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B cTaTbe npencTaBneHbl pesynsTathl onpeaenelus ButaMmuHa D y feTeii ¢ MyKoBUCLMA030M 1 Y 300pOBbIX AETEN, TPOXUBAIOLLMX Ha tore
Poccuun. MpopeMoHcTprpoBaHa BbicoKas Yactota geduumta U HeAoCTaTOMHOCTU BUTaMmHa D y naumeHToB ¢ MykoBucLmuao3om (86,7 %).
YpoBeHb 25(0H)D, xapakTepusytowmit 06ecneyeHHOCTb BUTaMUMHOM D, NpOrpeccMBHO CHUXAETCS Y GOMbHBIX U 300POBbIX AeTel, Npu
3TOM BO BCEX BO3PACTHbIX Nep1ojax y NaLuMeHTOB C MyKOBUCLIMAO30M OH AOCTOBEPHO HUXKE, YeM Y 30,0poBbIX AeTeli. Koppensums mexay
YPOBHEM Ka/bLMAMONa CbIBOPOTKM KPOBU M BO3PACTOM MaLMEHTOB C MyKOBUCLMAO30M cocTaBuna r = -0,44 (p = 0,015).

Mpuem npodunaktnueckmx (500-1000 ME/cyT) u neuebHbix (1500-3000 ME/cyT) n03 Xonekanbumdepona y nauMeHToB ¢ MyKOBUC-
LIM030M COMPOBOXAAETCS MEHEE 3HAUMTENIbHBIM MPUPOCTOM YPOBHS KasbLMANOIA MO CPABHEHUIO CO 3L0POBbIMU AETHMM.
BoisiBneH pocroBepHo 6onee HU3Kui ypoBeHb 25(0H)D y 60/1bHbIX KUCTO3HBIM (PUBPO30M, MHPULIMPOBaHHBIX Staph. aureus.

Y peteit ¢ MyKOBUCLMA,030M, UMEIOLLIMX TMNOXonecTepuHeMuto, nokasatenu 25(0OH)D poctoBepHO HMXe, YeM Y NaLMEHTOB € HOPMaJib-
HbIM YPOBHEM XONecTepuHa.

(MakTopamMu puUcKa pasBUTMS TSXKENOro rMnoBuTamMmHosa D y JeTeit ¢ MyKoBUCLMAO30M SIBSIIOTCS BO3PACT, 3afepXKKa (U3NUYECKoro
pa3BUTHS], BHELLIHECEKPETOPHAs NaHKpeaTUyeckas He[0CTaTOYHOCTb, HAZIMUME XPOHUYECKOV GpoHXoNerouHoi Hdekumm Staph. aureus.
C y4eToM NpoBeAEHHOI0 UCCIEN0BaHUS O3MPOBKA XoNeKanbLmdepona y NnaumMeHToB C MyKOBUCLMA030M A0/MKHA MUHUMYM B 2 pasa
NPeBOCXOAUTb TaKOBYHO Y 340POBbIX AETEN.

sumamuH D, Mykosucyudos, Memabonusm, 2unogumamuHo3 D, 25(0OH)D, naHkpeamuyeckasi He00CcmamoyHoCme.
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Vitamin d status during winter months

Leonid Ya. KLIMOV?, Svetlana V. DOLBNYA?, Elena |. KONDRATYEVAZ, Anna A. DYATLOVAL, Elena A. ENINAL3,

Viktoria A. KURYANINOVA#4, Anna N. KASYANOVAS, Elena K. ZHEKAITEZ, Dmitry V. BOBRYSHEV?, Inna V. MARKAROVA*,
Tatyana M. VDOVINA®?, Anna A. SHAFOROST®
1 Federal State Budgetary Educational Institution of Higher Education «Stavropol State Medical University» of the Ministry of Health of the
Russian Federation: 310 Mira Str., Stavropol, Stavropol Krai, Russia, 355017
2 Federal State Budgetary Research Institution «Medical Genetic Research Center»: 1 Moskvorechie Str., Moscow, Russia, 115522

5 State Budgetary Healthcare Institution of Stavropol Krai «Regional Children’s Clinical Hospital»: 3 Semashko Str, Stavropol, Russia, 355029
4 State Budgetary Healthcare Institution of Stavropol Krai «Philipsky City Children’s Clinical Hospital», 5 Ponomareva Str., Stavropol, Russia, 355002
> Federal State Budgetary Educational Institution of Further Professional Education «Russian Medical Academy of Continuing Postgraduate
Education» of the Ministry of Health of the Russian Federation: Bldg. 1, 2/1 Barrikadnaya Str., Moscow, 12599

6 Autonomous Non-Profit Medical Organization «Stavropol Regional Clinical Consultative and Diagnostic Center»: 304 Lenina Str., Stavropol, 355017

Klimov Leonid Yakovlevich - Cand.of Sci.
(Med.), Associate Professor, Head of the Chair
of Intermediate Level Paediatrics, Federal
State Budgetary Educational Institution of
Higher Education «Stavropol State Medical
University» of the Ministry of Health of the
Russian Federation; Tel.: +7 (8652) 35-23-31;
e-mail: klimov_leo@mail.ru

Dolbnya Svetlana Viktorovna - Cand. of Sci.
(Med.), Associate Professor, Chair of
Intermediate Level Paediatrics, Federal State
Budgetary Educational Institution of Higher
Education «Stavropol State Medical
University» of the Ministry of Health of the
Russian Federation; Tel.: +7 (8652) 35-23-31
Kondratieva Elena Ivanovna - Dr. of Sci. (Med.),
Professor, Head of Research Clinical Cystic
Fibrosis Department, Federal State Budgetary
Research Institution «Medical Genetic
Research Center»; Tel.: +7 (499) 612-86-07
Dyatlova Anna Alexandrovna - student,
Paediatrics Department, Federal State
Budgetary Educational Institution of Higher
Education «Stavropol State Medical
University» of the Ministry of Health of the

Russian Federation; Tel.: +7 (8652) 35-23-31
Enina Elena Alexandrovna - Cand. of Sci. (Med.),
Head of Regional Children’s Pulmonology
Department, Stavropol Krai State Budgetary
Healthcare Institution «Regional Children’s
Clinical Hospital», Chief Visiting Pediatric
Pulmonologist of the Ministry of Health of
Stavropol Krai, Tel.: +7 (8652) 35-61-55
Kuryaninova Viktoria Alexandrovna - Cand.
of Sci. (Med.), Teaching Assistant, Chair of
Propaedeutics of Internal Diseases, Federal
State Budgetary Institution of Higher
Education «Stavropol State Medical
University» of the Ministry of Health of the
Russian Federation; Tel.: +7 (8652) 35-23-31
Zhekaite Elena Kyastutisovna - Researcher,
Research Clinical Cystic Fibrosis Department,
Federal State Budgetary Research Institution
«Medical Genetic Research Center»; Tel.: +7
(499) 612-86-07

