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MykoBucuuno3 — 3a0oJieBanne, BbI3BAHHOE MyTAMSIMU B TeHe, KOTOPbIii KOIUPYET 0€JIOK — PEryJIsTOp TPAaHCMEMOPAHHOIT IPOBO-
mumoctH (CFTR), Haxonsummiics B anuKaIbHOI MeMOpaHe SMUTETHATbHBIX KJIETOK IbIXaTelbHbIX MyTeil, KHIIeYHNKA U NOKeTy-
JI0YHOIi Kete3bl. JledieH3unbl CIyKAT BaXKHBIMH KOMIIOHEHTAMH BPOXKIEHHOH MMMYHHOI CHCTEMbI YeJIOBeKa, UrpaloT KJI0YeByio
PoJib B o0ecreyeHn MePBOii JIMHUM 3AIMUTHI MAKPOOPraHu3Ma OT WH(EKIMH, 00J1aJaI0T BBICOKOl AHTUMHUKPOOHO!, IPOTHBOBU-
PYCHO#i, IUTOTOKCHYECKOI AKTHBHOCTBIO.

Iens uccnenoanusa. Onpeneauts 3HaYeHUs1 eKaTbHOro P-neden3una-2 y nereii ¢ MyKOBUCHHA030M M BBISIBUTH 3aBHCMMOCTb €10
YPOBHS OT BHEIIHECEKPeTOPHOii (hyHKIMH MOIKeTyI0YHOI 2Keie3bl M TSKECTH COCTOSHHS MALMEHTOB.

XapakrepucTHKa JeTeii U MeTobl ucciaenoBanus. O0caenoBansl 57 neteii, 00JIbHBIX MyKOBHCIIHIO30M, CPeIHHIT BO3PACT COCTABUI
20,93+2,9 mec. /IuarHo3 MyKOBHCIMIO03 YCTAHABJIMBAJIM HA OCHOBAHMHM YBEJUYEHHS MMMYHOPEAKTHBHOTO TPUIICHHA, XJIOPHIOB
nota no Kyky (>60 maks/x). Jlis oueHKr 3K30KPUMHHON (DYHKIMM MOIKENTYI0UHOM JKeie3bl ONpeeisiii AKTUBHOCTh (heKaabHOi
anacrasbl. OneHka ypoBHs ¢ekanbHbIX f-aedeH3nHa-2 U KaJbNPOTeKTHHA MPOBOIUIOCH € MOMOMIBIO KOJINYECTBEHHOTO MMMYHO-
tepmeHTHOTO aHAIH3A.

Pesyabrarsl. YpoBHH (ekajbHOro p-aedensuna-2 o1 nossimenst (108,2+11,3 ur/mi) y Beex oodcienyembix jaereii. He 0b110
BbISIBJIEHO KOPPeJISIMKN MeXKIy ypoBHeM hekasibHoro B-aeden3una-2 u ¢eKajibHOIi 1acTasbl. YpoBeHb (eKaIbHOrO KAJIbIPOTEK-
THHA B TPy eTeil ¢ MyKOBUCIUI030M ObLI 3HAYUTEJILHO BbILIE, YeM B KOHTPOIbHO¥. BbisiBIeHa 10CTOBEpPHASI KOPPEJISIMS MEXKILY
YPOBHSIMH (DeKaJbHOTO KaJbNPOTEKTHHA U (ekanbHOro B-nedensuna-2 (r=0,57; p<0,05), onHako MexIy YPOBHSIMHU (heKaTbHOTO
B-nedensuna-2 u dekanbHOl 2JacTa3bl KOPPEsIMil He YCTaHOBJIEHO. B rpynme nereii ¢ TSuKeIbIM TeYeHeM 3200/1eBaHUs JOCTO-
BEPHO Yalle 0TMeYaa0Ch NOBbIeHHe YPOBHS (heKaabHOro P-aeden3una-2, ¢ekaabHOro KajabnpoTeKTHHA.

3akmouenne. Y nereii ¢ MyKOBHCIHI030M BbISIBIEHO JOCTOBEPHOE MOBbIIIEHHE KOHIEHTPAMH -1edeH3nHa-2 1o CpaBHEHHUIO C KOH-
TPOJILHO¥ TPYNINON, YTO MOATBEPKIAET AKTUBALMIO CHCTEMbI BPO2KIEHHOH UMMYHHOU CHCTEMbI CJIM3UCTOI 000/I0YKH KUIIEYHHUKA.
IIpociexena 3aBHCHMOCTb MKy BLICOKHMH YPOBHSMH (heKaJIbHOTO B-nedeH3uHa-2 U TSKECTbI0 TedeHus 3a00JieBaHus. YPOBHH
(hexanbHOro B-neden3nHa-2 NpsMoO KOPPeTHPOBAIHN ¢ KOHIEHTPanueil (peKaIbHOro KaablPOTEKTHHA H HE OTMEYEHO KOppeisuu
MEK/1y CTeNeHbI0 BbIPAXKEHHOCTH MAHKPEATHYeCKOi HeI0CTATOYHOCTH M KOHLeHTpanuei ekanbHoro f-aedensuna-2.
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MyKOBMcuvmos — 3aboJjieBaHMEe, BBI3BAaHHOE MyTa-
LIMSIMUA B TeHE, KOTOPBIM KOAUPYET OEJTOK-PETyJIs-
Top TpaHcMeMmOpaHHoU mpoBonumocTtu (Cystic Fibrosis
Transmembrane conductance Regulator — CFTR) [1].
CFTR naxomuTcs B anmuKajabHON MeMOpaHe 3IUTETN-
aJTbHBIX KJIETOK pa3HbIX OpraHax, BKIII0Yast JbIXaTeIbHbIC
MyTH, KUIIEYHUK U MOKENYyI0YHY0 Xenesy. JuchyHk-

