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Myxosuctos (MB) - Hanbornee yactoe MOHOreHHOe 3ab0/1eBaHIte IpeCTaBUTENel Oeroit packl, 06yciosienHoe MyTaryueit rena CETR, xapakrepusyiomeecs
TOpaKeHyeM 9K30KPUHHBIX XKelle3 KU3HEHHO BaXKHBIX OPraHOB I UMelolliee 00BIYHO TKeTOe TeueH e I IPOrHO3. AKTYaIbHOCTb M3ydeHHs pou ButamiHa D
y 6ombHbIX MB cBsi3aHa ¢ 0C00€HHOCTAMI TTaTOTeHe3a 3a00/IeBAHIS.

Llenw uccnedosanus. Vsyuenve yposra 25(0OH)D y mereit n mogpoctkos ¢ MB B sumHee Bpems roa Tpex pernonos PO (Mockosckuit pernon, KpacHospckuit
Kpait, CTaBpOIoNbCKuit Kpait), pacTONOXEeHHbIX Ha PasHBIX reorpaideckix MupoTax, sl OLEHKM 00eCedeHHOCThI0 MX BUTAMUHOM D.

Mamepuan u memodu. B nccreoBanue 6 BKmodeHs! fetyt ¢ MB B Bospacte ot 0 o 18 net (n=142).

Pesynvmamot. B xoe uccrenosanus 6b10 nokasaxo, 4to mpu u3ydenn yposis 25(0H)D y peteit 1 mogpoctkos ¢ MB B 3uMHee BpeMs T0fia B TpeX perioHax
PO, pacronoxeHHBIX Ha Pa3HbIX Ieorpadyyeckix MIpOTax, ONpenie/ach BbICOKas YacTOTa HefOCTaTOYHOCTH I iepuiyTa ButamuHa D y 6onbHbx MB 1t He
MOCTUTa/Ta ONTIMATbHOTO 3HaueHMs 50-70 Hr/MiL.

3axmovenue. HecMoTps Ha akTyanbHOCTb IpobneMbl AeQuuura Buramusa D mpu MB, uccrenosanmit ypors 25(0OH)D B pasnuuHbIX BO3PACTHBIX TPYIIAX 1
npoduakTideckyx 503 Butamuta D y fieteit HegoctarouHbl. B HateM rccnenoBanmu 6510 okasaHo, uto yposeb 25(OH)D B syMHuit nepuop y G0bIIMHCTBA
fieteit (KaK 37opoBbIX, Tak 11 GombHbIX MB) He jocturaer omtumasbHOro sHadeHus 50-70HI/ML. B o0enx aHamusupyeMmbIx IPyIIaX ¢ BO3PACTOM ypOBEHb
Ka/lbLyNOMa CTaHOBUTCS HIKe. HacToTa iemigyra Byuramusa D i TsDKeroro fedhuiyta Obi1a SHaUNTENBHO BblLlle Y MALeHTOB ¢ MB, 10 cpaBHeHMI0 CO 310pOBBIMI
netbMit. Huskue mokasarenu orMeders B CTaBpOIIONbCKOM Kpae B 0T/4ye 0T MOCKOBCKOro peryota i 6ombHbix KpacHospckoro kpast. Ha ceropusiimmit fens,
He0OXOMMMOCTb B paspaboTKe HOBBIX TOMIXOMIOB K IPOIIAKTIKE HEFOCTATOYHOCTH I AeQuiuTa BUTaMitHa D AB/IAeTCS aKTyabHO PO6IeMoit.

Kntouesvte cnosa: MyKoBUCLII03, BUTaMuH D, HemoCTaTOuHOCTD 1 AeduuuT BuTaMuHa D, pernonabisle ocoberrocti, 25(0OH)D, xonexanpiudepor.
Kondnuxm unmepecos. ABTOPbI JeKIapUPYIOT OTCYTCTBHE ABHBIX M IOTEHIMA/IbHBIX KOH(IMKTOB HHTEPECOB, CBA3AHHBIX C IYOMMKALMelt HACTOSLIEl CTAThIL.
Jna yumuposanus: Vinberosa HA, Knumos JIS1, Xexaiire EK, Yuxyros BB, Menbsanosckas H0JL, Jon6ws CB, 3onp61roa AD. ObecredeHHOCTb BUTAMIHOM
D gereit ¢ MyxoBucugosom B Poccuitckoit Peeparuit B suMHee Bpems rofa. Cubupckoe medununckoe 06o3penue. 2019;(2):29-36. DOIL: 10.20333/2500136-
2019-2-29-36

VITAMIN D PROVISION AMONG CHILDREN WITH CYSTIC FIBROSIS
IN THE RUSSIAN FEDERATION DURING WINTER TIME
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Cystic fibrosis (CF) is the most common monogenic disease of the white race representatives, caused by mutation of CFTR gene, characterized by lesions of
exocrine glands of vital organs and usually with a severe course and prognosis. Topicality of studying vitamin D role in patients with CF is associated with the
disease pathogenesis.

The aim of the research. To study the level of 25 (OH) D in children and adolescents with CF in winter time on the territory of three regions of the Russian
Federation (Moscow Region, Krasnoyarsk Territory, Stavropol Territory) located at different geographic latitudes, to assess the availability of vitamin D.
Material and methods. The study included children with CF at the age from 0 to 18 years (n = 142).

Results. The study has showed that when examining the level of 25 (OH) D in children and adolescents with CF in winter time on the territory of three regions of
the Russian Federation located at different geographic latitudes, a high frequency of vitamin D insufficiency and deficiency in CF patients was determined, while
it did not reach the optimal value of 50-70 ng / ml.

