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OuiHka BmicTy xonekansuudepony
B CMpOBaTLi KPOBI AiTen, XBOpUX Ha MyKOBIiCUMA03
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MeTa — ouiHuTL BMICT X0nekanbLundgepony B CUpoOBATLi KPOBi AiTeN, XBOPUX HA MYKOBICLNA03.

MauieHtn Ta mMetopu. 06CTEXEHO 74 ANTWHW, XBOPi Ha MYKOBiCUMAO3, BiKOM A0 17 pokiB. OuiHEHO CTaTb, BiK AiTei, (DI3NYHNIA PO3BUTOK, EK30KPUHHY
(pyHKLitO NiALLAYHKOBOI 3311031, (DYHKLIOHANBHWIA CTaH NereHb. BuaHa4eHo piBeHb XonekansLmdepony B CMpoBaTLi KPOBI yCiX XBOPUX. [N NOpiBHAHHS 06CTe-
)KEHO rpyny 340pOBUX AiTeil.

Pesynbtatu. CepeaHe 3HaueHHs xonekanbuudepony ctaHoBuno 28,9+0,86 Hr/mn. Cepen o6¢TexeHux fiteit 36,5% Manu onTuManbHNid piBeHb XoneKanbLn-
thepony, 58,1% nauieHTiB — 3HWXeHWIA, a y 5,4% XBOpPUX BM3HA4anacs HEAOCTATHICTb. Y nepiod pemicii cepedHiii piBeHb xonekanbundepony cknagas
26,16+1,21 Hr/mn, Wo JOCTOBIPHO HIKYe (p<0,05) NOPiBHAHO 3 MOKA3HMKaMN NaLieHTIB y nepiogi 3arocTpeHHs — 29,85+1,04 ur/mn. V Aiteit 3 naHkpearny-
HOK HeLOCTATHICTIO BiMI4aBCA 3HKEHUI BMICT Xonekanbuudepony — 28,77+0,85 Hr/mn. Y nauieHTis, ski Manu piseHb OE-1 Hux4e 100 Hr/Mr, xonekanb-
uncpepon craHosus 24,67+1,33 Hr/mn, a npu pisHi ®E-1 Big 100 go 200 Hr/mr xonekansuudepon caras 37,57+5,57 Hr/mn. Y fiTelt 3 ONTUMaNbHUM BMICTOM
Xonekanbunepony nokazHUKN gyHKLi 30BHILLHLOT0 AUXaHHA 6YNK BULLMMU, @ 03HAKU 0BCTPYKTUBHO-PECTPUKTUBHIX NOPYLUEHb — MEHLL BUPAXXEHUMU.
BucHoBku. Cepep 06¢cTexEHNX fiTen 63,5% Manu 3HWKeHUIA Ta HeA0CTATHIN PiBHI xonekanbuudepony. HenocTarHiil piseHb CocTepiraBcs HaiivacTile cepes
NiTeil MONOALLOro WKINbHOro BiKY. Y nepiodi pemicii cepefiHin piBeHb 6yB HK4UM Y 1,14 pa3a NOpiBHAHO 3 NOKA3HMKAMU Mif Yac 3aroCTPEHHs 3aXBOPHOBaH-
He. Y nauieHTiB i3 HU3bkum pisHem OE-1 BmicT xonekanbundepony 6ys y 1,5 pasa Hux4um. [Tokas3HUKI CnipoMeTpii B AiTel 3i SHIKEHUM PIBHEM XONeKanb-
umndepony 6ynu B cepefiHboMy B 1,3 pasa HKYUMM NOPIBHAHO 3 AiTbMU, AKi Maiu ONTUMasbHUIA BMICT LIbOTO BiTaMiHy.

Knio4oBi cnoBa: MykoBicLMA03, XonekanbLuepon, Aitu.

Evaluation of serum cholecalciferol in children with cystic fibrosis
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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.
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OueHka cofepXxaHua xonexanbumbepona B CbIBOPOTKE KPOBH AeTeil, 60NbHbIX MYKOBHCLUA030M
B.M. OynHuk, B.B. AemaHuniumHa
BWHHMLKNIA HAUMOHANbHbIA MegULMHCKIIA yHuBEpcuTeT nMenmn H.U. Muporosa, YkpanHa

Llenb — oueHNTb CoepXKaHne XonekanbLmdepona B CbIBOPOTKE KPOBHW [eTel, 60IbHbIX MyKOBUCLNL030M.

Mayunentol U metofbl. 06¢neaoBaHbl 74 pebeHka, 60/bHbIE MYKOBUCLMA030M, B Bo3pacTe A0 17 net. [poBeaeHa oLeHka nona, Bo3pacta, HU3n4eckoro
Pa3BNUTUS, 3K30KPUHHOI PYHKLIMM NOLKENYA0HHON XKenesdbl, (DYHKLNOHANBHOrO COCTOAHNA nerkux. OnpefeneH ypoBeHb XonekanbLudepona B CbIBOPOTKE
KpOoBM BCeX 60MbHbIX. [N cpaBHeHNs 06Cnef0BaHa rpynna 3[0pOBbIX AeTei.