Kasyanova Anna Nikolaevna - Resident
Medical Practitioner, Speransky Chair of
Pediatrics with Course of Polyclinic
Pediatrics Federal State Budgetary
Educational Institution of Further

Professional Education «Russian Medical
Academy of Continuing Postgraduate
Education» of the Ministry of Health of the
Russian Federation; Tel.: +7 (499) 252-21-04
Bobryshev Dmitry Viktorovich - Cand. of Sci.
(Med.), Head of Personalized Medicine Center,
Federal State Budgetary Educational Insti-
tution of Higher Education «Stavropol State
Medical University» of the Ministry of Health
of the Russian Federation: +7 (8652) 35-23-31
Markarova Inna Valerievna - Head of Pediatrics
Department, Stavropol Krai State Budgetary
Healthcare Institution «Philipsky City Child-
ren’s Clinical Hospital», Tel.: +7 (8652) 71-87-39
Vdovina Tatyana Mikhailovna - Cand. of Sci.
(Med.), geneticist, Family Protection and
Reproduction Center, Autonomous Non-Profit
Medical Organization «Stavropol Regional
Clinical Consultative and Diagnostic Center»;
+7 (8652) 95-19-51

Shaforost Anna Alexandrovna - geneticist,
Family Protection and Reproduction Center,
Autonomous Non-Profit Medical Organization
«Stavropol Regional Clinical Consultative and
Diagnostic Center»; +7 (8652) 95-19-51

The article presents the results of vitamin D tests in children with cystic fibrosis and in healthy children living in the South of Russia.
The study showed the high prevalence of vitamin D deficiency and inadequate levels in patients with cystic fibrosis (86.7%). 25(0H)
D level characterizing the vitamin D status decreases progressively in patients and healthy children. With regard to the above
mentioned, it is significantly lower in patients with cystic fibrosis than in healthy children in all age periods. The correlation between
the serum calcidiol level and the age of patients with cystic fibrosis was r = -0.44 (p = 0.015).

Intake of prophylactic (500--1000 IU/day) and therapeutic (1500--3000 1U/day) doses of cholecalciferol results in a less significant
increase in calcidiol levels in patients with cystic fibrosis compared with healthy children.

A significantly lower 25(0H)D level was detected in patients with cystic fibrosis infected with Staph. aureus.

The 25(0OH)D levels are significantly lower in children with cystic fibrosis and hypocholesterolemia, than in patients with normal
cholesterol levels.

Risk factors for the development of severe hypovitaminosis D in children with cystic fibrosis are age, physical developmental delay,
exocrine pancreatic insufficiency, presence of chronic Staph. Aureus bronchopulmonary infection.

Given the conducted study, the dosage of cholecalciferol in patients with cystic fibrosis should be at least 2 times higher than that
in healthy children.

vitamin D, cystic fibrosis, metabolism, hypovitaminosis D, 25(0H)D, pancreatic insufficiency.
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ykoBucumao3 (MB, cnH. — knCTo3HbIN Hnbpos), ¢

oueHkol 3abonesaemoctm 1 Ha 2500-4500

HOBOPOXAEHHBIX, IBASETCA OAHUM M3 Hanbonee
pacnpoCTPaHEHHbIX HAaCNeACTBEHHbIX OPOHXONEroYHbIX
3aboneBaHuit B MHOYCTPUANbHO pas3BWTbIX CcTpaHax [1, 2].
PacnpoctpaHeHHOCTb natonorumn B Poccum Hmke M cocTaBns-
€T, N0 [aHHbIM HEeOHATaNbHOrO CKPWHWHIA, B CPEeAHEM,
1 cnyyant Ha 10 TbiC. HOBOPOXAEHHDIX [3, 4].

Mepnumko-coumanbHas 3HA4YMMOCTb MYKOBMCLMAO3a 00y-
CNOBMIEHA OTHOCWUTENbHO HU3KOM MNPOAOMKMTENbHOCTBIO
KM3HM MNaLMEHTOB, BbICOKUMM 3aTpaTaMM Ha JleyeHune U
Hen30eXHbIM CHWXEHMEM KayecTBa XM3HW OOAbHbIX, HU3-
KMM YpOBHEM (EepTUNbHOCTU Y XEeHLWMH 1 becnnoamem y
MyX4nH [5]. BHegpeHwe B neyeHue MauMeHTOB BbICOKO-
AKTMBHbIX (EPMEHTHbLIX MPENApaToB, B 3HaYMTENbHON CTene-
HM KOMMEHCUPYHLLMX MaHKPeaTUYecKyl Hea0CTaTOYHOCTb,
COYeTaHHOEe TMpMMEHEHWE COBPEMEHHbIX MYKOAUTUKOB
(OHK-a3a) n 3ddeKTMBHbIX B OTHOLUEHWW CMHETHOWHOM
MHbEKLMM aHTMOMOTMKOB CMOCOBCTBOBANM 3HAYUTENBHOMY
nporpeccy B npodunakTuke 1 3aMeaieHMn pa3BuTuS 0CN0X-
HeHWM MyKoBMCLMA03a, Bnarogaps Yemy CpefHss npoaos-
YXUTENBbHOCTb XM3HU HOMbHBIX MYKOBUCLMAO30M B Pa3BUTbIX
ctpaHax ¢ 1969 no 2009 ron Beipocna ¢ 14 no 38-40 net
[3,6]. 10 AAHHBIM POCCUICKMX PErUCTPOB, MEAMAHA BbXKMBA-
€MOCTU NaLMEHTOB B HaLLEel CTpaHe TakkKe 3aMeTHO BbIpOC-
na.TeM He MeHee CyLLeCcTBYIOLME MEPbI MO OKAa3aHWI0 Mean-
LMHCKOW NOMOLLM B0MbHBIM MYKOBUCLMA030M B OOMbLUMH-
CTBe pernoHoB P® ocTaloTcs HEAOCTaTOYHbIMM, @ CMepT-
HOCTb, K COXaleHuto, A0 HACTOALEr0 BPeMeHM 3aMeTHO
NpeBOCXOAWT eBponeickue nokasarenu [7].

