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O6cnenosaHo 100 naumMeHToB ¢ MyKOBMCLMA030M B Bo3pacTte oT 0 oo 18 net n 58 3gopoBbix aeTer B Mockee, KpacHo-
apcke n Ctasponone. Y BCex NaunueHToB onpeaensany KoHueHTpaumio a-1-3-gedenamHa (HNP1-3), katennumaunna (LL-37)
1 KanbLMAMona B CbiIBOPOTKE KPOBU. BbiiBNEHO 3HAYMMOe yxyaLueHne o6ecneyeHHoCTn BuTaMmnHom D no mepe B3pocneHus
peteli. MokasaHo, 4To ypoBeHb HNP1-3 Bbiwe 4270 nr/mn BbIIBASETCSH JOCTOBEPHO Yalle y NoAPOCTKOB, U, HANpPOTUB, B
rpynne nauueHToB mnagawwe 3 net yposeHb HNP1-3 meHee 2980 nr/mn onpeaenseTcs vale, YeM y CTapLunx AeTen (kpute-
pwii ¥, p=0,008). YpoBeHb LL-37 6bil NpakTUHECKM OANHAKOB BO BCEX BO3PACTHbIX Fpynnax. MNauyeHTs ¢ MyKOBUCLMA030M
XapakTepusylTcsa AOCTOBEPHO 60onee HU3KUMN YPOBHSAMMU Kanbuuamnona cblBopoTku — 25,1 [16,6—-38,6] Hr/mn, 4em 300-
poBble aetn 31,7 [23,3-42,7] Hr/mn (p=0,003). Mpn atom yposeHb HNP1-3 Huxe 2980 nr/mn 3Ha4MMO 4alle BbIIBASICS
cpenu 380poBbIx aetel — 28 (48,3 %), yem y naumeHToB ¢ MB — 26 (26,0 %; p=0,017). O6HapyxeHa cnabas CBsA3b MexXay
ypoBHeM BuTaMmuHa D n LL-37 - r=0,278, p=0,001. na nauneHToB ¢ MB xapakTepHo yBennyeHue LL-37 npu xpoHnyeckom
nHounumpoBaHun Ps. aeruginosa, pnsa HNP1-3 Takoi 3aBUCMMOCTY HE NOy4eHO.

KntoveBble c/ioBa: MyKOBUCLUMA03, aHTUMUKPOOHbIE NenTuabl, katenmuuanH, o- 1-3-gepeH3nHsl, Ps. aeruginosa, ¢yHk-
umst nerkux, ButTamuH D

100 patients with cystic fibrosis aged 0 to 18 years and 58 healthy children were examined in Moscow, Krasnoyarsk and
Stavropol. The concentration of a-1-3-defensin (HNP1-3), cathelicidin (LL-37), and calcidiol in the blood serum was deter-
mined in all patients. A significant deterioration in the availability of vitamin D was revealed as children grow. It was shown
that the level of HNP1-3 above 4270 pg/ml is detected significantly more often in adolescents and, conversely, in the group
of patients younger than 3 years, the level of HNP1-3 less than 2980 pg/ml is determined more often than in older children
(x? test, p=0.008). The activity of LL-37 is almost the same in all age groups. Patients with cystic fibrosis are characterized by
significantly lower serum calcidiol levels — 25.1 [16.6-38.6] ng/ml than healthy children 31.7 [23.3-42.7] ng/ml (p=0.003).
Moreover, the level of HNP1-3 below 2980 pg/ml was significantly more often detected among healthy children — 28 (48.3 %)
than in patients with CF — 26 (26.0 %; p = 0.017). Aweak relationship was revealed between the level of vitamin D and LL-37 -
r=0.278, p=0.001. Patients with CF are characterized by an increase in LL-37 in chronic Pseudomonas aeruginosa infection,
for HNP1-3 such a relationship is not obtained.

Keywords: cystic fibrosis, antimicrobial peptides, cathelicidin, o-1-3-defensins, Pseudomonas aeruginosa, lung
function, vitamin D
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AMI - aHTUMUKpO6HbIE NenTuabl

XXEJT - XM3HEHHas eMKOCTb erknx

nn - WHTepnenKkuH

UMT - uHAeKkc Maccobl Tena

MB - MYKOBMCLMAO3

O®B; - 06beM popcupoBaHHOro Bbigoxa 1
OBl - dyHKUMA BHELWHEro AblXaHus

OHO-0 - pakTop HeKpo3a onyxonen a
CFTR - CysticFibrosis Transmembrane conductance Regulator -
6enok perynatop TpaHcMeMbpaHHOW MNPOBOAMMOCTU

npy MyKOBMCLMAO3€E, @ TaKXe Ha3BaHWe reHa, Koam-
pytowero aToT 6enok
HD5 1 HD6 - a-aedeH3nHbl 5-6