g CFTR npuBoauT K BBIIEICHUIO TYCTOTO BSI3KOTO
ceKpeTa B pa3IMUHBIX MOPAKEHHBIX 3a00JIeBAaHUEM Opra-
Hax [2]. BocraneHue npIxaTteabHbIX MyTell — HauOosee
YacThlii MPU3HAK TTOpPaXKeHUsT JIETKUX MPU MYKOBUCIIM-
03¢ M OCTaeTCsl OCHOBHOM TPUYMHON TSIKEJIOTO Teve-
HUSI U CMEPTHOCTHU TIpY 3TOM 3aboJieBaHuU. MI3MeHeHusT
B MUKpPOOMOME JEeTrKUX Y OOJbHBIX MYKOBHCIIMI030M
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OPUINMHAJIbBHbBIE CTATbU

Ciystic fibrosis is a disease caused by mutations in a gene encoding CFTR-protein (Cystic Fibrosis Transmembrane conductance
Regulator), located in the apical membrane of epithelial cells of the respiratory tract, intestines and pancreas. Defensins serve as
important components of the innate human immune system, they play a key role in providing the first line of defense of a macroor-
ganism against infection; they have high antimicrobial, antiviral, cytotoxic activity.

Objective. To determine the values of fecal B-defensin-2 in children with cystic fibrosis and to reveal the dependence of its level on
the exocrine function of the pancreas and the severity of the patient’s condition.

Characteristics of children and research methods. The study included 57 children with cystic fibrosis, the average age was
20.93 * 2.9 months. Cystic fibrosis was diagnosed on the basis of an increase in immunoreactive trypsin, sweat chlorides by Cook’s
method (>60 meq / I). To assess the exocrine function of the pancreas the scientists determined the activity of fecal elastase. They
evaluated the levels of fecal $-defensin-2 and calprotectin using a quantitative enzyme immunoassay.

Results. The levels of fecal p-defensin-2 were increased (108.2 + 11.3 ng / ml) in all children under examination. The researchers
found no correlation between the levels of fecal p-defensin-2 and fecal elastase. The level of fecal calprotectin was significantly higher
in the group of children with cystic fibrosis as compared to the control group. There was a significant correlation between the levels
of fecal calprotectin and fecal g-defensin-2 (r=0.57; p <0.05), however, no correlations were found between the levels of fecal p-de-
fensin-2 and fecal elastase. The group of children with a severe course of the disease demonstrated an increase in the level of fecal
p-defensin-2, fecal calprotectin significantly more frequent.