PesynbTatbl. CpeaHee 3HaveHue xonekanbumdepona coctauno 28,9+0,86 Hr/mn. Cpean o6cnefoBaHHbiX feted 36,5% umenn ONTUManbHbINA
YpOBEeHb, 58,5% — CHWKEHHbIN, a 'y 5,4% 60/bHbIX ONpeAensanach HeA0CTaTO4HOCTb. B nepuoae pemMuccun cpefjHUi ypoBeHb xonekanbldepona coctaBus
26,16+1,21 Hr/mMn, 4T0 JOCTOBEPHO HuKe (p<0,05) MO CpaBHEHWO C nokasatensiMi 6OMbHLIX BO Bpems ocTporo nepuopa — 29,85+1,04 Hr/mn. Y petent
C MaHKpeaTn4eckon HefoCTaTOMHOCTbIO OTMEYANCA CHKEHHbIN ypoBeHb — 28,77+0,85 Hr/mn. Y nauuneHToB, KoTopble umenu yposeHb ®E-1 Huxe 100 Hr/wmr,
xonekanbunpepon cocrasun 24,67+1,33 ur/mn, a npu yposHe ®E-1 ot 100 go 200 Hr/mr xonekansuucpepon coctasun 37,57+5,57 Hr/mn. YV peteit
C ONTUMANbHLIM COLEPXAHNEM XOMneKanbLudepona nokasatenn YHKLUNN BHELIHErO [bIXaHWs Obinn Bbille, a NPU3HAKU 06CTPYKTUBHO-PECTPUKTUBHBIX
HapyLLUEHUIA MEHEE BbIPXKEHDI.

BoiBopbl. Cpean 06cneaoBaHHbIX feTeil 63,5% UMEnn CHUKEHHbIV 1 HEAOCTAaTOYHBIA YPOBHM Xonekansuudepona. HefocTaTouHbIA YPOBEHb HabmoLancs
yalle cpeay fLeTeit MNaALLero WKOMbHOTo Bo3pacTa. B nepuoje pemuccumn cpefHnii yposeHb 6bit HKe B 1,14 pasa no CpaBHEHWIO C nauyueHTamu B nepuoge
060CTpeHns 3a60/1eBaHNs. Y NaLMEHTOB ¢ HU3KIUM ypoBHeM DE-1 cofepxxaHue xonekanbuudepona 6110 B 1,5 pasa Huke. Mokasatenu CnupoMeTpumn y aeten
CO CHVDKEHHbIM YPOBHEM Xonekanbuudepona 6binu B cpeHem B 1,3 pasa Hvxe nokasatenei feTen ¢ ONTUMANbHbIM YPOBHEM 3TOr0 BUTAMMHA.

KnioueBbie cnosa: MykoBUCLMA03, Xonekanbunudgepon, feTu.
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BcTyn

ykosiciu103 (MB) — e cnagkose rene-

TUYHE MYJbTUCUCTEMHE 3aXBOPIOBaHHS,
10 Ypa)ky€ IepeBaskHO PecIipaToOpHUN TpakKT
i TpaBHy cuctemy. IIporpecytoua auxanbHa nuc-
(byHKITIS Ta eK30KpUHHA HEAOCTATHICTD Ty H-
KOBOI 3aJ7103W € BUPIMIAJbHUMHU JJIsT 11epediry
Ta Mporuo3y 3axsopiosanns [3]. barato dakropis
BU3HAYAIOTh (PYHKI[II0O PeCIipaTOPHOTO TPaKTy
npu MB. Ile —renetnunuii nedekr, GakrepianbHa
KOJIOHI3allisd JUXAJbHUX ILJISAXIB, iHIUBITyalbHA
CHPUNWHATAUBICTG  JIIKYBaHHS, HYTPUTUBHUN
cTaTyc TarfieHTa, comiagbi ymoBu [1]. [Tankpea-
TUYHA HEJOCTATHICTD i, K HACJI/I0K, IIOPYIIEHHS
BCMOKTYBaHHS KMPiB y XBopux Ha MB mpusso-
JUTH IO TIOTipIIEHHS BCMOKTYBAHHS >KMPOPO3-
YPMHHAX BiTaMiHis, Takux gk D, E, K, A.

Cepen xBopux Ha MB gmedinur Bitaminy D
€ nommpenum asuieM |6, 11]. 3a pesynbraramu
OCTaHHiX jpocikenb, y 90% xBopux cepen yciei
nonyJisaiii xBopux Ha MB BigMiuaetbes gedinur
Bitaminy D (amxue 30 ur/man) [3, 4, 6]. [Ipuynna
Takoro gedinury € 6ararodaxropHoio. Hegocrat-
HiCTh (DYHKIIIT MiIMTYHKOBOI 371031 — HAWTIONTH-
peHima mpuynHa aedinuTy Bitaminy D, kpim Toro,
JI0 IPUYUH TaKOX HaJlesKaThb 3MeHIIeHa eKCIIO3U-
i HAa COHI[, 3MEHIIEeHHS MiIIIKIPHOI XUPOBOI
KJIITKOBUHU (SK Jleno Bitaminy D) Ta BiTamin
D-3B'43y1040r0 NPOTEIHY, 3HUKEHHS TiJPOKCUIIO-
BanHs Bitaminy D y neuinri [13]. Ak i B 3aranbHii
MOy JISATL, /17151 OLIHKK cTaTycy BitamiHy D Buko-
PUCTOBYETLCS ~ BU3HAYEHHS  CUPOBATKOBOTO
25-rigpokcusitaminy D (25(OH)D). The Cystic
Fibrosis Foundation pekomeH/1ye mopiuHo Hanpu-
KiHIl 3uMM BU3HAuaTu KoHieHTpaiiio 25(OH)D,
aka Mae Oytu He Huskde 30 ur/mi [7, 11, 13].

