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AxkmyaneHocme. Neduumnt BuTamuua D y geTeit ¢ mykoBucumposom (MB) aBnseTcs cepbesHoi npobnemoii. AnekBaTtHas obec-
MeyeHHOCTb BMTaMMHOM D AaHHbIX MAaUMEHTOB MPUHLMMMANBHO BaXHa A/ HOPMaNbHOM MWMHEpanu3aumm KOCTHOM TKaHu
M OYHKLUMOHMPOBAHUS MHOTMX CMCTeM oprauusma. Lese — u3yuntb 3d@eKTUBHOCTL Koppekuun geduuuta BuTammHa D
y neteit ¢ mykoBucumposom B CaHkT-lNetepbypre. Mamepuansl u Memodsl. B nccnenosaHue 6biin BktoUeHbl 92 pebeHka
c MB B Bo3pacte ot 0 go 17 net (49 Manb4uKoB, 43 [€BOYKM), KOTOPbIE HE MPUHWUMaNK npenapaTsl BUTaMuHa D, Ha pery-
NSIPHOM OCHOBEe A0 BK/OYeHus B uccnenosaHue. Bcem getam onpepensnu yposeHb 25(0H)D B cbiBOpOTKE KPOBM TPUXKAbI
(0-6-12 mec.). ButammnH D, HaszHa4asu B [O3MPOBKAX, PEKOMEH/0BAHHbIX COBPEMEHHBIMW KOHCEHCycamMu. B nocneayowem
NpOBOAMN KOPPEKLMIO MPUEMa A03bl XonekanbLuudepona, LaHHble O PErynspHOCTU Tepanumn cobupanu nytem nuuHom bece-
[ibl C MALMEHTOM U/MAn ero poautenamu. [1ns oLeHKM KOCTHOro MeTabonmsMa onpenensnim ypoBHU obLiero 1 MOHU3UPOBaH-
HOTrO KanbLMs, HeopraHuyeckoro docdopa, napaTMpeonaHoOro ropMoHa, WwenoyHow docdarasbl. Bcem naumeHTam nposognnn
aHTponomeTpuyeckme uccnenoBarus. [1ng oLeHKM COCTOSHUS KOCTHOM TKaHW BCEM NALMEHTAM BbIMOHSAN KOMYECTBEHHYIO
YNbTPa3BYKOBYH AEHCUTOMETPUIO HA AUCTANIbHOM KOHLLe ly4eBoi KoCcTU. CTaTncTnyeckyto 06paboTky AaHHbIX OCYLeCTBASAN
C NMOMOLLbI NakeTa npuknaaHbix nporpamm Statistica 10.0. MNMpumeHsnu mMeTonbl HemapaMeTPUYECKOM CTAaTUCTUKKU (TeCTbl
MaHHa - YutHu n Kpyckana - Yonnuca, XU2TECT, ®uwepa, Mak-Hemapa, Tect BunkokcoHa n ®puamaHa), KoppensiumoHHbIM
aHanun3 CnupmeHa. Pesynemamel. [pu nepeuyHoM onpepeneHnn y 80 % ob6cnefoBaHHbIX BbISBIEHO CHUXEHME BUTaMMHa D
MeHee 30 Hr/mn. K TpeTbeMy 3Tany onpeneneHna KoHueHTpauum 25(0H)D; B KpOBM KOMMNAEHTHbIMM OKA3aNMCb TONbKO
66 (71,7 %) nauneHToB. [pakTUYECKM Yy BCEX, KTO MPUHMMAN BUTaMUH D B peKOMeHA,0BaHHbIX 403aX, MOBbICU/ICS €ro YpOBEHb
B KpoBu. Ha ¢oHe Tepanum npenapatamu ButammnHa D, B Teuenune 12 mecaues otMeueH npupoct yposHsa 25(0H)D B cpenHeM
Ha 33,7 % B rpynne KOMMIAeHTHbIX MauMeHTOB. Jlyyllne nokasaTenm NpMpocTa MMeNu NaumeHTbl MNajLlero Bo3pacra C Uc-
X0A4HO 6onee BbiCOKMMM ypoBHAMM 25(0OH)D. MNaumeHTam ¢ MeHee BbipaxkeHHbIM aeduumtom 25(0H)D Tpebosancs npuem
NPONOPLMOHANbHO MEHbLUMX [03 ANS AOCTMXKEHUS HEOBXOAMMOro pe3ynbrata. Beieodsl. BoisiBneHbl pa3nnuns B AOCTUXKEHUU
HopManbHoOro ypoBHs 25(0H)D, cBsfizaHHble C BO3pacTOM M MCXOAHOM KoHueHTpauueit 25(0H)D.