Conclusion. Children with cystic fibrosis demonstrated a significant increase in the concentration of p-defensin-2 as compared
to the control group, which confirms the activation of the innate immune system of the intestinal mucosa. The researchers traced
the relationship between high levels of fecal -defensin-2 and the severity of the disease. The levels of fecal B-defensin-2 directly
correlated with the concentration of fecal calprotectin and there was no correlation between the severity of pancreatic insufficiency
and the concentration of fecal -defensin-2.
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TIIATEIBHO HWCCIAENOBaHbl, B YaCTHOCTU BbIACIeHA
yacTasi KOJOHUW3alus W  HeOJaronpusiTHas — pojb
Pseudomonas  aeruginosa [3]. DxcnepuMeHTalbHbIE
WCCIIe0OBAHNS TIPOJAEMOHCTPUPOBAIIM, YTO MedeKT OaK-
TEPUATBLHOTO KJIMpPeHca TPOUCXOAUT BCKOpE IOCTe
pOXIeHUsI, ¢ paHHEW KOJOHU3alMel 0akTepuil U Hapy-
IIeHWEeM 3paguKalliK, ¥ BCE 3TO TPUBOIMT K 3aTSKHOMY
BOCITAJTUTEIBHOMY TOPAXKeHWIO JIBIXaTeIbHBIX —ITyTei
B TeYEHME HECKOJILKUX MECSIEB Iocie poxaeHus [4].
TouyHo Tak ke M30BITOUHBIN OaKTEepUaIbHBII POCT TOH-
KOM KMIIIKM y3Ke JaBHO TTPU3HAH KaK OCIIOXKHEHNE MYKO-
BucIuao3a [5, 6]. B wacTHocTH, AOKAa3aHO, UTO y TALU-
€HTOB C MYKOBHUCIIMJO30M, OCOOCHHO C <TSIKEIbIMU»
TeHOTHUIIAaMM, OTMeuaeTcst pocT Escherichia coli m coxpa-
1meHue nonyasaiuuu oudumodakrepuit [7]. Xorss ocHOB-
Hble MEXaHU3Mbl AUCOMO3a KUIIEYHUKA TIPU MYKO-
BHUCIIUAO3¢ OCTAIOTCSl HESICHBIMHU, TOTEHIMATbHBIMU
(hakTOopamMu pHCKa €ro pas3BUTHS paccCMaTPUBAIOTCS
ryctasi ClIM3b, 3aJiepkKKa TpaH3WTa 1O TOHKOW KHIIKeE,
u3MeHeHue OydepHoil crmocoOHOCTH OMKapOOHATOB
B TIPOKCHUMAJIbHBIX OTIEeIaX TOHKOW KMIINKHA W PETYsip-
HbI€ TIOBTOPHBIE KYpChl aHTMOWOTUKOTepanuu [2, §].
BBeneHue MpoOMOTUKOB MAlIMEHTaM ¢ MYKOBUCIIMI030M
MIPUBOIUT K YaCTUIHOMY BOCCTAHOBJIEHUIO MUKPOOUOTBI
KHUIIEeYHUKa (C yBelIrueHueM BUAOB Bacteroides v Feca-
libacterium prausnitzii) W yMEHBIIECHUIO BOCTIAJICHMS
KUIIEYHNKA, YTO OBIJIO JOKa3aHO TPU U3MEPEHUN KOH-
HeHTpaunn GeKaIbHOTO KaJbIPOTeKTHUHA [9].
DekanbHBIN  KaNBIIPOTEKTMH — Haubolee 4YacTo
WCIIONIb3YeMBIl  OMOMapKep BOCIMAJICHUST KUIIEYHUKA
NPy  MYKOBUCLIMIO3€, YBEJIUYEHHE €ro KOHIIEHTpa-
IIMM CBSI3AHO C TIOBPEXIEHUEM CIIM3UCTON OOOJOYKHU
SKETYTOYHO-KUIIIEYHOTO ~ TpakTa, MpUYeM OTMEYeHO,
YTO (heKabHBIN KaJTbITPOTEKTUH CTATUCTUIECKU 3HAYMMO
KOppEJTUpPYeT CO CHIDKEHWEM (DU3MUYECKOTO DPa3BUTHS

nereit ¢ mykoBucuumosom [10—12]. Ponb BpoxkneHHOM
WMMYHHON CHCTEMBbI B Pa3BUTUM AMCOMO3a KUILIEYHUKA
MpU MYKOBHUCIIMIO3€ M3y4eHa HeAOoCTaTOuHO. BpokaeH-
Hasl MMMYHHas cCUCTeMa BKJIIOYaeT aHTUMUKPOOHBIC
MenTUIbl, B TOM YMCJIe Takue, Kak albda- u 6eta-nedeH-
3UHbI, KOTOPbIE MPUCYTCTBYIOT Ha Pa3JIMUHBIX TTOBEPXHO-
CTSIX YEJIOBEUYECKOTro Tejla, a Takke B HeUTpouiax, MOHO-
uTax 1 aumdormTax yeioneka [7].

B-HdedeH3uH-2 OTKPBIT OMHUM U3 MEPBBIX AHTUMU-
KpPOOHBIX OEJIKOB uejioBeKa W TPOIYLUMPYETCSl SIUTE-
JINEM Kak 4acTb 3aliuThl opranusma [13]. B-Hedenzun-2
WHIYLIUPYETCS M aKTUBUPYETCS TIPU BOCITATUTEIBHBIX
mpolleccax Wi moja BoaaelictBueMm Oakrtepuii [1, 13].
IToBblilieHHbIE YPOBHU P-nedeH3nHa-2 B Kajle oOHapy-
JKeHBI y TallMeHTOB C SI3BEHHBIM KOJIMTOM, OOJIE3HbIO
KpoHna u cunapomom pasnpaxkenHoi kuku [13]. JlaH-
Hble O HAIMYUU KOPPEJSILUU YypoBHEN B-aedeH3nHa-2
U KaJIbIIPOTEKTHHA B KaJjie TIPU BOCMAIMTENIbHBIX 3a00J1¢e-
BaHUSIX KAIIEYHWKA ITPOTUBOpeUnBHI [13, 14].