Y nonaz 20 ¢BITOBUX AOCIIIPKEHHIX Y MAITI€H-
TiB i3 M B BusBJIeHO 3HUKEHUI pPiBeHb BiTaMiHy
D. Y nocnijpkeHnsx, npoBe/ieHnx y 1enTpax MB,
MOKa3aHo, 1o nonajx 90% maiienTiB MaloTh piBeHb
25(OH)D nmsxye 75 umoub /i (30 ur/ma). [Ipors-
rom octauHix 10 pokiB, 32 JAHUMW BEJTUKUX I1€H-
TpiB MB, BcTaHOBJIeHO 3arajbHYy TEHJEHIII0
no migsuiienns pisus 25(OH)D y cuposarii
KPOBI, 1110 MOKHA TOSICHUTHU MOJIIIIEHHSM JiKY-
BaHHS 3aXBOPIOBAHHS Ta Ii/IBUIIEHHSIM YBaru
J10 BiTaMiHHOTO CTaTyCy Malli€HTIB.

HesBaxawuu Ha MOCTIHHY MiATPUMKY PiBHS
BiTaminy D npernapatamu, CbOTO/IHI YaCTO Bi/IMi-
yaeTbcsl Horo gedinut. Yepe3 eK30KPpUHHY
MaHKpeaTuyHy HepocTatHicTb y 85-90% xBopux
Ha MB mnopynryeTbcs BCMOKTYBaHHSA KUPOPO3-
YUHHUX BiTaMiHiB, y TOMYy 4ucJi BitTaminy D.
[Mawientn 3 MB maioTh nopyieHy abcopOiio
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BiTaminy D pocimnnoro (Dz2) i TBapunrHOTo (D3)
noxojkenHst. Y pocrimkentsix Larket al. mokasa-
HO 3HUIKeHHst abcopObitii xo3u  Bitaminy D2
y mnarfientiB i3 MB, He3Ba)kaioun Ha MiATPUMKY
MaHKpeaTuyHUMU (hepMEeHTaMHU, PiBHI CUPOBATKO-
Boro Bitaminy D2 ta 25(OH)D omnakoBo Oyim
3HUKeHuMU [6].

OxpiM mopyIiieHb BCMOKTYBaHHS BiTaMiny D,
y MallieHTIB BiAMIYalOTbCcsA 3MiHW y Ipolleci
TIPOKCUTIOBAHHS BiTaMiHy B IEYiHIIi, 1110 MOTip-
nrye MeTabosi3M CHHTE30BAHOTO B Opraizmi
Ta abcOpOGOBAHOTO B MIJIYHKOBO-KUITKOBOMY TPaK-
i BitTaminy D. Meta6outism Bitaminy D y xBopux
Ha MB HemocTaTHbO BUBYEHUH, aje HEMPSIMi
JOCJI/I>KeHHST BKa3yloTh Ha ITPUCKOpPeHe BUBE/ICH-
H4 HIOTO 3 OpraHi3aMy /10 eTamy Ti[POKCUJIIOBaHHSA
25-TiZIPOKCUIIA3010 B TIEYiHIIi.

3MeHIIeHHSI HaKOMWYeHHS CHUHTEe30BAHOTO
Ta abcopboBanoro Bitaminy D moske BigOyBaTucst
yepe3 3HUIKEHHSI PiBHA Bitamin D-3B'sizytodoro
6inka (DBP) y xBopux na MB. Bigburicts
25(OH)D Ta 1,25-purinpokcusitaminy D 3B's13a-
Ha 3 DBP, a 10-15% — 3B'g3ani anbOymiHOM.
Menmie 1% Bitaminy D nupkysioe y BiibHOMY
crani [4]. Kuiniuni pocuaijpkeHHs IIoKasasu,
110 natienT 3 MB MaioTh HYKYMIT piBeHb TJI00Y-
aginy ta DBP, a Takox 3HUXKeHUIl piBeHb
25(OH)D mnopiBHSHO 3i 3/10pPOBUMHU JIOJBMH,
110, MOKJIMBO, TIOB'SI3aHO 3 TIOPYIIEHHSAM HYTPH-
TUBHOTO crarycy xBopux [8]. Oxpim Toro, DBP
IepPeHOCUThb BiTamiH D i3 KUIIEYHUKY B KUPOBY
TKaHUHY, 9Ka BUCTYIIA€E SIK Jlenio BiTaminy. OnHak
dbynkiigs DBP mie ne noswicTio BuBYeHa. Brucoka
KOHIleHTpallisd BisibHOTO DBP y cuposatiii Kposi
3/I0POBUX JTIO/Iel MOsKe (DYHKITIOHYBATH K pe3ep-
Byap st 25(OH)D.