Conclusion. Despite topicality of the problem of vitamin D deficiency in CF, the number of studies on level 25 (OH) D in various age groups and prophylactic
doses of vitamin D in children is insufficient. The present study has shown that the level of 25 (OH) D in winter time in most children (both healthy and sick
with CF) does not reach the optimal value of 50-70ng / ml. In both analysed groups, the level of calcidiol becomes lower with age. The frequency of vitamin
D deficiency and severe deficiency was significantly higher in patients with CF compared with healthy children. Low figures were noted in Stavropol Territory
opposed to Moscow region and patients of Krasnoyarsk Territory. At the moment, the need to develop new approaches to prevention vitamin D insufficiency and
deficiency is of great importance.
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BBenenue

Mykosucrunos (MB, CF) - Haubonee 4acto BCTpe-
Jaoljeecss MOHOTEHHOE HACIeICTBEHHOEe 3aboJeBaHIe
TIpefcTaBuUTeNell 6eoi packl, 00yCIOBIeHHOe My TaIluel
reda CFTR (TpaHCMeMOpPaHHOTO pPeryisiTopa IPOBOANU-
Moct MB), xapakTepusymoomeecsa HOpaKeHMEM 9K30-
KPUHHBIX XeJle3 )KU3HEHHO BaXHDIX OPTaHOB I MMeloliee
0OBIYHO TsDKeNI0e TeYeHVe 1 MPOTHO3 0e3 afjleKBaTHOTO
nedeHns. VIMeeT IIMPOKYI0 BapuabeNnbHOCTb KIMHMYE-
CKVIX IPOSIB/IEHWIA, YTO YACTUYHO 0OBACHAEMO OO/BIINM
uycnoM myTtaumit B rene CFTR [1, 2]. brarogaps 60mb-
IIOMY KONMYeCTBY UCCIENOBAHMII, B IIOC/IEHEe BpeMs
CTa/ll U3BECTHDBI PA3NMYHbIE, HE CBA3AHHbIE C KOCTHBIM
MeTabom3MoM ¢yHKuuy Butamusa D [3 4, 5, 6, 7]. [l
HALYEHTOB ¢ MYKOBMCLM/IO30M, HEJOCTATOK COfleprKa-
HuA BUTaMuHa D MOXeT MMeTb HeO/IaronpusaTHbIe I0-
CTIefICTBIA, B TIEPBYIO OUepelib, CBsA3aHHbIE C HOPMIPOBa-
HJIEM OCTEOIIOpO3a M IPOrpeccHpOBaHyie XPOHIYECKOTO
MMKPOOHO-BOCTIA/INTEILHOTO IIPOLIeCCa B [IBIXAaTeIbHOM
TpakTe [8].

[Ipobnema pedpmuura ButamyHa D sABmderca ak-
TYaJIbHOI A Bceil Teppuropuym Poccuy, mockonbky
0oJIbIIIas 4acTb CTPAaHBI PAcIOIOXKeHa Bbllle 42-11 reo-
rpadyyecKolt IMPOTHI M HAXOANUTCS B 30HE PUCKA 110 He-
mocTaTo4HOCTH U febunury ButammHa D [6, 9, 10, 11].
Mesxny 10)KHBIMI ¥ CEBEPHBIMI PETVIOHAMM HAILEel CTpa-
HbI MMEIOTCS 3HAUUTE/IbHbIE PA3NINUUA B PACIIONOXEHNH,
IPORO/DKUTEIbHOCTY CBETOBOTO [HS M XOJIOJHOTO IIe-
puona roga. OpHAKO, BTOPUYHBIA AeULUT XUpopac-
TBOPMMBIX BUTAMIHOB, B T.4. ¥ BUTaMMHa D, ABsercs
XapaKTepHbIM MpOsiBIeHNeM Majababcopbuum mpu MB
[8, 12, 13]. BcacpiBanue ButamMmHa D Kak >XMpopacTBo-
PUMOro BUTAMMHA B TOHKOM KMIIEYHUKe TpeOyeT Hamm-
4y B NIUIIE FOCTATOYHOTO KONMYECTBA KIPOB, YCBOEHNE
KOTOPBIX CHIDKeHO mpy MB [14, 15]. BaxubIM ycnoBrem
BCachblBaHNA BUTaMuHa D sAB/AeTcA [OCTaTOYHAA CeKpe-
V51 JKeT4M, TTACCaK KOTOPOIT TakxKe 3aTpyHeH [16, 17].
OTcyTcTBME [OCTATOYHOIO KOMMYECTBA ITOIKOXKHO-KU-
poBOII KyIeT4aTky y OompumHCTBa 60/mbHBIX MB Takxke
CHIDKaeT BO3MOXXHOCTb [elIOHMpOBaHMA BuTamyHa D,
HeOOXOMMOTO J/IAl €T0 UCIIONb30BaHNA B 3UMHee BpeMs
ropa. Kpome toro, MHor1e 60/1bHBIE BBIHYK/JEHDI aKTUB-
HO 130eraTh BO3/IEIICTBIA COTHEYHBIX /Tydeil 13-3a CIIo-
COOHOCTH psifia aHTMOMOTHMKOB BBI3BIBATH (POTOCEHCHONU-
mmsanuio. Taxoke, y manyeHToB ¢ MB MoxeT HapymaTbes
TUIPOKCUIMPOBaHMe IpefLIeCTBeHHIKOB BUTaMMHa D,
xorne- 1 sprokanudepona B IedeHy, KOTOpble B HOPMe
MeTabonusupyTCcs 10 Kaabiyayona [11].

ONUIEeMIOIOTYECKIE Y KIIMHUYECKIE UCCIeOBaHNA
YKa3bIBAIOT Ha TECHYIO CBA3b MEXY CTaTyCOM BUTAMMHA
D, nerounoit (byHKumeﬂ, BBIPAKEHHOCTBIO BOCIA/IEHNA,
9acTOTON 000CTpeHNMit. VIccenoBaHys 0 COTeP>KaHUI0
ButamMyHa D y manuenTos ¢ MB egyHu4HbBIE, TpOBEEHbI
He3aBUCUMO OT YPOBHS MHCOIALMY Y 9AaCTO BBIIIOTTHEHDI
Ha HeOOMBIINX BBIOOPKAX MAIMEeHTOB.

Llenpr0 MCCIENOBAaHNS ABUIOCH U3Y4eHME YPOBHSA
25(OH)D y pereit u nogpoctkoB ¢ MB B 3uMHee Bpems

30

rofia Tpex pernoHoB P®D, pacrono>keHHBbIX Ha Pa3HBIX Te-
orpaduuecKux MMUpPOTAX, /s OLeHKU 00eCIIeYeHHOCThI0
ux ButammHaoM D.

