX MEXIYHApOTHBIX
WCCAeTOBaHN, CHHETHOWHAY MTAaT09Ka SIBISIeTCd BO3-
OyauTenaeM, UTPAKNIAM PelIanInyl poik B MPOrpec-
CUPOBAHUU OPOHXOJIETOYHEIX MOPAKEHUI U CMEPTHO -
CTHU IpH MyKoBHcIHAO3e [45]. PacripocTpaHEeHHOCTh
XpPOHHUYECKOUN CMHETHOMHON MHMEKIIUN IIPU KUCTO3-
HoM ¢ubpose cocrapmsieT oT 25,8 1o 48,9 % [9, 31].
Pseudomonas aeruginosa MOXeT TpaHC(POPMUPOBATHCSI
B MYKOHUIHBIe (POPMBI, KOTOphIe TIPOAYIUPYIOT Kar-
CYJIBHBIN MOJWCAXapU AT UHAT, UTPAIOINAI BAXXHYIO
pob B hopMUpoBaHNUH GUOTIIEHOK BOKPYT MUKPOKO-
goumii [22]. CTpykrypa n du3HOIOTHIECKHe CBOII-
CTBa OMOIUIEHKN 00ecIeurBalT MOBHIIIEHUE YCTOM -
YUBOCTH BXOJAININM B €€ COCTaB MUKPOOpPTAaHWU3MaM
K aHTHUOHOTHKAM, Je3uH(eKTaHTaM U UMMYHHOU CH-
creMe Makpoopraumuama |31]. Hammane pakropoB BH-
PYJIeHTHOCTH Pseudomonas aeruginosa 00yCIOBIUBAET
TSLKECTh KAMHUYECKUX IIPOSABICHUN CHUHETHONHON
nHMeKINH, a TakKe 3a9acTYIO 3aTPYIHSIET 3paanKa-
W0 BO30yANTENS JaXe MPU Ha3HAYSHU U aIeKBaTHOMN
aHTHOAKTepHaIbHOU Tepanuu [2].

B mocnenHee BpeMd y MaMEeHTOB ¢ MYKOBUCIIH -
JO30M B MOKpOTE OMNpEAeSIIOT ellle OTHOTO TIpen-
craBurend poxa Pseudomonas — Burkholderia cepacia
complex [49]. JaHHb BO30GYINTEIb BBI3BIBAET HH-
(ekIMOHHBIN TMpollecc, KOTOPHIHT MOXeT UMeTh KakK
GecCHMNTOMHOE XpOHHUYECKOe TeUeHUe, TaK U TIpH-
BOJWTE K Pa3BUTHIO cepacia CUHApPOMA, MPOSBIIIO-
merocsl B Buiae ¢aTalbHONM HEKpOTHYECKOU ITHeB-
MoHuHu [34]. IlepcucteHmus OaKTepHili KOMILIEKca
Burkholderia cepacia y GOJBHBEIX MYKOBHUCIHAO30M
VCIOXHSAET TeUeHWe OpOHXOJIeroyHoro mpolecca u
YXYAIIaeT KTAHAYECKHUI NPOTHO3 3a001eBaHNs B CBSI -
3U ¢ OPUPOTHON YCTOMUYMBOCTBIO JaHHBIX MAKPOOP-
TaHN3MOB K aHTHOAKTepHaAbHBIM mpemapaTam [10].
Hanvuwre B MOKpOTE TaHHOTO MUKPOOHOTO areHTa Mo -
BBIIIIAET PUCK Pa3BUTHSI CyTIepUHGMEKIINH, BRI3BAHHOM
JIpYyroi maToreHHoi MUKpOdI0OpOoii, IpeacTaBIeHHOM
Escherichia coli, Klebsiella pneumoniae, Acinebacter
anitratus, Enterobacter spp., Alcaligenes spp. [5].