Knwouesble cnosa: Mykosucumaos; utamud D; 25(0H)D,.
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Background. Vitamin D deficiency is a frequent problem in the patients with cystic fibrosis (CF). Adequate vitamin D supple-
mentation need for normal bone mineralization and different systems functioning. The aim of our study was to evaluate
the efficacy of vitamin D deficiency correction in CF pediatric patients in Saint Petersburg. Materials and methods. In the
study were included 92 CF children aged from O to 17 years (49 boys and 43 girls) who had not previous vitamin D,
treatment. 25(0OH)D levels were measured 3 times during the study (0-6-12 months). Vitamin D, supplementation was
made according to contemporary consensuses. During the study the vitamin D, doses correction was made. The patient’s
adherence to treatment was evaluated on the basis of the personal communications. For assessment of bone metabo-
lism we checked levels of total and ionized calcium, phosphorus, parathormone, alkaline phosphatase. In all patients
anthropometry, ultrasound distal radius densitometry was performed. Statistical analysis was made with Statistica
10.0 software. Mann-Whitny, Kruskall-Wallis, Wilcoxon matched paired test, chi2 and Fisher’s exact tests, Mac-Nemar and
Fridman’s test and Spearman’s correlation analysis were utilized. Results. Vitamin D deficiency (250HD < 30 ng/ml) was
detected in the 80% of the patients. Only 66 (71.7%) patients were complaint. The majority of the complaint patients
increased 250HD level during 12 months trial on the 33.7%. The best 250HD increment indicators had young patients
with initially higher levels of the 250HD. Patients who were less 25(0OH)D deficient required proportionally lower vita-
min D, doses for correction. Conclusions: founded differences in the possibility to 25(0OH)D normalization related with

age and initial 25(0H)D level.

Keywords: cystic fibrosis; vitamin D; 25(0H)D,.

AKTYANIbHOCTb

MyxkoBucuunoz (MB) — naumbonee pacmpoctpa-
HEHHOE HAacIeICTBEHHOe 3a0o0JieBaHUE, 3HAYUTEIHHO
COKpalniarIee MPOJODKATENEHOCTh W CHIDKAIOIIee
KaueCTBO JKM3HU TAIMCHTOB 0€3 aJeKBaTHOTO Jede-
Hus [3]. Yactora Gonesnu B Poccuu ceromgus B cpen-
HeM coctaBiusier 1 Ha 10000 HOBOpoOkAEHHBIX [9].
Cpenn momymsiuiuu  60ombHBIX MB  Hambonee dwacto
BcTpeuaercs mytarus F508del [8]. Hapymenue mpo-
[IECCOB MeTaboIn3Ma KOCTHOW TKaHW, TUITUYHOE IS
MallMeHTOB C MYKOBHCLHIO30M, MOXET HE TOJIBKO
MIPUBOJIUTH K 3aMEJICHUIO TEMIIOB JIMHEHHOTO pocTa
pebeHka, HO U COMPOBOKAATHCS HU3KOTPaBMAaTHIHBIMHU
nepeioMaM KOCTeH CKeJleTa, YTO CIIY)KUT MPUYUHON
JUIATENTLHOH MMMOOMJIM3alU MAllueHTa U, KaK Ciel-
CTBUE, OpOHXOIETrO4HOTO obOocTpeHus [1].

