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FEATURES OF VITAMIN D PROVISION OF CHILDREN
WITH CYSTIC FIBROSIS RESIDING IN THE SOUTH OF RUSSIA IN SUMMER
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B nccneposaHue BkitodeHo 30 naumeHToB ¢ MykoBucumaosom (MB) (cpegHuin Bo3pacT 8,3%5,1 net) u 30 340p0BbIX
neten (cpegHuii Bo3pacT 7,1%5,3 neT), npoxmsatowwmx B CTaBpononbCkoM Kpae B neTHee Bpems roga. OueHka obecneyeH-
HOCTM BUTaMnHom D npoBoamnack no cogepxanuio kansumamona — 25(0H)D B nna3me KpoBu.

HepocTtatoyHocTb BUuTamuHa D meHee 30 Hr/mn obHapyxeHa y 15 (50,0 %) 605bHbIX MykoBUCcLMA030M 1Yy 4 (13,3 %) 300-
poBbix geTein. YposeHb 25(0OH)D nauneHToB ¢ MB, He nonyyatowmx npenapaTbl BuTamuHa D, coctansan 15,9 [12,6—-17,1] Hr/
M, Y 300POBbIX aeTen — 24,6 [19,8-29,9] Hr/mn (p=0,001). CpegHsas cannemeHTauMoHHas o3a xonekanbumdepona y na-
umeHToB ¢ MB coctaensna 3080,0+257,7 ME/cyTku, y 300poBbix aetein — 1468,8+132,8 ME/cytkn (p=0,0007), npn aTom
obecnevyeHHOCTb BUuTammHoM D 6onbHbix ¢ MB 6bina 32,3 [25,9-36,7] Hr/mn, a 300poBbix aeten — 36,7 [34,1-48,9] (p=0,03).
YpoBeHb BUTamuHa D B CbIBOPOTKE KOppennpyeT ¢ BO3pacToM (B rpynne geten ¢ MB r=-0,47, p=0,009, B KOHTPOJSIbHOW rpyr-
ne — r=-0,44, p=0,016).

MckniounTenbHO eCTeCTBEHHAs MHCOIALMS HE MO3BOJISIET NOAAEPXNBATL ONTUMasbHbI ypoBeHb 25(0OH)D cbiIBOPOTKM HK
y 300pOBbIX AeTein, H1 y 6onbHbIX MB. MNpenapaTtbl xonekanbundepona adpdekTMBHO BOCCTaHABNMBaOT 06eCne4YeHHOCTb BU-
TamuHom D, ogHako [o3a fonmkHa nogdbupatecs nHamemayansHo. O6ecnevyeHHOCTb BUTaMmnHoM D naumeHToB ¢ MB 3aBucut
OT BO3pacTa, BepoATHOCTb Aeduumta ButammHa D Bo3pacTtaeT no Mepe B3pocneHns pebeHka.

KnroueBsbie cioBa: MykoBucunaos, sButamuH D, 25(0H)D, npogunakTnyeckas 4o3a, XonekaabLumpepos

The study included 30 patients with cystic fibrosis (CF) (average age 8.3+5.1 years) and 30 healthy children (average age
7.1£5.3 years) living in the Stavropol Territory in summer. Assessment of vitamin D availability was based on the content of
calcidiol in blood plasma.

Vitamin D deficiency of less than 30 ng/ml was found in 15 (50.0 %) patients with cystic fibrosis and in 4 (13.3 %) healthy
children. Level 25 (OH) D of patients with CF not receiving vitamin D preparations was 15.9 [12.6-17.1] ng/ml, in healthy
children — 24.6 [19.8-29.9] ng/ml (p=0.001). The average supplement dose of cholecalciferol in patients with CF was
3080.0+257.7 IU/day, in healthy children — 1468.8+132.8 IU/day (p=0.0007), while vitamin D provision in patients with CF
was 32.3 [25.9-36.7] ng/ml, and that of healthy children was 36.7 [34.1-48.9] (p=0.03). Serum vitamin D levels correlate
with age (in the group of children with CF r=-0.47, p=0.009, in the control group r=-0.44, p=0.016).

Exceptionally natural insolation does not allow to maintain the optimal level of 25 (OH) D serum in healthy children or in
patients with CF. Taking cholecalciferol effectively restores the supply of vitamin D, however, the dose should be selected
individually. The availability of vitamin D in patients with CF depends on age; the older the child, the higher the probability of
vitamin D deficiency.