PoAb CFIR B UHTEPHAAU3ALUUN
Pseudomonas aeruginosa
AMNTe ANAAbHbIMUN KASTKAOMMU
AbIXATEeAbHbIX I1YTel7I

B nccrnepoBanusax Gerald B. Pier u coaBTopos [39]
OBLIO ycTaHOBIeHO, uTo CFTR snuTenualbHBIX Kie-
TOK OpPOHXO0JIETOYHOM CUCTEMBI BRIITOJHSIET (PYHKITHIO
pellenTopa MHTepHAIU3aUuK Pseudomonas aeruginosa
IS TIOCIEAYIOMEro yiaajdeHusT GakTepwili W3 IhIXa-
TeIpHBIX IyTeil. McciaemoBaTenn IIpeaIIoOIoXIIMI,
YTO MpH OTCYTCTBUU dyHKIuoHanpHoro CFTR maH-
HOe B3aMMOJAEHCTBIE He IIPOUCXOINT U IOBBIIIAETCS
GakTepuanbHasg KOHTAMUHAINS CIU3UCTOM 0GOI0UKH
GpOHXOB M JeTKuX. [anpHelnue UccaeaoBaHus 0~
Ka3ajJd, YTO CBI3BIBAaHME IJI1 MHTEPHAIN3AIINH IIPO-
UCXOAUT MeXIy BHEIIHEM YacThio OaKTepHaIbHOIO

JUIIONOANCcaXapuaa W aMHHOKuciaoramMu 108—117
B gomeHe CFTR »nutenunanbHbIX KieToK [40]. Ta-
KM o0pa3zoM, OBLIO AOKa3aHO, 9TO HMHTEpHAIM3a-
uust Pseudomonas aeruginosa MOXeET OBITh BaXXHBIM
KOMIIOHEHTOM 3alIUTHEIX MeXaHN3MOB BpPOXIEHHOMN
HMMYHHOIN CHCTeMEBI, HeOOXOAWMBIX OIS YCTpaHe-
HH 3TOTO ITaTOreHa U3 AbIXaTeIbHBIX IyTeil. I'pymma
yUeHHIX ITof pykoBoacTBoM Katharine Darling [19] B
CBOUX HCCIIEAOBAHUSX IIOATBEPANIA, YTO OTCYTCTBHE
dyakunonansHoro CIFTR Ha anmuKaJbHON IIOBEpX-
HOCTH 3IHUTEIHANBHEIX KIETOK AbIXaTeIbHBIX ITyTel
CIOCOOCTBYET VBEIMUEeHMIO0 OaKTepHalIbHONW KOHTA-
MHHAIuKu Pseudomonas aeruginosa CIN3UCTON 000-
JIOUKH OPOHXOJIETOYHOMN CUCTEMBI.

XpoHnueckoe WHGHUIUPOBAHNE IbIXaTeIbHBIX
IyTeil MATOTeHHBIMM MHUKPOOPTAaHU3MaMHU IIPH MY-
KOBHCIIAO3e IIPUBOINUT K TAKUM MOPQHOIOTHIECKIM
N3MeHeHUSIM OpOHXHUAIBHOIO JepeBa U MHTEPCTUIIN -
aJBHOU TKaHM JIETKUX, KaK YTOIIeHNe CTeHOK GpOH-
XOB, THUIEPIPOAYKIHNS IPOBOCHATUTEIbHBIX ITUTO-
KnHOB — uHTepiaeiikuHa (IL)-18, ¢akTopa HeKpoza
ommyxonn (TNF)-«, 1L-6, IL-8, MmoOGumn3amus Heii-
Tpo(pMIIOB U X CKOILJIeHHNE B OPOHXOJIETOYHOM crcTe-
Me. IIpoaykTH pacnaga TUOHYIIUX HENTPOGHIOB —
3J1acTasa, mpoTeasa, OKCHAa3a U MUTOKUHEI — MOIYT
HEIIOCPEACTBEHHO pa3pyliaTh JEeroYHble CTPYKTYPHI,
YTO HNPUBOAUT K IPOTIPeCcCUPYIOMIEMY CHIDKEHHIO JIe-
rounsix dyaknui [38]. B To ke BpeMs HeUTpODUIB 1
SIUTEIAATbHEIE KJIETKHA CIU3UCTON 060I0UKN GpOH-
XHATBHOTO JepeBa MPOAYIHPYIOT BEIOPOC 3HAUNTEb-
HOTO KOJIHMYECTBA AaHTUMUKPOOGHBIX ITenTHaoB [16].