HNP1-3 - o-AedeH3unHbl 1-3

LL-37 - KaTennuuuanH

NF-kB - a4epHbIi pakTop «kanna-6m»

TGF-B - TpaHchOopMUpyOLWMA pocToBOW dakTop B

25(0OH)D - kanbumaunon

ykoBucuupo3 (MB) — opdaHHoe 3ab0oneBaHue

C BbICOKOW MeAuKo-couuanbHOW 3HaA4YUMO-

CTbIO B CBSI3W C HEOOXOAMMOCTbIO MOCTOSIH-
HOrO AUCNaHCEpPHOro Hab6nwAeHuda, TPYAHOCTAMMU
npoBeaeHns NOXU3HEHHOM Tepannun, ¢ paHHen UHBa-
nmausaumen u HU3KON NPOAOJIKUTESNIbHOCTbIO XXU3HU
[1, 2].

[MaTtoreHes nopaxeHusa nerkux npu MB passuBaeT-
CSl B BUZE MOPOYHOro Kpyra «06CTpyKums — MHpeKUns —
BocnaneHue». Bbicokas KOHUEHTpauus xnopugoB B
NIErOYHOM XNOKOCTN NMHAKTUBUPYET ECTECTBEHHbIE AHTU-
MUKPOOHbIE BellecTBa: B-AedeH3nHbl 1 1 2, Nn3ounm,
nakTohEepPpPUH, CEKPETOPHbIA NENKONPOTENHASHbIN WH-
rméuTop, cekpeTopHyto pochonunazy A2, kaTennunanH
LL-37. MNoBbiWweHNe pas3HOCTM NOTEHLMANOB MeXay Ha-
PY>XXHOM 1 BHYTPEHHEN CTOPOHAMW LUTONa3MaTUHeCKom
MeMOpaHbl CHUXaeT 3aLUUTHYIO QYHKUMIO anuTenmnanb-
HbIX KNEeTOK. QNUTENNA AblIXxaTenbHblX nyTen npu MB He
cnocobeH NpoayumMpoBaThb 4OCTAaTOYHOE KOMYECTBO OK-
cupa asota anga adpdektnsHoro NO-onocpesoBaHHOrO
kunnaunHra. Takum o6pas3om, BPOHXONErOYHbIA TPAKT Mpun
MB npegactaBnsieT cobol yHUKanbHYO cpeny Aasi KOM-
$OPTHOrO CyLLLECTBOBAHUSA MUKPOOPraHn3moB [3-5].

Mo mepe B3pocneHus y 6onbHbix MB dopmupytoTcs
MOCTOSIHHbIE OYary XPOHUYECcKol GPOHXONEero4YHoOm WH-
dekumn [6-8]. B ycnoBusix nonmpe3ncTteHTHOCTU BOS3-
OyouTtenen K aHTMOBMOTMKAM MEPCNEKTUBHLIM ABASIETCS
n3yyeHne aHTUMUKPOOHbIX nenTnaoB (AMI1), kak 3BeHa
BPOXAEHHOIO MMMyHUTETA. OTU MOJIEKY/bl CMOCO6GHbI
K HENOCPenCTBEHHOMY KWUJIJIMHIY MUKPOOPraHM3MoB, a
Takke MoayNMPYIOT UMMYHHbIN 0TBET. OHM MOryT yCcunm-
BaTb XeMOTakCcMC GaroumnToB 1 ONCOHM3aLMI0 BakTepuin,
CTUMYJIMPYIOT CUMHTE3 MPOBOCMANUTENbHbLIX LUTOKUHOB
(TGF-B, NJ1-10), o6napgaloT aHTUNPOTEa3HOM U aHTU3H-
[0OTOKCUHOBOW @aKTUBHOCTbIO, CTUMYJINPYIOT @HIMOTrEHe3.
BbiiBNneHO, 4TO yMeHbLueHne ypoBHa AMIT npuBoauT K
pPa3BUTNIO MHPEKLIMOHHBIX OCNOoXHeHuM [9, 10].

Beaoywunmn cemenctsamm sHOoreHHbix AMI1 y yeno-
Beka SABNAOTCS: AePEH3UHbI, KaTeNNUMONHBI N F1cTa-
TuHbl. CornacHo mMexayHapogHol 6ase paHHbIx (APD:
the Antimicrobial Peptide Database) cyuwiectsyeT 6onee
2600 pasnunyHbix HammeHoBaHmn AMI [10].

