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MeTa — ouiHUTI BMICT X0neKanbuudgepony B CMpOBATL KPOBI [iTel, XBOPUX HA MYKOBICLMA03.

Nauientn Ta metopu. O6CTEXEHO 74 ANTWHM, XBOPi HAa MYKOBiCUMAO03, BikoM A0 17 pokiB. OuiHeHO cTaTb, BiK AiTed, (Pi3NYHMIA PO3BUTOK, EK3OKPUHHY
(OYHKLO MiALWITYHKOBOT 3a103K, (PYHKLIOHANbHUI CTaH flereHb. BU3HayeHo piBeHb XoneKanbLMdeposy B CMpoBaTLi KPOBI YCiX XBOPUX. 119 NOPiBHAHHA 06CTe-
XKEHO rpyny 340p0BUX AiTell.

Pesynbratu. CepefHe 3Ha4YeHHA xonekanbundepony ctaHoBuno 28,9+0,86 Hr/mn. Cepep o6CTeXxeHnx fitei 36,5% manu onTMManbHNiA piBeHb XoneKanbLin-
thbepony, 58,1% nauieHTiB — 3HMKEHUNA, a ¥ 5,4% XBOPWUX BM3HaYanacs HedoCTaTHICTb. Y nepiof pemicii cepefHii piBeHb xonekanbuudepony cknagas
26,16+1,21 Hr/mn, Wo AoCcTOBIPHO HMXYe (p<0,05) NOPIBHAHO 3 MOKa3HWUKaMW NaLieHTIB Yy nepiofi 3arocTpeHHs — 29,85+1,04 Hr/mn. Y AaiTeit 3 naHKpeaTny-
HOK HEe[JOCTATHICTIO BiAMI4ABCS 3HUXEHNA BMICT Xonekanbuudepony — 28,77+0,85 Hr/mn. Y nauieHTis, ki manu piseHb ®E-1 Hx4ye 100 Hr/mr, Xonekanb-
umncpepon craHoBuB 24,67+1,33 Hr/mn, a npw pisHi ®E-1 Big 100 go 200 Hr/mr xonekansuudepon caras 37,57+5,57 Hr/mn. Y fgiteid 3 oNTUManbHAM BMICTOM
XoneKanbungeposny nokazHUKM PYHKLT 30BHILUHbOr0 AUXaHHA 6YNn BULLMMI, @ 03HAKW 06CTPYKTUBHO-PECTPUKTUBHUX MOPYLLEHb — MEHLL BUPAXXEHUMU.
BucHoBku. Cepep 06CTexXeHNX aiten 63,5% Manu 3HWKEHUIA Ta HeA0CTaTHIl piBHI Xonekansundepony. HefocTaTHii piBeHb CNOCTEPIraBca HalyacTille cepef
LiTeil MOMOALWOro LWKiNbHOro BiKy. Y nepiofi pemicii cepefiHin piseHb 6yB HKYUM Y 1,14 pasa NopiBHAHO 3 NOKA3HWMKAMU MiJ 4ac 3aroCTPEHHs 3aXBOPHOBAH-
HA. Y nauieHTiB i3 HU3bKMM piBHeM DE-1 BMICT Xonekansundepony 6yB y 1,5 pasa Huk4uM. MokasHUKK CnipoMeTpii B fiTei 3i 3HKEHUM PIBHEM X0JeKalb-
umncpepony 6ynu B cepesHbOMy B 1,3 pasa HKYMMM MOPIBHAHO 3 AiTbMU, AKi Many ONTUMANbHNIA BMICT LibOr0 BiTamiHy.

Knto4oBi cnosa: MyKoBicLMA03, XoneKanbLmdepon, gitu.

Evaluation of serum cholecalciferol in children with cystic fibrosis
V.M. Dudnyk, V.V. Demianyshyna
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Objective: to estimate serum cholecalciferol in children with cystic fibrosis.

Materials and methods. In total 74 children aged up to 17 years were examined. Gender, age, physical development, exocrine pancreatic function,
and functional state of the lungs were evaluated. The serum level of cholecalciferol was determined in all patients. For comparison, a group of healthy children
was examined.

Results. The mean value of cholecalciferol was 28.9+0.86 ng/mL. Among the children examined, 36.5% had an optimum level of cholecalciferol, in 58.1%
of patients decreased level were detected, and in 5.4% of patients its insufficiency was determined. In remission, the mean cholecalciferol level made up
26.16+1.21 ng/mL, which was significantly lower (p<0.05) as compared to the patients in the exacerbation phase — 29.85+1.04 ng/mL. In children with pan-
creatic deficiency, a decreased cholecalciferol level was observed — 28.77+0.85 ng/mL. In patients with faecal elastase-1 level (FE-1) less than 100 ng/mg,
cholecalciferol was 24.67+1.33 ng/mL, and in case of FE-1 level from 100 to 200 ng/mg, cholecalciferol level was 37.57+5.57 ng/mL. In children with optimum
cholecalciferol level, the parameters of the external respiratory function were higher, and the signs of obstructive-restrictive disorders were less severe.
Conclusions. Among the examined children, 63.5% had a reduced and insufficient cholecalciferol level. Insufficient level was observed most often among
primary school-aged children. In remission, the mean level was 1.14 times lower compared with those indices at the exacerbation phase. In patients with
low FE-1 level, cholecalciferol was 1.5 times lower as well. Spirometry indicators in children with low levels of cholecalciferol were, on average, 1.3 times lower
than in children who had an optimum vitamin level.

Key words: cystic fibrosis, cholecalciferol, children.

ULI,EHKa coaepXxaHusa XOHEKaIIblIM(I)BDOHa B CbIBOPOTKE KPOBU AETEVI, 60JbHbIX MYKOBUCLU030M
B.M. ynuuk, B.B. JemaHnwmHa
BUHHULKWIA HALUMOHANbHbIA MEANLMHCKIIA YHUBEPCUTET UmeHn H.WA. Muporosa, YkpanHa

Llenb — oueHMTL COAepKaHne Xonekanbumdgepona B CbIBOPOTKE KPOBW AeTel, 60bHbIX MyKOBUCLNL030M.