3HOYEeHUEe AHTUMUKPOOHbBIX NENTUAOB
B XPOHUYECKOM UHPEKLMNOHHO-
BOCNAAUTEAbHOM MpoLuecce OpraHos
AbIXAOHUA MPU MYKOBUCLIUAO3E

AHTUMUKpOOHEIE TENTHIBR OTHOCSITCS K HecIe-
nudmdeckuM ¢akTopaM TI'yYMOpadbHON HMMYHHOMN
CHCTEMEBI 11 00eCIIeUnBAIOT 3aIIUTY IIPOTUB IMHUPOKOTO
CIIEKTpa HaTOTeHHBIX GakTepuii, rpruGOB M BHUPYCOB.
AMII cocrodar n3 12—50 aMMHOKHCIOTHBIX OCTATKOB
U TOpPeacTaBiIIioT cobGoii aMbudUIbHBIE MOJEKYIIH,
nMepnue TuApodUIbHYI0 W THAPOodPOOHYI dYacTh
[1, 33]. CoBpeMeHHasI MeXIyHapoaHasl 0a3a TAHHBIX
aHTAUMUKpOOHBIX TlenTuaoB (APD: the Antimicrobial
Peptide Database) comgepxut 2619 nentuaos [ 12]. Bei-
JedsdioT nsaTh KiaccoB AMII: aHMOHHEIE, KATUOHHEIE
MENTHAH, JuHelHbe aMPudUIbHEE o-CIHApaIbHbIE
MENTHUAR, HeNTHAHBIe parMeHTH U NeNTUIb, 000-
raimeHHble  IUCTEMHOBHIMH  AMHHOKHMCIOTHEIMH
octatkamu [20]. AHTUMUKpPOOHEIE IENTHIE PACIIoaa-
raloTcs B OCHOBHOM Ha IIOBEPXHOCTH AITUTEINATBHBIX
KJIETOK CIU3UCTBIX 00009eK, KOXHBIX IIOKPOBOB, B
a3ypoUIBEHBIX rpaHyIax HeliTpodwioB, Kierkax [1a-
Hera [1].

B pecrnmpaTopHOM TpakTe B IPHUCYTCTBUHU MM-
KpOOPraHM3MOB  HEHUTpOQUIBI  BKCIPECcCUPYIOT
BelllecTBa, oOIajapInye aHTHOAKTepHUAIbHOM aK-
TUBHOCTBIO, TaKWe KakK KarteaunuauH (LL-37) u
a-gedensuasl. B cBolo odepenb, SIUTEIHOIIUTHI
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JBIXaTeIbHBIX NyTEeN IPOAYOHPVIOT [-AedeH3nHEBI
[1]. JlaHHBIE AHTUMHUKpPOOHBIE MNENTHIBI IIPOSIBIS-
0T BHIPaXeHHYIO GaKTepUINIHYI0 aKTUBHOCTD IIPO-
t™iB Staphylococcus aureus, Haemophilus influenzae n
Pseudomonas aeruginosa 6, 41].