Keywords: cystic fibrosis, vitamin D, 25(0OH)D, prophylactic dose, cholecalciferol
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WMT - nHaekc maccel Tena

MB - mykoBucunzos

CFTR - Cystic Fibrosis Transmembrane conductance Regula-
tor - 6enok perynatop TpaHcMeMb6paHHOW NpPOBOAMMOC-

TV NPU MYKOBUCLMA03€, @ Tak)Ke Ha3BaHWe reHa, Ko-
avpytolero aToT 6enok
25(0OH)D - kanbumnaunon

xenyno4yHon xeneabl — cystic fibrosis, CF) —

O[HO N3 CaMbIX PacnpoOCTPaAHEHHbIX MOHOIE€H-
HbIX 3a0oneBaHuii cpean Nuy eBPOoNeonaHon pachl,
pe3Ko cokpaljalowee nNpoao/KUTESNIbHOCTb U Kavye-
CTBO XU3HU 0e3 ageKBaTHOro nevyeHus. AucdyHkuus
CF-TpaHCcMeMOpaHHOro perynasaropa npoBOAUMOCTHU
(CFTR) npuBOAMT K NAaTOJIONMYE€CKON HEMPOHNLLAEMO-
CTU KaHaJ0B AJiIs MOHOB XJ10pa npu runepaécopouumn
HaTpus, 4YTO Bbi3biBaeT 06€3BOXMNBaHNE U YBenu4ve-
HUe BA3KOCTU CEKPEeTOB BCEeX 3K30KPUHHbIX Xesnes
[1]. MHOrooGpa3ne BapMaHTOB KJIMHUYECKNX NPOSB-
nexHuin MB (xpoHunyeckasa nHdekumnsa BepxHNX u HAX-
HUX AbIXaTesibHbIX NYTe, 3K30KPUHHAsA U SHAOKPUH-
Hass HeAOCTaTOYHOCTb MOAXKENYyAO4YHOU XXenes3bl,
naTtoJsiornsi renaTtoouIMapHo CUCTEMbI, MOpaXxeHue
XeNnyao4yHO-KULLIEYHOro TpakTa, MyXckoe Oecnio-
ave, cuHapom nceepo-baptrepa u ap.) onpepnens-
€TCHl LUIMPOKUM CMNEKTPOM reHeTU4eCKUX BapuaHToB
reHa CFTR [1, 2].

MB conpoBoxaaeTcst CHUXeHnem abcopbunm n pas-
HOOOpa3HbIMM HapylleHusMu mMetabonmama BUTaMUHa
D. CoBpeMeHHble nuccnenoBaHms nokasblBaloT, 4To 60-
nee 90 % nauneHToB NMeT ypoBeHb 25(0OH)D cbiBOpOT-
ku kpoBu meHee 30 Hr/mn (75 Hmonb/n) [2-4]. B cBa3u ¢
TeM, 4TO B NOCNEeHEE BPEMS CTaNO U3BECTHO O MHOIMO-
obpasnn HekanbUUeMnyeckux @yHkUMn BuTammHa D,
MOXHO C YBEPEHHOCTbIO FOBOPUTbL O Takmx Hebnaronpu-
ATHbIX MNOCNEeACTBMSX ero geduumta y 6onbHbix MB, kak
NMPOrpeccrupoBaHme XPOHUYECKON UHODEKLNN BEPXHUX
N HUXHUX ObIXaTeNbHbIX MYTEN, CHUXEHWE MbILLEYHOMN
cunbl, 0OCTEONOPO3 [2, 5, 6].

OcobeHHOCTN  reorpaduyeckoro  pacrosioxeHus
Poccun 06ycnoBnmBaioT LUMPOKOE pacrnpocTpaHeHue
nedpunumta ButammnHa D y HaceneHus [6], HO y NauMeHToB
¢ MB pedvumt ButamuHa D onpepensertcs Takxke O0-
noAHUTENbHBbIMK dhakTopamn pucka [4, 7, 8]. B nepsyio
oyepenpb BTOPUYHbI edunumt ButamuHa D, kak 1 gpyrmnx
XXMPOPACTBOPUMbIX BUTAMUHOB, SIBASIETCA XapakTepPHbIM
nposiBNeHMeM cuHapoma manbabcopbumn [9]. B po-
nosiHeHMe K 9ToMy naumeHTbl ¢ MB nmetoT npobnemsl ¢
rmapokcunnposaHvemM sutammia D B neyeHn: R. K. Lark
C COaBT. BblCKa3asim TOYKY 3peHNST 06 YCKOPEHHOM Bbl-
neneHun sButamuHa D go BosanencTteus 25-rugpokcuna-
3bl 3@ CYET aHTEporenaTnyeckoro akcnopTa. K yckopeH-
HOWM perpajaunn MeTabonM3npOoBaHHOMO KanbLuamona
NPMBOOMUT MOBbILLIEHHAS OKCUAATUBHAS aKTUBHOCTb L-
ToXxpoma P450 (CYP24A1). Hapsagy ¢ racTpouMHTECTU-
HanbHbIMK dakTopamMn cpean MNpUYnH HeaoCTaTO4YHO-
cTu BuTammHa D npn MB BbIAENSIOT YMEHbLUEHME YMcna
PELLEeNTOPOB K XOoNnekanbundepony B TKaHAX-MULLEHSX,
npexae Bcero B knweynuke [2, 5, 10].