KucrtosHbii prbpo3 Bbi3BaH AncdhyHkumen CF-TpaHCMeM-
6paHHoro peryngropa nposogumoct (CFTR), xnopuaHoro
KaHana, NpUCYTCTBYHOLLErO B 3MUTENMANbHbIX KIEeTKaX 3K30-
KPUHHbIX ene3. KntoyeBbiM GakTopoM, OT KOTOPOTO 3aBUCUT
MPOrHO3 BbKMBAEMOCTU U MPOAOMKUTENBHOCTb XKM3HM MaLm-
€HTOB C MYKOBMCLIMLO30M, ABASETC XPOHMYECKas MHdeKLMS
HWKHWUX AbIXaTeNbHbIX NyTeN. TaKecTb MHOEKLMOHHOrO Npo-
Lecca B JIerkux 3aBUCKUT OT MHOMMX (DaKTOpPOB: XapakTepa
NaToreHHoM MMKpodNopbl, MOPMONOTMYECKMX W3MEHEHUN,
CcHOpPMUPOBaHHbIX B OPOHXONErOYHOW CUCTEME BCNeACTBUE
XPOHMYECKOTO BOCManeHus, HyTPUTUBHOIO CTaTyca W BO3-
MOXHOCTW 3HepreTMyeckoro obecneyeHus: QyHKLUMM BHeLl-
Hero AblXaHus, COCTOSIHMS NIOKANIbHOMO M CUCTEMHOIO UMMY-
HWTETa, CbIBOPOTOYHOM KOHLEHTpauun ButammHa D [8-11].
BbisBneHa LOCTOBepHas CBA3b MeXAY HU3KUMU 3HAYEHUAMM
CbIBOPOTOYHOrO BUTaMMHa D M CHUXKEHWMEM NeroyHbIX Noka-
3atenei y 60/bHbIX, HApYLEHNEM BPOXKAEHHOTO MMMYHWUTETA
N CHWKEHWEM PE3UCTEHTHOCTM OpraHM3Ma K XPOHUYECKOMY
6poHxMTy M OP3, noBbileHWeM pUCKa pa3BUTUS XPOHMYe-
CKoi obcTpykTMBHOM 60ne3Hn nerkux (XOBJT) [10, 12-15].

MopaxeHne NuLLEBAPUTENbHOM CUCTEMBI SBASIETCS BTO-
PbIM MO 3HAYUMOCTW MOCIE HapyLeHUs DYHKUWUIA nerkmux
(aKTOpoM, OMNpefensitolMM BbIXXMBAEMOCTb M MPOLOMIKM-
TENbHOCTb XM3HM BONbHBIX MYyKOBMCLMAO30M. [laTtonoru-
Yyeckne M3MEHEHWS, Npexzae BCero, 3aTparMBatoT MomKeny-
[LOYHYIO Xenesy 1 neyeHb, 06yCI0BAMBAs HapALy C 06WMMM
LANg CMHAPOMA ManbAUTeCTUN KIMHUYECKUMU NMPU3HAKAMU U
BTOPUYHYI HELOCTAaTOMHOCTb BUTammHa D [16, 17].
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MaHKpeaTMyeckas HeOOCTaTOYHOCTb OnpeaensieTcs vy
85-93% 60NbHbIX MYKOBMCLMAO30M M 334acTyl0 SABASETCS
nepBbIM MposBneHneM 3aboneBaHus. Bcnencteue Hapylue-
HWS aHMOHHOTO TpaHcnopTa 6enKkoBbIi CybCTpaT CTAHOBUTCS
6onee BA3KMM, U CKOPOCTb €r0 MPOABMNKEHWS 3HAYUTENBHO
3amennseTcs, 6enKoBble MpPeuunuTaThl 0CEAAT Ha CTEHKAX
MeNKMX BbIBOLHbIX MPOTOKOB NMOKENYLOYHOM Xene3bl, Bbi3bl-
Bas WX MOMHYO 3aKynopKy. HakonneHne akTMBHbIX GepmeH-
TOB, BbIpaboTKa KOTOPbIX MPOA0MKAETCS, NPUBOANT K AECTPYK-
LMK 1 aTpodUM aUMHYCOB MOAXKENYA0UYHOM KENEe3bl, TPU 3TOM
KOHLEHTpaUMs NaHKpeaTU4yeckux (GepmMeHTOB B MpoCBeTe
[BEHaALATMNEPCTHOM KMLIKM HEeaoCTaTodHa Ans obecneyve-
HWS aAeKBATHOIO NONOCTHOrO nMuLeBapexus [6, 16].

[Mnepcekpeuns XenyaoyHoro coka, umetowasncs y 70%
60/1bHbIX, HAa (DOHE CHWMXEHHOro KonuyectBa bukapboHaToB
B COKE MOMXKENyL0YHOM Kenesbl NPUBOAMUT K HU3KOMY pH
COLEePXXMMOro ABEHAALATUMNEPCTHOM KULIKK. M36bITOK BoKa-
NOBUIHbIX KNETOK B KMWEYHOM 3IMNUTENUM, TMNEPNPOLyKLMS
BS3KWMX TNIMKOMPOTEMHOB B MPUCTEHOYHOM C/I0€ TOHKOM
KMIWKM BefeT K CHWXEHMIO BCACbiBAHMS MMUTATENbHbIX
BELLECTB. 3HAUYUTENbHOE CHUXEHME CKOPOCTU MPOLBMXKEHMS
COAEPXKMMOrO B TOHKOM KMLLIKE MOXET MPUBOAMTL K MOBbI-
LUEHHOMY POCTY NATOreHHbIX M YCIOBHO-NATOTEHHbIX MUKPO-
OpraHW3MoB, Pa3BUTUIO XPOHMYECKOTO BOCMANEHWs, Beay-
LLEro K yCUNeHMIo NpoL,eccoB ManbamreCTMm U Manbabcopb-
UMM XMpOB, DENKOB M B MeHbLUeW CTeneHu YrneBOAOB,
3aKOHOMEPHO COMPOBOXAAMLWEMYCS BTOPUYHOW HeaocTa-
TOYHOCTbIO COLEPXKAHMS KMPOPACTBOPUMbIX BUTAMUHOB (A,
D,EuK) [6,17].