Marepuan 1 METOJbI

B HacrosIeit paboTe poBefieH CPaBHUTETbHBIN aHA-
3 obecrieyeHHOCT BUTaMUHOM D 6071bHBIX ¢ MB, KO-
TOpBle HaboAaMMCh B Tpex pernonax P®: MockoBckmit
pernoH, KpacHoApckuit kpaii, CTaBpOIOIbCKMIl Kpail.
CpaBHUBaeMble TOpPOJia PAcHONOXKEHBl Ha PasHBbIX Ieo-
rpaduyeckux myporax: Mocksa Ha 55° c.1., KpacHospck
Ha 56° c.11., a CTaBponosb Ha 45° c.11L. 11, COOTBETCTBEHHO,
C Pa3HBIM KO/MYECTBOM COTTHEUHBIX JHEIl B TOLTY.

B uccnemoBanme 6p11u BKIOUEHBI et ¢ MB B Bo3-
pacte ot 0 o 18 nmer (n=142). Inarno3 MB 6bi1 noz-
TBeP>K[eH BBICOKUM COfiepKaHMeM XIOPUOB B IIOTOBOII
SKUIKOCTY U JAHHBIMM T€HETUYECKOrO 00C/IeOBAHMS.

Cpenu 06cmeoBaHHBIX: MAl{MeHThl MOCKOBCKOTO pe-
ruoHa (n=78, u3 HUX 35 MaJbYUKOB U 43 TEeBOYKM), Cpef-
HUJ BO3pacT cocTaBun 7,95 +5,03 jet, Megyana Bo3pac-
ta - 7,07 net (Q1 = 3,58 u Q3= 11,29); manmentst Kpac-
HOSIpCKOro Kpas (n=34, u3 Hux 18 manbunkoB u 16 geso-
9eK), CpeHIIT BO3PACT COCTaBMI 6,62 +3,94 eT, Memnana
Bo3pacra — 6,64 et (Q1 = 3,06 u Q3= 8,67); maiueHTs
Craspomnonbckoro Kpas (n=30, u3 HuX 15 Majb4NKOB U
15 meBouex), cpemHUI Bo3pacT cocTasun 8,35 £5,07 ner,
MepuaHa Bo3pacTa — 6,68 net (Q1 = 3,88 u Q3= 12,80).

[Tanmentsl MOCKOBCKOTO permoHa HAOMIOJAINCh B
PoccuiickoM 1ieHTpe MykoBucuposa Ha 6ase MOKJIIIJ
r. Merrumm. Ianuentsr KpacHosipckoro kpast Habmio-
mamch B KpacHOApCKOM ILeHTpe MYyKOBMCLUZIO332 Ha
6ase OI'BHY «DenepabHblil MCCTEIOBATENbCKUIT LIEHTP
«KpacHostpckuit Hay4Hblit ieHTp CHOMPCKOTO OT/eTeH s
PAH», KIBY3 «KpacHospcKkas MeXpailoHHasA KIMHIYe-
ckas 6ompuuIa Ne 20 um. VI.C. bep3ona», YHuBepcuter-
ckoit kmmuuku Kpac’MY nm. mpod. B.®. Boitro-fcener-
Kxoro. ITanyenTtsl CTaBpONOIbCKOro Kpasi HaOIIofach B
CraBpoII0/IbCKOM LIeHTpe MYKOBMCII03a Ha 6ase Kpae-
BOJT I€TCKOJ K/IMHIYeCKOiT 60/mbHUIIBI T. CTaBPOIONA.

ITanmentel ¢ MB, Bk/IOYeHHBIEe B MCCIIeNOBaHIeE,
B CpPaBHMBAeMBIX pernoHax P®, He umemu pmocroBep-
HBIX OT/IMYMIL 1T0 BO3pacTy u mony. [Imarnos MB y Bcex
meTelt BepuduMIMpPOBaH Ha pPaHHMX CpOKax. Bospact
IOCTAaHOBKM JiMarHO3a COCTaBWI: B MockoBckoM pe-
rmoHe 2,47+4,66 nmer (Me = 0,29, Q1=0,11, Q3=1,34),
B Kpacnosipckom kpae 0,79+2,3 roma (Me = 0,25,
Q1=0,09, Q3=0,30), B CraBpononbckoM kpae 1,39+2,96
ner (Me = 0,20, Q1=0,08, Q3=0,90). CraTucTudeckoii
pasHMULIBI MEXIY PperMoHaMu He 3apeTMCTpPUPOBAHO
(xu-kBagpar =1,174, p=0,167).

KoHTponbHas rpymna cpaBHeHN: NpeficTaB/IeHa 370-
POBBIMM HeTbMU B Bo3pacTe o 0 mo 18 net (n=125). Cpe-
iu 06cenoBaHHbIX: AeT MOCKOBCKOro pernoHa (n=59,
U3 HUX 36 Ma/JbuyMKOB U 23 IeBOYKU), CPELHUIT BO3PACT
cocraBmn 6,30 +3,63 neT, MeMaHa Bo3pacTa — 5,74 et
(Q1=3,41uQ3=38,36); netu Kpacnosipckoro xpas (n=36,
U3 HUX 25 ManmpunKoB 1 11 meBoveK), CpemHMil BO3PacT
cocraBun 6,70 £5,99 net, MennaHa Bo3pacTa — 4,86 ner
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(Q1 = 1,24 u Q3= 12,68); netn CTaBpOINONBCKOTO Kpast
(n=30, 13 Hux 17 ManbuuKOB 1 13 HeBOYEK), CPeTHMUI
BO3pacT cocTaBunl 6,96 +5,24 net, MenaHa BO3pacTa —
6,82 net (Q1 = 1,66 1 Q3= 11,67).

[Ipn mpoBefeHMN aHamM3a OLEHNBANIN YPOBEHDb
25(OH)D vy perett ¢ MB 1 310pOBBIX JieTell, COIOCTaB-
TSN TIOKa3aTeny BuTaMyHa D B 3aBMCHMMOCTM OT IIO7Ia,
CPaBHMBA/IV IIOKA3aTely KaJAbLUAMONA Y 3[J0POBBIX U
6onpHBIX MB B 3aBUCcKHMOCTY OT akTa IIpyemMa 1 CyTod-
HOJ1 103bI XOJIeKabLydeporna.