M3beraHne BO3OENCTBUS COJIHEYHOrO CBeTa U3-3a
$OTOUYBCTBUTENBHOCTY NPU NCMONb30BAHUY PSAA AHTU-

MVKOBMCLI.VIAO3 (MB, kucTo3Hbiii $ubpo3 nopa-
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OMOTUKOB Y 60NIbHBbIX C MB MOXET 6bITb MPUYNHON CHU-
XEeHUS SHAOMEeHHOr0 CUHTEe3a BUTaMunHa D. MICTOHYEHHbIN
NMOAKOXHO-XNPOBOW CNOW B CBOIO 04epeab He CnocoOeH
[enoHnpoBaTb [0JkHble 06beMbl xonekanblmdbepona
Jaxe ecnv nauneHTbl NoABEPralTCs BO3OENCTBUIO Yilb-
TpaduroneToBbix nyyenn. Ha ¢poHe BGenkoBoO-3HepreTnye-
CKOW HepocTaTo4yHOCTU y 60osbHbIX ¢ MB HabnogaeTcs
YMEHbLUEHME YPOBHS BUTaMuH-D-cBsA3bIBatOLLLErO 6enka
[5, 8].

TecHas cBA3b Mexay 06eCcrne4YeHHOCTbIO BUTAMUHOM
D, nero4yHon ¢dyHkLUMEN, BbIPAXEHHOCTHIO BOCNanNeHus,
4acToTOW 0OOCTPEHMIN ONpeaensieT NCcrenoBaTeNbCKU
MHTEPEC K N3Y4EHMIO CE30HHbIX N3MEHEHUI CTaTyCca BU-
TamuHa D y naumneHTos ¢ MB.

Llenb nccnenoBaHns — ndyy4nTtb 06ECNe4YeHHOCTb BU-
TammHoM D 6onbHbIx MB geTteit u noapoCcTKOB 1 NpoaHa-
nma3npoBaTb 3POEKTMBHOCTbL MOJlydaembix npodunak-
TUYECKNX U NledebHbIX O3MPOBOK Xonekanbumdbepona B
NeTHUI Nepuog roga.

Martepuan un metoabl. B wunccneposaHvne 6binu
BktoYeHbl oetn ¢ MB B Bo3pacTte ot 0 o 18 net (n=30),
npoxusatowne B CtaBpononbckom kpae. Bcem naumeH-
TaM gMarHo3 KMcTo3Horo ¢pnbposa yctaHaBAMBaIm co-
rMacHoO HauMOHANbHOMY KOHCeHCycy «MykoBMCLUMAOO03:
onpepnenieHne, AMarHoCTUYeckme Kputepumn, Tepanms»
[11, 12] v pekomeHpaunam EBponenckoro obuiectsa
MykoBucumgo3sa [13]. Bo3pact o6cnenoBaHHbIX MaLu-
eHTOoB (M3 HUX 15 (50,0 %) manbunkos n 15 (50,0 %) pe-
BO4YeK) cocTtaBun B cpeaHem 8,3%5,1 net. KOHTponbHas
rpynna npencrtaBneHa AeTbMU, HE UMEIOLLNMU XPOHU-
yeckux 3abonesaHuit, B Bo3pacTte ot 0 go 18 net (n=30,
13 Hux 13 (43,3 %) manbumkoB n 17 (56,7 %) neBoyek).
CpenHuin Bo3pacT aTux geTten coctaeBun 7,1£5,3 nert.
Bpemsa nposegeHunsa nccneposanms ¢ 1 niona go 31 aB-
rycta 2018 roga.

FeHeTnyeckoe ob6cnefoBaHMEe MO3BOINIO OKOHYa-
TeNbHO NoATBEPAUTb AMArHo3 y 60bLLIMHCTBA BOJIbHbIX
c MB. Y 27 605bHbIX NPOBOAUCS NOUCK Hanbosnee va-
CTbIX MyTauuii reHa CFTR, C NCNOMb30BaHUEM NaHenen
nabopatopumn reHetmyeckon anuagemuonorun OréHY
«MIHLU» (www.med-gen.ru), komnaHum «LleHTp mone-
KynapHon reHetukm» (http://www.dnalab.ru/diseasesdi-
agnostics/cysticfibrosis), na6opatopun MonekynsipHom
reEHeTUKN U MeaUUMHCKOWN FeHOMUKU HaumoHanbHOro
MeOVLMHCKOr0 MCCnenoBaTenbCkoro LeHTpa 340P0Bbs
netelr (Mockea). Y ogHoro pebeHka NpoBefeH aHanus
Koampytouleri nocneposatensHoctn reHa CFTR meTo-
OOM NpsIMOro cekBeHnpoBaHusa no CaHrepy. MeHOTUNN-
poBaHMe He BbINoJHANoCb Y 2 (6,7 %) neTei.