AHTUMHUKPOOHBIE IeNTUAB 06JagaloT BBICOKOI
CKOPOCTBHIO OAKTEpHUIIMIHOTO AeiicTBUA [42], KOTOpoe
o0BdacHseTCs o0pa3oBaHueM IIop B MeMOpaHe Oak-
Tepuii [17]. V meTeli ¢ MyKOBUCIIMAO30M B MOKpPOTE
HalIomaeTcsl BBICOKOE CcofepKaHhe HeUTpodhHIoB
U AaHTUMUKPOOHBIX IENTHAOB P YCTOMYNUBON Gak-
TEpHATLHOM KOJOHM3AIMH PeCIHpPaTOPHOTO TpakK-
Ta [51]. T'.A. JIlexXeHko u coaBT. B 2013 rogy B CBOUX
HCCIeTOBAaHUSX YCTAHOBIIIM, UTO Y MAIlHEHTOB C MY-
KOBHUCIHMAO30M HaGII0gaeTCs TaKKe ITOBHIIEHNE CO-
JepxaHus o-gedersnHoB 1-3 (Human Neutrophil
Peptides 1—3, HNP 1—3) B m1azme kposu. IIpoxykiins
HNP 1-3 aganTuBHO MOBBIMAJACH B OTBET HAa KOH-
TAMUHAIIMIO PecIUpaTopHOTro TpakTa Pseudomonas
aeruginosa, OTHAKO BBICOKME KOHIEHTpaluu AedeH-
3UHOB YrHeTaId (paromuTapHyo aKTUBHOCTh HEHTPO-
duos [6].

MexyHuBepcHUTETCKAas TPYIIIa UTATbIHCKHAX HC-
clegoBaTe/Iell U3yunia aHTHOaKTepuaIbHble U AHTH -
6uorieHouYHEe 3¢ ¢eKTh KaTeIuIUANHA MPOTHB
MMaTOTEHOB, BHIIEIEHHBIX M3 MOKPOTH MAIlEHTOB
¢ KuCTO3HEIM (ubpozoM [41]. YueHple omnpemend-
IA aKTUBHOCTh IMECTH BUAOB KaTeIWNWAWHA IIPO-
tiB Staphylococcus aureus, Pseudomonas aeruginosa n
Stenotrophomonas maltophilia in vitro U CpaBHUBAJIH €€
¢ AeicTBUEM TOOpaMHMIIMHA — AHTHUOMOTHKA, IMHPO-
KO IpUMEHSIEMOTO IIpH MYKOBHUCIIHIO3e. brLIo ycra-
HOBJIEHO, YTO MOJ BO3AENCTBHEM KaK MENTHAOB, TaK
¥ ToOpaMUIIHA GaKTEpUH CHHTE3NPOBAIN 3alIUTHBIE
GUOILIEHKH B MEHbIIEM KOJIMIecTBe. BrIpaxkeHHOM aH-
TH6aKTepHaIbHON AKTUBHOCTBIO ¢ MUHUMAIbHOM WH-
rubdupyomeil koHneHTpanuein (MMUK) 4—8 Mxr/mi,
B HEKOTOPHIX CIyUasX IIpeBhIinalomei 3¢ ¢ekT robpa-
MunuHa, obaagaau SMAP-29, BMAP-28 u BMAP-
27. CyllecCTBEHHOro MNpOTHUBOMHUKPOOHOIrO Jeii-
CTBHS He BBISIBIEHO VY UHgounuanHa, LL-37 u Bac7
(MUK > 32 Mxr/mia) [41].