Mauuentbl U MeTopbl. 06cneaoBaHbl 74 pe6eHka, 60NbHbIE MYKOBUCLMA030M, B Bo3pacTe A0 17 neT. MpoBedeHa OLeHKa nona, Bo3pacTa, U3n4eckoro
pasBUTUS, SK3OKPUHHON (DYHKLMM NOKENYLOYHON Xenesbl, PYHKUNOHANIBHOrO COCTOAHNUA Nnerkux. OnpeaeneH ypoBeHb Xonekanbumdgepona B CbiIBOPOTKE
KpPOBW BCEX B0SbHBIX. 115 CpaBHeHUs 06CNeA0BaHa rpynna 340poBbIX AeTell.

PesynbTatbl. CpefHee 3HavyeHue xonekanbuudpepona cocrtaBuno 28,9+0,86 Hr/mn. Cpeaun o6cnefoBaHHbIX aetent 36,5% umenn ONTUManbHbIRA
YPOBEHb, 58,5% — CHUKEHHbIN, a y 5,4% 60NbHLIX ONPeAensnach HefOCTaTO4HOCTb. B nepnoge pemuccun cpeaHuii ypoBeHb Xonekanbuyudepona cocTaBun
26,16+1,21 Hr/mn, 4T0 [OCTOBEPHO HUXe (p<0,05) no cpaBHeHUIO C nokasatenamu 60bHbIX BO BpeMs 0CTporo nepuoja — 29,85+1,04 Hr/mn. YV geteint
C NaHKpeaTnyecKoil HeloCTaTOYHOCTLIO OTMEYANCS CHVIKEHHbIN YpoBeHb — 28,77+0,85 Hr/mn. Y nauneHToB, KoTopble uMenu yposeHb ®E-1 Hike 100 Hr/mr,
xonekanbuucpepon coctasun 24,67+1,33 ur/mn, a npu yposHe ®E-1 ot 100 go 200 Hr/mr xonekansuudpepon coctasun 37,57+5,57 Hr/mn. YV petei
C ONTUMaNbHLIM COZEPXaHWEM Xonekanbuudgepona nokasatenu (YHKUMU BHELIHEro [bIXaHus Oblin Bbllle, @ NPU3HAKM 0BCTPYKTUBHO-PECTPUKTUBHBIX
HapYLLEHWIA MEHEe BbIPaXKEHbI.

BobiBoabl. Cpeay 06¢neaoBaHHbIX feTeil 63,5% WMenn CHMKEHHbIA U HEQ0CTaTOuHbIA YPOBHI XonekanbLnudepona. HeocTaTo4HbIA YpoBeHb Habnwoaancs
yalle cpean AeTen MaafLwero WKOAbHOro BodpacTa. B nepuoge pemuccuin cpeaHuin ypoBeHb 6bi Hke B 1,14 pa3a no cpaBHeHNtO ¢ nauueHTamn B nepuoae
060CTpeHus 3a60neBaHns. Y nauneHToB ¢ HU3KUM ypoBHeM ®OE-1 coaepxxaHne xonekanbuudepona 6b110 B 1,5 pa3a Huxe. lokasarenin cCnupoMeTpun y aetei
CO CHUDKEHHbIM YPOBHEM XoneKanbLudepona 6binn B cpeHem B 1,3 pasa HiKe nokasateneit AeTelt ¢ ONTUManbHbIM YPOBHEM 3TOr0 BUTaMUHA.

Knto4eBble cnosa: MykoBMCLMA03, XonekanbLuudgepon, AeTu.
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BcTtyn

ykoBiciunos (MB) — 11e cniagkoBe rene-

TUYHE MYJbTUCUCTEMHE 3aXBOPIOBAHHS,
IO YpPaKy€ IepeBa)kHO peclipaTOpPHUN TPakKT
i TpaBHy cucremy. [Iporpecyioua auxanbHa auc-
(byHKITIS Ta €eK30KpUHHA HEOCTATHICTD Ty H-
KOBOI 3aJI03M € BUPIIIaJbHUMU s 1epebiry
Ta TPOTHO3Y 3axBopioBaHHA [3]. bararo dakropis
BU3HAYAIOTh (DYHKIIO PECHipaTOPHOTO TPaKTy
npu MB. Ile —renernunnii gedexr, 6GakTepiaibHa
KOJIOHI3aIlisl AUXAJbHUX MIJILAXIB, 1HAWUBIIyaabHA
CIIPUUHATAUBICTD JIIKyBaHHS, HYTPUTUBHUN
craTyc marienTa, comianbii ymoBu [1]. [Tamkpea-
TUYHA HEOCTATHICTD i, IK HACTIZOK, TTOPYIIeHHS
BCMOKTYBaHHS JKUPIB y XxBopux Ha MB npusso-
JUTH 10 TIOTipIIEHHSI BCMOKTYBAaHHSI >KMPOPO3-
YUHHUX BiTaMiHiB, Takux gk D, E, K, A.

Cepen xBopux Ha MB pedinut Bitaminy D
€ nomupennM sputeM [6, 11]. 3a pesyabpraramn
ocTaHHiX pocuimkenn, y 90% xBopux cepej yciei
nomyJsiii xBopux Ha MB BinMivaerbest gedinur
BiTaminy D (awmxue 30 ur/ma) [3, 4, 6]. [Ipuunna
Takoro gedimury € 6ararodaxroproio. Hemocrat-
HicTh (DYHKITI1 MiANTYHKOBOI 321031 — HAWTIONTN-
pewimia mpuunHa gedinuTy Bitaminy D, Kpim Toro,
710 IPUYUWH TaKOX HaIeKaTh 3MEHIeHa eKCI03M-
I[iT Ha COHIIi, 3MEHIIEHHS IiINKIPHOI KIUPOBOI
KJTITKOBUHM (sK Jlenio Bitaminy D) Ta BiTamin
D-3B's13y1090T0 IPOTEIHY, 3HUIKEHHH T1JPOKCUIIO-
BanHs BiTaminy D y neuini [13]. Ak i B 3aranbHiii
TIOITYJISAII, /I7I9 OI[IHKY cTaTycy BitTaminy D BUKo-
PUCTOBYETHCS ~ BU3HAYEHHS  CHPOBATKOBOTO
25-rigpokcusitaminy D (25(OH)D). The Cystic
Fibrosis Foundation pekomeHiye 1opiuHo Harpu-
KiHIll 3MMK BU3HayaTu KoHieHTpaiiio 25(OH)D,
stika Mae Oyt He Hrkde 30 ur/ma [7, 11, 13].