OueHka ypoBHS BuTaMmunHa D npoBoamnack nNo coaep-
XaHWI0 B Mia3Me KPOBU ero NpoMexXyToYHOro metabo-
nnta — kanbumaunona-25(0OH)D. OnpeneneHne KOHUEH-
TpauMn NpoBOANIOCH B MEANKO-FEHETUYECKOM HayYHOM
LEeHTPEe METOA0M MMMYHO(DEPMEHTHOIO aHanm3a.
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MHTepnpeTauna pesynbTatoB OCYyLWEeCTBAsSnacb B
COOTBETCTBUM C pekoMeHaaunsaMmm EBpoOnemnckoro KoH-
ceHcyca 1 MexayHapoaHoro obuecTea 9HOOKPUHOSIO-
roe: geduunt amarHoctmpoBancsa npu yposHe 25(0OH)
D meHee 20 Hr/Mn; HeOAOCTaTOYHOCTb — Npu 21-29 Hr/
MI; HopmanbHoe coaepxanue — 30—100 Hr/mn, ypoBeHb
25(0OH)D Bbiwe 100 HF/MA pacueHnBancsa Kak noTeHum-
anbHO Tokcuyeckuin [13-15].

HyTpuTUBHBIN CcTaTyC y AeTen 40 5 NeT oueHuBanm C
MCnonb30BaHneM Z-score nHaekca Macchbl Tena no npo-
rpammam WHO Anthro (Bepcusa 3) n WHO AnthroPlus -y
neten ctapuwe 5 net [16].

CratucTtuyeckyto 06paboTky OaHHbIX BbIMOMAHANN C
ncnonb3oBaHMeM naketanporpamm AtteStat STATISTICA
v.10.0 (StatSoft Inc., CLLA). OugHKky HOpManbLHOCTM pac-
npeneneHs NPpoBOAUNM C NMOMOLLbIO KpuTepusa Lanu-
po — Yunka. lNpn HOpManbHOM pacnpeaeneHnn Konm-
YeCTBEHHbIE [aHHble MPEACTaBNaAnM B BuMAE CpPeaHEro
apudmeTtmyeckoro (M) n ctaHgapTHOM oOwWMOKM (mM).
KonnyecTBeHHble AaHHble, HE MOOYUHSABLUMECS 3aKOHY
HOPMasnbHOIro pacnpeneneHvs, NpeacTaBnanu B BuAe
Meauanbl (Me) n kBaptunen: Q1 (25 %), Q3 (75 %).
Ana oueHKn CcTaTtUuCTUYECKOW 3HAYMMOCTU pPasinyuni
KOJINYECTBEHHbIX OAHHbIX MeXAy ABYMS HECBA3AHHbIMU
rpynnamu ncnonb3osanu kputepuii ManHa — YutHu; ons
onpeneneHns 0OCTOBEPHOCTU Pasnnynii KaieCTBEHHbIX
JaHHbIX — KpuTepuii 2 1 kputepuii y2 ¢ nonpaskoi Me-
Tca, a Npyn HanM4Ynum abConOTHbLIX 3Ha4YeHN MeHee 5 —
TOYHbIV KpUTEPUIA Duriepa. Pasnnuma cumtanmcb cTaTun-
CTMYecku 3HauumMbiMum npu p<0,05.

PeaynbTatbl u o6cyxpenue. JHK-tectupoBaHue
y 6oJbLUEel YacTu NaLMEHTOB BbIMOHAIOChL HA MaHensx,
BKJIOYAKOLLNX OrPaHMYEHHbIN CNEKTP MaTOreHHbIX Ba-
PUMAHTOB, MOTOMY Hannyme ABYX MYTaHTHbIX KONUIA reHa
CFTR BbisiBneHo y 20 (66,7 %) nauneHToB, 0gHa MyTaHT-
Has annenb —y 8 (26,7 %) 60nbHbIX. AHaNNU3 BapMaHTOB
HYKNeoTUAHOM nocnepoBatenbHocTn reHa CFTR Bbl-
SIBUJ1, YTO Y BKJIIOYEHHbIX B UCCreaoBaHne 60bHbIx MB
Hanbosee 4YaCcTo BCTPEHAIOTCS «TsXe ble» FreHEeTUYEeCKNE
BapuaHTbl, KOTOpPbIE MpegpacnofsaralT K 3K30KPUHHOWN
HEeOoCTaTOYHOCTM NOAXKENYA0YHOM Xenesbl (Tabn. 1).