JedeH3nHbl — 3TO KaTUOHHbIE OENIKU TPEX CEMENCTB —
a, B n 6-pedeHsnHoB. Cpeamn wectn o-AePEeH3NHOB Yye-
Thipe ABNATCA HenTpodunbHbiMM (human neutrophils
peptides 1-4), OHM NpUHMMAIOT y4yacTuUe B KWUCHO-
POOHE3ABMCYMOM  YHUYTOXEHUN DaroumMTUPOBAHHbIX
MWKPOOPraHn3mMoB, a-aedeH3nHbl 5 n 6 (HD5 n HDG)
BblpabaTbiBaIOTCS B KNIETKax AblXaTesbHbIX MyTEN, ypore-
HUTANbHOrO TPakTa, B MOOXENYAOYHONM Xenese n KneT-
kax MaHHeTa. CuHTe3 HDS yBennynBaeTcsd Npu Hanmy4mum
BOCMNaNNTENLHOrO npoLecca Ntoboin aTMonorum, cekpe-
umsa HD6 BoO3pacTaeT UCKIIOYUTENbHO NPU UHGEKLMN
[10-13].
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KaTtenuumanHel CUHTE3UPYIOTCS HenTpodunamu.
EpMHCTBEHHBIM NpeacTaBUTENIEM CEMENCTBA KaTe-
IMUMOVHOB B OPraHu3Me 4esoBeka SBASEeTCs Jewn-
UMH-nenumH-37 (LL-37). Ero cuHTes 3aBucuT ot 0be-
CMEeYeHHOCTN BUTaMMHOM D, MOCKONbKY KanbUUTPUOI
CTUMYNIMPYET TPAHCKPUMNLUMIO KATUOHHOrO aHTUMU-
KpobHoro 6enka 4yenoseka, Toll-nogobHbLIX peuenTo-
poBun CD14 [14, 15].

Llenb paboTbl — nccnenosaHuve y geteit ¢ MB ypoBs-
HSA 3HAOreHHbIX AMI (a-0edeH3nHOB 1 KaTenmuuamHa),
MX BIINSIHWS HA Pa3BUTME XPOHUYECKO BPOHXONErOHHOM
MHOEKUMN N DYHKUMIO NETKUX, a Takxke 3aBUCMMOCTb OT
ob6ecneyeHHOCTM NauneHToB BUTamMumHom D.

MaTtepuan u metogbl. B xone paboTbl ¢ sHBapS No
MapT 2018 roga Hamu O6bin ob6cnemoBaHbl 100 nauu-
EHTOB C MYKOBUCLMOO030M M1 58 300p0BbIX AETEN, Ha-
OnogaWmxca B TPEX UCCNeLOoBaTENbCKUX LIEHTpax:
B Mockee — 73 (46,2 %) (51 — MB, 22 — 300poBble), B
KpacHospcke — 45 (28,5 %) (29 - MB, 16 — 300poBbIE) 1
B CtaBponone 40 (25,3 %) neteii (20 — MB, 20 — 300po-
Bble). B nccneposaHue Bkao4veHbl et ot 0 oo 18 ner,
KOTOpble ObIIN pa3aeneHbl Ha NOArpynnbl: 40 3 neT, ¢
30012 netuc 12 0o 18 neT COOTBETCTBEHHO.

AnarHos «MykoBUCLNA03» YCTAHABAMBANCS MO KPU-
TEPUSAM, U3NOXEHHbIM B HauuOHanbHOM KOHCeHcyce
«MykoBucuUMO03: onpefeneHne, AMarHoCTUyYeckmne
Kputepumn, Tepanus» [16]. Bce nmaumeHTbl BXOAAT BO
BCEPOCCUNCKUIA PpeErmcTp B0NbHbIX C MyKOBUCLMA030M.
B cpaBHMBaeMbIx pernoHax P® GonbHble, BKJIIOYEHHbIE
B CCNefOBaHNE, HE MMENU 3HA4YMMbIX OTANYNIA MO BO3-
pacTy, Nony 1 TAXeCTn TedyeHns 3aboneBaHns.