Y nmonan 20 cBITOBUX AOCTIIZKEHHAX Y TAIi€H-
TiB i3 MB BusBJIeHO 3HUKEHUI piBeHb BiTaMiHy
D. ¥ nocaipxeHHdax, npoBe/ieHnX y 1eHTpax MB,
MOKa3aHo, 110 moHax 90% mailieHTiB MaloTh PiBEHb
25(OH)D nwmskue 75 amoss/i (30 ur/ma). [pors-
rom octanHix 10 pokiB, 3a TaHUMU BEJUKUX I€H-
Tpis MB, BcTaHOBJIeHO 3arajibHy TEHEHII0
no migsuiienns pisas 25(OH)D y cuposarii
KPOBI, 1[0 MOKHA TIOSICHUTH TOJITIIEHHSIM JIKY-
BaHHS 3aXBOPIOBAHHS Ta IIi/[BUIIEHHAM YyBaru
JIO BITAMiHHOTO CTaTyCy TaIli€HTIB.

HesBajkaloun Ha TOCTIHY TiATPUMKY PiBHS
BiTaminy D npenaparamu, CbOrojiHi 4acTo BijMi-
yaeTbest Horo gedinut. Yepe3 eK30KPUHHY
HaHKpeaTuyHy HeaocTaTHicTh y 85-90% xBopux
Ha MB mnopyuryerbcsi BCMOKTYBaHHS KUPOPO3-
YUHHUX BiTaMiHiB, y TOMY 4ucjai Bitaminy D.
[Mamientn 3 MB Mmaiorh mopyiueHy abcopOiiiio
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Bitaminy D pocaunnoro (D2) i tBapunnoro (D3)
noxojkentst. Y pocrimpkennsx Larket al. mokasa-
HO 3HWXKeHHsT abcopbiii go3m Bitaminy Do
y maiienTis i3 MB, He3Baxkaoun Ha TATPUMKY
HaHKpeaTUYHUMHU (pepMeHTaMU, PiBHI CUPOBATKO-
Boro Bitaminy D2 ta 25(OH)D omnakoBo Oy
3HUKeHUMU [6].

OxkpiM mopyIieHb BCMOKTYBaHHS BitaMmiHy D,
y TAI€HTIB BIiJIMIYAIOTHCSA 3MiHW Yy IMpolieci
T/IPOKCUJTIOBAHHST BiTaMiHY B IEUiHII, MO MOTip-
mye MeTrabosi3M CHHTE30BaHOTO B OpraHiaMi
Ta abCOPOOBAHOIO B IILJIYHKOBO-KUIIIKOBOMY TPaK-
i Bitaminy D. Mera6Gouiam Bitaminy D y xBopux
Ha MB HemoctaTHbO BUBUEHUH, ajie HENPsIMi
NIOCJIIJDKEHHST BKa3yloTh Ha MPUCKOPEHe BUBE/IEH-
H 10T0 3 OpraHiamy /10 eTairy TiJ[pOKCUJIIOBaHHS
25-TiIPOKCHIA3010 B TTEYiHIII.

3MeHIeHHSI HAaKONMWYEeHHS CUHTE30BAHOTO
Ta abcopboBaroro Bitaminy D Moske BigOyBaTucst
yepe3 3HMKEHHS piBHS BiTamin D-3B's13yi0uoro
6iika (DBP) y xBopux Ha MB. DBinbmicts
25(OH)D ra 1,25-purizpokcuBitaminy D 3B's13a-
Ha 3 DBP, a 10-15% — 3B's3ani aipOyMiHOM.
Menme 1% Bitaminy D 1nupkysoe y BisbHOMY
crani [4]. Kniniunai pocaifykeHHS TOKa3amwu,
1o marientu 3 MB MatoTh HUKYMii piBeHb r100y-
adiny ta DBP, a Takox 3HUMKeHUl piBeHb
25(OH)D mnopiBHSIHO 3i 3M0POBUMH JIOJbMHU,
1110, MOKJIMBO, 1IOB'I3aHO 3 MOPYIIEHHSIM HYTpU-
TUBHOTO crarycy xBopux [8]. Okpim Toro, DBP
NepeHoCUTh BiTaMiH D i3 KMUIIIEYHUKY B KUPOBY
TKaHWHY, KA BUCTYIIAE 5K Jeno Bitaminy. OmHak
dbynxiigs DBP me #e noBHicTIO BUBUeHa. Bucoka
KoHIleHTpallig BiapHOTO DBP y cuposartiii KpoBi
3/I0POBUX JII0jIell Moske (DYHKI[IOHYBaTH SK pe3ep-
Byap misg 25(OH)D.

Y mnatientiB i3 MB Takox 3HM:KeHUII CUHTE3
eHzioreHHoro Bitaminy D B opranismi. ¥ HOpMasib-
Hiit nomyssaii 90-95% weobxignoro Bitaminy D
HA/IXO/IUTh YHACJIJJOK COHSYHOTO OIPOMiHEHHS
HIKipH. 30POBI JIOAN OTPUMYIOTH HEOOXIIHY KiJib-
KicTh BiTaMiHy D yHaCTiIOK eKCIO3UIliil BiIKPUTOL
HIKIpU pyK, 00imyust abo Hir Ha coHii 2—3 pasu
Ha TVIKIEHDb y BeCiHHi# Ta JiTHii nepioan, 20—-25%
Bi/l MiHIMaJIBbHOI epuTeMHOI /1031, baraTo maiienTiB
i3 MB yHUKat0Th COHSYHOTO CBITJIA Yepe3 (PoTouyT-
JIMBICTh YHACJIIOK 3aCTOCYBAHHS JIESIKMX aHTHOIO-
THUKIB. 3/I0pOBi JIIO/IM HAKONNYYIOTh BiTaMiH D 1po-
TATOM JIITHBOTO TIEPIOy Ta BUKOPUCTOBYIOTH TIPO-
TATOM YyCi€l 3uMu, ane B namieHTiB i3 MB uepes
HEeIOCTAaTHbO PO3BUHEHY JKUPOBY TKAHUHY JICTIOHY-
BaHHs Bitaminy D myske oomeskene [7].