Ouenka ypoBHA BUTaMuHa D IpoBoammach 1o co-
Jilep>KaHMIO B KPOBM €0 IIPOMEXXYTOYHOTO MeTabomnTa —
kanbuyaona 25(OH)D. Onpenenenne KOHIEHTpanun
nposoaunock B nenTpe PI'bHY MI'HI] MeTonom nMmy-
HO(EPMEHTHOrO aHanu3a C MCIOMb30BaHNEM HabOpOB
¢upmpl EuroimmunAG (TepmaHus) ¢ uCronb3oBaHueM
IJIAaHIIeTHOTO crekTpodmyopumerpa EnSpire (PerK iN
Elmer, ®uunangnsa), nentpudyrn Biosan Laboratory
Centrifuge LMC-3000 u Tepmouteiikepa Thermo-Shaker
Biosan PST-60-HL-4 B Teuenme sumHero mepuopa (fe-
kabpb 2017t, sHBapb-eBpann 2018).

VHTepnperanus pe3ynbraToB OIpefelleHNs YPOBHSA
25(OH)D ocymecTBnsAnach B COOTBETCTBUM C PEKOMEH-
manysamMu MexX[yHapoHOTro o01IecTBa SHJOKPMHONIOTOB
(2011) n pexomenpanuit EBpomneiickoro koncencyca [15]:
TKENBI feduunt — yposerb 25(OH)D menee 10 Hr/mi;
medunut - ot 10 go 20 Hr/MT; HEFOCTATOYHOCTD — 21-29
HI/MJI; HOpMajIbHOe cofiepxkaHue — 30-100 HI/mi, ypo-
BeHb 6onee 100 HI/MI pacleHNBaIN KaK M30BITOYHBIN,
Tpebyroumit Koppekiyu f03b1 Butamuta D [5,6].

Perynsapno Ha nmpueme ¢pukcupoancs GpakT nprema un
Jo3a npemnapara BuTaMmmHa D.

CrarucTnieckyro o6pabOTKy [JaHHBIX NIPOBOAMIN B
nporpamme IBM SPSS Statistics 24. CooTBeTcTBME CTATH-
CTUYECKOTO pacIpeeneHNs] SMIVPUIECKIX [IOKa3aTenel
TEOpEeTNYECKOMY HOpPMalbHOMY pacrpefieneHuio [ayc-
ca oueHmBamu ¢ nomoupr Kpurepusa Iammpo-Yunka.
KomnuecTBeHHble NaHHBIE, He MONYMHABIINECA 3aKOHY
HOPMAaJIBHOTO pacIIpefie/ieHNs], TPENCTaBIANN B BUJE
MeJIaHbl, HYDKHETO 1 BepxHero KBaptuei: Q1 (25 %) u
Q3 (75 %). KomuuecTBeHHbIe JaHHbIE, IIOMYNHABIINECS
3aKOHY HOPMA/IbHOTO pacIlpefie/ieHNs, TIPefiCTaB/IIN B
Bujie cpenHero apudbmerndeckoro (M) u cTaHFapTHOTO
otknonenus (SD). KauecTBeHHBIe TaHHbBIE TPeNCTaBIe-
HbI B BIJle TIPOLIEHTOB 1 o160k npouertos (PO %).

I/ oLleHKY CTaTUCTUYECKON 3HaYMMOCTY pasIndmit
KO/IMYECTBEHHDIX JaHHBIX ME&X[Y ABYMA HeCBA3aHHBIMU
IpyNIaMy Ipy CTATUCTMYECKOM CPABHEHUM MCIIONb30-
Ba/M KpuTepuit MaHHa-YuTHU. I OLeHKM CTaTUCTIYe-
CKOJl 3HAYMMOCTH Pa3/IN4Mil KAUeCTBEHHDBIX JaHHbBIX IPU
Ha/IM4YUM B Tab/IuIle COMPSDKEHHOCTH BCeX abCOMIOTHBIX
3HaueHuit Oomee 10 mcnonb3oBamm Kputepmit X2, mpu
HaM4IMu aOCOMIOTHBIX 3HAUEHUIT B TAOMMIe COMPSIKEH-
HoCTH OT 5 0 10 - KpuTepmit X2 ¢ momnpaskoii Veiirca,
a Ipu HaMM4YUM aOCOMIOTHBIX 3HAYEHMIT MeHee 5 — TOY-
Hbll Kputepuit @uinepa. Pasmuuma cumTamuch cTaTu-
cTUYecKy sHa4uMbIMu pu p < 0,05.

Pe3ynbrarsl 1 00CyKeHMe

ITonydeHHble B XOfie MCCTENOBAHMA Pe3YIbTAThl CBU-
TETENbCTBYIOT O TOM, 4TO cpemyu 140 manuentos ¢ MB
b 19 (13,6 %) B 3uMHee BpeMs rofa He NPUHUMAIN
XO7IeKaIbLepoI, B TO BpeMsl KaK B KOHTPOJIbHOII IPyII-
Ile aHAJIOTMYHAA CUTYaIysA npocnexusaerca y 70 (56,5 %)
nerett (p<0,001). Beraieno, uto y 121 (86,4 %) marenTa
¢ MB, xoTopsie norydanu ButamuH D, yposens 25(OH)D
coctaBwi 12,1 + 2,78 HI/MJI, 9TO CTaTUCTUIECKN 3HAYMMO
HIDKe 110 CPaBHEHMIO C e TbMY 13 KOHTPO/IbHOI TPYIIIIbI —
26,9 + 1,36 ur/m (p<0,001). AHamorn4Has CUTyalys Ipo-
CTIeXUBaeTCsA BO BCeX BO3PACTHBIX IPYIIaxX IAIVIeHTOB C
MB 1o cpaBHEHMIO CO 310POBbIMIU AeTbMU (TabL. 1).