Tabnuuya 1
AnnenbHas YacToTa reHeTU4YECKUX BapUaHTOB
HYKJIEOTUAHOI nocnenoBaTtenbHocT reHa CFTR
y nccnepoBaHHbIX NaLUEHTOB

Ha3BaHue

re Z%Tpqu;(':::ro Knacc ®eHoTUN B CT;:qCaTg;ao p—
F508del I TSHKENbIN 22 (36,7 %)
W1282X I TSHKENbIN 5 (8,3 %)
CFTRdele2,3 I TSHKENbIN 4 (6,7 %)
2184insA I TSHKENbIN 3 (5,0 %)
3821delT I TSHKENbIN 2 (3,3 %)
G542X I TSHKENbIN 2 (3,3 %)
W1282R II TSHKENbIN 2 (3,3 %)
1677delTA I TSHKENbIN 1(1,7 %)
394delTT I TSXKENbIN 1(1,7 %)
E92K BHeeE:ljlrio MSAFKUN 1(1,7 %)
L138ins v MArKUN 1(1,7 %)
R1070Q v MArKUN 1(1,7 %)
R334W v MArKUN 1(1,7 %)
S466X I TSKENbIN 1 (1,7 %)
He obHapy>xeHo - - 13 (21,7 %)

Mpn atom reHotmn F508del/F508del BcTpeyancs y
4 (13,3 %) naumeHnToB, reHotun F508del/HeF508del —
y 14 (46,7 %). KonnyectBo NauMeHTOB C FEHOTUMNOM
HeF508del/HeF508del coctaBuno 12 (40,0 %).

[Ba «Tsxenbix» BapnaHTa (B ToM ymcne F508del) BblI-
aBfieHbl BreHotune y 16 (53,3 %) 60nbHbIX, y 4 (13,3 %) —
«TSKENbIN» FTEHETUYECKMIN BAPUAHT + «MSATKMA» BApPMaHT,
Yy 7 (23,3 %) — «Taxxenbiii» BapnaHT reHa CFTR + HenaeH-
TndunumpoBaHHasa mytaums, y 1 (3,3 %) pebeHka myTa-
umm B reHe CFTR He naeHTudunumpoBaHsl, y 2 (6,7 %)
netein AHK-tectuposaHue He nposoamnocb. OgHako y
HUX MB knvHM4eckn NpoTekan TSXeno, TUMUYHO, C Bbl-
pPaXEHHOM NaHKpeaTMYeCKOoM HEQOCTATOYHOCTLIO.

Meavana ButammHa D y naumeHToB C ABYMS «TsxXe-
NbiMU» MyTaumsamm 6eina 28,5 [23,2-31,4] Hr/mMn, npu
HaMINM4YNN OQHOW «TSXKENON» B COYETAHUN C HEUAEHTUDN-
umpoBaHHon myTaunein — 36,9 [24,5-41,3] Hr/mn, y pe-
6eHka ¢ reHoTunom S1235R/«—» ypoBeHb Kanbumamnona
coctaenan 40,2 Hr/mn, y geTen ¢ HemgeHTUULNPOBaH-
HbIMU MYyTaLUAMN CpeaHUn ypoBeHb BUTamumHa D cocTta-
Bun 17,51 16,8 Hr/mn.

Cpean 60/bHbIX C reHoTunom: mytauum | nnu Il knac-
ca + mytauum | unm Il knacca — 2 getein (12,5 %) numenu
neduumnt ButammHa D, 8 (50,0 %) — HeQOCTATOYHOCTb,
y 6 (37,5 %) neten ypoBeHb xonekanbumdepona coot-
BETCTBOBas/l HOpMe. B rpynne naumMeHToB C «MSATKUM»
reHOTUMNOM HefOCTaTO4YHOCTb BbigBneHa y 1 (25,0 %),
HOPMasbHbIN ypoBeHb BUTamnHa D —y 3 (75,0 %). Cpegmn
NMaLMEeHTOB C FEHOTUMOM «TSXENbIA» BAPUAHT + HENOEH-
TNPUUMPOBAHHBIA FEHETUYECKMIA BapuaHT B 2 (28,6 %)
cnyyasx AmarHoctmposaH geduumt ButammHa D, B
5 cnyvasax (71,4 %) — HopmanbHble nokazatenu 25(0H)D.