JuarHoctuka MykoBucliMAo3a B PecnyOmiuke
V36ekucTaH yaydmuiach 3a MocjaeaHue TOAbl B CBSI3U
C BHeJpeHWeM HeOoHaTaJlbHOrO0 CKpMHUHTa. Bwme-
CTe C TeM 4YacTo HaOJ0JaeTcsl TO3AHSST AUarHOCTUKA
B CBSI3U C BBICOKOI PacHpOCTPAaHEHHOCTbIO HETUTTNY-
HbIX (hopM 3a00JIeBaHUSI, OTCYTCTBUS JOJKHOM HACTO-
POXEHHOCTH y Bpauyeil U pOAUTENEH, YTO CKa3bIBAETCS
Ha craTyce OOJIbHBIX C BIEPBbIE YCTAHOBJIECHHBIM J1a-
rHo3oM. B aToM uccienoBaHUM Mbl CTPEMUJIUCH OTIPE-
NeJIUTh YpOBHU (beKkanbHOro PB-aedeH3uHa-2 y aeteit
C MYKOBUMCIIM/IO30M M B KOHTPOJBHOW TpYIITe, BBISI-
BUTbH Mapasuieii MeXIy YPOBHSIMU (eKalbHOTro [-jae-
¢deH3nHa-2 u heKaJbHOTO KaabMPOTEKTUHA U 3aBUCH-
MOCTb M3y4YaeMbIX IMOKa3aTeyell OT TSXKECTU COCTOSTHUS
OOJIbHBIX M BHEIIHECEKPETOPHOU (DYHKIMU TTOIKEITy-
JIOYHOM XeJIE3bl.
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Kamunosa A. T. u coagm. Konnentpaims dexansHoro B-nedensiHa-2 y netei ¢ MyKOBUCIIMI030M: KaK PearupyeT BPOXICHHBI MMMYHHBII OTBET KUTIIEYHNKA?

XapakTepuctuka petein u MeTogbl UccriefoBaHUs

Hamu o6cnenoBanbl 57 nereit, 00AbHBIX MYKOBUCIIU-
JTIO30M, HaxXOMSIIMXCS Ha JICUEHUW B OTHECJICHUM TacTpO-
SHTEPOJOTMHU  PecryOIMKaHCKOTO — CITeMaIu3upOBaH-
HOTO HAyYHO-TPAKTUYECKOTO MEIUIIMHCKOTO I1IEHTpa
nequatpun. CpeaHuUil BO3pacT TAIMEHTOB COCTaBWII
20,93+2,9 mec (ot 2 mec mo 3 jer). [eBouek ObLTO 26
(45,6%), MmanbunkoB — 31 (54,4%). TlanueHTBI ¢ 060CTpE-
HHUEM BOCTIAJICHMS JIETKUX, HYXKIAIOIIeCs BO BHyTPUBEH-
HOM U TIepOpaTbHOM BBEACHUU aHTHMOWOTHKOB, B MCCIIE-
JIoBaHUe He BXOAWiIn. KOHTPOJIbHYIO TPYMIY COCTABUIU
36 perteii Toro ke Bo3pacta (23,3+2,4 Mec) ¢ apyrumu
XPOHUYECKUMHU 3a00JIeBAHUSMU KEITYIOUHO-KUIIIEUHOTO
TpakTa; Bcero 20 mMaypuukoB U 16 neBouek. ITammeHThI
C MYKOBUCHHAO30M W TAIMEHTbI KOHTPOJIBHOM TPYIIIILI,
MOJTy4YaBIIe TTPOOMOTUKY WM HECTEPOUIHBIE TTPOTHUBO-
BOCTIAJINTENIbHBIE TIperapaThl B TOCJIEIHWE 2 Hel, TOXe
ObuM McKToYeHbl. MHbopMupoBaHHOE coriacue Tojy-
YEHO Y pOoauTeNIeil KaXKI0Tro MalueHTa.

OOuIeKIMHUYeCKoe  o0cenoBaHWEe  TMallMeHTOB
BKJIIOUaJio cOOp aHaMHe3a, OOBEKTMBHBIN OCMOTP,
WHCTPYMEHTAJIbHO-JIA00pAaTOPHBbIE METOIBI MCCIea0Ba-
HUS. Y JeTell ¢ MyKOBUCIMA030M BHUMaHWe obpaliain
Ha CPOKU OTXOXIEHUS MEKOHUS, MPOIOKUTETHHOCTh
HEeOHATaJbHOM XKeJITYX!, HAJIMYKe STMU300B BhITIaICHUS
MPSIMOM KUIIKY, CIyY4al TUCCEMUHUPOBAHHOTO BHYTPU-
COCYIMCTOTO CBEPTHIBAHMSI B paHHEM HETCTBE, YTOUHSI-
JINCh HAJIMYME POJACTBEHHOTrO Opaka, Caydau JIeTaJbHBIX
WCXOAOB Y IPEIbIAYIINX TETCH.