I[Ipu cpaBHUTENPHOM aHanu3e JAaHHBIX OOLIeil IpyI-
IIBI, BHE 3aBMCUMOCTM OT BO3pacTa, yposeHb 25(OH)D y
nanueHToB ¢ MB na 20,8 % Hike (p=0,003), npu atom
OTIMYYE MEX/Y ITOKa3aTelsAMMI JJeTel EPBBIX 3 JIeT I Jie-
Teit oT 3 go 10 /et HeocTOBEPHBL, a y meTelt ¢ MB ot 10
7o 18 ner copepkaHue KaabLyUAMoOIa B KpoBU Ha 17,6 %
Hke (p=0,018), 4eM B rpymie 3T0pOBBIX AeTell.

Taxoke obpamaer Ha ceba BHMMaHUE TOT (aKT, YTO
B 00eMX aHaIM3UPYeMBIX IPYIIIAX ¢ BO3PACTOM YPOBEHb
Ka/IbL[U/IO/IAa CTAHOBUTCA HIDKE: Y 3[[OPOBBHIX JeTeil OH
cHipKaetcs ¢ 39,2 (28,0 — 53,8) Hr/MI B paHHeM BO3pac-
Te 1o 23,8 (19,1 - 31,7) ur/mn y nogpoctkos (p<0,001),
ay mereit ¢ MB - ¢ 36,1 (22,0 - 45,3) Hr/M/1 B paHHeM BO3-
pacre o 19,6 (9,4 - 25,2) ur/mn coorBetcTBeHHO (p<0,001).

CoBepLIeHHO OYEeBNJHO, 4YTO BO3PAaCTHbIE 3aKO-
HOMEPHOCTH 00eCredyeHHOCT BUTaMMHOM D peteit
B Poccuiickoit ®emepanyu eguHOOOpasHBI — OT Mak-
CHMAJIbHOTO YPOBHA, MOCTUTAaeMOro, KaK IpaBM/IO, Ha
IIepBOM TOfly JKVM3HNU, Ha (OHe INPOPUIAKTUYECKOTO
npuéMa IpenaparoB XojeKajblpydepona B AanbHelIIeM

Tabnuya 1

Yposenv 25(0OH)D y oemeii c MB u 300posvix Oemeii mpex pezuonose Poccuiickoti Pedepayuu, (nz/mn)

Table 1

25 (OH) D level in children with CF and in healthy children in three regions of the Russian Federation, (ng / ml)

. 3poposble getn, n=125 MaumeHTbl ¢ MyKOBMCLIMAO30M, N=142
Bospacr getein
M m Me 1Q-3Q M m Me 1Q-3Q
[o 3 ner 47,05 5,04 39,20 28,00 - 53,80 35,57 3,09 36,10 22,00 - 45,30
Ot4 po 10 ner 33,23 1,88 31,95 24,10 - 42,55 30,21 2,01 27,40 19,30 - 39,80
Ot 11 go 18 net 25,23 1,51 23,80 19,10-31,70 | 21,40, p=10,018 2,25 19,60 9,40 - 25,20
Bcero 35,18 1,85 31,70 23,30-42,70 | 28,28, p=0,003 1,41 25,10 16,55 - 38,60
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Tabnuya 2
Yposenv 25(0H)D y oemeii c MB u 300posvix demeii 6 3asucumocmu om nona, (Hz/mn)
Table 2
25 (OH) D level in children with CF and in healthy children depending on sex, (ng / ml)
3nopoBble aetn [aLmneHTbl ¢ MyKOBMCLIMA030M
Bospacr pereit Manbuukm (1) [lleBoukm (2) Manbumkm (3) [lleBoukm (4)
Me Q1-Q3 Me Q1-Q3 Me Q1-Q3 Me Q1-Q3
[o 3 ner 39,20 31,10-63,10 42,05 23,80 -53,10 34,50 14,30 - 37,50 41,40 29,40 - 53,30
Ot 3 go 10 net 31,70 22,90 - 40,50 31,95 25,10 - 44,60 27,25 22,10 - 36,70 28,35 16,90 — 43,30
Ot 10 o 18 net 20,95 18,60 - 28,90 24,90 22,20 - 31,70 21,40 9,40 - 25,20 20,10 13,90 - 24,10
Bcero 32,60 22,00 - 40,50 31,50 23,50-44,60 | 24,35 P, ,=0,009 | 14,00-2580 | 27,60,P,,=0,185 | 18,10-43,05

IPONCXOANUT HpOTpeccupylolee CHIDKEHUe, COIpOo-
BOXKJjalollleecsl Pa3BUTHEM HEJOCTATOYHOCTH, U [e-
¢umura ButamMmHa D K mKoIbHOMY BO3pacTy. B To
Ke BpeMs, maLueHTsl ¢ MB, nmeromue B cury pasHo-
00pasHbIX MaTOTeHeTUYeCKNX MEXaHU3MOB TOpPa3fIo
6ompline MaHChl Ha GOpMMUPOBaHME TUTIOBUTAMUHO-
3a D, xapakrtepusyoTrcs 6omee HU3KMMMU YPOBHAMMU
25(OH)D Ha npoTshKeHnu Bcex IepUOfiOB JeTCKOTO
BO3pacTa.

CrefytomyM 3TalloM aHanu3a BUI0Ch COIIOCTAB-
JTIeHMe II0Ka3aTerneil ButaMyuHa D y ieTeil B 3aBUCHMO-
¢ty o1 nona (tadm. 2).

AHanmu3 TPONEMOHCTPMPOBAN  CYIIECTBOBAHINE
mocToBepHbIX pasmmunit yposHA 25(OH)D y mamb-
4nKoB (p=0,009) ¥ OTCYTCTBYME 3HAUMMOI Pa3HUIILI
y BeBouek (p=0,185) HezaBucuMO OT Bo3pacra obcre-
IOBaHHBIX feTeil. [Ipy eTaTbHOM CONOCTAaBICHUN Y
Ma/IbYMKOB VI JIeBOYEK BHYTPY BO3PACTHBIX MHTEPBa-
noB (0-3 ropa, 3-10 net u 10-18 yeT) pasmnums Mexay
rpynnaMy OONMBHBIX ¥ 3[OPOBBIX MYXCKOTO M KEH-
CKOTO I10/1a HeLOCTOBEPHBI.