KAMHNKO-NHCTPYMEHTaNbHaa xapakTepucTuka na-
LMEHTOB BKJIIOYANa OUEHKY OYHKLMM BHELIHEro Abixa-
HUS, N3y4YeHne MUKPOOMOTbI PecnMpaTtopHOro Tpak-
Ta, onpeneneHne HyTpuTuUBHOro crtatyca. CocTosiHue
bYHKUMM Nnerknx y 605bHbIX MyKOBUCLMAO30M aHanm-
3uposanock no gaHHbIM PXEJT n OPB4. CnnpomeTtpus
BbINOJSIHEHA MO KpuTepuam EBponenckoro pecnupa-
TOpHOro obuwecTea U AMEpPUKaAHCKOro TopakasibHOro
obuiecTBa B rpynne geten, cnocobHbIX caoenatb Obl-
xaTenbHbli MaHeBp [17, 18]. BonbHble nogpasnens-
JINCb Ha NOArpPynMbl B 3aBUCMMOCTU OT ypoBHSA MXKEJ]
n OPB¢: ¢ HopmanbHbIMW Moka3aTensaMu GYHKLMN
BHELIHEro ObIXaHUs1 — MPOLEHT OT OOJIKHOro 6osblue
unn paBHO 80 % U HU3KMMU — NPOLEHT OT A0JIKHOrO
MeHee 80 %. JeneHune Ha rpynnbl N0 MUKPOBUMOIOrn-
4eckOMy OMarHo3y NpoBOAUAMN C YYETOM U3MEHEHUNA
MUKPOGDIOPbI PECNMPATOPHOrO TPaKTa B TEHEHME roaa.
Bbligensnacb rpynna ¢ XpOHUYECKUM HOCUTENbCTBOM
naTtoreHHom Gnopsbl.

YpoBeHb ¢dun3nyeckoro passutus 60sbHbIX MB oue-
HMBaNCa C NoMoLlblo mHaekca maccel Tena (MMT) no
Quetelet (macca (kr)/pocT (M)2) [19]. Mpu aHannse uc-
NoJib30Basi CUCTEMY OTKIIOHEHUIN Z-Score.
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Bcem nmaumeHTam onpenensnm KOHUEHTPaLUMO aHTU-
MUKPOOHbIX nentngoB (HNP1-3 u LL-37) B cbiBOpOTKE
KPOBU MMMYHOMEPMEHTHBLIM METOAO0M C NMOMOLLbIO Habo-
poB Hycult biotech. O6LenpunHaTbIX pedepeHTHbIX 3HaYe-
HUI copepxxanus B kpon HNP1-3 n LL-37 He cyuwiecTBy-
eT. Ctatuctmnyeckn o6ocHoBaHo no copgepxaHuio HNP1-3
HalM NaumeHTbl ObiM pas3aeneHbl Ha rpynnbl — MeHee
2980 nr/mn, ot 2980 no 4270 v 6onee 4270 nr/mn. Mo
ypoBHio LL-37 pneneHne Ha noarpynnsl 66110 Npeacrasne-
HO Kak meHee 35,8 Hr/mn, 35,9-50,3 Hr/mn, 6onee 50,4
HI/MN COOTBETCTBEHHO.

Ob6ecneyeHHOCTb AeTent ButamMmHoMm D oueHmBanach
no koHueHtpauun 25(0OH)D ceiBOpoTKM. OnpeneneHune
YPOBHS KanbUUAMONA BbINOJIHEHO METOAOM MMMYHO-
GdEepPMEHTHOro aHanmM3a C UCMnosib3oBaHMeM HabopoB
Euroimmune AG (FepmaHunsi) U NnNaHWETHOro CNekTpo-
dnyopumeTpa EnSpire (PerK iN Elmer, ®uHnanamsa) Ha
6aze PIrBHY «Meauko-reHeTU4ecKnin Hay4HbIA LIEHTP»
(r. Mocksa). TpakToBKYy pe3ysibTaTtoB 06ecrnedyeHHOCTU
BUTAaMMHOM D OCyLLEeCTBASN COrNTAaCHO PEKOMEHAALMSM
MexayHapoaHoro obuecTsa aHAOKPUHOMOros. deduunt
Bepudunumposanca npn yposHe 25(0OH)D meHee 20 Hr/
MJ; HEOOCTaTOYHOCTb — 21-29 Hr/Mn; HopMasbHOE CO-
nepxanue — 30—-100 Hr/mn [20].

JobpoBonbHoe MHOOPMUMPOBAHHOE cornacue Obi1o
NMosly4eHo OT poamuTenei kaxaoro pebénka. NpoTokon nc-
cnepoBaHus ogoBbpeH KOMUCCUEN 3TUHECKOTO KOMUTETA
®PreHy «MrHL», npotokon «Anroputm AMarHOCTUKM U
Koppekumn geduumta Butammia D y geteir PM» Ne 9 ot
8 nekabpsa 2017 roga.