VY mamientis i3 MB Takox 3HWKeHMT CUHTE3
eHyioreHHoro Bitaminy D B opraniami. ¥ HOpMasib-
Hiit nomyssiiii 90-95% neoOxigHoro Bitaminy D
Ha/IXOJIUTh YHACHIZIOK COHAYHOTO OINPOMiHEHHS
MIKipU. 3I0POBI JIIOIM OTPUMYIOTh HEOOXIIHY Kislb-
KicTpb BiTaMiHy D yHaACTIIOK €KCTO3UIlii BiAKPUTOL
MKipU PyK, obmadst abo Hir Ha coHii 2—-3 pasu
Ha THJKIIEHDb Y BeCiHHiil Ta miTHiit nepioan, 20—-25%
BiJl MiHIMaJIBHOI epuTeMHO1 /103U. bararo naiienTis
i3 MB yHUKaioTh COHSYHOTO CBiTJIa Yepe3 (DOTOUyT-
JIMBICTH YHACJIIOK 3aCTOCYBAHHS JICAKUX aHTHOIO-
THUKIB. 37I0POBI JIIOIM HAKOMUIYTOTh BiTaMiH D 1po-
TSATOM JIITHBOTO TIEPIOy Ta BUKOPUCTOBYIOTH TIPO-
TATOM YCi€l 3UMH, ajie B MaiieHTiB i3 MB depes
HE/IOCTaTHbO PO3BUHEHY KMPOBY TKAHUHY JICTIOHY-
BaHHs Bitaminy D myske o6mesxene [7].

Bitamin D Bijiirpae Ba;kJauBYy poJib y MiAITPUMIL
kicTkoBO1  Minepamizamii.  CyOonTuManbHUi
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piBenb cuposarkoBoro 25(OH)D moike mpusBo-
JIUTHU 10 PO3BUTKY BTOPUMHHOTO TillepriapaTupeoi-
JIU3MY Ta 3MEHIIEeHHS KICTKOBOI MiHepaJisailii,
a OT3Ke, /10 MiIBUIIIEHHS PU3UKY OCTeOolleHii, ocTe-
oropoay i nepesnomis [9]. Y pocrmimxeHHAX MOKa-
3aHo, 1o TskKuii gedinut Bitaminy D (25(OH)D
wuxde 10 Hr/mi) y a0opocaux XBOPUX Ha
MB cynpoBO/KY€ETbCS 3HMKEHOI MiHepaJisa-
Ii€0 KiCTOK cTerHa Ta xpedra MoPiBHIHO 3 MallicH-
Tamu, XBopuMu Ha M B, i3 Buniumu mokasHukaMu
Bitaminy D. 3a mammmu peectpy mnaiientiB CF
Foundation, y 2013 p. y 21% wmomoaux Jozeit
3 MB niarHocToBaHO ocTeoteHito [6].

Bitamin D Bizgirpae snauny poJib y 36epeskeHHi
dyuxii erens npu MB. 3a ganuvu Third Natio-
nal Health and Nutrition Examination Survey
(NHANES IIT), BusBsieHO TTO3UTUBHY KOPEJISIIIi0
Mix piBHem cupoBatkoBoro 25(OH)D Ta nerene-
BOIO (DYHKITI€TO, SIKY OI[iIHEHO TIOKa3HMKAaMU CITipo-
metpii (FEV1 ta FVC). ¥ nocuaikeHHax okasa-
HO, 1110 BUIIl TOKa3HUKU PiBHA BiTaMiny D acorii-
OBAJMCA 3 KpalllUMW TOKa3HUKaM¥u (DyHKITI1
JieTeHb Ta HUKYUM PiBHEM JIeTeHEeBUX YCKJIATHEHD
y XBOpUX Ha OpPOHXIaJbHY acTMy Ta XPOHIUHI
0OCTPYKTUBHI 3aXBOPIOBAHHS Jiererb [1].

William et al. y gocuijzkeHHSIX BUSIBJICHO 3HAY-
HY KOpeJjdlliio MiXX PpiBHEM CHUPOBATKOBOTO
25(OH)D Ta sereneBoio (hyHKINIEID XBOPHUX Ha
MB. Tax, KopeJisiist 0yJia CUIBHIIION st TOKa3-
nukiB FEV1 i FVC, g manienTiB ki Maju MyTa-
mito AF508 y romosurornomy crani ta assi oci6
yoJioBivuoi ctati [11].

[TamienTn 3 MB MaioTh miaBUINEHUN PU3UK
BUHUKHEHHS XPOHIUHOI JiereHeBol iH(dekIii, gKa
4acTo norpedye JiKyBaHHs B yMOBaX JiKapHi BHY-
TPIIHBOBEHHUMHU aHTUOiOTHKaMu. Bitamin D
MiABUTIY€E (DYHKITIIO BPOKEHOTO IMYHITETY TIJIS-
XOM CTHMYJISIIIIi CHHTE3y aHTUMIKPOOHUX TIETTH-
miB, Takux stk joxckkuii Katemainuand (hCAP18,
a6o LL-37) [5]. Mikpoopratismu, 1o ImoTpar.is-
I0Th y JAMXaJbHi HUISXH, 3B'a3yioThes 3 toll-like
perenTopamMu, siKi 3HaXOAThCS Ha aJIbBEOJIIPHUX
Makpodarax, Ta TABUNIYIOTH  PETYJSIIIIO
1o-rigpoKkcuiIasu, a e IPU3BOIUTH 10 30iIbIIeH-
Hs mpoaykmii Bitaminy D (1,25(OH)2D)
ta perenitopa Bitaminy D (VDR). JlokampHa mipo-
aykiist 1,25(OH)2D moske iHayKyBaTh CHHTE3
KaTeJinmuanay MakpodaraMu Ta MOHOIIUTAMU,
SKUI eJTIMIHy€ TaTOreHHNX 30YIHUKIB, TAKUX SK
Pseudomonas aeruginosa ta Bordetella bronchisep-
tica [2]. Bitamin D takox nmpuBOUTb 0 3HUIKEH-
Hs PiBHS Npo3allaJbHUX IUTOKIHIB Ta /0 3MeH-
IIEHHS [IpoIecy B GPOHXOJIETEHEBIN CUCTeMi XBO-
pux Ha MB. PiBensp 3amambHUX MapKepiB, TaKUX
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sk ¢akrop Hekposy nmyxauau-o, (TNF-o) ta intep-
serikia-6 (IL-6), MoxHa 3HAYHO 3HU3UTH 3a JIOTI0-
MOTO0 3aCTOCYBaHHA BUCOKUX 103 Bitaminy D [10].