Ha pucynke 1 n3obpakeHO CpaBHeHME YaCTOTHI
TspKémoro meduumra (Menee 10 Hr/mm), meduumra
(10-20 ur/mn), HemocratouHoctu (20-30 Hr/mMn) u
HOpMasbHOI 06ecriedeHHocT (30 — 100 Hr/MT) BUTa-
MUHOM D y 60/IbHBIX ¥ 3[JOPOBBIX JieTelL.

CpaBHUTENbHBII AHAMN3 JIEMOHCTPUPYET 3Ha-
9NUTeNbHbIE pasnuuMA y HmanueHTtoB ¢ MB u y 3po-
POBBIX fleTelt B 4acTOTe TsDKENOro aebunuta (MeHee
10 ur/mn) — 13,6 % u 0 % COOTBETCTBEHHO, a TaK-
e B YacTOTe HOPMAaabHOI 0OecreyeHHOCTH BHU-
tammuoM D (42,1 % u 52,8 % coOoTBeTCTBEHHO). B
mefoM dYactoTa pepuimra ButammHa D (ypoBeHb
Hioke 20 Hr/mi) y manuentoB ¢ MB B 2 pasa mpe-
BOCXOJJUT TaKOBYIO y 3[IOPOBBIX jieTeit — 47 (33,6 %)
u 21 (16,8 %) coorBeTcTBeHHO (p<0,01).

BaxHelIyM 3TanioM aHanu3a BUJIOCh CPaBHEHNE
YPOBHel1 Ka/IbLIMAYONA Y 3H0POBBIX U 601bHBIX MB B
3aBMCHMOCTH OT (haKTa MpuéMa 1 CyTOYHOIA JO3BI XO-
nexanbpLudepona.

B rtabmuue 3 mpepcraBieHbl JaHHBIE O CTPYK-
Type pas3IMYHBIX J[O3UMPOBOK IIPENapaToB XoOJIe-
kanbiydepona u ypoHax 25(OH)D nHa ¢one nx
npuema.

32 Siberian Medical Review. 2019;(2):29-36

Pucynox 1. Cmpyxkmypa nayuenmos ¢ MB u 300posvix Oe-
meti 8 3asucumocmu om codepycanust 25(OH)D, (He/mn).
Figure 1. Structure of patients with CF and healthy children
depending on 25 (OH) D content, (ng/ ml).

Pucynox 2. Yposenv 25(0OH)D (ne/mn) y nayuenmos c MB
U 300posvix demeli HA PoHe NPUEMA PASTUUHBIX CYMOUHBIX
003 xonexanvuyugepona.
Figure 2. The level of 25(OH)D (ng/ml) in patiens with CF
and healthy children against different dose of cholecalciferol.
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Tabnuya 3

Cooeprcanue 25(0H)D 6 3asucumocmu om npuéma u cymouHoti 003vt npenapamos xonekanvuudepona, He/mn

Table 3
25 (OH) D content depending on intake and daily dose of cholecalciferol preparations, ng / ml
cowmves | 0| w | w | o [ s s

Her npvéwma 19 12,147,p<0,001 | 12,098 2,776 6,316 17,978

1-500 18 15,694, p<0,001 8,771 2,067 11,333 20,056

MB 501 -1000 30 32,797 18,749 3,423 25,796 39,797
1001 - 1500 2 32,259 14,958 3,189 25,627 38,891

1501+ 51 34,371 13,718 1,921 30,513 38,229

Beero 140 28,285 16,727 1,414 25,489 31,080

Her npuéwma 70 26,946 11,358 1,358 24,237 29,654

1-500 14 33,879 10,938 2,923 27,563 40,194

501 - 1000 23 50,017 33,774 7,042 35412 64,622

3nopoBble

1001 - 1500 9 50,278 12,201 4,067 40,899 59,656

1501+ 8 49,900 18,994 8,716 34,020 65,780

Beero 124 35,182 20,736 1,862 31,496 38,868

Ipumeuarue: npumeHsCA Mermoo NonapHozo cpasHerus epynn, p<0,05.
Note: Descriptive statistic pairwise group comparison method, p <0.05, was used.

Vimeercs 4eTKas 3aBUCUMOCTb MEX[Y IIPMHIMAEMOI]
no3oit xonekanbiydeporna u yposHem 25(0OH)D (puc. 2).
Tax, y manentoB ¢ MB, npu npuéme xonexanbuudepo-
na B npodwraktideckort gose 500 ME/cyT, copepxanue
25(OH)D coctaBuno 15,7 + 2,07 Hr/mi, B TO BpeMsI Kak
y 30O0POBBIX [ieTell, Ha 3TOil e [[03€, JOCTUTAIO TIOPO-
TOBOTO YPOBHS HOpPMaJIbHOJN obecriedeHHOCTH B 30 HI/
M1 - 33,9 £ 2,92 ur/mn (p<0,001). ITpuem mo3nl xorne-
Kanbiydepona nanueHtamu ¢ MB B pasmepe 1000 ME/
cyT nosBosnseT foctnyb yposHs 25(OH)D B cbiBopoTke
KPOBMU B A1anasoHe 25,6 — 39,7 Hr/mi. B To BpeMs, Kak y
3[J0POBBIX JETEN, IIPY IIPYEME ITON XKe CaMOli J03bl, ypo-
BE€Hb KalmbLIMAKOa JocTurana 50 Hr/MiI.