Cratuctmyeckyto 06paboTky OaHHbIX MPOBOAMAN C
nomoLlpto nporpammel IBM SPSS Statistics 24. ns BbI-

Boapacr,
net

M <= 300
il 3,01 -12,00
012,01+

60,0%

MpoueHTsI

2981 - 4269
AMP HNP 1-3, arlmn

KpuTepuii ¥2, p=0,008

SACHEHUS TUMNA pacnpeneneHnst AaHHbIX MCMNOoJb30Bann
kputepuin LWanupo — Yunka. OnucaHme VUCXOOHOW Bbl-
OOpKM NpU HOPMaJIbHOM pacrnpeaeneHnn nPoBoaNIOCH
C MCMNONb30BaHMEM cpegHero apuometunyeckoro (M) un
owmnbkn cpepHero (m). VIHTepnpeTauusi pe3ynbLTaTos,
HE VMeLWVX HOPManbHOro pacnpegeneHnsi, NpoBoam-
nacb ¢ NnpuMeHeHnem MeguaHbl (Me) n kBaptunen Q1 un
Q3 [Q25-Q75]. MpumeHanu KpuTepuu napameTpuye-
CKOM 1 HENnapamMeTpmn4eCKom CTaTUCTUKM COOTBETCTBEHHO
(ykasaHbl B TekcTe). Pasnmyms cumtannce CTaTuCTUHECKN
3HauYnMbIMK npu p<0,05.

PesynbTatbl U 00cyXxaeHune. O6cnenoBaHHbIX Oe-
Tenn mnagwe 3 net 6bi10 33 (20,9 %), ot 3 oo 12 net -
91 (57,6 %), ctapwe 12 net — 34 (21,5 %). Y Bcex netei ¢
BO3pacTOM YpPOBEHb 06ECNEYEHHOCTN BUTAMUHOM D CHU-
XaeTcs: y 340P0BbIX OH CTaHOBUTCS HUxke ¢ 39,2 [28,0-
53,8] Hr/mn B paHHem agetctBe no 23,8 [19,1-31,7] Hr/
MIy NOAPOCTKOB (kputepuin MaHHa — YutHun, p<0,001), a
y naumeHToB ¢ MB - ¢ 36,1 [22,0-45,3] Hr/MNn B paHHEM
Bo3pacTe 0o 19,6 [9,4-25,2] Hr/Mn y LLUKONIbHUKOB CTapLue
12 net (kputepuii ManHa — YutHu, p<0,001). BogpacTHbie
3aKOHOMEpPHOCTN obecrnevyeHHOCTU BUTaMmnHom D petei
CXOXW ¢ paboTamu, NnpoBeaeHHbIMKU B Poccuiickon Pepe-
pauun paHee [21].

Ha pucyHke npenctaBneH CpaBHUTESbHbIA aHanna
YPOBHSA a-AePEH3NHOB U KaTeNnMuuanHa y AeTen pasdHbix
BO3pacTHbIX rpynn. NokadaHo, 4To ypoBeHb HNP1-3 Bbilwe
4270 nr/mn BbISIBNSIETCA JOCTOBEPHO Yalle y NoAPOCTKOB,
1, HANPOTWB, B rPynne NauveHToB MaaaLle 3 neT ypoBeHb
HNP1-3 meHee 2980 nr/mn onpegensietcs 4aule, 4em
y cTapwmx geten (kputepuii y2, p=0,008). AKTUBHOCTb
LL-37 npakTnyecku ognMHakoBa BO BCEX BO3PACTHbIX rpynnax.

Boapacr,

50,0% ner

<=3,00
301-1200
001201+

MpoueHTs!

359-503
AMP LL-37, Hrimn
KpuTepuii ¥2, p=0,521

Puc. CpaBHUTENbHbIN aHann3 ypoBHA HNP1-3 n LL-37 y naumMeHTOB B pa3nunyHblie BO3PaCTHbIE NepPUOLbI

MaumeHTbl ¢ MB, KOTOpPbIE B CUTy Pa3HOOOPA3HbIX Na-
TOFEHETUYECKMX MEXAHM3MOB MMEIOT OOoJblUMe LLIAHChI
Ha dopmMMpoBaHne runosuTammHosa D, B Hawen pabo-
Te Takke XapakTepu3yloTcsi JOCTOBEPHO Oonee HU3KU-
MU ypoBHaMU 25(0OH)D, yem 300poBble OeTU. YPOBEHb
25(0OH)D y 60nbHbIX ¢ MB - 25,1 [16,6-38,6] Hr/mn, B
rpynne koHtpons — 31,7 [23,3-42,7] Hr/mn (kpuTepuin
MaHHa — YutHu, p=0,003). Habniopgaetca TeHOeHUMs K