Hapymenne merabonu3ma KOCTHOW TKaHHU y TIAIU-
eHToB ¢ MB HOcuT MynbTHdakTopHEIiH XapakTep [1, 5].
OnHoli 3 Hambonee 3HAYMMBIX TPUYMH HapyIICHUH
KOCTHOTO MeTaboim3ma rnpu MB, a taxke nipu Jpy-
TUX XPOHHYECKHUX BOCIAIUTENHHBIX 3a00JICBaHUIX
seisercst nepunut Butamuaa D [2, 4, 7]. OCHOBHBI-
MU MpUYMHAMH JePHUIMTa BUTaMHHA D y HanureHToB
¢ MB cuwnrarorcs: manbabcopOius, 00ycloBICHHAS
9K30KPUHHOM  HEAOCTaTOYHOCTBIO  IMOKEITYIOUHON
JKeJle3bl, HapylleHne MeTabonn3Ma BUTaMuHA D BBU-
Iy TIaTOJOTHH TI€YEeHHU, CHIDKEHHE HWHCOJSAIUN M3-3a
(doToceHCHOMITM3AIMK TIPH TIPUEME HEKOTOPBIX aHTH-
OMOTHKOB, reorpaduueckas MUPOTa MPOKUBAHUS I1a-
[MEHTA, HU3KUI HYTPUTUBHBIA CTaTyC C HEIOCTATKOM
KUPOBOW TKAHM, a TAK)Ke MTOBBIIICHHOE PACcXOJ0BaHHE
BUTaMHHA D B pe3ynbrare MepCUCTHPYIOMIETO XPOHH-
yeckoro Bocnajenus [15]. Jepunur puramuna D npu-
BOOUT K HapylleHHI0 abcopOuuM KanbLus, Hapylie-
HUI0 MHUHEpAJM3allii CKeJleTa, 3aJlepKKe JMHEHHOTO
pocTa W HapyIIeHUIO KOCTHOW mpodHoctd [12-14].

Cpenu BHECKENETHBIX MPOSBICHUN JeQHLUTa BHUTa-
MuHa D creyeT OTMETHTH MOBBIIICHHYIO YacTOTYy
HH(PEKITNOHHO-3aBUCUMBIX OCIIOKHEHUH, TPeOyIOMNX
TOCIIUTANIN3AlAY, U CHIDKEHUE ToKa3arened (QpyHKIUN
BHelrHero apixanus [11, 16, 18].

Bropoe necstunerne mpomoimkaeTcst 00CyXKIeHHE
03 BATaMuHA D HE0OXOmMMBIX g OoJibHBIX MB.
C mosiBIEHNEM HOBBIX JTaHHBIX, OMHPAIOIINXCS TOIb-
KO Ha JIOKa3aTeJIbHYI0 METUIMHY, CTaHJapThl Ipe-
TeprieN OOHOBJICHUSI U HEOJHOKPATHO JIOTIOIHSITUCE.
[locnennee obnoBnenue narupyercs 2012 r. u Beimy-
meno ®Pongom mykoBuciuno3a (The Cystic Fibrosis
Foundation) [21]. CormacHo maHHOMY KOHCEHCYCY pe-
KOMEH/IOBAaHO oTlpeJieieHrne ypoBHs umMenHo 25(OH)D
B KPOBH, a HE IPYTrUX €ro METa0OJIMTOB, MPEANOYTH-
TENhHO B 3WMHHE MECSIBI, KOTJa €r0 YpPOBEHb Hau-
Oonee Hu3ok [21]. Jlo3a xosnexampiudepona A0mKHA
Ha3HayaTbCcsd B 3aBHUCHUMOCTH OT BO3pacTa W TONY-
YEHHBIX pe3yJapTaTtoB U MoxkeT gocturate 10000 ME
B cyTKH [21]. B HacTos1ee Bpems BeAyTCsl JUCKYCCUHI
0 HEOOXOIMMOCTH TIpUEMa HE TOJBKO BUTamuHa D,
HO U D, uer mouck onTuManbHON J03MPOBKH M pe-
JKUMa TpHeMa, OJHAKO HE XBAaTaeT JAHHBIX O MPEIHK-
TOpax, OMPECIIIONIUX BbIOOp OoJiee MM MEHEE BbI-
cokux no3 Butamuua D [10, 17, 20].

Lenv uccneooganusi — w3yduTh 3PPEKTUBHOCTH
Koppeknuu nedunura BuTamMuHa D y meTeit ¢ Myko-
Bucuno3oM B Cankr-IletepOypre.