CoBeplIeHHO O4eBUHO, YTO OAVMHAKOBBIE O3Bl XO-
nekasnblugepona y gereit ¢ MB u y 310poBbIx feTeit co-
MIPOBOXX/AIOTCSL OTHIOAb He OfMHAKOBBIM IIPU-
pocroM yposHs 25(OH)D, orpaxkas pasmnyHble
naTobU3MONOTNIeCK/e MEXaHM3Mbl TUIIOBUTA-
MuHosa D y manuenTtoB ¢ MB u 3g0opoBbIX fe-
Teil. ECTeCTBeHHBIM BBIBOJIOM U3 3TOTO aHAIM3a
SABJIAETCA TO 00CTOATENBCTBO, YTO IPOPUIAKTH-
yecke 1035l BuTamuua D y ieTelt ¥ mogpocTKOB
¢ MB [o/mKHBI IPEBOCXOANUTD TAKOBBIE Y 370PO-
BBIX JieTell Ha BCeM IPOTKEHUY XXMU3HMA.

nporpamme «HepoctarouHocts BuTamyuHa D y pmereit
1 1oppocTKoB Poccmiickoit Pepepanym: coBpeMeHHbIE
HOAXOMB! K Koppekuum» (tabm. 4) [6]. [Insa marmeHToB ¢
MYKOBMCIIMT030M B P® mpuMeHAIOTCA peKOMeHZALuUM,
oTobpaxkeHHble B HaijmonanpHOM KoHceHcyce [2].
VccnenoBanue moKasao, 4TO VCIONb3yeMble Ipo-
JAKTMYecKye K03bl BUTaMmHa D 1711 30pOBbIX feTeit sB-
JISI0TCA aJieKBaTHBIMM, HO He JOCTATOYHBIMMU ISt OOJb-
HbIX MB. CnefoBarenbHo, npy HabmogeHNY OONBHBIX €
MB Hajo ucnonb3oBaTb 6ojee BBICOKVE HMPOdUIaKTI-
yeckue no3bl, He MeHee 1500ME mns meteit go 10 met u
2000ME pa geteit crapie 10 jieT COrIacCHO POCCUIICKUM
U eBPOIIeNICKUM peKoMeHpanmAM. [Ipu BeIABIeHNN HeLo-
CTATOYHOCTM U fepuiyuTa CIefyeT COOMOoAaTh peKOMEH-
Jauuy KOHCeHcyca. [lanbHelmIell LeIbl0 IPOBORMMOTO

Tabnuya 4
Hauanvuwie 003vi sumamuna D3 (ME/cym)

u pexomenoayuy no newenuro oeduyuma eumamuna D

y Oemeii u 63pocnvix c MB

Table 4
Initial doses of vitamin D3 (IU / day)

and recommendations for treating vitamin D deficiency

in children and adults with CF

V3ydenue mpobmeMbl Aeduuura BUTaMMHA
D y pereit ¢ MB mokasano cHiskeHune obecrre-
YeHHOCTM BuTaMMHOM D ¢ Bo3pacToMm mo co-
mepxaunio 25(OH)D B kpoBu. AHanmormuHbie
JaHHbIe OBUIM MOTyYeHbl, KaK B UCCIE[OBAHMAX
B P®D [9, 10, 11, 12], Tak 1 B Apyrux crpaHax [14,
15, 16, 17].

PexoMeHpjaluy 1o npueMy NpOQUIAKTHU-
YeCKVX J103 I 3J0poBbIX fieteit aust PP pas-
paboraHbl ¥ IpefcTaBineHbl B HalpyoHambHOI

Bospact HavanbHas fo3a | YBenuueHHas fo3a | MakcumanbHas nosa
C poxgeHns 0o 12 mecsues 400-500 800-1000 2000
C 12 mecsiues o 10 net 800-1000 1600-3000 4000
C 10 go 18 net 800-2000 1600-6000 10000
Bonee 18 net 800-2000 1600-6000 10000

IIpumeuanue: daHHvle peKOMEHOAULU COOMBEMCINEYIOM e6PO-

netickum [8,13].

Note: these recommendations are consistent with European ones

[8,13].
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VICCleloBaHnsA OyfleT OLleHKa ajleKBart-
HOCTY IIPEJI0KEHHBIX 103 /11 OOTbHBIX
MB, npoxusaromux B PO 1 npogomxu-
TE/IbHOCTY X IIpUeMa.

B pamkax paboTel ObUT TpOBeleH
CPaBHNUTE/IbHBIN aHA/MN3 KOHIIEHTpAIN-
uu 25(OH)D u ouenka crenenu pedu-
nura y 60mbpHBIX MB 11 310pOBBIX feTelt
COIIOCTaBMMOTO BO3PAcTa I 10/Ia, KOTO-
pble HAOTIOAMNCH B Tpex pernoHax Po:
MockoBcknit pernoH, KpacHoapckuit
Kpait, CTaBpOnonbcKuii Kpail.

[Ipy cpaBHeHMM KOHIIEHTpAIUN
25(OH)D B m3yyaeMbIX rpymmax (3zo-
poBble 1 MB) no permonam 3sHauMMoit
CTATMCTUYECKO} Pa3HUIIbI BBIABIEHO He
65110 (p=0,31) (puc. 3).

[Ipy momapHOM CpaBHEHUV BBISAB-
JIEHO pasnnuye MeXxay MOCKOBCKUM U
CraBpOIONBbCKMM PerMOHaMM B IIONIb-
3y MockoBckoro pernona (p=0,012),
paBHO Kak ¥ Mexjy CTaBpONOIbCKUM
n KpacHosApckuM KpasMyu — CTaTUCTH-
YecKy 3HA4YMMO BBIIIe KOHIL[EHTPALVLA
25(OH)D B Kpacnosipcke (0,035) (ta6i. 5).

[Ipy momapHOM CpaBHEHWM JAHHBIX PeTMOHOB aHa-
JIN3 Pe3y/IbTaTOB BBLABIII CTATUCTIYECKY 3HAYMMO Oortee
BBICOKYI0 KoHLeHTpauuo 25(0OH)D y 6ombubx MB Mo-
CKOBCKOTO PerioHa 10 CPaBHEHMIO ¢ 60mbHBIM CTaBpo-
nonbs (p=0,0001) u He GbIIO PasHMUIIBI CPEAN 3OPOBBIX
B 9TuX pernoHax (p=0,088). Cpenu 6onpubix MB Kpac-
HOApCKOro Kpas 1 CTaBpOHO/bsA ObUIN BBIAB/IEHBI CTa-
TUCTUYECKM 3HauMMble pasnmuuus (p=0,001). 3mopoBbie
[eTV JaHHBIX PETMOHOB CTATMCTUYECK) He OT/INYA/INCh
Mexpy coboit (p=0,35). Cpenn 6ompHBIX MB 1 310pO0-
BBIX fleTeil MOCKOBCKOTO pernoHa He BbLsAB/IeHbI (p=0,34
u p=0,72 COOTBETCTBEHHO).