Bitamin D Bigirpae Ba;KJIUBY poJib Y MiATPUMIT
KicTkoBOI  MiHepauizamii. CybonTumanbHUi
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piBenb cuposarkoBoro 25(OH)D moske mpusso-
JIUTHU 10 PO3BUTKY BTOPUHHOTO TillepriapaTrupeoi-
JIM3MYy Ta 3MEHIIeHHS KiCTKOBOI MiHepasisarlii,
a OTKe, JI0 MiJIBUIIEHHST PU3UKY OCTEOTIeHil, ocTe-
omnopoay i nepesiomis [9]. ¥ pocriskeHHsIX TIOKA-
3aHo, 110 TsKKuit gedimut Bitaminy D (25(OH)D
Hwkde 10 Hr/mMia) y mopocamx XBOPUX Ha
MB cynpoBOKYETbCS 3HMKEHOI MiHepasisa-
I[i€I0 KICTOK cTerHa Ta xpeOTa MopiBHAHO 3 MallicH-
Tamu, XBopuMH Ha M B, i3 BUnumMu nmokasHukaMmu
BiTaminy D. 3a manumu peectpy marientiB CF
Foundation, y 2013 p. y 21% wmosoaux Jojeit
3 MB npiarnocroBano ocreotneHiio [6].

Bitamin D Bizgirpae 3uauny posib y 36epexenHi
dyuxiiii erens npu MB. 3a ganuvu Third Natio-
nal Health and Nutrition Examination Survey
(NHANES III), BugBsieHO TO3UTUBHY KOPEJIAIIIIO
Mixk piBHeM cupoBatkoBoro 25(OH)D ra serene-
BOIO (DYHKITI€TO, SIKY OIIHEHO TIOKa3HUKAMU CITipO-
metpii (FEV1 ta FVC). ¥ nocaimxennsax mokasa-
HO, 1110 BUIII TOKa3HUKU PiBHA BiTaMiny D acorti-
IOBAJIMCI 3 KpallUMHW TOKa3HUKaMu (PyHKITii
JiereHb Ta HUKYUM PiBHEM JiereHeBUX YCKJIaHEHb
y XBOpUX Ha OpOHXiaJbHYy acTMy Ta XPOHIYHi
06CTPYKTUBHI 3aXBOPIOBaHHS JiereHp [1].

William et al. y nocmimkeHHsx BUSBIEHO 3HAY-
HY KOpeJIAIilo MiXK PiBHEM CHPOBATKOBOTO
25(OH)D Ta sereneBoio (yHKIIE€IO XBOPUX Ha
MB. Taxk, KopeJistitist OyJia CUIIBHIIIONO /IS TIOKa3-
nukiB FEV1i FVC, nig mamienTiB gKi Maji MyTa-
ito AF508 y roMo3urotHomy ctati ta ajist oci6
qoJioBivoi ctati [11].

[TamierTn 3 MB MaroTh MABUINEHUN PU3NK
BUHUKHEHHSI XPOHIUHOI JieTeHeBO1 iH(MeKIIil, sKa
gacTo noTpedye JiKyBaHHs B YMOBaX JiiKapHi BHY-
TPITHBOBEHHUMHU aHTUGIOTHKaMu. Bitamin D
MiABUIIY€E (DYHKITIO BPOKEHOTO IMYHITETY TLIS-
XOM CTUMYJISIIIIi CHUHTE3y aHTHUMIKPOOHUX MeTTH-
HiB, Takux gk Jroachkuii karemimuana (hCAP18,
a6o LL-37) [5]. MikpoopraHi3amu, 10 MOTparisi-
I0Th y JAMXaJbHI 1uIstxu, 3B's13yioThest 3 toll-like
pelenTopaMu, SKi 3HaX0/AThCS Ha aJbBEOJISIPHUX
Makpodarax, Ta TiIBUILYIOTh  PeTYJISIII0
lo-rizpokcuiasy, a e TPU3BOANUTD 10 301/bIIeH-
Hg mpoaykmii  Bitaminy D (1,25(OH)2D)
ta perientopa Bitaminy D (VDR). JlokanpHa 1ipo-
aykiist 1,25(0OH)2D moke iHAYKyBaTH CHHTE3
KaTeJiluAnHy MakpodaraMm Ta MOHOIUTAMH,
KUl eTIMIHY€E MaTOreHHUX 30Y/HUKIB, TAKUX SIK
Pseudomonas aeruginosa ta Bordetella bronchisep-
tica [2]. Bitamin D takox mpuBOANTD 10 3HUKEH-
H4 PIBHSI MPO3alajbHUX IUTOKIHIB Ta JO 3MEH-
IIEHHST [TPoIlecy B GPOHXOJIETEHEBIN CUCTEMI XBO-
pux Ha MB. PiBenb 3ananbHuX MapkepiB, TaKUX
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gk ¢akTop Hekposy nyxiannu-o, (TNF-o) Ta intep-
sietikin-6 (I1L-6), MoXHa 3HAYHO 3HU3UTH 32 JOTO-
MOTOT0 3aCTOCYBAaHHS BUCOKMX 7103 BiTaminy D [10].

Y xBopux Ha MB icHye Bupakenuii gedinut
Bitaminy D, mo mae 6aratodakTopHe MOXOIKEeH-
HI — HEeIOCTaTHE HAJXO/UKEHHS MOro 3 IXKelo,
HE/IOCTATHE JICNIOHYBAHHS, 3HUKEHHST €H/IOT€HHO-
rO CUHTE3Yy BiTaMiHy il i€EI0 COHSTYHOTO OIPOMi-
HeHHdA. 3 OIVIAAY Ha Te, 1o BitTamin D Ta iforo
MetabosiTi OepyTh aKTWBHY ydyacTh B iHirfarii
3aXUCHUX MeXaHi3MiB peclipaTOpHOTO TPAKTY,
KOHTPOJIb Ta MiATPUMKA HOTO PiBHA B JIOCTATHIX
MesKax € HaJ[3BUYalHO BOKJIMBUM 3aBJaHHAM JIJIsT
JIiIKapiB Ha CHOTOJIHI.