AHTUMHKpOOHAS aKTMBHOCTE MENTUAOB peaan3y-
eTcsd MyTeM IIOpoo0pa3oBaHMSI IOCPEACTBOM CBSI3bI-
BaHMS TUIOIIOINCAXapHUAOB, IBISIOMUXCI CTPYKTYP-
HBIMHA KOMITOHEHTaMH CTEHKH TPaMOTPHIATEIbHBIX
Gakrepuii [1]. Moaudukanuy B CTPYKTYpe JTUIIONO-
JIHACAaXapuaoB OO0eCcHeYnBalOT Pe3NCTEeHTHOCTh MH-
KpOOHBIX areHTOB K IIeNTHAaM, HO JaHHOE SIBJIeHHE
Ha0aoaaeTcd Hedacto. B uccaegosanusax Mark T.
Albrecht u coasr. [11] ycraHoBunu, uro Burkholderia
cepacia yCTOMYMBA K AHTUMUKPOOHOMY IeHCTBHIO
nporerpuHa. MuHHMAaabpHag HMHTHUOMPYIOMAST KOH-
IeHTpanusd IpoTerpuHa-1 oI 3Toil GaKTepUH CO-
craBiasgeT 32 MKMOJb, pu 3ToM ero MUK n1g 60b-
IIUHCTBA APYIUX GaKTepHUil, B TOM uncie Pseudomonas
aeruginosa, HAXOOUTCS B 1Mamna3oHe 1—3 MKMOJIb. Bei-
SIBJIEHO, UTO IIPOTErPUH-1 CBI3RIBASTCA C JIUIMUIAOM A
Pseudomonas aeruginosa ¢ Gonbiein adhdUHHOCTBIO,
yeM ¢ TurmmaoM A Burkholderia cepacia, 910 0OBICHS -

ercd uMeromeiicst y Burkholderia cepacia Mmogudnka-
nuei B unuge A [11].

MexaHu3Mbl BUATAMUH-D-3aBUCMON
NPOAYKUUN AHTUMUKPOOHBIX NenTUAOB
B peCnMpaTopHOM TPAKTe

Kak m3BectHO, BUuTaMuH D OKa3zbiBaeT BIMSHHE
Ha MeXaHW3MBI HecliennHUIeCcKOi 3alTUThl pecIIrpa-
TOPHOTO TpaKTa OT MHGEKIIMOHHBIX aTeHTOB U CHCTe-
My UIMMYHHOTO cIleniududeckoro orpeta [ 14]. Hapsamy
¢ TAKMMHM BaxXHeWImuMH 3¢ deKTaMu AeiicTBIS BUTAa-
mMuHa D, Kak mHAyKIug auddepeHINPOBKA MOHO-
IUTOB, CTUMYISIIHI IIpollecca haromuTo3a MaKpo-
(aros, TIposBIsIeTCI TaKKe YCHIEHUE IPOAYKIINN W
AKCIpeCcCUHd aHTUMUKpPOOHBIX MenTHIOB [28, 52].

B wuccremoBanugax Tian-Tian Wang u co-
aBpT. [52] ObLIO YCTAHOBISGHO, YTO MIpH AKTHBAIIUH
Toll-mogo6Heix penentopoB (TLR) snurenmanb-
HBIX KJIETOK pPecHHupaTOpPHOTO TpaKTa KaJbIIUTPHOJ
(1,25-muruapokcuxonekansuudepon — 1,25(0H),D)
HHAYOHpPYET 3KCIpecchio B-AedeH3nHOB M KaTelu-
OUAMHA B MOHOIINTAX 1 Helitpodunax. [ToMmmmo 310-
ro, 1,25(0OH),D BBIZHIBaeT COOTBETCTBYIOMIYIO IIPO-
IYKIHUK AHTUMHKPOOHBIX MHENTHUAOB W AKTHBAIIHIO
AHTUMHKPOOHON aKTHBHOCTH OTHOCHUTEJIBHO I'paMo-
TpULIaTeIbHBIX MNAaTOT€HOB, TaKUX KakK Pseudomonas
aeruginosa.