BecbMa BbICOKA NpW MYKOBMCLMA03E YACTOTA MOPAXKEHMS
renatobununapHoi cucremsl [17, 18]. benok CFTR nokanwu3y-
€TCqd B anuKaNbHbIX MeMbpaHax 3NUTeNManbHbIX KNeToK
YKEMYHbIX MPOTOKOB, rAe Pa3BMBAOTCS TUMWUYHbIE LS MYKO-
BMCLMA03a 3NEeKTPONIUTHbIE paccTpoicTBa. B pesynbrate
3TOr0 XKenyb CTAHOBUTCS Ype3MePHO BSA3KOM, YTO NPUBOAUT K
Pa3BUTUIO BHYTPUMEYEHOYHOrO TrenaToLENINAPHOIO W
KaHanbLeBoro xonecraza. @opmupyetcs psa natonoruye-
CKMX peakLumii: 3a4epKKa renaToTOKCUYHbBIX KENYHbIX KMCOT,
npoayKumMs MeamatopoB BOCMANEHUs, LIMTOKMHOB M cBOBOS-
HbIX PaflMKaNoB, yCUIEeHWE NePeKMCHOTO OKMCIEHUS TMNULOB
M MOBPEXAEHWE KNIETOUHbIX MeMBpaH, M3bbITOYHOE MOCTY-
NAEHWE XeNYn B KPOBb M TKAHW C NMapafie/bHbIM YMeHbLLe-
HWEM WK AaXe OTCYTCTBMEM XeNyu B KueyHuke [6, 17].

B 6onblUMHCTBE Cy4YaeB MCXOA0M 3TUX NPOLECCOB ABAS-
eTcs hoKanbHbI BUAMapHbI GrMbPO3, pexxe — MynbTUHOAY-
NAPHBIN BUAKAPHbIA LMPPO3 1 NOpTanbHas runepteHsus [18].
Y 60NbHbIX MYKOBUCUMA030M C KIMHUYECKMMM MPU3HAKAMM
3aboneBaHnsa neyeHn 0ObIYHO BbISBASKOTCS TSXKENble Hapy-
LeHWS HYTPUTMBHOIO CTaTyCa, M3MeHeHWs BenKoBoro, XmMpo-
BOrO M yrneBoAHOro obMeHa, HapyLweHus 6anaHca Makpo- 1
MWKPOHYTPUEHTOB, BKIOYas MeTaboaM3M FOPMOHOB M
rOpMOHOMNOAOOHbIX COEAMHEHWIA, K KOTOPbIM, B Y4aCTHOCTH,
OTHOCKTCS BUTaMKH D, 1 3aKOHOMEpPHOE CHUXKEHWE MPOoAYyK-
LMK NnasmeHHbix hakTopoB cBepTbiBaHMS Kposu [18-20].

MyKOBMCLML03 COMPOBOXAAETCH CHWXeHMeM abcopb-
LMK 1 pa3HoOBpa3HbIMK HapylleHnaMu MeTabonmama BuTa-
mMuHa D. bonee 20 uccnenoBaHWii NOATBEPAMAN HU3KMIA
ypoBeHb 25(0H)D y naumeHTOB, NPOXMBAOWMX B Pa3HbIX



CTpaHax W Ha pa3HbiX WMPOTax. B HenaBHUX MccnenoBaHUaX
M3 KPYMHbIX LLEHTPOB MO M3YYEHWUI0 MYKOBMCLMAO3a NOKa3a-
Ho, 4To 6onee 90% nauneHTOB WMMenu yposHWM 25(0H)D
MeHee 30 Hr/mn (75 Hmonb/n) [21, 22].

Y 60MbHbIX C MYKOBMCLMAO30M MOXET OblTb CHWXEH
3HAOreHHbIN CMHTE3 BUTaMUHA D, Tak Kak MHOTMe MauMeHTbI
BMOJIHE CO3HATENbHO M aKTMBHO M3beratoT BO3AeNCTBMS CON-
HEYHOro CBeTa M3-3a (OTOYYBCTBMTENBHOCTM BCNEACTBUE
MCMNONb30BAHUS HEKOTOPbIX AHTUOWMOTMKOB. [lauueHTbl ¢
KMCTO3HbIM (DMOBPO30M, KOTOpPble MOLBEPratoTCcs BO3LEW-
CTBUIO YNbTPADMONETOBbLIX yYeit, 3a4acTyl0 UMEKT WUCTOH-
YEHHbIN NOAKOXKHO-KMPOBOM CNOW, HE CMOCOOHbIN AEMNOHM-
poBaTb [OMKHble 06beMbl Xonekanbuudepona, yTo elle
6onee ycyrybnset npobnemy. CHUXKEHME XpaHEHMS KaK Mpo-
Lyuvpyemoro, Tak M notpebnsemoro ButammHa D Takxe
MOXeT OblTb CBS3aHO C YMEHbLUEHWEM YPOBHS BUTaMMH-D-
cBssbiBatowero 6enka (DBP) y naunerTos ¢ CF [23].

B pononHeHune k Manbabcopbumm BuTaMmHa D naumeHTsl
C MYKOBMCLMA030M MMELOT Npobnembl C rmapoKCUAMPOBaHMEM
xonekanbumndepona B neyvenn. R.K. Lark 1 coast. Bbickazanu
TOYKY 3peHusi 06 YCKOPeHHOM BblaeneHnn ButammHa D no
BO3/[ENCTBMS NEYEHOUYHOM 25-rMapoKcmMnasbl 3a CYeT IHTepO-
renaTn4yeckoro AemMnuHra. lMosbllleHHas OKCMAATUBHAS aKTUB-
HOCTb M aKTMBHOCTb LmTOoXpoma P450 (CYP24A1) npueoamT K
YCKOpEeHHOM aerpafaumn MetabonusmposaHHoro 25(0H)D.
Cpepy npuunH peduumta ButammHa D npu MykoBuCUMAo3e,
Hapaoy C racTpOMHTECTMHANbHbIMKM  (DAKTOpaMK, BblAENSOT
TaKkXKe CHWXEHMe KOoMM4YecTBa peLenTopoB K BUTamuHy D B
TKaHAX-MULLEHSIX, NPeXAe BCEro B KMLeYHuKe [3, 23].

MHOro®akTopHbIM U MYNbTUCUCTEMHBIA NaToreHes dop-
MWpPOBaHUA feduumMTa BUTaMmnHa D y naumMeHToB C MyKOBMUC-
LMO030M NPOMANIOCTPUPOBAH Ha pucyHke 1.