Mema nocnijzkeHHSI — OIIIHUTUA BMICT XOJIe-
Kanbindeposy B CUPOBATIN KPOBI JIiTEH, XBOPUX
Ha MB.

Martepiann Ta MeToam AOCANIAKEHHSA

O6crexeno 74 nutunu, xBopi Ha MB, BikoM 110
17 pokiB. Orineno crarb, BiK fiTelt, (pizumaHMIi
PO3BUTOK, €K30KPUHHY (DYHKITIIO TiANLTYHKOBOI
3aso3n (dekanpaa enacraza 1 (DE-1), neiitpaib-
HUM JKUp y Komporpami), (QPyHKIIOHATBHUN CTaH
aerens (FEV1, FVC, FEV1/FVC ta PEF). Busna-
yennst pisas 25(OH)D y cuposariii KpoBi naiien-
TiB TIPOBEZICHO B JITHI MicAlli (JIUIIeHb-CEPIICHb)
iMyHO(epMeHTHIM MeTOIOM 3a HabopoM «25-OH-
Vitamin D-ELISA» (BioVendor, Himeuyunna)
Bi/IIIOBI/THO /10 iHCTPYKIIiT (hipMU-BUPOOHUKA.

Otpumani pe3yJIbTaTi iHTEPITPETOBAHO SIK «HEO-
CTaTHICTb» TIpW 3HaueHHsAX Hukde 20,0 Hr/wmu,
«3HMKeHu piBeHb> — 20,0-29,9 Hr/M™Mi, «omTH-
MaJIbHUH piBeHby» — Bij 30,0 Hr/™mut [14].

CripomeTpito TIPOBEZIEHO YCIM JIITSIM BIKOM BiJ
5 POKiB JJIsT BU3HAYeHHsT (DYHKILT 30BHIITHHOTO
JuxanHs. /[yig npoBe/ieHHs1 criipoMeTpii BUKOpUCTa-
HO KOMIT toTepHuii criiporpad «Spirolab I11* MIR».

[lo rpynu ocmiizKeHHsT BKIOYEHO JIiTel, XBO-
pux Ha MB, B SKUX miaATBepKEHO /iarHo3 JBOMa
MO3UTUBHUMHU MOTOBUMU Tpobamu Ta/abo Busi-
Bieno myrtaitito rera CFTR i1 xuiniyni nposiBu
3aXBOPIOBAHHS.

Kpurepii BUK/IIOUEHHS: JiTH 3 Mil03POI0 Ha
MB, He miaTBEpAXKEHUN ABOMAa TO3UTUBHUMU
HOTOBUMU TIpoGamut Ta/abo BUSIBJIEHOIO MY TAITIETO
rera CFTR.

3 MeTOI0 TIOPIBHAJIBHOTO aHali3y pe3yJibTaTiB
obcrexkenHst xBopux Ha MB pocmipkeno rpymy
(n=40) mpakTUYHO 3/I0OPOBUX JIiT€ii, KM BUKO-
HAHO BECh KOMILJIEKC KJIHIYHUX, OlOXIMIYHMX,
a TaKOXK IHCTPYMEHTAJIbHUX JIOCJI1/IKEHb.

HocaifzkeHHda BUKOHAHO 3Ti/IHO 3 TPUHIIUTIAMU
lenwscincwvkoi [lexnaparitii. IIpotoxkosn pocmimxeH-
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Hg yxBajeHo JIOKaJbHUM eTUYHUM KOMiTETOM
3agHaveHnx y poboti ycraHoB. Ha mpoBenents
JIOCJIJIDKEHh OTPUMAHO MOIH(GOPMOBAHY 3TO/Y
6aTbKiB ziTeit (a00 IXHIX OMIKYHIB).

OTpuMaHi pe3yJbTaTH CTaTUCTUYHO 0OpPOO-
JIeHI 3a JOIOMOTOI0 CTAaTUCTUYHOI CUCTEMU
«IBM SPSS Statistics» Bepcis 12 i3 3acTocyBan-
HAIM TTapaMeTPUIHUX 1 HelapaMeTPUIHUX MeTO/IiB
OI[IHKU OTPUMAHUX PE3yJIbTaTiB.

Pe3ynbTaTtm gocnimkeHHs Ta’ix 00roBopeHHs

IIpoBenenunii awanis 3a cTaTTiO Ta BIKOM
[OKa3aB, 10 cepel O0CTeXKeHUX miTeil OyJio
38 (51,7+5,35%) xnomuukiB ta 36 (48,3+£5,35%)
misuarok. CepexHiil BiK 00CTEKEHUX CTaHOBUB
9,39%0,535 poky.

YcraHoBJIeHO, 1O cepel 00CTEeRKEHHMX JiTeil
nepeBaxkasa (popma 3 MaHKpPeaTUIHOIO HEJOCTATHi-
ctio (96,621,94%), i mume 2 (3,4%) mUTUHA He
MaJIl TTaHKPeaTUIHOl HeIOCTAaTHOCTI. Y Tepiofi
3arocTpeHHst XBopobu obcrexeno 54 (77,0+4,51%)
aatuan, y pemicii — 20 (23,0£4,51%).

Busnauenns DE-1 g oninku (ysKItii miz-
MIJTYHKOBOI 3aJ103W TIPoBejieHo 36 MiTsaM. 3 HUX
y 4 (11,1%) DE-1 6yna B Mexax HOpMHU (TIOHA/L
200 Mxr/kr), 8 (22,2%) niteit Mmajiu IOMipHe Mopy-
mennst (200—100 mkr/kr), a 24 (66,7%) — TsKKe
nopyuieHHs pyskiii (Hrkde 100 MKr/Kr).