JIMarHo3 ycTaHaBJIMBAIM Ha OCHOBAHWUMW YBEJTUUCHUST
MMMYHOPEAKTUBHOTO TPUIICWHA, XJIOPUAOB ToTa o Kyky
(6omee 60 MaKB/I). YpoBeHb (heKanbHOTO B-nedeH3nHa-2
OTIPEJICIISTA C TIOMOIIBI0 MMMYHO(EepPMEHTHOTO Habopa
IUTT  KOJIMYECTBEHHOTO OTIpee/IeHNsT B 0o0pasiiax Kaja
(Immundiagnostics, ITepmanus). OOpasupl Kanga Tocie
MpeaBapuUTETbHON 00PabOTKM CIEIMATbHBIM 3KCTPAKIIU-
OHHBIM Oy(hepoM 3aMOpaXXUBATM M XPAHWIU TIPU TEMITe-
parype —200 °C. YpoBHU (peKaTbHOro KaJabMpOTeKTUHA
U3MEpPSUIA C Mcronib3oBaHueM Habopa Human Fecal Cal-
protectin (HycultBiotech, Hunepnanmbr) nist KonuuecTBeH-
HOTO oTpeie/ieHns B 0Opa3iax Kaia. [TpuMeHsu TBepao-
dazHblii UMMyHOGhEPMEHTHBIN aHamu3 (OIHOCTAIUIHBIN
«COH/IBUY»-BapraHT). OOpasiibl Kajia Mocjie MpeaBapuTeib-
HOI1 00pabOTKM CIIelMaTbHBIM 3KCTPaKIIMOHHBIM OyhepoM
3aMOpaXXuBaJId U XpaHWiu 1ipu Temrieparype —200 °C.

JInsT OLEHKM OK30KPWUHHOW (DYHKIIUU TTOIKETY-
JIOYHOM KeJle3bl OMpPee/IsUIM aKTUBHOCTH (heKaabHOM
9J1acTa3bl B 3aBUCHMOCTH OT TSKECTH 3a00JieBaHUS
¢ mnomouiblo uMMyHodepMeHTHoro aHanusa ELISA
(«ScheBo-Tech», TepmaHust) ¢ UCIOJb30BAHUEM MOHO-
KJIOHAJIBHBIX aHTUTEN TMPOTUB CIEeHUMUIECKUX IMUTO-
OB MOJIXKETYIOYHOM Xee3bl yeaoBeka. KoHleHTpauus
dekanpHOI 2macta3bl 6oee 200 Mr/T Kajga CBUIETENb-
CTBOBaja O HOPMAaJIbHOM (DYHKIWUKM TIOMKETyIOYHOM
xkene3bl ypoBHU 100—200 Mr/r Kajla yKa3blBaIM Ha yMe-
PEHHYIO HEJIOCTATOYHOCTh TTOMKETYIOUHOM KeJe3hl;

TSOKeNask 9K30KPUHHAs HEIOCTATOYHOCTh OpraHa TIO[-
TBepaanachk npu yposHe MmeHee 100 mr/r kana. [15].

Tlokazarenn HU3MYECKOTO pa3BUTUSI OLICHUBAIU
0 cTaHaapTaM (GU3NIECKOTO Pa3BUTHS AeTei, peKOMEH-
npoBaHHbIMU B 2006 . BceMupHO# opraHu3aiyu 31paBo-
oxpaHeHusi — BO3 (WHO Multicentre Growth Reference
Study Group) [16].

TMonyyeHHBle JaHHBIE TOABEPTaly CTAaTUCTUYECKOM
00paboTKe Mo IporpaMmaM, pa3pabOTaHHBIM B IaKeTe
Excel, ¢ wucmonab3oBaHneM OMOJIMOTEKM CTATUCTUYE-
CKUX (YHKLUMI C BBIYMCICHUEM CpeaHeaprpMeThye-
ckoit (M), cpenHero KBaapaTUYHOTO OTKJIOHEHUS (o),
CTAHJAPTHOW OWIMOKU (M), OTHOCUTENbHBIX BEJIUYUH
(uacrota, %), kputepust CTblofieHTa (f) ¢ BEIYMCICHUEM
BEpPOSITHOCTU OIIMOKM (p). Pasnuuus cpeqHux BeIUYUH
cuutanu aocroBepHbiMu Tipu p<0,05. Ilpu 3Tom npu-
JEPKUBATUCH CYIIECTBYIOIINX YKAa3aHUM MO CTaTUCTUYIE-
CKOIt 00paboTKe TaHHBIX KIMHUYECKUX U JTaOOPaTOPHBIX
uccnenoaHuii. Koadbduiment koppensaiuu CrimpmeHa
HCTIOJIB30BAJU JIJIST OLEHKU KOPPEISIINS MEXIY KOHIIEH-
TpauusamMu ¢ekaibHoro B-nedeHsnHa-2, KaablpoTeK-
THHA U (PeKaIbHOI 31acTa3bl.

Pesynbratbl

Cpenu o6citenoBaHHBIX 00BHEIX Y 33 (57,9%) cocTo-
sTHIE OBIJIO OLIEHEHO KaK TSKeJIOe, B OCTAJTbHBIX CITydasTx
Kak cpenHeTspkenoe. HyTpuTuBHAs HEITOCTATOYHOCTh
3acukcupoBada y 54 (94,7%) mainueHTOB ¢ MYKOBUC-
mumo3oM, u3 Hux y 33 (57,9%) neteit Macco-pocTo-
BOM WHIEKC OBLT HMXKE —3 CTaHIAPTHBIX OTKJIOHEHWIA
nmo BO3 [16]. beumm TakKe XapaKTepHBI TMOTIMBOCTh
(100%), wacThrit xupHbIiA cTyn y 53 (92,9%), BIpaxkeH-
HbIl MeTeopu3M 46 (80,1%), nonudexkanus 49 (70,2%),
yBenmuenue nedenu 23 (41,0%), B KaXXIOM TPETbEM CITy-
yae Habmomanack psota 20 (35,1%).