Mocnencteus geduumta BuTamMmmnHa D npu MykoBmucumao-
3€e MMET A0CTAaTOYHO HoNblIOe KNMHMYecKoe 3HayeHme. Tak,

Pucynok 1. TaToreHes gedpuumta BUuTammuHa D y naumeHToB ¢ MyKOBMCLMA030M
Figure 1. Pathogenesis of vitamin D deficiency in patients with cystic fibrosis
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[laXe HEe3HaUYUTENbHOE CHWXEHME MbILEeYHOM Cunbl, 0by-
CNOBNEHHOE HW3KMM YPOBHEM KasbLMs B CbIBOPOTKE KPOBMH,
HEeraTMBHO OTpaXaeTcss Ha (YHKUMM BHELWHEro AbIXaHus,
CHWMXAs 3KCKYpCUIO nerknx [24-26]. CHmxeHne NaoTHOCTH
KOCTei B pesynbraTe UX HeA0CTAaTOMHOW MWHEepanu3auuu
CNocobCTBYET BO3HUKHOBEHWMIO MEPENOMOB, B TOM uucne
nepenomoB pebep, KOTOpble NpU MyKOBUCLMA03€ 0CODEHHO
OMACHbl M3-33 CHWXEHWS MHTEHCMBHOCTM AbIXaHWS W MNpo-
LyKTMBHOCTM Kawwns. Kpome Toro, ButammH D obnapaet 3Ha-
YUMBIMK UMMYHOTPOMHbIMK 3ddEKTaMK, B YaCTHOCTM Cro-
COBCTBYET CMHTE3Y 3HLOMEHHbIX aHTUMMKPOOHBIX NENTUAOB
(AMT) [27-32].

B nccnepnoBaHum, NOCBAWLEHHOM U3YYEHUIO YPOBHS BUTa-
MuHa Dy 6OMbHBIX MYKOBMCLMAO030M, MPOXMBAKLWIMX B
MOCKOBCKOM PermoHe, mokasaHo, 4To B 3aBMCMMOCTM OT Bpe-
Menun roga y 50-75% naumentoB ¢ MB yposeHb 25(0H)D
6b1n MeHee 30 Hr/Mn. K dakTtopaM pucKaM CHUXKEHWS KOH-
LleHTpauum BuTaMmnHa D B KpOBM OTHECEHbI OCEHHE-3UMHMUIA
nepuoa 1 CTapLiMin BO3pacT nauneHTos [33].

Mo pe3ynbTaTaM WCCNeLOBaHUS, MPOBEAEHHOIO B
CankT-leTepbypre, ypoBeHb BUTaMnHa D MeHee 30 Hr/mn
6bin BbigBneH y 80,4% pneten ¢ MykoBucumao3om. OTMeYeHbl
cnepytoliMe pucku feduumta Butamuua D: ctapwumit Bo3-
pacT, 3a4epXKa NMHENHOro pocTa, AeduumT Beca, Haauume
COnyTCTBYWOWMX 3a00NE€BaHUI, MPUMEHEHUE CUCTEMHBIX
KOPTMKOCTEPOMAOB, 3aMefeHne MNpOBeAeHNs CKOpPOCTH
YNbTPa3BYKOBOM BOJNHbI MPU BbIMONHEHUMU Y3-LEeHCUTO-
MeTpuun [34].

3aKOHOMEPHO, YTO CEepPbe3HbIi UHTEPEC K W3YYEHUIO
MEXaHW3MOB HapylleHus obecneyeHHOCTU BUTaMUHOM D wu
MX NOCNEACTBUIA y AeTei C MyKOBMCLMA030M HasnpyeTcs Ha
COBOKYMHOCTW COBPEMEHHbIX AAHHbIX O €r0 pa3HO06pPa3HbIX
KanbLMEMMYECKMX U HeKaNbLMEMMYECKMX IDDeKTax.

Llenb nccnenoBaHms — M3yyntb 06ecnevyeHHOCTb BUTaMU-
HoMm D y peTeit ¢ MyKOBMCLMAO30M, NPOXMBALMX Ha tore
Poccuu, onpenenutb hakTtopbl GOPMMPOBAHMS pUCKA €ro
feduunTa 1 HanpaBleHUs BO3MOXHOM KOpPEKLMMU.

MATEPUAJIbl U METOAbI

B nccnepoBaHme 6binm BKAOYEeHbl 60 aeTel, NpoXmBato-
wux B CraBpononbckoM kpae W KapavaeBo-Yepkecckon
Pecnybnuke. B aHanusupyemyto rpynny sownu 30 nauueH-
TOB C MYKOBMCLMAO30M B BO3pacte Ao 18 net (15 manbun-
KoB, 15 nesoyek). bonbHble C MyKOBUCLMAO30M pa3feneHsl B
3aBMCMMOCTM OT BO3pacTa Ha yeTblpe rpynnbl: oT O go 3
net - 8 (26,7%),01 4 no 7 net - 8 (26,7%),01 8 no 11 net - 4
(13,3%),01 12 no 18 net - 10 (33,3%) pete.

KoHTponbHyto rpynny coctasunu 30 peten (17 nesouek,
13 Manb4MKOB), HE MMEILLMX XPOHUYECKMX 3ab0NeBaHU.
Cpean Hux Kk rpynne ot O go 3 neTt npuHagnexano 12
(40,0%), 014 no 7 - 6 (20,0%), 01 8 no 11 net - 5 (16,7%), oT
12 po 18 net - 7 (23,3%) neten.

MyTtaumm B reHe CFTR maeHTMOUUMPOBAHbI Ha 3Tane
[LMArHOCTMKKM 3abonesBaHms pasHbIMM MeToAaMu B obpas-
uax AHK, BbloeneHHbIX U3 NeMKOUUTOB UM NUMOOLMTOB
uenbHon Kkposu: mynbTunnekcHon [MUP Ha vactbie myTa-
LMu.
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OueHka ur3nYeckoro pa3BuTus y aeTer 4o 5 neT npoBso-
Aunack € ucnonb3oBaHunem nporpamMmbl WHO Anthro (Bep-
cna 3) 1 WHO AnthroPlus -y neter ctapuwe 5 ner.

[ing BbISBNEHUS IK3OKPUHHOW HELOCTAaTOYHOCTU MomKe-
NyLoYHOWM xenesbl (AMH) npuMeHancs HenpsaMon meTop, —
onpeneneHve QekanbHOW MNaHKpeaTMYecKoW 3nactasbl-1
(FEQ). AnarHoctnyeckmum kputepmem ISMMH cuntanm ypoBeHb
3nactasbl kana meHee 200 Hr/r: 100-200 Hr/r - HepocTaTou-
HocTb nerkoi crenenn, 100-50 Hr/r - cpepHeit crenexu
TKecTn, MeHee 50 Hr/r — TaKenas naHkpeaTMyeckas HeLo-
cTaToyHocTb [15, 16].