MATEPWANbI U METOAbI

B  mpocnexkTuBHOE  TPOUIGHHOE  HCCIIENOBa-
HHe OBUTH BKIITOUEHBI 92 pebenka ¢ MB B Bo3pac-
Te or 0 mo 17 mer (49 manpumkoB, 43 HCBOYKH).
Hnarno3 MB ycraHOBJI€H Ha OCHOBaHWUU JUArHOCTHU-
yeckux kputepue ECFS2014 1. [19]. Cpenu obcie-
JIOBaHHBIX JeTell B Bo3pacte 1o 3 jer Obuio 33 pe-
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Oeuka: or 3 g0 6 get — 21, ot 6 g0 12 mer — 24,
ot 12 no 18 — 14 uenosek. [lo Hauana jgexkapcTBEH-
HOH Tepanuy MalUeHTaM OIIpeNesUll ypOBEHb BU-
tamuHa 25(OH)D B chIBOpOTKE KPOBH, B3STOM HaToO-
IIaK, aBTOMaTU3UPOBAHHBIM METOJIOM Ha aHaJnu3aTope
Architect 11000 (Abbott, CIILIA) ¢ ucnonp3oBaHuEM
peareHToB, KOHTPOJIBHBIX U KaJUOPOBOUYHBIX MaTEpH-
aJIOB IIPOM3BOAUTEIS. ANaparypa U peareHTbl UMEIn
BCe HeoOXoanuMeble paspemieHust Poc3npaBHanzopa mis
JUarHOCTHYECKOTO HCIOJNBb30BaHUS B MEIUIUHCKON
NpakTHKE, IUarna3oH H3MEPEHHH MapKepa COCTaBHII
ot 4 no 160 ar/miu. HccnemoBanue mpoBOIuiIn ¢ (es-
pans mo mait 2017 1., KOTAa, MO MHEHHIO DKCIIEPTOB,
conxue B CeBepo-3anaaHoM pernone Poccnu HaxonuT-
Csl TaK HM3KO, YTO CHHTE3 BUTaMHMHA D B Koke Tpak-
TUYECKU He mpoucxonuT [6]. Ha ocHoBanuu mocnen-
HEro KOHCEHCYCa 10 OCTEONOpPO3Yy MbI HCIIOJIB30BaIN
cienytomue rpananuu ypoHs 25(OH)D: agexBatHOe
coaepkanue, i HopMa (ot 30 go 100-150 Hr/mmn),
HEJI0CTaTOYHOCTh, WM CyOONTHMAIbHOE MTOCTYIIIICHUE
(ot 20 mo 30 ur/mm), nedummr (10—20 HI/MIT) U BHI-
pakeHHBIH nepuuuT BUTamMMHA D, WM aBUTaMUHO3
(<10 ur/mn) [6, 21]. B uccnenoBanue BKIIIOYAIN TOJIb-
KO TeX MAaIMEeHTOB, KOTOPbIC HE MPUHUMAITH MPEapaThl
BuTamuHa D, Ha perynspHoil ocHose. Beem nanmen-
TaM HasHa4ajlM TEPaNMIo IpernaparaMu BuTamuHa D,
B JIO3MPOBKAaX, PEKOMEHJIOBAHHBIX COBPEMEHHBIMH
koHceHcycamu [1, 21]. IIpu BeIGOpe mpemapara mpes-
MOYTEHHE OTAABAIM BOAOPACTBOPUMBIM (QOpMyaMm,
HO OKOHYATeNbHBII BHIOOp OCTaBaJCsl 32 MALUCHTOM.
I'maBHBIM TIpUHITUTIOM OBIIO COONIONEHUE peXKuMa
npreMa U peKOMEHI0BAaHHOHN 03B B MEXKTyHAPOIHBIX
eAMHUIAaxX B cyTkH. [larmeHTaM mo JaHHBIM BTOPOTO
U3MEPEHHUs] OCYLIECTBIISIIN KOPPEKLUIO 03bl BUTAMU-
Ha D,. Ha srarne Broporo u TpeTbero u3MepeHuii ypos-
Hs BUTamuHa D, cobupanu NaHHBIE O PETYIAPHOCTH
Tepanuy npenaparaMd BuTamuHa D, myTem JuYHON
Oecelbl ¢ TALMEHTOM W/MJIM €ro 3aKOHHBIM IpescTa-
BUTENEM. HekoMIaeHTHBIE, 0 MHEHHUIO 3KCIIEPTOB,
NAalMeHThl HCKIIOYAINCh W3 aHanu3a. [lanueHTos,
YCIIEIIHO 3aKOHYMBIIMX MCCJIEJOBAaHME, HAa OCHOBA-
Huu ypoBHs 25(OH)D B kpoBH mojpazensin Ha TexX,
y koro ypoBerb 25(OH)D (> 30 Hr/mi) HOpMamu3o-
BaJICsl U He HOopManm3oBajics Ha (oHe 12-mecsuHOM
Tepanuu npenaparamu Butamuna D,. Jiist oneHku co-
CTOSTHUSI KOCTHOTO MeTabosiM3Ma ONpeessiiii yPOBHH
o0I1ero 1 MOHU3WPOBAHHOTO KaJbIls, HEOpraHHue-
ckoro Qocdopa, naparupeouanoro ropmona (IITD),
o0meit menounoit pocdarassl (OUID). Becem manuen-
TaM TPOBOIMIN aHTPOIOMETPHUUECKUE HCCIIEIOBaHMUS.
g OLleHKH COCTOSHUS KOCTHOM TKaHH BCEM IMallu-
€HTaM BBIMOJIHSAIN KOJIMYECTBEHHYIO YIIBTPa3ByKOBYIO
nercuromerpuio (KY3) ¢ m3mepennem ckopoctu mpo-
xokaennst 3Byka (Speed of Sound — SOS) Ha nuc-