6onee BbicOKOMY ypoBHIO HNP1-3 cpegn naumeHTOB C
MB - 3712,5 [2955,5-5880,3] nr/mn, no CpaBHEHUIO C
KOHTpONbHOM rpynnon — 2963,0 [1649,6-15338,4] nr/
Mn (kputepuin ManHa — YutHn, p=0,1). MNpn aTtom cpeamn
nauMeHToB C pasnunyHbiM ypoBHeM HNP1-3 ctatuctuue-
CKM 3HA4YMMO 4YaLue ypoBeHb Huke 2980 nr/mn BbiSBASACS
cpeay 300PO0BbLIX AETEN, a ypoBeHb 6onee 2981 nr/mn —y
naumeHToB ¢ MB (kputepuii y2, p=0,017) (tabn. 1).
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Tabavua 1
PacnpeneneHve nauueHTOB C PasJ/iuiyHbIM YPOBHEM
o-AedeH3nHOB 1 KaTeJMuMANHA B rpynnax 60/ibHbIX
MYKOBUCLMA030M U 30,0POBbIX AeTel

YpoBeHb AMI rpynna Bcero
MYKOBWCLMAO3 | 340pOBble
MeHee | N 26 28 54
2980 | o 26,0 % 48,3 %* 34,2 %
2081- | n 37 15 52
HNP 1 4269 [op| 37,0 %* 25,9 % 32,9 %
1-3,
nr/mn 6onee | N 37 15 52
4270 | o 37,0 %* 25,9 % 32,9 %
Beero |1 100 58 158
% 100,0 % 100,0 % | 100,0 %
<= |n 30 23 53
358 |% 30,0 % 39,7 % 33,5 %
35,9- | N 31 22 53
L-37, | 293 |% 31,0 % 37,9 % 33,5 %
H/Mn 50 4+ 0n 39 13 52
% | 39,0 %** 22,4 % 32,9 %
Beero |1 100 58 158
% 100,0 % 100,0 % | 100,0 %
lMpumeyaHmne: * — acMMNTOTMYecKkass 3HA4YMMOCTb (2-CTO-

POHHARA), p=0,017; ** — acumnToTMYECKAS 3HAYNUMOCTb (2-CTO-
poHHssn), p=0,052.

C y4€ToM nuTepaTypHbIX AaHHbIX MOJly4eHHble pe-
3ynbTaTthl BbIMNAAAT BAOJHE JIOTMYHBIMU. BbiCOKMA ypo-
BEHb MPOBOCMANUTESNBbHbIX LUTOKMHOB M XeMOaTTPaKTaH-
TOB B AblXaTeNbHbIX NyTax npn MB cnocobcTByeT rnbenm
aKTUBMPOBAHHbIX HETpodMnos, ocesoboxaeHmo AHK n
BOJIOKHUCTOIO aKTMHA, Y4TO YBENMYMBAET BA3KOCTb MO-
KPOTbI M CHUXaET aHTUbakTepmnasbHyto akTMBHOCTb AMIT.
Taknm o0Opasom, OOHapyXEHHOEe MOBbILEHNE YPOBHS
HNP1-3 BbICTynaeT KOMMEHCATOPHOM peakuunen, Ha-
npaBfieHHOW Ha NMPeofofIEHME KOHTaMUHAaLMM naToreHa
[14, 22].

OpHako HNP1-3 B BbICOKOM KOHUEHTpauuu Cro-
COOCTBYIOT AEerpaHynsumMn TyYHbIX KNeTOK, MoBbIWAOT
NPOHNLAEMOCTb MUKPOUMPKYIATOPHOIrO pycna, WH-
OyUMpPYIOT BbICBOOOXAEHNE 3MUTENMANIBHOIO HENTPO-
dun-akTneupytowero nentuga-78 n NJ-8 mna knetok
pecnupaTopHOro TpakTa, YTO MNPUBOAUT K AOMOJSHU-
TeJIbHON MUrpaumn nosimMmopdHOALEPHbIX TIENKOLUTOB
B O4ar BocnaseHus, 4To, B CBOIO o4yepenb, CocobCTBY-
eT GopMMPOBaHUIO eLlE Oonbllero noBpexaeHusa d6a-
3a5bHOW MeMOpaHbl anbBeos, aHgoTenounTos [9, 12,
13, 22]. B aTux ycnosusx HanpaBfieHHas Ha Npeono-
JNleHne KOHTaMuMHauuM natoreHa aganTuBHas peakums
npuobpeTaeT xapakTep NaTosNorMyeckon 1 BolCTynaeT
OOMONHNUTENBbHBIM GaKTOPOM NOPaXeHUs NEroyYyHoM na-
PEHXUMBI.

YpoBeHb LL-37 npaktnyecku He oTnnydancs y 60JbHbIX
1 300poBbIX AaeTei 44,2 [32,9-57,9] Hr/mn n 43,3 [35,9-
57,7] Hr/mn cooTBeTCTBEHHO. CpaBHUTENbHbLIA aHanM3
pacnpeneneHvs nauMeHToB B rpynnax C pasfnyHbIM
ypoBHeM AMIM (LL-37) BbisiBun TeHaeHUMio K 6onee va-
CTOW BCTpevyaeMocTun ypoBHS 6onee 50,4 Hr/mn cpeau
6onbHbIX MB (kputepuii 2, p=0,052) (Tabn. 2).