KoHuenTtpauusi dexanpbHoro p-nedensuHa-2 Obuia
MOBBIIIIEHA Y BCEX 00CIIeyeMbIX JIeTeli OCHOBHOM IPYIIITBI
u coctaBuia 108,2+11,3 (8,8—185,3) Hr/mJ1, pu ypoBHE
B KOHTpOJIbHOU rpynme 64,432.4 (14—84.,4) Hr/mi.
Cpenu neTeit ¢ MyKOBUCIIMAO30M HU3KWE KOHIIEHTPALIUN
dekanpHOIM amacta3sl oTMeueHbl y 29 (50,9%), cpennee
3HaueHWe B JaHHOW rpyrmmne mnaiueHToB — 72,8110,3
(4,6—120) Mkr/T, ¥ 28 (49,1%) ypoBHU (heKaTbHOI Amac-
Ta3bl ObUITM B HOpMe M cocTaBimsuim 328,8+75,6 (270—
990) Mxr/T. He BBISIBJIEHO KOPPEJISIIUM MEXIY YPOBHSIMU
dekanbHOro B-nedenHsuHa-2 u GhekanabHOU 2acTasbl.

KoHueHTpanmst ¢eKalbHOTO KalbIIPOTEKTUHA —
MoKasartesisi BOCTIaJIeHUsT KUIIEYHWKA, B TPYIIe AeTei
C MYKOBHMCIWAO30M Oblla 3HAYUTETbHO BHIIIE, YeM
B KOHTPOJILHOW, M cocTaBujia B cpemHem 87,71+18,1
(21-308) nr/xr nporus 19,5,95+1,1 (14,5-51,2) Hr/Kr
(p<0,001). BeisiBieHa mOCTOBEpHAsl KOPPEISIIUS MEXIY
YPOBHSMHM (heKaTbHOTO KaJbIIPOTEKTUHA U (heKaJTbHOTO
B-nedensuna-2 (=0,57; p<0,05).

MBI TIpOaHATU3UPOBAIM  OCHOBHBIE JlabopaTop-
HbIe TOKa3aTeJu IMallMeHTOB B 3aBUCUMOCTH OT TSKe-
cTu coctosiHusl (cMm. Tabmuity). [lonyuyeHHble NaHHBIE
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NIEMOHCTPUPYIOT OoJiee HU3KME YPOBHM OOIIEero Oenka,
reMorjoouHa u (ekanbHo 3acta3nl (p<0,05), a Takke
MOBbILIEHWE KOHLEHTpauuil dekanbHOro B-nedeH-
31MHa-2, ¢dekaabHOro KanbnporektuHa (p<0,05) y nerei
C TSDKEJTBIM TeueHreM 3abos1eBaHus. OTMEUYeHO MOBBITIIE-
HHUe aKTUBHOCTU ajlaHWMHaMUHOTpaHcdepasbl, acrapra-
TaMUHOTpaHcGhepasbl U JIEHKOIUTOB Y OOJBHBIX ¢ MYKO-
BHUCIIUAO30M, TOCTOBEPHO OTJIWYHBIX OT TOKa3aTellei
KOHTPOJBHOM TPYIIIBI, HO MEXIY MOArpyImaMu 0oJb-
HBIX C Pa3HOM TSIKECTBbIO TeYeHUsl 3a00JIeBaHUS CTATHU-
CTUYECKH 3HAYMMBIX pa3TNnIuii He YCTAHOBJICHO.