TaJbHOM KOHIIE JIy4eBOH KOCTH C MOMOIIBI0 Ipubdopa
Sunlight MiniOmni P (Beam-Med Ltd.), umeromero
HeIuaTpudecKyro 0asy maHHbIX. JIsl OLIEHKM BHeII-
HECEKPETOPHOH (YHKIMH TOKEIYIOYHON IKEJIe3bl
y BCEX MAaIMEHTOB ONpENEeISIN YPOBEHb (eKaTbHON
anacrtasel-1 kxama (®3-1). Myranum B rene CFTR
UIASHTU(GUIIIPOBAIM HA dTalle JUArHOCTHKH 3a0ojie-
BaHWS pa3HBIMH MeTomamu B oOpasmax JIHK, Bwime-
JICHHBIX W3 JICHKOIMTOB Tepu(epuIecKoil LeNbHON
KpOBU IIpu nomouu: myinbruruiekcHon IIIP Ha ya-
cThie MyTanuu, MeToioM NGS-cekBeHHpPOBaHUS W/WIH
HPSMOTO CEKBEHUPOBAHUS 3K30HOB U (DIAHKUPYIOLIUX
WHTPOH-3K30H obnacteil rena CFTR.

OYHKIHIO BHEUIHETO JBbIXaHHS HCCIENO0Baj OAWH
CHELUAIUCT B COOTBETCTBHU C KpuTepusiMu ERS/ATS
Ha amnmapare ¢ IakeTOM MPOTrPaMMHOI0 oOecHedeHust
MasterScreen PFT (VIASYS Health care, GmbH).
OnenuBanu crueayrompe mokazatenu: (opcupoBaH-
HYI0 XHU3HEHHYI0 eMKocTh Jerkux (DXKEJI), oobem
(opcupoBaHHOrO BBIIOXA 32 NEPBYIO cekynay (ODB,).
[TonydeHHble pe3yabTaThl aHAJIM3UPOBAIU IIYTEM CO-
[IOCTABJIEHUs] [JAHHBIX C MJOJDKHBIMU BEJIMYMHAMH,
paccuuTaHHbIME TI0 Qopmynam EBpomneiickoro co-
obmectBa cramu u yrist (OduuuansHblil OloIeTEHB
EBponeiickoro pecnuparopHoro oomectsa. Jlerou-
Hble 00beMbl M (OPCHPOBAHHBIE BEHTUISALMOHHBIC
TTOTOKH).

dusnyeckylo akTUBHOCTh (DPA) M HHCOIALUIO
OTpe/EIsUIN 10 aHKETe, KOTOPYIO 3allOJIHSIM MalleH-
THI TIpH TIepBOM BH3HTE. YpoBeHb DA ObLT pazzeneH
Ha: 1) OOBIYHBIN (TIOCEMICHHUE NTKOIHLHO-TOIIKOIBHBIX
YUpEeXKJICHUH, 3aHATHSA KUHE3WTepamnuei), 0e3 momon-
HUTENBHBIX 3aHATHH (QU3NUECKOH KyJbTYpoii; 2) 2 yaca
B JICHb JOINOJHUTEIBHBIX 3aHSATHH BMECTE C OOBIYHBI-
MU (U3MYECKUMH Harpy3kamu; 3) 6 4acoB B JICHb 3a-
HATUH B JIONOJHEHUE K 0ObIuHbIM. MHcomsmuio one-
HUBAllM KaK yKa3aHue Ha (DakT BbIe3/la 3a MpPEAesbl
MPUBBIYHON KJIMMaTHYECKOH 30HBI B HIMPOTHI ¢ Oonee
TEIJIBIM KIMMAaTOM HE MeHee yeM Ha 14 nHel 3a mo-
cieqnue 12 Mecsnes, 10 BKIIIOYEHUS B UCCIIEAOBAaHUE.