Y xBopux Ha MB icaye Bupaskenuii pedimut
Bitaminy D, mo mae 6aratodakTopHe IOXOIKEeH-
HSl — HEIOCTAaTHE HAJXOJKEHHs WOro 3 TxXelo,
HEJIOCTATHE JIETIOHYBAHHS1, 3HUKEHHST €H/IOTeHHO-
rO CUHTEe3y BiTaMiHY TiJI Ii€f0 COHIYHOTO OIPOMi-
HEHHs. 3 OrJsily Ha Te, 1m0 Bitamin D Ta iioro
Mertabositi OepyTh aKTUBHY y4acTh B iHiIfamii
3aXMCHUX MeXaHi3MiB pecHipaTOPHOTO TpPaKTy,
KOHTPOJb Ta MATPUMKA HOTO PiBHSA B JOCTATHIX
Me’KaX € Ha/I3BUYAWHO BOKJIVMBUM 3aBJIAHHSAM JIJIST
JIIKapiB Ha CHOTO/IHI.

Mema nocnijpkeHHS — OIIIHUTU BMICT XOJe-
KasbIndeposy B CUPOBATI KPOBI JIiTEN, XBOPUX
Ha MB.

Martepianu Ta MmeToam AOCAIAKEHHS

O6c¢rexeHo 74 qutian, XBopi Ha M B, BikoM 10
17 pokiB. Omineno crartb, BiK miTedt, (isnanmii
PO3BUTOK, €K30KPUHHY (DYHKIIIO ITiANIITYHKOBOI
3aso3n (dekanpia enacraza 1 (DE-1), neiitpasib-
HUW KUP y Komporpami), HyHKIIOHAIbHUN CTaH
nerens (FEV1, FVC, FEV1/FVC ta PEF). Busna-
vyennst piBast 25(OH)D y cuposartiii KpoBi naitien-
TiB NPOBEAEHO B JITHI Micsmi (JTUIEHb-CEPIIEHD)
iMyHO(epMeHTHUM MeTOI0M 3a HabopoM «25-OH-
Vitamin D-ELISA» (BioVendor, Himeuunna)
BI/IMIOBITHO /10 HCTPYKILiT (hipMU-BUPOOHUKA.

Orpumani pe3yIbTaTi iHTEPIPETOBAHO SIK «HEI0-
CTaTHICTb» TIpu 3HaveHHaX Huxkde 20,0 Hr/mi,
«3HWXKeHu piBeab» — 20,0-29,9 ur/mi, «onTu-
MaJibHUT piBeHby> — Bij 30,0 Hr/™mu [14].

CriipoMeTpilo TPOBENEHO YCIM JITSIM BIKOM Bifl
d POKIiB JJid BU3HAUeHHsS (DYHKIL 30BHIITHBOTO
nuxaHHs. /[y mpoBeieH s ciipoMeTpil BUKOpHCTa-
HO KoMIT foTepHwmii criiporpad «Spirolab I111° MIR».

o Tpynu pociiipkeHHsT BKJIIOUEHO JiTeid, XBO-
pux Ha M B, B 9KUX MiATBEP/KEHO /1iaTHO3 /IBOMA
MO3UTUBHUMHU TMOTOBUMK TIpoGamu Ta/abo Busi-
Bieno myramio reHa CFTR # wkminiuni mposiBu
3aXBOPIOBAHHS.

Kpurepii BuK/IIOUEHHS: AiTH 3 Ti03pOI0 Ha
MB, ne miaTBep/KeHUN ABOMA TO3UTUBHUMU
HOTOBUMU IIPOGaMU Ta,/ab0 BUSIBJIEHOIO MYTAIi€10
rena CFTR.

3 MeTOI0 TOPIBHSAJIBHOTO aHai3y Pe3yJbTaTiB
obcTexentst xpopux Ha MB jmocrimkeno rpymy
(n=40) TpakTUYHO 3/I0POBUX JIiT€H, IKUM BUKO-
HAHO BeChb KOMILIEKC KJIHIYHUX, OiOXIMiYHUX,
a TAaKOK IHCTPYMEHTAJIbHUX JTOCJI/IKEHb.

ocriskeHHs: BAKOHAHO 3Ti/HO 3 TPUHIIMIIAMU
lennsciaceroi [dexmaparii. IIpotokon pocmimken-
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Hg yxBaJeHo JIOKaJbHUM €TUYHUM KOMiTETOM
3a3HaueHux y pobori ycranoB. Ha mposementst
JOCJII/IPKEHb OTPUMAHO TOiH(MOPMOBAHY 3TOMIY
6aTbKiB miTeit (a6o IXHIX OMiKYHIB).