[Ipy M3ydeHny pesynbTaToOB MCCIENOBAHUA KOHIIEH-
tpauuu 25(OH)D BeisiBIeHO Gorbliiee Yicio Habmoze-
Huit ¢ TsokenbiM fredunurom (25(0OH)D<= 10,0 Hr/mn)
B CTaBpOIIO/IBCKOM Kpae 110 CpaBHEHMIO ¢ MOCKOBCKMM
peruonom 1 Kpacuosipcknm kpaem (p=0,001) (ta6bm. 6).

Federation.

Pucynox 3. Ipagux cpeonux suauenuti (M) xonyenmpayuu 25(0OH)D
(He/mn) y 300posuix demeti u 6onvHvix MB pasnuunvix pecuoros PP.

Figure 3. Graph of mean values (M) of (OH) D concentration 25 (ng/ ml)
in healthy children and in patients with CF in different regions of the Russian

CraTucTHYecKy 3HAYMMON pasHULBI paclpefeseHNs
yposHs 25(OH)D (ur/mi) ¢ gepunuroM, HefOCTATOYHO-
CTBIO I HOPMA/IBHOJ 00€CIIeYeHHOCTDIO Y AeTell MeX/y
MockoBckuM pernoHoM 1 KpacHospckuM KpaeM He BbI-
ABJIEHO.

Taxum 06pa3oM, HECMOTPsI Ha aKTYalbHOCTb IIPO-
6rembl meduuura BuTamMyHa D Ipyu MyKOBMCHMIIMFO3E,
uccneposanuit yposusa 25(OH)D B pasnuyHbIX BO3pacT-
HBIX TPYIIax ¥ NpOoQUIaKTUYeCKMX [03 BUTaMyuHa D
y JieTell HeOCTaTOYHBL. B Hamem mccmegoBaHum 6bLIO
nokaszaHo, 4ro ypoeHb 25(OH)D B sumHmit mepuop
y OonbpIIMHCTBA fieTeil (KaK 3OPOBBIX, TaK M OONbHBIX
MB) He mocTuraeT onTMManbHOro 3HadeHmsa 50-70 Hr/
MI. B obenx aHammsupyeMmblx IpyNIaX C BO3PacTOM
YPOBeHb Ka/bLAMONA CTAaHOBUTCA Hipke. Jacrora fe-
¢uura Butammuna D u Tshkenoro feduiura Obiia 3Ha-
4NTENTbHO BhINIE y HanyueHToB ¢ MB, mo cpaBHeHuIo co
30OpOBbIMM JeTbMu. Huskme mokasaTem OTMedeHBI

Tabnuya 5
Yposenv 25(0H)D (ne/mn) y demeii usyuaemuvix pezuoros (MB + 300posvie)
Table 5
25 (OH) D level (ng / ml) in children in the studied regions (CF + healthy)

PervoH N M SD Me Q1-Q3 p
MOCKOBCKHit pervioH 1 135 31,9 14,7 30,1 22,1-40,2 P,,=0,012
KpacHosipckuii kpait 2 70 34,2 243 21,7 21,5-40,6 Pu=0,035

Craspononbeui Kpaii 3 60 276 20,1 2 11,6-36,8 E;;gg;ﬁ

Ipumeuanue: pasnu4us no uccnedyemvim NoKA3aAmenIm PAcCHUmManvl ¢ UCNob3oeanuem kpumepus Manna -Yum-
HU; BHAYUMOCMY PA3nuHuli mexcdy uccredyemvuimu epynnamu npu p<0,05.
Note: differences in the studied parameters are calculated using the criterion.
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Tabnuua 6

Pacnpedenenue ypoens 25(0H)D (nz/mn) y 0emeii usyuaemoix pezuonos 6 Poccuiickoii @edepavuu

(MB u 300posvte)
Table 6
Distribution of 25 (OH) D level (ng / ml) in children in the studied regions of the Russian Federation
(CF and healthy)
PernoHbl
Z?JS;J)D Mockosckuit pervion (1) | KpacHosipekuit kpaii (2) | CrtaBpononbckuii kpaii (3) Beero P
135 70 60 265
<=10,0 N 4, 3, 12, 19 -
Tsokénblit aeduumt % 30% 43% 20.0% 729 P,,=0,001
’ ’ ' ’ P, =0,001
10,1-200 N 2, 13, 14 49 -
Oeduunt % 16,3 % 18,6 % 23,3 % 18,5 %
20,1-30,0 N 4, 2, 10, 72
HepocratouHocTs % 30,4 % 30,0 % 16,7 % 2712 %
30,1+ N 68, 33, 2, 125
HopmansHas o6ecneyeHHoCTb % 504 % 471% 40,0 % 2%

B CTaBpOIOZIbCKOM Kpae B OT/IMuye OT MOCKOBCKOTO
peruoHa u 6ompHbIX KpacHosipckoro kpas. Vccnenosa-
HIle TI0Ka3aJ10, YTO OAVMHAKOBbIE 03I XO/eKambldepo-
may gerelt ¢ MB 1y 30pOBBIX fieTell CONPOBOX/AIOTCA
OTHIOIb He OfJHAKOBBIM IpupoctoM yposHsa 25(OH)
D. CrnemoBaTenbHO, Ha CETONHALIHUI NeHb, HEOOXOMM-
MOCTb B pa3pabOoTKe HOBBIX IIOAXOZOB K IpodmmakTu-
Ke HeOCTATOYHOCTY M AeuuuTa BUTaMMHa D, ABIA-
eTCs aKTyaJbHOI Ipo61eMoil M MCCIefoBaHuA OymyT
IIPOJO/KEHBL.

Paboma evinonvena 6 pamxax epanma POPI Ne 18-
015-00482 («J3yuerue 6nUAHUS 2eHeMUHECKUX U IKOTIO-
euteckux (paxmopos Ha pazsumue Oeuyuma UMamMuHa
D y 300posvix demeii u Oemetl ¢ MyKOBUCHUOO30M 8 603-
pacmHom acnexmey).
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