Jluig Bu3HaveHHs (DYHKINT TiANITYHKOBOL 3aJ10-
31 HaAMU TTPOBEICHO OIIHKY Pe3yJbTaTiB KOIPO-
rpaMu, a came: BU3HAYEHHS KiJIbKOCTI HEHUTpasib-
HOTO JKUPY B KaJti. Tak, cepes 00CTeReHNX MaIlieH-
TiB y 39 (52%) XBOpUX BUSIBJIEHO BUPAKEHY CTea-
Topeio (HelTpaspHuii xup +++), a 'y 35 (48%)
XBOPHUX cTeaTopei He Oys1o (HelTpasbHU Kup ++
Ta MEHIIIe).

[Tiy yac o1iHKM criipomMeTpil BpaxoBaHO MOKa3HU-
kn FVC, FEV1, FEV1/FVC Tta PEE Ilokasnukn
dbynkiii 3oBHimHboro quxanus (D3/1) cepen xBo-
pux Ha MB miteil Oy HUKYMMHU TOPIBHSIHO 3
NoKasHrKamu 3710poBux iteil. [lopymments M3/ 3a
PECTPUKTHUBHO-OOCTPYKTHBHIM THIIOM CIIOCTEpira-
nocs B 13 (24,1+5,82%) niTeit, 32 peCTPUKTUBHAM —
v 5(9,26£3,95%), 3a obcrpykTuBHuM — B 1 (1,85%)
XBOPOTO. Y i MarieHTn OyJI B ePiojli 3aroCTPeHHSI.

Cepenni 3HaueHHSI ITOKA3HUKIB CIipoMeTpii
3aJIeKHO BiJI TSKKOCTI Tiepebiry xBopobu HaBejie-
HO B Tabuutli 1. Y jiTeil 3 TsSoKKUM 11epebirom XBo-
pobu nokasuuku FVC, FEV1, FEV1/FVC 6yiu
HUKUMMU TIOPIBHSIHO 3 JITbMU 13 CEPEHBOTSIK-
KM T1epebirom.

Cepenne 3nauenns 25(OH)D cepen maitienTis,
XBopux Ha MB, 3a oTpumanuMu JaHuMu, CATAIO
28,9+0,86 ur/mu Ta OyJI0 JOCTOBIPHO HUKYKMM 32
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Tabnuys 1
Moka3Huku cnipomeTpir aiteun,
XBOPUX Ha MYKOBICLIMA03, 3aJ1I€XKHO
BiA TsHKKOCTI nepebiry (M+m, %)

MNMoka3Huk Mepe6ir mykoBicLunpo3y 3poposi
cnipomeTpil | cepeAHbOTSDKKUIA | TSXKKUIA aitn
FVC 94,83+5,00* 75,55+3,79 |97,27+0,41
FEV1 63,98+5,07** 49,0+4,46 |96,46+0,38
FEV1/FVC 102,44+8,33** 88,68+2,11 |93,93+0,36
PEF 63,09+8,9 41,71+8,97 |86,15+0,37

IHpumimxu: * — p < 0,01 pisHuI BiporiziHa BiZIHOCHO TS)KKOTO CTYIEHS;
** —p<0,05 pisHuI BiporifiHa Bi/THOCHO TSXKKOTO CTYTIEHS.

12 11,26
10

8,25

o N B~ O

OntmanbHUn
(30-50 Hr/mn)

cy6onTumanbHwii
(20-30 Hr/mn)

HepocratHictb
(10-20 Hr/mn)
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Puc. 1. CepepHiii Bik AiTeN, XBOPMUX Ha MYKOBICLA03, 3aN1EXHO
Big piBHs 25(0H)D

MoKa3HUK Tpynu 3popoBux aiteir (p<0,001),
110 BKa3y€ Ha HENOCTATHICTb BiTaMiHYy Y XBOPUX
(3a cywyacamMu pexoMenzarismu Opranizartii
mykosiciaody CIITA (CF Foundation) pisenb
25(OH)D ne mae 6yt muskae 30 ur/mi [11]).

Cepen ob6crexenux giteir 27  (36,5%)
mMasu onrtumanbiuil pisenp 25(OH)D (Burie
30 ur/mn), 43 (58,1%) mutuHM — 3IHUKEHUU
piBenb Bitaminy (20-30 ur/mia) ta y 4 (5,4%)
XBOPUX BU3HAUYaJacd HENOCTATHICTh BiTaMiHY
(awmxyae 20 HT/MaT).

CepenHiil BiK [iTeld, dKi MaJud ONTUMAJbHUH
piBenip BiTaminy, cranosus 11,26+0,95 poky, 3uu-
xkerauit — 9,33£0,63 poky, HemocTaTHIll —
8,25+1,88 poky (puc. 1).

[Ti1 yac omiHKM JAaHWX 3aJI€3KHO BiJl CTATI I0CTO-
BipHOI pi3nuili He BusBieHo. Tak, cepen 38 xJjomn-
YHKiB, SKUM Bu3HadeHo piBenb 25(OH)D, cepen-
Hilf TOKa3HUK cTaHoBUB 29,61+1,31 Hr/Mmu1, a cepen
36 piBuatok — 28,35+1,30 Hr/MmiL

3 aHayNi3y OTPUMAHUX [AaHUX 3aJEKHO Bij
nepiojly 3aXBOPIOBAHHS 3'sICOBAHO, MO B TEPiofi
pemicii cepexnniit pienbp 25(OH)D cranoBus
26,16+1,21 Hr/mJ, 1O JOCTOBIPHO HUXKYE
(p<0,05) mopiBHSHO 3 TOKA3HUKAMU MAIEHTIB
y 1epiojii 3arocTpeHHs 3aXBOPIOBAHHS —
29,85+1,04 ur/mu (tabu. 2).

Y mirTeii i3 cepeHbOTSIKKIAM 1 TSKKUM Tepebirom
3aXBOPIOBAHHS pe3yJbTaTH BHU3HAYeHHs PiBHSA
25 (OH)D craructuyHO He  BiIPi3HSIUCH.
Tak, cepeli XBOPHX i3 CEPEAHBOTSIKKAM 11epedirom
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Tabnuys 2
Bmict xonekanbuuchepony B cupoBarLi KpoBi giten,
XBOPMX Ha MyKOBIiCLIMA03, 3aNeXHOo Big nepiogy
3axBoproBaHHSA (Hr/mn)

Mepion 3axBoproBaHHSA .
3arocTpeHHs pemicia SAOR’I(:_'?:‘A'T"
n Mzm n Mzm -
57 | 29,85+1,04* |20| 26,16x1,21* 34,22+0,29
Ipumimiu: * — p<0,05 — pisHuI BipoOTiAHA BIAHOCHO MOKAZHWUKIB

narienTiB y nepioai pemicii ** — p<0,001 — pisuuis Biporijna BiHocHo
MTOKA3HWKIB 3/[0POBUX JITEN.