Taknm 06pa3om, HopmanbHbIi ypoBeHb 25(OH)D
BCTpeYasncs B 2 pasa pexe cpeaum naumeHtos ¢ MB un
«TSKENbIM» FTEHOTUMOM MO CPABHEHUIO C FPYMNMon AeTein
C «MSIrKUM>» reHoTunom. OgHaKko 3Ty pasnuyuns He Gbiin
CTaTUCTUYECKN 3HAYUMbIMU. BO3MOXHO 3TO 0bycnosne-
HO TeMm, 4TO deHoTmn 3aboneBaHns, U B TOM 4YUCIe CTa-
Tyc BuTammnHa D, 3aBuCKUT Kak OT reHoTuna no reny CFTR,
Tak 1 oT Apyrmx GpakTopos, Kak, Hanpumep, addekTmns-
HOCTb Tepanuu, npuema npenapaTos xonekanbundepo-
na BHYTPb U T. 4.

B Ttabnuue 2 npepnctaBneH ypoBeHb Kanbuuamvona
CbIBOPOTKM Y MALMEHTOB WUCCNEAOBaHHbIX rpynn B 3a-
BMCMMOCTM OT Bo3pacTa. Koppensumsa mexay 25(0OH)
D cbIBOPOTKM KPOBM 1 BO3PACTOM B rpynne getein ¢ MB
coctaBuna r=-0,47, p=0,009, a B KOHTPONbLHOW rpynne —
r=-0,44, p=0,016. NokasaTtenbHo, 4T0 MeanaHa 25(0OH)
D cHuxaeTcs ¢ BO3pacToM kak y 60JIbHbIX, TaK 1y 34,0P0-
BbIX, YTO COOTHOCMUTCS C 00LLIEN Ana POCCUNCKNX aeTen
3aKOHOMEPHOCTbIO — yXyAlleHne 06ecnevyeHHoCT BUTa-
MuHoM D no mepe B3pocnenus [7, 17, 18].

BbisiBneHHble BO3pacTHble OCOOEHHOCTU OOBACHS-
I0TCSA TEM, YTO NPOoPUNaKTUYECKUA NMPUEM Npenapartos
xonexkanbuudeposna Ha NepBoM rogy Xn3Hu nos3sonsget
0OCTUYb OTHOCUTENBLHO BbicOokMX Undp 25(0H)D, ogHako
npekpawieHme MegMKaMmeHTO3HOW cannieMmeHTaumm pa-
LUMoHa BuTaMmmHoMm D B panbHenwem npuBoauT K CTpe-
MUTENbHOMY CHMXKEHMIO 25(OH)D CbIBOPOTKM, pa3BUTUIO
HEeJO0CTaTo4HOCTU U feduumta Butammia D K LWKOAbHO-
My Bo3pacTy. MNauneHTol ¢ MB xapakTepusyioTcs 6onee
HU3KMMU YpOoBHAMU 25(0OH)D, NOCKObKy B CUMY BblLLIE-
Ha3BaHHbIX MPUYNH COCTABASIOT FPYMNMy pMcka rno rmno-
BUTamMnHo3y D.

B pesynbTaTte aHannsa o6ecrne4eHHOCTU BUTAMUHOM
D mauneHToB C MyKOBUCLUMA030M U OETEN U3 KOHTPOSb-
HOW rpynnbl MO MeAMaHHbIM 3Ha4YeHNaAM B 00LLEN rpynne
[OCTOBEPHbIX OTNNYNIA HE BbIABIEHO: ypoBeHb 25(0OH)D
y neteii ¢ MB 6bin 29,8 [21,3-37,9] Hr/mn, a y 30,0p0OBbIX
netenn — 31,1 [24,6-44,6] Hr/mn.
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Tabnuua 2
YpoBeHb 25(0OH)D y aeTteit ¢ MyKkoBMCLUA030M
1 300pPOBbIX AeTeil B 3aBUCUMOCTU OT BOo3pacTa

MauneHTbl ¢ MB | 'pynna KOHTpons
BospacTt P
Me 1Q-3Q Me 1Q-3Q
0-3 ropa 40,2 | 34,9-47,9 | 36,7 | 29,9-44,7 | 0,3
4-10 net 28,9 | 20,9-36,7 | 33,3 | 23,3-47,2 | 0,2
11-18 net | 22,4 | 17,5-29,5 | 26,5 | 19,7-31,1 | 0,2
pL2 0,048 0,254
p23 0,373 0,341 -
pts3 0,003 0,078

lMpymeyaHne: P — npu cpaBHeHMM naumeHToB ¢ MB n ge-
Tel 13 rpynnel KOHTPons; P 12 — npu cpaBHEHUN NALMEHTOB 13
rpynn 0-3 roga u 4-10 neT; P 23 — npu cpaBHeHUn NaLMEHTOB
ua rpynn 4-10 netn 11-18 net; P '3 — npu cpaBHEHNM nauyeH-
T0B M3 rpynn 0-3 roga n 11-18 neT (ncnonb3oBancsa KPUTEPUn
MaHHa — YUTH®).