OTpumani pesysibraTd CTATHCTUYHO 0OPO6-
JIeHI 3a JIOTIOMOTOI0 CTAaTHUCTUYHOI CHUCTEMU
«IBM SPSS Statistics» Bepcist 12 i3 3acTocyBaH-
HSIM TTapaMeTPUYHUX 1 HemapaMeTPUYHUX MeTO/IiB
OI[IHKU OTPUMAHUX Pe3yJIbTaTiB.

PesynbTatn AocnimpkeHHs Taix 06roBopeHHs

ITpoBemenuit anamiz 3a CTaTTI0O Ta BIKOM
MoKaszaB, IO cepel O00CTeKeHWX miTell OyJIo
38 (51,7+5,35%) xmomuukiB ta 36 (48,3+5,35%)
miBuaTok. CepeHiii Bik 00CTEKEHUX CTaHOBUB
9,39£0,535 poky.

YcraHoBjieHo, 10 cepel 00CTeKeHMX iTeil
nepeBakasa (popma 3 TAHKPEATUIHOIO HEJOCTATHI-
ctio (96,6£1,94%), i nume 2 (3,4%) nuTuHU He
MaJTi TMaHKPeaTUYHOl HeJIO0CTAaTHOCTi. Y Iepioi
3arocTpenHst xBopobu obereskero 54 (77,0£4,51%)
autuny, y pemicii — 20 (23,0+4,51%).

Busnauennss ME-1 g ominku ¢yHkiii mi-
MJIYHKOBOI 3aJ103W TIPOBejieHo 36 miTaM. 3 HUX
y 4 (11,1%) DE-1 6yna B Mexax HopMu (TIOHA]
200 mxr/kr), 8 (22,2%) niteit Masu TTOMipHE TIOPY-
mernst (200—-100 mMxr/kr), a 24 (66,7%) — TsKKe
nopymienns dynkiii (Huxkde 100 MKr/Kr).

[l BusHayenHs pyHKIlii miaImIyHKOBOI 3a710-
31 HAMW TIPOBEIEHO OIIHKY Pe3yJabTaTiB KOIPO-
rpamMu, a caMe: BU3HAYEHHS KiJIbKOCTI HEHUTpaJib-
HOTO KUY B KaJi. Tak, cepes 06CTeKeHNX TaIlieH-
TiB y 39 (52%) XBOPHX BUSIBJIEHO BUPAsKEHY CTea-
Topero (HelTpasibuuii Kup +++), a y 35 (48%)
XBOPHUX cTeaTopei He 6y10 (HeHTpaJIbHUi Kup ++
Ta MEHIIIe).

[Tiz vac otiHKY CrIipoMeTpii BpaX0BaHO MOKA3HU-
ku FVC, FEV1, FEV1/FVC Tta PEE Ilokasnuku
dynxiii 3oBHimHboro muxanus (DO3/1) cepen xBo-
pux Ha MB giteii Oyin HUKYMME TOPIBHSIHO 3
nokazHukamu 310poBux aiteit. [lopymenns D3]] 3a
PECTPUKTHBHO-OOCTPYKTUBHUM THIIOM CIIOCTEpIira-
nocs B 13 (24,1+5,82%) niTeit, 3a peCTPUKTUBHUM —
y 5 (9,26+£3,95%), 3a obcrpyktusanm — B 1 (1,85%)
XBOPOTO. Yci marieHTr Gy B epiojii 3aroCTPEHHSL.

CepeniHi 3HaYeHHS ITOKA3HUKIB CITIpOMETPil
3aJIEKHO BiJ| TSXKKOCTI 1mepebiry XBopoOu HaBeje-
HO B Tabsuti 1. Y miteii 3 TsSoKKUM riepebirom XBo-
pobu mokazuuku FVC, FEV1, FEV1/FVC 6yim
HIJKYUMU TIOPIBHSHO 3 JIITBMU 13 CEPEHBOTSIK-
KUM 1epebirom.

Cepenne 3nauennst 25(OH)D cepen maitienTis,
xBopux Ha MB, 32 oTpUMaHUMU JTaHUMU, CATAIIO
28,9+0,86 Hr/Mu Ta OyJI0 JOCTOBIPHO HUKYKMM 32
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Tabnuys 1
Moka3Hukn cnipomeTpir pgiten,
XBOPUX HA MYKOBICLMA03, 3aNeXHO
Bif, TAXKOCTI nepe6iry (M+m, %)

Moka3HuK Mepeb6ir mykoBicungo3sy 3poposi
cnipomeTpii | cepefHbOTSXKUN | TSHKKUM 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 BiporijiHa BiZIHOCHO TSKKOTO CTYIIEHS;
** —p<0,05 pisHuI BiporijiHa Bi/IHOCHO TS3KKOTO CTYIIEHSI.

12 11,26

8,25

OnTtumanbHWit
(30-50 Hr/mn)

cybonTumManbHNii
(20-30 Hr/mn)

HepocTaTHicTb
(10-20 Hr/mn)
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Puc. 1. CepefHiii BiK LiTeil, XBOPMUX HA MYKOBICLMA03, 3a/1EXHO
Bif piBHa 25(0H)D

noka3zHuUK Tpynu 3xopoBux aiteir (p<0,001),
10 BKa3y€ Ha HeJOCTaTHICTb BiTaMiHy y XBOPHUX
(3a cywacHumm pexoMeHpgaiigsmu OpraHisaiii
mykosiciugosy CIHIA (CF Foundation) pisenb
25(OH)D ne mae 6ytu auxde 30 Hr/mi [11]).