Craructudeckyro 00paOoTKa JaHHBIX OCYIIECT-
BJISUTM C TMOMOUIBIO0 MaKeTa MPUKIAJHBIX MPOrpaMMm
Statistica 10.0. [lanHble TpeAcTaBICHBl MEAHAHOM
U MHTEPKBApPTUIbHBIM pasMaxoM. Ilpu craructuue-
CKOM aHAaJM3€ HCIOJIb30BaJIM METOIbl HelapaMeTpu-
YeCKOM CTaTHCTMKHU JUIsl CpaBHEHHUS JIByX M Oosee
IPyII HE3aBUCUMBIX KOJIMYECTBEHHBIX NEPEMEHHBIX:
TecT ManHa— YutHH, Tect Kpyckana— Yomiuca, Tect
JUIsS CPAaBHEHUS TPYIIN HE3aBUCUMBIX KaTETOPHAJIbHBIX
npusnakoB, XU2TECT wu Tounsiii kpurepuit dure-
pa, Ul CpaBHEHUS JIByX M 0ojee 3aBHUCUMBIX I'PYII
KOJIMYECTBEHHBIX NPU3HAKOB — TecThl Buikokcona
u tect @puamMana, A 3aBUCHUMBIX KaTerOpHaIbHBIX
npu3zHakoB — TtecT Maxk-Hemapa. Taxxe mpoBogu-
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W KOPPENSIIUOHHBIN aHanmu3 meronoM CrupmeHa.
PesynbraThl cUMTamM CTAaTHCTUYECKH 3HAYUMBIMH
npu p < 0,05.

PE3YNIbTATbl U OBCYXXAEHUE

Hacrosimee 12-mMecsiuHOE UCCIEAOBAHUE YCICIIHO
3axkoHumH 66 manueHToB (71,7 %), moist HekoMILIa-
SHTHBIX TalMeHToB/poanuTeneii coctaBuia 28,3 %.
Ha done Tepanu npenaparamu BuTamuna D, B Teuenue
12 mecsirieB otMmeueH mpupoct yposHst 25(OH)D B cpen-
HeM Ha 33,7 % B rpymnine KOMIUIA€HTHBIX MallEHTOB.
Ucxonubie ypoBHH W nuHamuka ypoBHed 25(OH)D
B KpoBHM mainueHToB ¢ MB g0 Hawana mpuema mpe-
naparoB BuTamuHa D u uepes 12 mecsieB y KoMIia-
SHTHBIX TAI[UCHTOB IPEJICTaBlICHbI B Ta0. 1.

[Tockonbky no3y Butammua D, ompenensnn aud-
(hepeHITMPOBaHHO B 3aBHCHMOCTH OT BO3pacTa WIIH
ucxoxnoro yposHs 25(OH)D cormacHo pekoMeHaam-
SIM MEXKIyHAapOJHOTO M HAIMOHAJIBHOTO KOHCEHCYyca
0 BEJICHUIO MalKeHToB ¢ MB, HaMu ObLTH TOTyYEHBI
CTaTUCTHUYECKH 3HAYMMBIE pa3u4us B J103aX BHUTa-
mMuHa D,, KOTOpbIE Ha3Ha4YaluCh MAlMEHTaM B 3a-

BHCHMOCTH OT MCXOAHBIX ypoBHel 25(OH)D [1, 21].
[TanimeHTHI ¢ pa3HO# CTENEeHBID MCXOMHOTO Ae(UIH-
ta 25(OH)D mo-pa3sHoMy BOCCTaHABIMBAINd KOHCU-
eIl ypoBeHb 25(OH)D. O6pamano Ha cebst BHH-
MaHHe, 4YTO Jy4llIHe I0Ka3aTeau IMpUpocTa HUMETH
MAUEeHTbl C HCXOAHO Oojee BBICOKUMH YPOBHS-
mu 25(OH)D. Ilanmentam c MeHee BBIPaKEHHBIM
nedunurom 25(OH)D TpeGoBancst mpuem mpomop-
[MUOHAIBHO MEHBIIMX J103 JJIsl JOCTHXKEHHS HEeoOXo-
IUMOro pesyinbrata (Tadm. 2).