I'pynima wucciaegoBarenell 1104 PYKOBOICTBOM
Christian Herr [28] obHapyxuia, 4To 25-THIPOKCHU-
xonekansuugepon (25-OH-D,) cmocoGerByer yBe-
JIMYeHUIO TPAaHCKPUIIIUKN AaHTUMHUKPOOHOIO IenTHIa
KaTeIUIUINHA U CHIDKeHUIO CeKpelliy IPpoBOCHaIN-
TeabHBIX OUTOKUHOB TNF-a, IL-8 6e3 cTuMyagnumn
Toll-mogo6HBIX pellenTOPOB AMUTEINATLHEIX KIETOK
JBIXaTeNbHBIX IIyTeil, MHGUIINPOBAHHBIX CHHETHOM-
HOU MaJIOYKOH.

KanHnyeckoe sHayeHue
BUTAMUH-D-3aBUCUMOM NPOAYKLUNU
QHTUMMKPOOGHbIX NenTupoB
npu MykoBucuUupo3se

Butamuu-D-gedunuTHbIE  COCTOSHHUS — YacTo
BCTpEYAIOTCsl vV MAIlMEHTOB ¢ MYKOBHCIHUAO30M [35].
BozHnKHOBeHNE MaHHBIX COCTOSIHHM OOYCIOBIEHO
Pa3BUTHEM IOIXKEIYIOUHON SK30KPUHHOM HeI0CTa-
TOYHOCTH, HapylleHHeM BCachIBAHUS XUPOPACTBO-
puMEIX ButaMuHOB D 1 K, maMeHeHneM MeTaGormaMa
ButamMmHa D, cHIDKeHreM (hHU3MYeCKON aKTUBHOCTH,
JIATENIBHON TIIOKOKOPTUKOWIHONW M aHTUOAKTepH-
aJbHOM Tepanmueii [26].

3a mociexHee JeCATUIETHE BO3POCIO KOJIMIECTBO
HCCAeNOBaHNl, HANpaBAeHHBIX Ha H3ydeHHe KIIM-
HUKO-Ta60opaTopHOil 3¢ ¢GEeKTUBHOCTH IMPUMEHEHNST
BuTtaMrHa D B Tepanum GOJIBHBIX MYKOBUCIIAO30M
¢ MHGQEKITNOHHBIMA OpPOHXOJIETOUYHBIMI OCJIOXHE-
Hugmu [13, 18, 25]. C neapio KoppeKuu aeduIinra
BurtammHa D npu kucrozHoMm ¢pubpoze v aereir Op-
raumzanusgd MykoBucnumposa CoemmHeHHBIX IIITatoB
Awmepuku (CF Foundation) peKoMeHAyeT IIOAIEPKH-
BaTh B KpOBH coJepXaHue 25-TUApOKCUBUTaAMHUHA D
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(25-OHD) ua yposae 75—150 aMonb/1 (30—60 Hr/MT)
[26]. CormacHO IOCIETHUM eBpONeCKIM PEKOMEH-
JanussM, 3HadeHue 25-OHD B kpoBH geteil ¢ My-
KOBHCIIMA030M He OOKHO OBITH HIKe 50 HMOJB/1
(20 Hr/™Ma) [45]. B cBomx ucciegoBanusIx Michael P.
Boyle n coaBrt. [15] 1 D. Green u coaBnr. [26] ycTaHO-
BWJIM, YTO IIpA Ha3HAUYEeHUH B3POCIEIM IMaIlHeHTaM C
MB sprokaneuudepona (Buramuna D,) B 103upoBKe
50 000 ME oauH wuid aBa paza B HeASIKO Ha MpOTI-
XKeHUU Gollee 8 HeleIb, PYKOBOACTBYSICH PeKOMEH Ia -
nussMu OpraHuzanuy MyKoBucnumo3a CoeqmHEHHBIX
IltaroB AMepHKH, HEBO3MOXHO ITOJIYIUTE CYIIe-
CTBeHHOe BO3pacTaHHe YPOBHS 25-THAPOKCUBUTAMH -
Ha D B KkpoBH.