BceM naumeHTam onpegensnv yposeHb BuTammHa 25(0H)D
B CbIBOPOTKE KPOBM, B3ATOM HaTowak. OnpeneneHune KoH-
LeHTpauun BuTammnHa D mpoBoamnocb MeTogoM WMMMYHO-
dhepMeHTHOro aHanmM3a C MCNonb3oBaHWEM Habopos
Immunodiagnostic Systems Ltd. (IDS) k aBTomMatuyeckomy
MHOrokaHansHomy dotomeTtpy ELx808 nng MukponnaHwe-
ToB (BioTek Instruments, CLUA).

MccnepoBaHne nposoamnn B despane-mapte 2018 .,
KOraa ypoBeHb MHCONMALMU MUHUMANEH U CUHTE3 BUTaMuHa D
B KOXE MPaKTUYecku He npoucxoauT [6]. [ng oueHkn obe-
CNeYeHHOCTM BUTaMMHOM D MCnonb30Banu TEPMUHBI: HOPMA,
HeA0CTaToOYHOCTb M AeduumT BuTammHa D. Mpu koHLeHTpauum
Hwke 10 Hr/MN cnepyeT AMArHOCTMPOBATh TSXKENbIN aeduunT
UM aBUTaMmMHO3. [Mpu koHueHTpaumm ot 10 go 20 Hr/Mn Kanb-
LmAamnona MoXHO rosoputb o eduuute, ot 20 go 30 HIr/Mn - 0
HeLoCTaTOYHOCTU. HOPManbHbIM HYXXKHO CYMTaTb YPOBEHb
BuTammHa 25(0H)D B kposu ot 30 go 100 Hr/mn [27].

[leTam C MyKOBMCUMAO30M BbINOAHANCS BUOXMMUYECKMIA
aHanuM3 KpoBM C onpepeneHMeM oOULero XonecTepuHa,
wenoyHor docdartasbl (LLD), AT n ACT.

CTaTncTnyeckmMin aHanu3 pes3ynbTaToB MCCNefOoBaHMUA
NPOBOAWMAM C UCMONb30BaHMEM MakeTa nporpamm AtteStat,
STATISTICA v.10.0 (StatSoft Inc., CLLA). Ing BbIsCHEHUS TMNa
pacnpeneneHus LaHHbIX MCNonb3oBanu kputepuii Lanupo -
Yunka. [Ona napaMeTpuyeckux KOAMYeCTBEHHbIX AAHHbIX
onpenensnu cpegHee apudmetTuyeckoe 3HayeHwe (M) wu
ownbky cpeaHen apudmeTnyeckon BenmymHbl (M). Ong
HenapameTpuyecknx KONMYeCTBEHHbIX AaHHbIX ONpeaensnm
mMegmnaHy (Me), a Takxke 25-i n 75-i kBaptunum (250-750Q).
B cnyyae HopManbHOrO pacnpegeneHus Lng OLEeHKWM Mex-
rpynnoBbIX PasnnMyMii NpU aHanM3e KONMYECTBEHHbIX Napa-
MeTPUYECKMX AAHHbIX MCMONb30BanK t-kputepuit CrblofeHTa
npu pacnpefeneHunn, OTAUYHbIA OT HOPManbHOTO, B rpynnax
C KONMMYECTBEHHbIMWU HENnapaMeTpUyeckUMK AaHHbIMU
ncnonbsosancg U-kputepuint ManHa — YuTHW. [Ing Bbissne-
HWUS CTAaTUCTUYECKOM 3HAYMMOCTU PA3NUUUIA MexXay Kade-
CTBEHHbIMM [AAHHBIMW WCMONb30BaNM Kputepuit [MupcoHa
(x2) c nonpaBkaMu ans Manbix BbI6Opok. [1ns oLeHKn CBs3n
MeXay NokKasaTensMu MCnonb3oBann Ko3IDOULMEHTbI nap-
Hom koppenaumm MupcoHa (r) u Kenganna. Pasnuuuns cuurta-
JIMCb CTAaTUCTUYECKM 3HauuMbIiMK npwm p<0,05.

PE3YJIbTATbl U OBCYXKAEHUE

Mpy aHanuse NoayYeHHbIX AaHHbIX BbIN0 BbISBAEHO, YTO
cpegHuin ypoeHb 25(0OH)D y peTei ¢ MyKOBMCLMA030M
cocrasun 12,15 [7,6-20,2] Hr/MnA, B TO e BpeMs Y 300pOBbIX



@ PucyHok 2. YacToTa pasnnyHbiX ypoBHen ButamumHa D y 3p0-
poBbIX AeTei u getein ¢ MB

@ Figure 2. Prevalence of different vitamin D levels in healthy
children and children with CF
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feTer nokasatenb 6bin AOCTOBEPHO Bblwe - 34,75 [24,8-
53,1] Hr/mn (p<0,001).

HopManbHbii ypoBeHb BUTaMuHa D BoisieneH y 4 (13,3%)
neteit ¢ mykosucumaosom ny 20 (66,7%) peTert KOHTPOSb-
HOM rpynnbl. HenocTaTouHbiM ypoBeHb BUTaMmHa D B CbiBO-
potke kposu (25(0OH)D menee 30 Hr/mn) obHapyxeH y 26
(86,7%) 6onbHbIX M nuwb y 10 (33,3%) 340pOBbIX AeTew
(p<0,001). YacroTa Takenoro aeduumMTa, HEAOCTAaTOYHOCTU U
HopMasnbHoW obecrneyeHHOCTM BUTaMMHOM D y BONbHbIX C
MYKOBMCLIMLO30M W 300pOBbIX [eTeit NpeacTaBieHa Ha
pucyHke 2.

[lo Hayana uccnenoBaHWd npenapaTbl BUTaMmHa D He
nonyyann 13 (43,3%) naumeHTOB C MyKoBMCLMAO30M, 10
(33,3%) 6onbHbIX Nonyyanu ButaMuH D B nosunposke 500-
1000 ME/cyT,a 7 (23,3%) neteit — B no3e 1500-3000 ME/cyT.

B KOHTpoOnbHOM rpynne He monyyanu npenapaTbl BuTa-
MuHa D 16 (53,3%) LeTelt, B TO BpeMs KakK AeTH, NoayyaBLune
BuTaMuH D (n = 14; 46,7%), uMenn oxupaemo b6onee BbiCO-
kne nokasatenu 25(0H)D (p<0,001). JaHHble npeacTaBneHbl
B mabnuye 1.