[Ipu mpoBeeHNN KOPPESIIMOHHOTO aHalln3a yCTa-
HOBJIEHA OTpHIATENbHAs JIOCTOBEPHAs KOPPEISAIIHs
MEXIy 10304 BuTamuHa D, v QuHANbHOW KOHIEH-
tpaumeir 25(OH)D (puc. 1, a), a Takxke Mexay uc-
xonHo# koHnentpauueit 25(OH)D u tepaneBrnueckoit
no3oil ButamuHa D, (puc. 1, b). Obpamaer Ha cebs
BHAMaHHE OTCYTCTBHUE JIMHEHHON 3aBUCUMOCTH MEXKITLY
HCXOJHBIMHU U KOHEUHbIMH ypoBHsAME 25(OH)D, a Tax-
e 1030i BuTamuna D, (puc. 1, ¢).

[Ipn cpaBHHUTENBHOM aHAIN3E MCXOIHBIX XapaKTepH-
CTHK TAITEHTOB C MYKOBHCIIAA030M, Y KOTOPBIX YPOBEHb
25(OH)D HopManm3oBajicsl B X0Ie Tepariu Tpernapara-

Tabnuya 1 / Table 1

[OunHamuka yposHen 25(0H)D Ha doHe 12-mMecsuHOM Tepanumn BUTaMMHOM D y KOMN1aeHTHbIX MaLMeHTOB C MyKOBUCLMA030M /
Dynamics of 25(0OH)D levels during of 12-month vitamin D therapy in compliant patients with cystic fibrosis

Yposens 25(OH)D / Hcxonno / Yepes 12 mecsnes /
Level 25(OH)D Initially After 12 months p
M (M + SD), ng/ml 23,3+94 353 +15,1 0,0000001
Me (25 %375 %), ng/ml 23,5 (14.,9; 29,7) 32,4 (28,2; 40,2) 0,0000001
> 30 ng/ml, n (%) 16 (24,2) 38 (57,6) < 0,001
<30 ng/ml, n (%) 50 (75,6) 28 (42,4) < 0,001
20-30 ng/ml, n (%) 24 (36,4) 24 (36,4) 1,0
10-20 ng/ml, n (%) 20 (30,3) 3 4.5) < 0,001
<10 ng/ml, n (%) 69,1 1 (1,5) < 0,001

IIpumeuanue: M — cpennee apupmeruueckoe / The arithmetic mean. Me — menuana / Median.

Tabauua 2 / Table 2

OuHamuka ctenenn nepuumta 25(0H)D Ha poHe 12-mecsuHoi Tepanuu BUTaMMHOM D,, a Takke TepanesTMyeckue A03bl /

Dynamics of the 25(OH)D deficiency grades and vitamin D,

therapeutic doses

Butamun D, Teic. ME/cyT /
Yposens 25(OH)D ur/ma / Vitamin D, 10 x 3 [U/day »
Level 25(OH)D ng/ml

> 30 <30
Bceero / Total 2,0 (1,45-3,0) 3,0 (2,25-4,0) 0,012
<10 (n=06) 2,25 (1,0-3,5) 4,0 (3,0-7,5) 0,53
1020 (n =20) 3,0 (2,0-3,0) 4,0 (3,0-5,0) 0,02
20-30 (n=24) 2,5 (2,0-3,0) 2,25 (1,5-3,0) 0,489
>30 (n=14) 1,0 (1,0-2,0) 1,5 (1,0-3,0) 0,438

P 0,298 0,021*

Ilpumeuanue: *Y OONBHBIX, HC JOCTUTIINX HOPMAaJIbHOTO YPOBHS BUTaMHUHA D, €CTh JOCTOBEpHBIC Pa3IUYUs B Ha3HAYACMBIX
J103aX B 3aBHCHMOCTH OT MCXOJHOT0O ypoBHs BuTamuHa D B kpoBu / Patients who have not reached the normal level of vitamin D
have significant differences in the prescribed doses, depending on the initial level of vitamin D in the blood.
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Fig. 1. Correlation between the initial and final concentration
of vitamin D in the blood (p = 0.09) (a); correlation
between vitamin D dose and final serum concentration
(p=0.0001) (b); correlation between the initial and
final concentrations of vitamin D and the dose of the
drug (three-dimensional correlation model) (c)

Puc. 1. Koppensiuma mexay HayanbHOW M (pUHANLHOW KOH-
ueHTpaumeli ButaMuHa D B kpoBu (p=0,09) (a);
KoppensiuMsa Mexay A030i ButaMuHa D u ¢pmHanbHoM
KOHL,eHTpauumel B cbiBopoTke Kposu (p = 0,0001) (b);
Koppensiuusi Mexay HadanbHOMi, PUHANBbHON KOHLEH-
Tpauusamu ButammHa D n no3oi npenaparta (Tpexmep-