Tabnuys 3
BmicT xonekanbuudepony B cuposartui KpoBi aiiten,
XBOPUX HA MYKOBICLNA03, 3aJI€XHO Bif, KJIiHIYHOT
dopmun 3axsoproBaHHSA (Hr/mn)

®dopma 3axBOprOBaHHSA .
3 MaHKpeaTU4yHow | 6e3 naHKpeaTU4HOi 3“‘??:3'
HefoCTaTHICTIO HefoCTaTHOCTI l\nll+
m
n M+m n Mxm
72| 28,77+0,85* ** | 2 37,15+10,65 34,22+0,29

Hpumimxu: * — p<0,01 — pisuui BiporijiHa BiIHOCHO MOKA3HUKIB JiTeil
0e3 maHKpeaTHyHOi HemoctatHocTi; ** — p<0,001 — pisHus BiporigHa
BiJIHOCHO MOKA3HUKIB 3/10POBUX JliTeil.

(n=30) y cepentbomy piBeHb csiraB 29,5+1,26 Hr/mi,
a 3 TSHKKUM 11epebirom (n=43) — 29,9+1,2 ur/mr
Y nireit 3 naHKpeaTUYHOIO HEJOCTATHICTIO BiJl-
MidaBcsl 3HWXKEHUN PiBeHb XOJieKaJbIpepoIy,
skuii ctanoBuB 28,77+0,85 ur/mi. Y xBopux 3i
36epeskeHor0 (QYHKINE MiANUIYHKOBOI 31031
nedinury He BusiBieHo, a Bmict 25(OH)D 6ys
nocrosipro BummmM (p<0,01), (tabu. 3).
[Tposeneno nopisusinnst 25(OH)D cepen airei,
B akux BusHavaan ME-1, ta 3'gcosano, 110 B miTei
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3 TSOKKUM TIOPYIIEHHAM €K30KPUHHOI (hyHKITIT TTi/T-
NUTyHKOBOI 3a703u (Hmkde 100 HT/MT) y cepemHpo-
My 25(OH)D cranoBuB 24,67+1,33 wur/mui,
npu omipaomy nopytiensi (100-200 ur/mr) —
37,57%5,57 ur/mia (1abu. 4).

¥ 39 xBopux, gKi Ma y KOIporpami BUpasxe-
HYy CTeaTopelo, 10 BKa3yBaJO Ha HEJOCTATHICTDH
MaHKpeaTUYHUX (epMeHTiB, cepejHiii piBeHb
25(0H) D 06yB B3HWXKEHNWM Ta CTaHOBUB
27,95£0,98 ur/mi. Y THX, y KOro He OyJIO 3MiH
y kKomporpami (n=35), piBeHb BiTamiHy OyB
nocrarhim — 30,35+1,47 ur/mu (tabum. 4).

[yt BU3HAYEHHS 3aJIeKHOCTI MIiXK BMICTOM
25(OH)D y cupoBartiii KpoBi Ta (pyHKITi€TO JIereHb
y xBopux Ha MB Hamu 1opiBHAHO JlaHi criipome-
Tpii. ¥ miteit 3 ontumanbauM BMictom 25(OH)D
nokazuukn D3]] OGynu BUIUMH, a O3HAKU
0OCTPYKTUBHO-PECTPUKTUBHUX MOPYIIEHD —
MEHII BUPAXEHUMH, TOJI SIK MPU 3HUKEHOMY
piBui 25(OH)D nokasuuku cripomerpii 3HaA4HO
BUpisHsMCA B Gik 3MeHIIeHHs (TabJ1. 5).

BucHoBKu

Cepen obcrexxennx giteir 63,5% Mann 3HUKe-
HUU Ta HeJOCTaTHIM PiBHI XoJieKaJdbIpepoITy.
OtpumaHi afi MoKa3asu, MO HeJOCTaTHI PiBEHb
BiTaMiny D cnocrepiraBcs Haifyacriiie cepej
JITEell MOJIOMIIOTO IKIJTbHOTO BiKy MOPIBHSIHO
3 IITbMM 1HIITUX BIKOBUX TPYIL.

Y xBopux Ha MB y nepioni pemicii cepenniit
piserb 25(OH)D 6yB Hukunm y 1,14 pasza mopis-

Tabruys 4
BmicT xonekanbuundepony B cCMpoBaTLi KPOBi AiiTel, XBOPMX HAa MYKOBIiCLUA,03,
3aneXxHo BifA piBHA dpekanbHoi enacta3u 1 Ta HasBHOCTI cTeaTopei (Hr/mn)
®dekanbHa enacrtasa 1 Konporpama
200-100 (nomipHe HuXu4e 100 BUpaXeHa cTeartopes 3n°iﬁ°B'
NOpYLUEHHS) (TS)KKe nopyLUeHHS) cTeatopes BiACYyTHSA N’Il+ m
n Mzm n Mzm n Mzm n Mzm
8 37,57+5,57 24 24,67+1,33* 39 27,95+0,98** 35 30,35+0,79 34,22+0,29

Ipumimxu: * — p<0,05 — pisHuIlg BIpOTiIHA BiJIHOCHO MOKA3HWKIB AITEll 3 MOMIPHUM TOPYIIEHHSIM;

MOKA3HUKIB f1iTeil 6e3 creaTopei.