YBennunBaeTcs KonmyecTso paboT, AoKa3biBalOLWMX
ponb ButTamuHa D B npoaykumm AMI1. lMoka3aHo, 4TO
cuHTe3 LL-37 3aBucuT OT ypoBHSA ButammnHa D [14], HO
B OTHOLUEHMW BCEro cemencrtea gedeH3NHOB Takoro
OJHO3HAYHOr0 MHEHUs HeT. BoNbLWMHCTBO nccnenoBa-
TeNnen ykasblBaloT, 4TO onTuMasibHas 06ecneyeHHOCTb
opraHuama ButammHom D B 60sbLIEl cTeneHn cka3biBa-
eTcsa Ha npoaykumu B-nedeH3nHoB, xota J. J. Schneider
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C COaBT. AEMOHCTPUPYIOT BAMSHNE Xonekanbundepona
1 Ha NpoAykuuio a-aedeH3nHoB [12].

Tabavua 2
KonuyecTBO NnauMeHToB ¢ MyKOBUCLUAO30M,
MMeIoLMX Pa3JiyHblii YPOBEHb aHTUMMKPOGHbIX
nenTUAOB, B 3aBUCUMOCTU OT PYHKLUU NIErkKux

00B, XEN
MeHee MeHee
bonee bonee
YpoBeHb AMI 8060T% 80 % oT 8060T% 80 % o7| BCero
AOIK- AOXK-
AOJDK- LOK-
Horo HOro HOrO HOro
wenee|n| 3 5 2 6 8
2980 |op| 18,8 % | 16,7 % | 18,2 % | 17,1 % | 17,4 %
13 | 4209 %] 31,3 % | 43,4 % (45,5 % | 37,1 % | 39,1 %
nr,
/| Gonee || 8 12 4 16 20
4270 lo4| 50,0 % [ 40,0 % | 36,4 % | 45,7 % | 43,5 %
n| 16 30 11 35 46
Bcero
%]|100,0 %]|100,0 %|100,0 %[100,0 %|100,0 %
wenee|N| 1 8 2 7 9
358 || 6,3 % | 26,7 % | 18,2 % [ 20,0 %| 19,6 %
L 3519_ n 3 8 1 10 11
37 | 993 |%|18,8 %[ 26,7 %| 9,1 % |28,6 % | 23,9 %
HT,
W/ | 6onee| N | 12 14 8 18 26
50,4 |op| 75,0 % | 46,7 % | 72,7 % | 51,4 % | 56,5 %
. n| 16 30 11 35 46
cero
%][100,0 %|100,0 %]|100,0 %|100,0 %]| 100,0 %

B Haweln paboTte nonydeHa cnabasi CBA3b Mexay
ypoBHeM BuTamuHa D n LL-37 - koppensumns Cnnpme-
Ha r=0,278, p=0,001. KoppensumoHHas 3aBUCUMOCTb
mexay yposHeMm 25(0OH)D v a-gedeH3MHOB OTCYTCTBYET
(r=-0,131, p=0,125).

HyTpuTrBHbLIN cTaTyC NnaumeHTos ¢ MB, K coxaneHuio,
[OCTUraeT LeneBbiX 3HAYEHUN HEe Yy BCEX AeTen: Z-score
nHaekca maccbl Tena meHee —2A BbisneH y 9 (9,0 %)
60nbHbIX, B AnanadoHe ot —1,9A no 1,0A -y 77 (77,0 %),
n 6onee +1,1A -y 14 (14,0 %) nauneHTOB.

YpoBeHb HNP1-3 meHee 2980 nr/mn 3adukcupo-
BaHy 1 (11,1 %) pebeHka ¢ Z-score IMT Huxe —2A, y
20 (26,0 %) 60nbHbIX Npu Z-score UMT ot —1,9A oo 1,0A
ny5 (85,7 %) naumeHtoB ¢ Z-score MIMT Gonee 1,1A.
CopepxaHne HNP1-3 B auanazoHe 2980-4269 nr/mn
BbIIBNEHO Y 2 (22,2 %), 32 (41,6 %) n 3 (21,4 %) na-
LMEHTOB, a ypoBeHb Gonee 4270 nr/mn obHapyXeH y
6 (66,7 %), 25 (32,5 %) n 6 (42,9 %) peteir cooTBET-
CTBEHHO. Takmm o6pasom, HabnogaeTcs TeHAeHUuus
K 6onee BbICOKMM 3HayeHusm HNP1-3 y naumeHTOB C
Z-score Hmke —2A (kputepuit 2 Mupcona p=0,210).