AHanu3 pe3ynbTaToB, NpeAcTaBAeHHbIX B mabauye 1, noka-
3bIBAET HE TOJIbKO BMOJHE O4EBUAHbIN DAKT YETbIPEXKPATHOO
(p<0,001), N0 cpaBHeEHWIO CO 340POBbIMU AETbMU, CHUKEHUS
ypoBHst 25(0H)D y peTel, He nmonyyaBLUMX NpenapaTbl Xone-
Kanbuudepona, Ho U 3HAYUTENBHOTO CHUXKEHWUS €ro KOHLLEH-
Tpauum B KPOBW Y [eTen, Nony4aBwmx npodunakinyeckme
[o3bl BUTaMuHa D (p<0,001). MokasaTenbHo He TONbKO Hanu-

umne Taxenoro geduumta ButamuHa D y nogasnstoulero 60nb-
WMHCTBA LeTer C MyKOBMUCLMOO30M, HO M FOpPa3fo MeHbluas
BbIPAKEHHOCTb [103033aBUCMMOr0 3PdeKTa Ha3HAYeHUs UM
npenapatoB xonekanbumdbepona. O4eBMOHO, YTO Aaxe Npuem
neyebHbIx L03MpoBOK BMTaMmHa D (1500 - 3000 ME/cyT) He
MO3BONSET IETAM C KMCTO3HbIM HPUOPO30M LOCTUYb MOPOroBO-
r0O YPOBHS KaNbLMAMOMA, XapaKTEPU3YHOLLErO HOPMasbHYO
obecneyeHHOCTb OpraHM3Ma BUTaMUHOM D.

Mo pe3ynbraTaM naeHTMdbuUKaumm mytaumii B reHe CFTR y
20 (66,6%) 60ONbHbLIX B rEHOTUME BbIABNEHbI ABE KTSAXKEbIEY
MyTaumu (B ToM uncne mytaums AF508),y 3 (10,0%) - «Tspke-
nas» MyTaums + «markag» mytaums, y 6 (20,0%) - «taxenas»
MyTaums + HenaeHTMdbUUMpOBaHHAa MyTaums, y 1 (3,3%)
pebeHka npu nposenexHun MNUP Ha yacTblie MyTaumum MyTaHT-
HbI reH 06HapyKeH He 6bi1. Y 6ONbHbIX C ABYMS KTSKENbIMU®
MyTaLmMaMmn MeamaHa ButamuHa D coctasuna 10,6 [7,6-14,7]
HI/MJ1, NPU HAZIMYMK OAHOW KTSXKENOM» MyTaLMK B COYETaHUM
C HenaeHTuduumMpoBaHHon mytaumenn — 11,1 [5,1-49,4] nr/
mn (p>0,05),y pebeHka ¢ HeMAEHTUDULMPOBAHHOM MyTaLMeEN
ypoBeHb BuTammHa D coctasun 20,2 Hr/mn.

Cpean 6onbHbIX ¢ reHotunom AF508/AF508 3 (60,0%)
neten umenn Taxkenoin neduumt, 1 (20,0%) - nedbuumt n 1
(20,0%) pebeHok — HepoCTaTOYHOCTb BUTamMmHa D. B rpynne
MaLUMEHTOB C reTepo3unroTHbIM CTaTycoM no MyTaumm AF508
Taxenbin gepuumnt soigened y 6 (40,0%), nepuumt -y 5
(33,3%), HepocTaToyHOCTb — Y 2 (13,3%), @ HOpManbHbIW ypo-
BeHb BUTaMmHa D — nmwb y 2 (13,3%) nauneHTtos. Cpeam
MaUMEeHTOB C LpYrUMK BEPUPULMPOBAHHbIMKU MyTaLMAMUK B
3 (30,0%) cnyyasx LMarHOCTMPOBAH TSXKenbl AedULnT BUTa-
MuHa D, B 2 (20,0%) - nedbuunt, y 3 (30,0%) netenn - Hepo-
cTaToyHOCTb U Yy 2 (20,0%) nauneHToB — HOPManbHble MOKa-
3atenu 25(0H)D.

Cpeant 6OMbHBIX C FEHOTUMOM «TSKenas» MyTtaumsa +
«Tspkenasa» mMytaums 9 (45,0%) peternt umenu TKenblid gedu-
umt, 7 (35,0%) - pedbuumt, 3 (15,0%) - HepocTaTouyHOCTb
ButamuHa D,y 1 (5,0%) pebeHka ypoBeHb BUTaMmHa D coot-
BETCTBOBANA HOpMe. B rpynne nauueHToB C reHOTMNOM
«TSHKENas» MyTauus + «Msarkas» MyTaums HefoCTaTOYHOCTb
BbisiBAeHa y 2 (66,7%), HOPManbHbIli ypoBEHb BUTaMMHa D —
y 1(33,3%). Cpeam nauMeHTOB C reHOTUMOM «TsKenas» MyTa-
ums + HemaeHTUGULMpoBaHHag MyTaums B 3 (50,0%) cnyva-
X OMArHOCTUPOBAH TsKenbih aeduumt ButammHa D, B 1
cnyyae (16,7%) - pedpuumt ny 2 (33,3%) naumMeHToB — HOp-
ManbHble nokasatenn 25(0H)D (puc. 3).

© Ta6nuya 1. Mepgnana 25(0OH)D y 6051bHbIX MyKOBUCLIMAO30M 1 3A0POBbIX AeTel B 3aBUCMMOCTM OT CYTOUYHOM A03bl BUTaMUHa D

© Table 1. Median 25(0OH)D in patients with cystic fibrosis and healthy children, depending on the daily dose of vitamin D
Yposenb 25(0H)D, Me [250-750], ur/mn

pynnoi He nonyyanu

npenaparbl BuTamMuHa D

MauveHTbI C MyKOBUCUMAO30M 78" [4,8-8,3]

Monyyanu npenapatbl BUTaMuHa D
500-1000 ME/cyr
12,57 [9,4-20,2]

JlocToBepHOCTb pasnnumii
(no ManHy - YuTHu)

1500-3000 ME/cyr P, P, Py

21,4120,2-21,4] <0,01 | <0,01 | <0,01

KoHTponbHas rpynna 32,16 [17,5-35,5]

45,62 [34,6-53,7] .