JanpHelmye Uccae0oBaHMS IIOKA3aIi, 9TO 3aMe-
CTHUTeNIbHAS Tepanus BHICOKMMM I03aMU XOJeKalh-
nudepona (Buramuna D) (100 000—600 000 ME/
2500—15 000 MKr) omHOKpaTHO BHYTPb WX BHYTpPH-
MBIIEYHO SIBIsIeTcd Oojee 3(PEPeKTUBHBIM METO-
IOM JedeHUsT BUTaMUH-D-AepUIUTHBIX COCTOSHUIA
IIpY MYKOBUCIHAO3€ W IIOAYYMIa Ha3BaHHE «Stoss-
Tepamus» (0T HeMEILKOTI0 «IIOATOAKHYTE» [21]. Darren
Shepherd 1 coaBr. [46] B cBoeM HCCIEAOBAHIHT IIPOIE-
MOHCTPHUPOBAJIH BO3MOXHOCTE 3(deKTUBHOIO 1 Ge3-
OITACHOTO YCTAHOBJIEHUS C IIOMOINBIO Stoss-Teparuu
(100 000—300 000 ME) B KpoBH JeTeil ¢ MYKOBHCIIH -
J030M 60Jiee BEICOKOTO YPOBHS 2 5-TUAPOKCUBUTAMHU -
HaD.IIpustomy 70 % oGcaefOBaHHEBIX HAIIHEHTOB CO-
IepxaHue B KpoBH 25-OHD npeBeimano 75 HMOIb/1
B TeueHHEe 12-MeCSIYHOTO IMeproaa HaGIIOAeHHS M0-
clle OJHOKpPAaTHOIO BBeAeHHS IpemnapaTa. [JdaHHOe
HCCIeIOBAaHNE MOATBEpAWUIO MpedloXeHHbIe B 2012
rogy pekoMeHganmuyu OpraHuzaiuy MyKOBHUCIHIO3a
CoeguHeHHBIX IIITaToB AMEepHKH O MOAASPKAHUN B
KpOBHU JeTel colepXaHUS 25-THIpOoKCHBATAMHHA D
Ha MUHHMAJBHOM YPOBHE 75 HMOJB/J ¢ IeJbI0 Tepa-
A BUTAMUH-D-1eUINTHRIX COCTOSHUNA IIpHA KH-
crozHoM pucpoze [47].

B pesyaprare OBOMHOrO CIEIOro pPaHIOMH3UPO-
BaHHOTO ILIaneGo-KOHTPOIUPYEMOTO HCCIeTOBAHISI
Ruth E. Grossmanna u coaBT. [27] yCTaHOBUJIH, YTO
HasHaveHne ButamMuHa D B goze 250 000 ME oxHo-
KpPaTHO B3pOCIBLIM MaIllMEHTaM ¢ MYKOBHUCIHTO30M
B Ileprof O0OCTpeHHS XPOHMYECKOTo MHGEKIINOH-
HO-BOCIIAJIUTENIFHOTO IIpoIlecca OpPraHOB AbIXaHUS
croco6cTByeT Goslee OBICTPOMY KIMHHUYECKOMY BHI-
3MOPOBICHUIO JAHHBIX MMAIIIEHTOB, 4 TAKXKE YBEINIH -
BaeT UX MIAHC Ha IpoIjeHIe XN3HU U yIydIleHre ee
KadecTBa.

3AaKAO4YEHHe

Takum o6pazoMm, XpoHHWYeCKOoe WHPUIIUPOBA-
HHUe AbIXaTeIbHBIX MyTell y JeTefl ¢ MYKOBUCIMIO-
30M yXyIlIiaeT TeueHHue 3a60IeBaHUsI B CBSI3H C MPU-
POOHON YCTOUMYHBOCTBIO Pseudomonas aeruginosa K
aHTMOAKTEepHAIbHBIM IIperapaTaM. AHTUMUKPOOHBIS
MenTuabl 061aJalT BHICOKON aHTUMHMKpOOHON aK-
TUBHOCTBIO TIPOTHUB IpaMOTpHULIaTEIbHBIX GakTepuil B
pecnuparopHoM TpakTe. CriocoOHOCTh BUTaMUHA D
VBeIMYMBATh MPOAYKIIWID AHTUMUKPOOHBIX TeINTH-