OO6cyxaeHue

B aTom nccnenoBaHuM Mbl OOHAPYXKWIU, YTO (heKallb-
HbI P-nedeH3nH-2 Obln yBeIMYEH y BceX MalMEHTOB
¢ MyKoBUcIMI030M. Kpome Toro, KoHuLEHTpaiust B-ae-
(eH3mHa-2 B Kaje ObUIa MOBBIIIEHA B CJTy4ae BOCIAJIEHUSI
KUIIeYHWKA (TIOBBIIEHHBIN YPOBEHb KaJlbITPOTEKTUHA
B KaJie) U He 3aBHCea OT 3K30KPUHHOMN (PYHKLIMU TOMI-
JKEJTYTOYHOM KeJie3bl. AHAJIOTUYHbIE NaHHBIE TMOJYyYeHBI
TA. IllymartoBoit u coaBT. [17], KOTOpbIE YCTAaHOBWJIM,
YTO KOHIIEHTpaIus P-medeHsnHa-2 B KOMpOodWIbTpaTax
y IeTei ¢ MyKOBUCLIMI030M cocTaBisieT 39,12+4,32 Hr/mu,
Te. B 1,8 paza (p<0,01) mpeBsblllIaeT conepxaHue B-uae-
(¢eH3uHa-2 B Kompoduibrparax Yy 3I0pPOBBIX JeTei
(21,96%3,06 ar/mi). [TpoTHBOTIONOXHBIC TaHHBIEC TIONTY-
yeHbl Y. Chee 1 coaBT. [ 18], KOTOpbie He BBISIBUIIN Y AeTei
C MyKOBUCIHIO30M pa3UIMii IT0 KOHIEHTpAUK (heKallb-
Horo PB-aedeH3nHa-2 Mo CPaBHEHUIO CO 30POBbIM KOH-
TPOJIEM M CBSI3bIBAIOT 3TO CO CHMXEHUEM BPOXICH-
HOTO MMMYHHOTO OTBeTa NMpW MYKOBHUCLIMIO3€ Yy JeTei
Jaxke BO BpeMsl BBIPAKEHHOTO BOCTAJICHUS] B KHIIEY-
HMKE, YTO OBbIJIO TOATBEPXKIACHO MOBBIIIIEHHBIM YPOBHEM
(hekasbHOTO KaJIBIPOTEKTUHA.

H3BectHO, uTo B-medeH3nHa-2 cnocoOCTBYET aHTU-
MUKPOOHOI 3alIuTe 3a CYeT HIMPOKOro CHeKTpa aHTU-

OPUINMHAJIbBHbBIE CTATbU

MUKpoOHOTo neiictBust [3]. Bbicokuii ypoBeHb [-ae-
¢en3uHa-2 B kornpoduabrparax (6onee yem B 10 pas)
Habmomancsa y JeTeil ¢ SI3BEHHBIM KOJIUTOM, TOTIa
KaK TaIMeHThl C TSLKEIBIM KOJTUTOM Ha (hoHe OOoJie3HU
Kpona numenu TorbKo 3—4-KpaTHOE TTOBBIIIIEHUE YPOBHS
B-nedeHsuHa-2 B kaje. DTO ObLIO TPYAHO OOBSICHUTD,
MMOSTOMY aBTOPHI TIPUIIIM K BBIBOMY, YTO TpeOyeTcs
npoBeneHue 0ojiee KpymHbIX uccienoBanuii [19]. Bme-
CTe C TEM MMEIOTCS Y TIPOTUBOIIOJIOXHBIE MHeHMS. Tak,
110 JaHHBIM JIPYTUX aBTOPOB, YPOBHU (heKaTbHOTO B-1e-
¢deH3nHa-2 y geTeil ¢ BOCTAIMTEIbHBIMU 3a00JIeBAaHU-
SIMUA KMIIIEYHWKA OBLIM COIMOCTaBUMBI CO 3HAYCHUSIMU
KOHTPOJIbHOM rpyriib [20].

TTaToreHe3 BocmajieHUs] KWUIIEUYHUKA MPU MYKO-
BUCIIMI03€ HEM3BECTEH, HO MpPEArnogaraeTcsi, 4YTo 3To
CBSI3aHO C M3MeHeHHON MuKpoobuoroil. B mcciemo-
BaHWM, CpaBHUBAIOIIEM MJAICHIIEB C HEKpPOTHUYEe-
CKMM SHTEPOKOJUTOM U 0e3 Hero, (ekanbHbIi [-ae-
(GeH3MHa-2 TMOJIOXKUTEHbHO KOPPEIUpPOBaT C OOIIUM
KOJTMYECTBOM OaKTepuii, a TakXe KOJIU4YecTBOM FE.
coli B xane [21]. Dkcnpeccus B-aedeH3uHa-2 CIyXUT
peakiimeil TOJIbKO Ha BOCTIAIUTENIbHbIe M MH(MEKIIMOH-
Hble CTUMYyJbl [22]. YuuTbeiBasi, 4To B-AedeH3UHbI-2
CUHTE3UPYIOTCS BMUTETUOIUTAMU CIU3UCTONH 000-
JIOYKH KETYAOUYHO-KUIIEYHOTO TpaKTa, B TOM YHUCIIe
JXKeJTyIKa, B OTBET Ha IOBPEXIAOIIUil (hakTop, yde-
HbIE CUMTAIOT, YTO Je(eH3MH MOXHO paccMaTpuBaTh
B KauecTBe MOJIEKYJIPHOTO MapKepa BOCHAJICHUS CIIH-
3nucTtoii obosouku [23]. B pabore B. Bauer 1 coaBrT. [24]
YCTaHOBJIEHO 3HAYWTEJIbHOE TOBBIIIEHUE DKCIIPECCUU
B-nedensuHa-2 B OuonTaTe CAM3UCTON 0OOJOUYKHU
KeJyaKa Tpu accoumupoBaHHoMm ¢ Helicobacter pylori
racTpuTe y B3pOCHbIX. [Ipu yBeTMIeHUN YPOBHS P-Ie-
¢eH3nHa-2 BoO3pacTaeT CTeleHb OOCEMEHEHHOCTHU
H. pylori n BbIpaXk€eHHOCTb NUCTPOPUUECKUX MPOLIEC-
COB B KJIETKaX CJIM3UCTON 000JIOUKY XKeJTyaKa.