Hednunt ButammHa D 3adukcuposaH y 6 (20,0 %)
00NbHbIX MYKOBWCUMO030M, HEOOCTAaTOYHOCTb BbISIB-
neHa y 9 (30,0 %) nauneHToB ¢ MYKOBUCLIMAO30M U Y
4 (13,3 %) 300pOBbIX AeTeN, yA0BNETBOPUTESNbHbIN YPO-
BeHb BUTaMuHa D onpegenen y 15 (50,0 %) neteii ¢ My-
KOBMCLMA030M MY 26 (86,7 %) neTeit KOHTPOJIbHOW rpyr-
nbl (p<0,005). Takum 06pa3omM, MOXHO KOHCTaTUPOBATb,
4YTO MauMeHTbl C MYKOBUCLMO030M COCTaBASAOT rpynny
pucka no oepuumnTy n HeJOCTAaTOYHOCTU Xonekanbunde-
pofa naxe B Nepuon MakCUMasnbHOM MHCONSLUN.

Mpuem npenapatoB BuTammHa D oTcyTtcTBOBaAN Yy
5 (16,7 %) naumeHToB ¢ MB 1y 14 (46,7 %) pneten n3
rpynnbl KOHTPoNs. MNpu cpaBHeHUN 06ecrneyeHHOCTM BU-
TaMMHOM D MMeHHO MeXay aTUMK naumeHTaMmmn nosnyye-
Hbl CTATUCTMYECKM 3Ha4YMMble oTAn4ms. YposeHb 25(0H)
Dy 6onbHbIx cocTanan 15,9 [12,6-17,1] Hr/mn ny 300-
poBbIx — 24,6 [19,8-29,9] Hr/mn (p=0,001) (puc.). 3T0T
daKT CBMAOETENBLCTBYET O HEAOCTATOYHOCTU €CTECTBEH-
HOM WMHCONSAUMW KaK MCTOYHMKA BuTamMmmHa D mn cpegu
3[10POBbIX AeTel, a Tem 6onee B rpynne 60nbHbIX MB Ha
lOre Poccun paxe B neTHWin nepuog roaa.

Monyyanu ButamuH D B pgo3mposke 501-1499 ME/
cytkn 5 (16,7 %) 6onbHbix MB 1 6 (20,0 %) 3mopo-
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BbIX geTen, B nose 1500-2000 ME/cytkn — 4 (13,3 %)
nauneHta ¢ MB n 9 (30,0 %) 300poBLIX, B 00o3e 060-
nee 2001 ME/cyTtkn — 16 (53,3 %) n 1 (3,3 % %) nauu-
EHT COOTBETCTBEHHO. CpepgHas cannieMeHTaunOoHHas
[o3a xonekansumdepona y naymeHtoB ¢ MB cocTtas-
nana 3080,0+257,7 ME/cyTkn, y 300pOBbIX AeTen —
1468,8+132,8 ME/cyTtkun (p=0,0007). Jo3a npenapaToB
BuTaMmmnHa D y 60MbHbIX MyKOBUCLIMAO30M Ha3Havyanacb
COrIaCHO PEKOMEHJALMSAM ANETONOroB U raCTPOSHTE-
posoroB [1] n 6blna oXnaaemo Bbille, YeM Yy AeTel U3
rpynnebl KOHTpons. OgHako 9TO He MO3BOJIMIO MaLUEeH-
Tam ¢ MB, nony4alowum goTauuo xonekanbumdepona,
MMETb cTaTtyc ButammHa D, conocTaBuUMbIfi C KOHTPOb-
Hol rpynnoii. YposeHb 25(0OH)D y 6onbHbIx ¢ MB — 32,3
[25,9-36,7], B KOHTpPONbLHOW rpynne — 36,7 [34,1-48,9]
(p=0,03).