JOB ITIO3BOJIAICT pEKOMEHAOBATE €I'0 B KaA4Y€CTBEC JICKAp-
CTBCHHOTIO CpeACTBa B KOMILUIEKCHOM Teparu XpoOHH-
YECKOTO I/IH(l)eKI_II/IOHHO—BOCHaJ’II/ITeJ'II)HOFO Iponecca
OPraHoOB AbIXaHUW ITPU MYKOBHCIIA03C.
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Mony4dero 20.01.16 A

Abarypos O.€., babud BA.
A3 « AHIMDONEeTPOBCHKA MeAMYHA akaaemist MiHicTepcTea
OXOPOHM 3A0P0B ST YkpaiHmy, M. AHInponeTposcekK, YkpaiHa

MEAWUKAMEHTO3HE YMPABAIHHS MPOAYKLIEIO
AHTUMIKPOBHUX NEMTUAIB NPU MYKOBICLIMAOSI
Y AITEA

Peztome. ¥V cTaTTi mogaHi BiTOMOCTI Mpo METUKAMEHTO3-
He YIPaBIIiHHI MPOAYKITIEI0 aHTUMIKPOOHUX TMENTUIIB IpH
MyKoBicTimosi v miteit. HaBemeHo maHi mpo THIM Ta KJacwl
MYTaIliil TeHa TpaHCMeMOPaHHOTO PEeTYIATOPHOTO IMPOTeiHY
mykosicrumosy (CFTR) Ta ix acormiarnii 3 KIiHIIHIMHA 0co-
OMmBOCTIMU KicTo3HOTo Gibposy. HaBeneno 3HaueHHS aHTH-
MIKpOOHWX NENTHIB Y XPOHIYHOMY iHGbeKITIHHO-3aIaTbHOMY
MpoIleci opraHiB AMXaHHS IIpH MyKoBicrmmosi. IIpomemon-
CTPOBaHi MOJIEKYJISIPHI MEXaHi3MH BILUTUBY BiTaMiHy D Ha ekc-
Mpecio aHTUMIKpOOHUX MENTHIIB Y pecIipaTopHOMY TpaKTi
MPU MYKOBICITMIO31, a TaKOXK MPoaHaTi30BaHI HOBI MOXKIH-
BOCTI 3acToCyBaHHS BiTaminy D y Teparii miteif i3 maHuM 3a-
XBOPIOBAHHSIM.

KmouoBi cioBa: MyKoBicIIHI03, TiTH, aHTAMIKpOOHI ITCIITH-
iy, Bitamin D.

Abaftfurov O.Ye., Babych V.L.
State Institution «Dnipropetrovsk Medical Academy of the
Ministry of Healthcare of Ukraine», Dnipropetrovsk, Ukraine

DRUG MANAGEMENT OF ANTIMICROBIAL PEPTIDE
PRODUCTION IN CYSTIC FIBROSIS IN CHILDREN

Summary. This article provides information about drug man-
agement of antimicrobial peptide production in cystic fibrosis
in children. The data are provided on the types and classes of
mutations in the cystic fibrosis transmembrane conductance
regulator (CFTR) gene, and their association with clinical fea-
tures of cystic fibrosis. The value of antimicrobial peptides in
chronic infectious-inflammatory process of the respiratory or-
gans in cystic fibrosis is described. The molecular mechanisms
of vitamin D effect on the expression of antimicrobial peptides
in the respiratory tract in cystic fibrosis were shown, as well as
new limitations of using vitamin D in the therapy of children
with this disease were analyzed.

Key words: cystic fibrosis, children, antimicrobial peptides,
vitamin D.
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