Tabnuuya 3 / Table 3
CpaBHEHME UCXOAHbIX KONIMYECTBEHHbIX XapaKTePUCTUK NALLMEHTOB C MYKOBUCLMA030M B 3aBUCUMOCTU OT NOC/enyto-

wer Hopmanusauuu yposHsa 25(0H)D yepes 12 mecsues Tepanuu /
Comparison of the initial quantitative data of the cystic fibrosis patients depend on the subsequent 25(0OH)D normal-

VYposens 25(0OH)D ur/mn /
ITapamerpsl / Parameters Level 25(0OH)D ng/ml p
> 30 (n=138) <30 (n=28)

Bospacr, net / Age, years 3,0 (1,0; 6,0) 6,5 (3,0; 10,0) 0,02
KymynstusHas nosa, teic. ME / Cumulative dose, thnd. [U 862,0 (622,3; 1246,5) 1200,0 (852,5; 1662,0) 0,03
Bec, xr / Weight, kg 14,3 (8,1; 19,0) 19,0 (13,5; 26,5) 0,03
Bec, % / Weight, % 22,1 (6,4; 50,3) 19,0 (9,0; 36,6) 0,65
Poct, z-score / Height, z-score -0,9 (-1,9; 0,1) -0,7 (-1,6; —0,1) 0,76
UMT, % / BMI, % 28,0 (16,7, 61,3) 29,5 (19,5; 39,4) 0,68

MU BUTaMHHA D,, ObUIM BBISBICHBI CIIEIYIOIIME Pa3iIH-
yns. [larpenTsl, y kKoTopsix yposerb 25(OH)D ne HOp-
Maim30Bacs, Obut Oosee crapiuero Bospacra (p = 0,02),
TIONyYM/IM OOJIBIIYIO KyMYJISTHBHYIO /103y BUTaMuHa D,
(»p=0,03) (Tabn. 3). Pazmuumii B mokazaremsax KY3 —

CKOPOCTh MPOXOXKICHHUSI 3ByKAa HAa IUCTAIbHOM KOHLE
mydeBoii xoctu (p =0,83), OB (PXEI % p=0,31;
ODB,, p=0,72) — He 0OHapy*keHO.

[Ipr wm3yyeHHWM KaTeropuaibHBIX MPHU3HAKOB [0-
CTOBEPHBIX pa3iuuuii y mnauveHtoB ¢ MB B 3aBu-
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CUMOCTH OT THOCJEAYyIOIeH HOPMaIu3alli YpPOBHS
25(OH)D 4epe3 12 mecsieB Tepanuu 10 TEHOTHILY,
TToKasaressiM KocTHoro Merabonmusma, OBJI, Tepamumy,
WHCOJISIIIMM, CTETIeHW IMOpPAXEHUs TEUEHU U JAPYTHM
COITyTCTBYIOIIMM 3a00JeBaHUsSIM He monydeno. OnHa-
KO BBISIBJIEHA TEHACHLMS DPa3IMuuil B ypoBHE (usu-
yeckoit aktuBHOCTH (p =0,00) m mokazareisix pocTa
z-score (p =0,09).

3AKNIOYEHUE

V nopasigromero OonblIMHCTBA JeTel ¢ MB
B Cankr-IlerepOypre umeercs nedunur BuramuHa D,
BBIp@XCHHBIM B pasHoil crerneHu. Ha done Tepanmm
BUTaMUHOM D, B PEKOMEHJIOBAHHBIX 103aX y JETEH
MJIaJIIeH BO3PACTHOW TPYIIBI HOPMAaIH3AIHs ypPOB-
Ha 25(0OH)D > 30 Hr/mi TpOWUCXOAWT Yalle W IpH
Ha3HAUYE€HUW MEHBIINX JI03 M0 CPAaBHEHHUIO C JETHMHU
cTapiiero Bo3pacTta. TpeOyroTcs mampHEHIINEe ¥WC-
CJIeTOBAaHUS, HAIMPABJICHHBIE HAa TIOUCK IMPEAUKTOPOB,
ONpPENENAIOIMX OTBET Ha TEPANMIO BUTAMMHOM D..

Kongnuxm unmepecos: uccienoBanvie MPOBEICHO
mpu  (UHAHCOBOW TMOMIEPKKE OJIATOTBOPUTEIHLHOTO
dborma «OcTtpoBay.
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