Cepen o6Gcrexenux giteir 27  (36,5%)
Masiu ontuMmanpnuii piserb 25(OH)D (Bure
30 ur/mn), 43 (58,1%) mutuHu — 3BHUKEHUI
piBenb Bitaminy (20-30 ur/mu) ta y 4 (5,4%)
XBOPUX BHM3HAYajacs HEAOCTATHICTb BiTaMiHy
(nuzkye 20 Hr/mo).

Cepenniil BiK JiTeld, gKi MaJud ONTUMAJTbHUI
piBenb BiTaminy, ctanosus 11,26+0,95 poky, 31u-
xkeanit — 9,33+0,63 poky, HemocTraTHil —
8,25%1,88 poky (puc. 1).

[Tiy yac omiHKYM JAaHWX 3aJI€3KHO BiJl CTATI I0CTO-
BipHOI pi3HUIl He BusBIeHo. Tak, cepen 38 xJon-
YHKiB, IKUM BudHaueHo piBerb 25(OH)D, cepen-
Hilf TOKa3HUK cTaHoBUB 29,61+1,31 Hr/Mu1, a cepen
36 miBuatok — 28,35+1,30 Hr/MiI.

3 aHaji3y OTPUMAHUX JIAHUX 3aJIeKHO Bif
mepiojly 3aXBOPIOBAHHS 3'SCOBAHO, 1O B TEPioi
pemicii cepexnniii pisenp 25(OH)D cranoBus
26,16%£1,21 H©r/mMi, 1O JOCTOBIPHO HUXKYe
(p<0,05) mopiBHSAHO 3 TOKa3HUKAMM TAI[iEHTIB
y Tepiofi 3arOCTPeHHS 3aXBOPIOBAaHHSI —
29,85%1,04 ur/mu (tabu. 2).

V miTeii i3 cepeHbOTSIKKIM 1 TSKKIM TIepebirom
3aXBOPIOBAHHSI Pe3yJbTaTH BU3HAYEHHs PiBHS
25 (OH)D cratuctuyHo He BiIPi3HSAIUCH.
Tak, cepel XBOPHX i3 CEPEAHBOTIKKUM HepeOiroM
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Tabauys 2
BmicT xonekanbuucpepony B cupoBarLi KpoBi giten,
XBOPMX Ha MYKOBIiCLMA03, 3aNeXHOo Bif nepiogy
3axBOpPOBaHHA (Hr/mn)

Mepiop 3axBoproBaHHSA e
3arocTpeHHs pewmicis SnO?niB':‘mm
n Mm n Mm B
57 29,85+1,04* 20| 26,16+1,21* 34,22+0,29
Hpumimku: * — p<0,05 — pisuuid BiporifHa BiJIHOCHO MOKA3HUKIB

narieHTiB y nepiozi pemicii ** — p<0,001 — pisnuig BiporizHa BisHOCHO
[TOKA3HUKIB 3/I0POBUX JIiTEIl.

Tabruys 3
BmicT xonekanbuudepony B cupoBarTLi KpoBi AiTen,
XBOPUX HA MYKOBICLMA,03, 3aJ1I€XHO Bif, KIiHIYHOT
dopmu 3axBOoplOBaHHSA (Hr/mMmn)

dopma 3axXBOPIOBaHHS )
3 MaHKpeaTM4yHol | 6e3 naHKpeaTU4HOI 3”9p°B'
HeAoCTaTHICTIO HeAoCTaTHOCTI I\AII::1
n Mzm n M+m
72 | 28,77+0,85% ** 2 37,15+£10,65 34,22+0,29

Hpumimru: * — p<0,01 — pizuuI BiporijHa BiIHOCHO MOKA3HUKIB JiTei
6e3 mankpearnynoi Hegocrarnocti; ** — p<0,001 — pisaurt Biporigma
BiJIHOCHO ITOKA3HUKIB 3/I0POBUX JIiTEIl.

(n=30) y cepemrboMy piBeHb csiraB 29,5+1,26 Hr/mi1,
a 3 TsSKKUM Tiepebirom (n=43) — 29,9+1,2 ur/m.
VY nite#t 3 maHKpeaTUYHOIO HEOCTATHICTIO BiJl-
MiuaBcsl 3HWKEHUH pPiBeHb XoJieKajabludepody,
sakuii cranoBuB 28,77+0,85 Hr/mi. Y XxBopux 3i
36epeskeHo0 (PYHKINE MiANUIYHKOBOI 3a/1031
nedimury He BUsBIeHO, a BMmict 25(OH)D 6ys
pocrosipHo summumM (p<0,01), (tab. 3).
[Tposeneno nopisusinmst 25(OH)D cepen aitei,
B akux BusHavasn ME-1, ta 3'acosano, 1110 B aiTeit
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3 TSKKUM TIOPYTIEHHAM eK30KPUHHOI (DYHKITIT TTij1-
NUTYHKOBOI 3as1031 (Huskue 100 Hr/MT) y cepesiHbo-
My 25(OH)D cranoBuB 24,67+1,33 Hr/mi,
npu nomipuomy nopyuienti (100-200 ur/mr) —
37,57£5,57 ur/mi (1abu. 4).