CxopHasi kapTuHa BbISIBIEHA NPY aHaNN3e YPOBHS Ka-
TenuumnamHa y 605bHbIX MYKOBUCLMA030M C PasinyHbIM
YPOBHEM U3NYECKOTO Pas3BuTUA. AKTUBHOCTb LL-37
MeHee 35,8 Hr/mn Habnoganack y 1 (11,1 %) pebeH-
Ka ¢ Z-score UIMT Huxe —2A, y 22 (28,6 %) peTeii npu
Z-score UMT ot -1,9A o 1,1A ny 7 (50,0 %) 60nbHbIX
C OTKJIOHEHMEM nHaekca maccol Tena +1,1A. YpoBeHb OT
35,9 no 50,3 Hr/mn BoisiBneH y 3 (33,3 %), 24 (31,2 %)
1 4 (28,6 %) naumeHToB, a ypoBeHb Bbiwe 4270 nr/mn
onpegenancay 5 (55,6 %), 31 (40,3 %) n 3 (21,4 %) pe-
Te COOTBETCTBEHHO. TeHAeHUMs K GOoNbLUei YacToTe
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BbisBneHus LL-37 Bbiwe 50,4 Hr/mn cpean G0MbHbLIX C
nepunumtom MMT —2A OTHOCUTENBHO rpynnbl NALMEHTOB
npu Z-score UMT 6onee 1,1A He aBnaeTcsa ctatucTuye-
CKWN 3HAYMMOM N3-3a Manon YACNEHHOCTM Fpynn (Kkpute-
pwuit x2 Mupcowna p=0,310).

O®B; y nauMeHTOB MOCKOBCKOIrO pervoHa cocTaBs-
nan 91,4+22.2 % ot foaxHoro, B KpacHospckom Kpae —
86,3+13,8 %, B CtaBpononbckom kpae — 83,5+25,1 %,
XXEJT onpepensnacb kak 95,8+19,4 %, 94,8+16,0 % un
83,5%£23,0 % oT [o/kHOro cooTBeTcTBeHHO (p>0,05).

Mpu nccneposaHn yposHs AMI1 B 3aBMCUMOCTU OT
OYHKLNM NETKNX YCTAHOBIMIEHO, YTO Mexay ypoBHeM HNP
1-3 n napametpamm ODPB; n XEJ1 cBsa3n HeT. Habnio-
[aeTcsa NUb TEHOEHUNS K 6ONbLUEMY YMCTY NALMEHTOB
c ypoBHeM LL-37 6onee 50,4 Hr/mn cpean GOMbHBLIX C
O®B; meHee 80 % oT pomkHoro (p>0,05) (tabn. 2).

XpoHuyeckass 6poHxoneroyHas MHPEeKLUNs — OCHOB-
HOW akTop, ONpenensWwmn TAXeCTb KIMHUYECKOro
TeyeHus n NnporHo3 MB. Mpu nayveHnn mnukpodnopsl pe-
CMMPaTOPHOro TpakTa B pa3/iMyHbIX BO3PACTHbLIX Fpyrnnax
605bHbIX ¢ MB yCTaHOBNEHO, YTO 30/10TUCTLIN cTaduno-
KOKK AOMWHUPYET B ObIXaTebHbIX MYTSX B NepBble roabl
XW3HU, a 3aTeM BeayLmm BO30OyamuTenemM CTaHOBUTCSA
CUHEerHomHas nanoyka [2, 6, 7].

Mukpodnopa pecnupaTopHoro Tpakta y obcneno-
BaHHbIX 60NbHbIX B 79,7 % cnyyaes Oblna npeacraBieHa
XpoHu4yeckol nHdekumen S. aureus, y 16,9 % Habnio-
[ancs MHTEPMUTTUPYIOLWLNIA BbICEB PS. aeruginosa vy
23,9 % — xpoHunyeckoe nHpuumposaHue Ps. aeruginosa,
4YTO B LLEIOM COrnacyercs C AaHHbIMU HALMOHANbHOro
perucTtpa 6onbHbIXx MB [16].

YpoBeHb kaTenuuuanHa LL-37 y naumenTtos ¢ MB npu
nHbuumpoBaHun Ps. aeruginosa coctaensan 52,3 [38,7—-
61,9] Hr/mn, TOrga Kak B OTCYTCTBMW CMHErHOMHOW na-
N04KM OH 6bin paBeH 41,2 [31,1-52,7] Hr/mn. Takum 06-
pa3om, ang nauueHTtos ¢ MB xapakTepHO yBenn4eHue
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