BroisiBneHa KoppensunmoHHas CBS3b CpenHelr Ccuibl
Mexnay O03VPOBKON XoJsiekanbumdepona n ypoBHEM BU-
TamuHa D y 3popoBbix getelt (r=0,45; p=0,014), y naun-
eHToB ¢ MB 9Ta CBA3b He MMeEEeT CTaTUCTUYECKOW 3Ha-
yumocTtn (r=0,34; p=0,069). JaHHaa 3aKOHOMEPHOCTb
OTpaxaeT pasnuyve natoPusnoNormyecknx MexaHm3-
MOB rmnosmtaMmnHo3da D y nauneHToB ¢ MB 1 300p0OBbIX
neteit. Takmum obpasom, naumeHtam ¢ MB, no Hawemy
MHEHWI0, HeobXxoaAMMO pPEKOMEHAOoBaTb MNpUEM Xxone-
Kanbumndepona B AO3MPOBKax, NpeBbILaoLWmX npodun-
naktunyeckne pns geter u NoapoCTKOB, HE UMEKOLLMX
XpoHudecknx 3abonesaHnini. OgHako cnenyeT yunTbiBaTb
Takxke BO3pacT 60/IbHOro, Maccy Tena 1 BbIPaXEHHOCTb
cuHApoMa manbabcopbumn.

Mpu oueHke ©®U3MYEeCKOro pasBUTUS NALMEHTOB C
MB BbisiBNeHo, 4To Z-score MIMT meHee —2A onpene-
naetca y 4 (13,3 %) 6onbHbIX, B AnanasoHe ot —1,9A
no —-1,0A -y 10 (33,3 %), 6onee —-1,0A —y 16 (53,3 %)
nauyeHToB. MeamnaHa ypoBHa 25(0OH)D cbiBOpOT-
kn y 6onbHbIX npu Z-score IMT Huxe —2A cocTasns-
na 25,2 [16,1-32,3], npu Z-score UMT ot -1,9A po
-1,0A - 30,1 [25,2-38,6] Hr/mn, npu Z-score VMT
6onee 1,1A - 30,3 [19,4-41,7] vr/mn. CyliecTBeHHOMN
pasHuubl B obecrneyeHHOCTN ButammHoMm D nmauveHToB
C HYTPUTUBHOW HEOO0CTATOYHOCThLIO 1 6e3 Hee He BbisiB-
nexo (p=0,3).

3aknioyeHue. [laxe B NEeTHMA nepuopg roga Hepo-
CTaTOYHbIA YPOBEHb BUTaMuHa D B CbIBOPOTKE KPOBU
(25(OH)D meHee 30 Hr/mn) BoiseneH y 50,0 % 60bHbIX

MykoBucumaosom ny 13,3 % 300p0oBbIX

Q25 T - neten, npoxuneawLimx Ha KOre Poccun.
- Makcumym Ob6ecnevyeHHOCTb BUTaMuHOM D nauu-
60 * Menuana - - eHToB ¢ MB cooTHocuTCA C BO3pac-
= MunumMym TOM, NPUYEM YeM cTapLle pebeHoK, TeEM
- 501 Q75 473 BbllLe BEPOATHOCTb Aeduunta BUTaMu-
3 T H — i T Ha D.

£ 40 —! MCcKnoYnTenbHO ecTeCTBEHHas WH-
g ( U36’7 35,3 37’[]135,6 H +357 CONsiLMS He MO3BOMSET MOLAEPXMBATb
g 30 |_J32’3** __! LU LJ29’8— onTuManbHbln ypoBeHb 25(OH)D cblI-
Nt 24.6 1 J_ BOPOTKN HW Yy 3[00POBbIX OETEeN, HU Yy
” 20 ’ - 6onbHbIX MB. lMpuem npenapaToB Xo-
@15,9'1 L L nekansumndepona 3bEPEKTUBHO BOC-
10 cTaHaBnMBaeT 00eCne4yeHHOCTb BU-
TamMmHOM D, ogHako ero gosa [oJikHa

0 MB  Kr MB KT MB KT MB KT MB KT noadupaTbCca UHANBUAYANBHO.

Her Her
npreMa npuema

Bur.D Bur.D 500- 500- 1500-  1500-
BCEro  BCEro 1499 1499 2000 2000

Jlo3a puramuna D, ME/cyTkn

Puc. YpoBeHb 25(0OH)D B 3aBMCUMOCTU OT Npnéma
1 CYTOYHOM 003bl MpenapaToB xonekanbundepona y 60nbHbIX

MYKOBUCLMO030M 1 300POBbIX AETEN, HI/MA:

CTaTUCTUYECKN 3HAYMMbBIX PA3NNYNNA
B obecrneyeHHOCT BUuTaMnHom D B 3a-
BUCUMOCTM OT BapMaHTOB HYKJEOTUA-
HOM nocnepoatenbHocTM reHa CFTR
Nosy4eHo He Ob10.

ABTOpbI 329BNAI0T 00 OTCYTCTBUU
KOH}NMKTa UHTEpPECOB.

Gonee  Gonee
2001 2001

MB - mykoBucunao3, KIN — koHTponbHas rpynna; *p=0,001, **p=0,03 —
npu cpaBHEeHUM NaLUVEHTOB C MyKOBUCLIMA030M U AeTel U3 rpynrbl KOHTPOS
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