** — p<0,05 — pisHuIg BiporigHa BiHOCHO

Tabruus 5
Moka3HukM PpyHKLiT S0BHILUHbOIr0 AUXaHHS B AiTei, XBOPUX Ha MYKOBIiCLUA03,
3anexHo Bif piBHA xonekanbundepony B cCUpoBaTLi KPOBi
PiBeHb 25(0OH)D FEV1 FVC FEV1/FVC PEF
OnTtumansHwii (3050 Hr/mn) 90,05+3,95* 72,85+5,22** 94,56+2,43 65,78+9,0
3HuxeHwnit (20-30 Hr/mn) 77,33+4,67 62,88+6,5 92,44+5,46 57,65+9,83
HepocTarthicTb (1020 Hr/mn) 68,5+1,5 59,5+3,5 95,0+3,0 73,0£14,0
3popoBi Aitn 96,46+0,38 97,27+0,41 93,93+0,36 86,15+0,37

IHpumimxu: * p<0,001 — pisuui BiporijiHa BiHOCHO MAIIEHTIB i3 HeZOCTATHIM PiBHEM XOsIeKaIbIndepoty;

TIAIIE€HTIB i3 HEJIOCTATHIM PiBHEM XoJeKaIbiindepory.
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** p<0,05 — pi3HuUILA BipoTiiHA BiZIHOCHO
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HSTHO 3 MAIli€HTaMu, SIKi TlepeOyBain B 3ar0CTPeH-
Hi 3aXBOPIOBAHHS.

Y namieHTiB i3 TSOKKUM TOPYIIEHHSIM €K30-
KpuHHOI (yHKIii mignmuryHkosoi 3amosu (DE-1
Hipkde 100 Hr/Mr) BMICT XoJieKasbimdepoiy OyB y
1,5 pasa HIKYUM TIOPIBHSAHO 3 MITHMH, SKi MaJu
ceperaboTsmKKe ropyierns (100—-200 ur/mr).
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3 MITbMHU, IKI MaJId OIITUMAJIbHUI BMICT I[bOTO
BiTaMiHy.

Asmopu 3as61510mMb nPo 8I0CYMHIcmMb KOHPLIK-
my inmepecis.

1. Black PN, Scragg R. (2005). Relationship between serum 25-hydroxyvi-
tamin d and pulmonary function in the third national health and nutrition
examination survey. Chest. 128 (6): 3792—3798.

2. Chesdachai S, Tangpricha V. (2016). Treatment of vitamin D deficiency
in cystic fibrosis. The Journal of steroid biochemistry and molecular
biology. 164: 36—39.

3. Ferguson JH, Chang AB. (2012). Vitamin D supplementation
for cystic fibrosis. Cochrane Database of Systematic Reviews.
(4): 1=29.

4. Finklea JD, Grossmann RE, Tangpricha V. (2011). Vitamin D and chronic
lung disease: a review of molecular mechanisms and clinical studies.
Advances in Nutrition. 2 (3): 244—253.

5. Gombart AF. (2009). The vitamin D-antimicrobial peptide pathway
and its role in protection against infection. Future microbiology.
4(9): 1151—1165.

6. HallWB, Sparks AA, Aris RM. (2010). Vitamin D deficiency in cystic fibro-
sis. International journal of endocrinology. 2010.

7. Hughes DA, Norton R. (2009). Vitamin D and respiratory health. Clinical
& Experimental Immunology. 158 (1): 20—25.

8. Jassil NK, Sharma A, Bikle D, Wang X. (2017). Vitamin D binding protein
and 25-hydroxyvitamin D levels: emerging clinical applications. Endocri-
ne Practice. 23 (5): 605—613.

9. Marquette M, Haworth CS. (2016). Bone health and disease
in cystic fibrosis. Paediatric respiratory reviews. 20: 2—5.

10. Schrumpf JA, van Sterkenburg MA, Verhoosel JA, Zuyderduyn RM,
Hiemstra PS. (2012). Interleukin 13 exposure enhances vitamin

D-mediated expression of the human cathelicidin antimicrobial peptide
18/LL-37 in bronchial epithelial cells. Infection and immunity.
80 (12): 4485—4494.

11. Sexauer WP, Hadeh A, Ohman-Strickland PA, Zanni RL, Varlotta L, Hols-
claw D, Hadjiliadis D. (2015). Vitamin D deficiency is associated with pul-
monary dysfunction in cystic fibrosis. Journal of Cystic Fibrosis. 14 (4):
497—506.

12. Simoneau T, Bazzaz O, Sawicki GS, Gordon C. (2014). Vitamin D
status in children with cystic fibrosis. Associations with inflammation
and bacterial colonization. Annals of the American Thoracic Society.
11(2): 205—210.

13. Tangpricha V, Kelly A, Stephenson A, Maguiness K,
Enders J, Robinson KA; Cystic Fibrosis Foundation Vitamin D Eviden-
ce-Based Review  Committee. (2012). An update
on the screening, diagnosis, management, and treatment
of vitamin D deficiency in individuals with cystic fibrosis: evidence-
based recommendations from the Cystic Fibrosis Foundation.
The Journal of Clinical Endocrinology & Metabolism.97 (4):
1082—1093.

14. TangprichaV, Kelly A, Stephenson A, Maguiness K, Enders J, Robinson
KA; Cystic Fibrosis Foundation Vitamin D Evidence-Based Review
Committee. (2012). An update on the screening, diagnosis, manage-
ment, and treatment of vitamin D deficiency in individuals with cystic
fibrosis: evidence-based recommendations from the Cystic Fibrosis
Foundation. The Journal of Clinical Endocrinology & Metabolism, 97
(4). 1082-1093.

Cgezienus 06 aBTopax:

Ayaxvk Beponnka MuxaiinosHa — a.mef.H., npod., 3aB. kad. neanatpum Ne2 Buxnuukoro HMY nmenn H.W. Muporosa. Agpec: r. BunHuua, yn. Muporosa, 56.
HemsauuwmHa Banepus BanepbeBHa — acnvpaHT kad. neanatpumn Ne2 Bunnnukoro HMY umenn H.W. Muporosa. Agpec: . Bunnuua, yn. Muporosa, 56.

Cratbst noctynuna B pegakupmio 20.06.2018 r.; npuHsTa B neyvats 02.09.2018 .

ISSN: 1992-5891

MEPUHATONOMNA U NEAVATPUA. YKPANHA o MEPVHATONONIA | NEAIATPIA. YKPAIHA e PERINATOLOGY AND PEDIATRIC. UKRAINE

3(75) 2018

87