Tll5/lLlu(1. CpaBHl/lTe.]'ll)Haﬂ XapaKTepucTuKa naﬁopaToprlx nokasareJeii y nerei ¢ MYKOBHUCIH/I030M B 3aBUCUMOCTH OT TAKECTH

3a200;1eBaHuS

Table. Comparative characteristics of laboratory parameters in children with cystic fibrosis, depending on the severity of the disease

IToka3zaresn KOHT])OJ“) C])eZlHeTSDKeJI()e Te4YeHue Tsaxenoe Teuenne P
*

O6 it Geok, 1/t 69,8+0,7 62,620,5 56,4+0,8 R

* sk
Temoro6uH, /1 124,042.4 93,542,3 88,2+1,8 3
KonuyectBo jaeiikonuros, -10° 7,5%+0,8 9,7+1,8 11,6144 >0,05*
ATAT, MMOJB/T 27,041,8 42,143,61 48,3+3,15 <0,001* <0,001%%*
ACAT, MMOJTB/T 3642,1 52,1410,65 59,145,01 <0,001%+*
DekallbHbIA KaJIbIIPOTEKTHH, HI/KT 19,9+1,0 88,1£13,6 96,4+11,5 <0,001* <0,001***
DeKATBHBI P-TetheHSMH-2, HI/MT 64,042,4 96,1412,5 121,7+19,2 <0,01* <0,002++*

* *k
Mexambas amctasa-1, MKn/p 250420, 1 138,7+3,03 62,7+5,01 SLOL S

<0,001%***

[pumeuanue. * — MeXTy KOHTPOJIEM U MOATPYIINOL CO CPEMHE CTETIEHBIO TSKECTH, ¥* — MKy MOATPYIIIIAMU CO CPEIHE CTETIEHBIO TSKECTU
U TSDKEJIBIM TeUeHUeEM, *** — Mexy KOHTPOJIEM U MOATPYMIOii ¢ TSKeabIiM TeueHueM. ANAT — anaHnHamuHoTpaHchepasa; ACAT — acnapra-

TaMuUHOTpaHchepasa.
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3aciTy:kuBaeT BHUMaHUS UCCIETOBaHUE, B KOTOPBIM
Habmonanu 44 HeIOHOIIEHHBIX HOBOPOXIECHHBIX, pa3-
NeJIEHHBIX Ha 4 TPYIMbI CIEAYIOINIMM 00pa3oM: MoJy-
YaBIINUX TOJBKO TPYAHOE MOJIOKO, MOJYJaBIINX MTUTAHUE
¢ TipeoOJyiaTaHueM TPYTHOTO MOJIOKa, MUTaHWEe C Tpe-
obJlalaHueM MOJIOYHON CMECU W JIETH, KOPMSIIIUECs
TOJILKO MOJIOUHOU cMmechlo [25]. YpoBHU B-nedeH3uHa-2
3HAYUTEJIbHO pa3iuJalich MexXmy rpynmamu. Hau-
OoJibliMe YpoBHU (ekanbHOro P-medeHsnHa-2 obHa-
pYXXeHBbl B TpyMIie ¢ MpeodsiafaHueM MOJIOYHON CMecu
(344,87%61,2 ar/mn). CiaenyeT OTMETUTbh, YTO TIO CPaB-
HEHUIO ¢ JAPYTUMU TpynmaMyd B TPyMIe, TMOJTydYaBIIei
TOJBKO MOJIOUHYIO CMeCh, OBbLIO HauOOJbIlee KOJIM-
yecTBO Kjebcuemn. YpoBHu dekanbHOro f-medeH-
3MHa-2 He KOppeaupoBaiu ¢ KojaudecTBoM Bifidobacte-
rium, Lactobacillus v Klebsiella (KOppensiliMOHHBIN TeCT
IMupcona, p>0,05). B 3akioueHure aBTOpPbI OTMEUAIoOT,
4YTO YpoBHU (peKanbHOro PB-nedeHsnuHa-2 ObUIM 3HAYU-
TEJIbHO BBIIIE B TPYINE ¢ TpeobaamaHrueM MOJOYHOM
CMECH TI0 CPaBHEHUIO C TPYIIMOM, MOJy4YaBLIEH TOJIBKO
rpynHoe MoJjioko. Haie uccienoBaHue ObLIO OTrpaHM-
YeHO OTHOCHUTEIHLHO HEOOIBIITON BRIOOPKOI. MBI MCKITIO-
YWJIX TIALIMEHTOB, KOTOpble OOJIeIn TacTPOIHTEPU-
TOM W/WJIW TIPUHUMAJM ONpee/IeHHbIe JIeKapCTBEeHHbBIE
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