Y 39 xBopux, AKi Ma¥ y KOIIpOTpaMi BUpaxke-
HYy CTeaTopero, 10 BKa3yBaJO Ha HEIOCTATHICTb
MaHKpeaTUYHUX (EPMEHTIB, cepeaHill piBeHb
25(0OH) D 06yB B3HWKEHMM Ta CTaHOBHB
27,95+0,98 ur/miu. Y THX, y KOro He OyJ0 3MiH
y komporpami (n=35), piBeHp BiTaminy OyB
nocrtaraiMm — 30,35+1,47 ur/mu (tabu. 4).

[l BU3HAYeHHS 3aJIeKHOCTI MiXK BMICTOM
25(OH)D y cupoBartiii KpoBi Ta (HyHKITI€IO JIeTeHb
y xBopux Ha MB Hamu mopiBHSHO maHi criipome-
Tpii. ¥ mireit 3 ontumanpium Bmicrom 25(OH)D
nokasuuku MD3]J[ Oyiau BUIUMHU, a O3HAKH
0OCTPYKTUBHO-PECTPUKTUBHUX MOPYIIEHb —
MEHIIl BUPAXEHUMU, TOMi SIK TPU 3HUKEHOMY
piBui 25(OH)D mnokasuuku cripoMeTrpii 3HAYHO
BUPIi3HAIUCS B OiK 3MeHIeHHs (Tabir. 5).

BucHoBku

Cepen obcresxenux giteii 63,5% Maniu 3HUKe-
HUM Ta HeNOCTaTHIM PiBHI XoJekanbiindepory.
OTpuMmani gaHi MMokasaJjiu, o HeJOCTaTHIl piBEeHb
BitTaminy D cnocrepiraBcss HaliuacTiiie cepen
JiTell MOJIOAIIOTO IKIJIBHOTO BiKy MOPIBHSHO
3 IiTbMU 1HIINUX BiKOBUX TPYII.

Y xBopux Ha MB y nepiozi pewmicii cepenniit
piBernb 25(OH)D 6yB Huwkuum y 1,14 pasa mopis-

Tabnuys 4
BmicT xonekanbumndepony B cupoBaTui KpOBi AiiTel, XBOPUX Ha MyKOBIiCLUA03,
3anexHo Big piBHA dpeKanbHOI enacta3n 1 Ta HagaBHOCTI cTeaTopei (Hr/mn)
®dekanbHa enacrasa 1 Konporpama
200-100 (nomipHe Huxue 100 BUpaxceHa cTteatopes Snzﬁ_om
nopyLUeHHs) (TXKKe nopyLueHHs) cTeatopes BiiCYTHSA Mm
n M=m n M+m n M=m n Mxm
8 37,57+5,57 24 24,67+1,33" 39 27,95+0,98** 35 30,35+0,79 34,22+0,29
IHpumimru: * — p<0,05 — pisHuI Bipori/Ha BiJIHOCHO MOKA3HUKIB AiTell 3 MOMipHUM TOpymIeHHsaM; ** — p<0,05 — pisHuIs BiporijiHa BiIHOCHO

MOKA3HUKIB AiTelt 6e3 creatopel.

Tabnuus 5
Moka3Hukn PyHKLIT 30BHILLHBOIO ANXaHHS B AiTei, XBOPUX Ha MYKOBiICLMA03,
3anexHo Big piBHA xonekanbuudepony B CUpoOBaTLi KPOBi
PiseHb 25(0OH)D FEV1 FVC FEV1/FVC PEF
OntumansbHui (30-50 Hr/mn) 90,05+3,95* 72,85+5,22** 94,56+2,43 65,78+9,0
3HuxeHW (2030 Hr/mn) 77,33+4,67 62,88+6,5 92,4445 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
3[0poBi AiTn 96,46+0,38 97,27+0,41 93,93+0,36 86,15+0,37

IHpumimru: * p<0,001 — pisHuIst BiporifHa BiAHOCHO MAMIEHTIB i3 HEIOCTATHIM piBHEeM Xouaekanbimbepoy; ** p<0,05 — pisHuI BiporigHa BiIHoCHO

NAIi€HTIB i3 HejlocTaTHIM PiBHEM XOJIeKaIbINDEPOILy.
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HSTHO 3 TIaIli€EHTaMU, sIKi Tlepe0yBajii B 3aTOCTPEH-
Hi 3aXBOPIOBAHHS.

Y namienTiB i3 TSAKKUM IOPYHIEHHSIM €K30-
KpuHHOI (yHKIii mignuynkoBoi 3ano3u (DE-1
mwkye 100 Hr/Mr) BMicT Xostekasbimdeposy OyB y
1,5 pasa HWKYMM TIOPIBHSIHO 3 MITBMH, SIKi MaJu
cepenHboTsLKKe opytieHHs (100—-200 vr/mr).

JNNITEPATYPA
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ITokaznukn FEV1 ta FVC y mnanienris
i3 HejlocTaTHICTIO XOJIeKabIndeposry Oyiu 3H1-
skeaumu B 1,3 Ta 1,2 pasa BiJIMOBI/IHO MMOPIBHSIHO
3 JITbMHU, IKi MaJId ONTUMaJbHUN BMICT ILIbOTO
BiTaMiHy.
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