<0,001 =

P, — NpY CPaBHEHWM rpynn, He nony4aslmx ButamMuH D u nonyyaswmnx 500-1000 ME

P, = NpY CPaBHEHWM rpynn, He nony4aslmx BuTamMuH D 1 nonyuaslmx 1500-3000 ME

P5 = Np¥ CPaBHEHWK rpynn, nony4aswmx Butamun D B aose 500-1000 ME 1 1500-3000 ME
***-p<0,001 - npu cpaBHeHMM NOKa3aTenei y KOHTPOJLHOM FPyNMbl 1 y A€Tel C MyKOBMCLMA030M
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YpoBeHb KanbLMamMona y AeTer aHanu3upyembix rpynn
CYLLECTBEHHbBIM 06PA30M pa3nnyancs B 3aBUCUMOCTH OT BO3-
pacta (mabsn. 2).

lNokazaTtenbHo, BO-nepBblX, 4To MeamaHa 25(0H)D cHu-
XAEeTCS C BO3PACTOM Kak y BONbHbIX, TaK 1 Y 340POBbIX LETEW,
4TO OTpaxaeT OOLLy ANg POCCUICKMX [eTei 3aKoHOoMep-
HOCTb CHMXEHMA obecrneyeHHOCTM BUTAaMMHOM D, HeoaHo-
KPaTHO NMPOLEMOHCTPUPOBAHHYK B APYrUX UCCNELO0BaHMUSX
[32-36]. TeM He MeHee BO BCeX BO3PaCTHbIX rpynnax y
MaLUMEHTOB C MYKOBMCLMAO30M YpPOBEHb KanbLimanona 6bin
3HAYUTENBHO HUXKE, YEM Y 3[0POBbIX AeTeid. [pu 3ToM ecnn
pasHuua nokasatenei 25(0H)D mexay 340poBbiMK U HOb-
HbIMW [eTbMM B paHHEM Bo3pacTe coctaBuna 1,8 pasa
(p<0,05), B 4-7 net - 2,3 pasza (p<0,01), To B8 8 — 11 ner
cocTaBnsieT yxe 4,6 pasa (p<0,001), To ecTb TxeCTb AedrLn-
Ta BWTamMuHa D HapacTaeT no Mepe nporpeccupoBaHms
OCHOBHOrO 3aboneBaHus.

OTtmeueHo, yto yposeHb 25(0H)D y 6onbHbiX cTapuen
BO3PACTHOW rpynmbl HECKObKO BbILUE, YEM Y NALMEHTOB 4-7
n 8-11 net,04HaKO 3TO NPOTUBOPEYME OOBACHIETCS TeM, YTO
npenaparbl Xxonekanbumdepona LO UCCNELOBAHWS MPUHM-
mManu 60% petet oT 12 go 18 net, B TO Bpems Kak B rpynne
ot 4 po 7 net ButamuH D npuHumano 50% petei, B rpynne
o1 8 no 11 net - nmwb 25%. HakoHew, 04eBMAHO, 4TO HECMOTPS
Ha MpWeM 3HAUYWUTENbHOM YaCTbK MALMEHTOB C MYKOBWUCLM-
[l030M MpenapaTos xonekanbludepona, Mx 4O3MPOBKa OKa-

© Tabnuua 2.YposeHb 25(0OH)D y 60/1bHbIX MYKOBUCLAO30M 1
3[10POBbIX [€Teil B 3aBMCMOCTM OT BO3pacTa

© Table 2. Level 25(0H)D in cystic fibrosis patients and healthy
children, depending on age

Yposenb 25(0H)D, Me [250-750]

TOBEPH

n:::ep::(rm Hetn c 300 no;agfla?m%m
MYKOBHCUMA030M poBble AeTn (o MaHHy - YuTHH)

0-3roma | 29,3[16,95-43,5] | 53,4[42,1-643] <0,05
4-7 net 11,05 [6,95-12,5] | 25,8 [23,5-36,0] <0,01
8-11 ner 7,6 [6,4-12,1] 34,6 [28,7-33,6] <0,001
12-18 ner | 10,25[7,8-20,0] | 18,2[14,0-182] <0,05
Bcero 12,15[7,6-20,2] | 34,8[24,8-53,1] <0,001

@ PucyHok 3. PacnpepeneHune naumeHToB no yposHio 25(0H)D
B 3aBMCMMOCTM OT reHOTMMNa MYKOBMUCLIMAO03a
@ Figure 3. Distribution of patients according to 25(0H)D

levels depending on the genotype of cystic fibrosis

=

Hpyrue myTauum 30,0 20,0
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3bIBaNIaCh BHO HELOCTAaTOMHOM AN MOKPbITUS MOBbLILLIEHHON
noTpebHOCTM 6O0MbHbIX B BUTaMMHE D M OOCTMXKEHMS MMU
YPOBHSI HOPManbHOM 0becne4yeHHOCTH, YTO TpebyeT U3MeHe-
HWS TepaneBTUYECKMX MOAXOLOB U CYLLECTBEHHOIO yBenuye-
HUS CYTOYHOM [LO3bl.

Koppenaunsa mexay 25(0H)D cblBOPOTKM KpOBM M BO3-
pacToM MauMeHTOB B rpynne Aeteil C MyKOBMCLMAO30M
coctaBuna r = -0,44 (p = 0,015), a B KOHTPONbHOM rpynne —
r =-0,71 (p = 0,0005). 10T aKT cBMAETENLCTBYET O NPO-
rpeccupyrolem nageHum obecneyeHHOCTH BUuTaMmHoMm D ¢
BO3PACTOM, HECMOTPS Ha YBEMYMBAIOLLYIOCS, HA MEpPBbIN
B3rnf, C BO3paCTOM BO3MOXHOCTb 3HAOMEHHOr0 CUHTE3a
xonekanbumndepona 3a cyer mHconauun. O4eBMAHO, YTO
[laXke y NPOXMBAOLWMX Ha tore Poccum LWKONBbHUKOB M Nofa-
pPOCTKOB MpW MMELWENCA MHTEHCMBHOCTM COMIHEYHOTO
n3nyyeHusa (B ynbTpadpuonetoBoM cnektpe B - AnuHa
BoNHbl 280-315 HM) nepuon v NpOAOMKUTENBHOCTb Npe-
ObIBaHMS Ha CBEXEM BO3A4YXE, K COXANEHMIO, 0Ka3blBAKOTCS

® Ta6nuua 3.Bo3pacT 1 aHTPONoMeTpUYecKmne NokasaTenn 60bHbIX MyKOBUCLMEO030M B 3aBUCMMOCTY OT ypoBHs 25(0H)D

© Table 3. Age and anthropometric indices of patients with cystic fibrosis, depending on 25(0OH)D level

YpoBeHb BuTamuHa D [locToBepHOCTL pasnnumin
lMokasarenn
Menee 20 Hr/mn,n = 20 20-30 ur/mn,n=6 bonee 30 Hr/mn,n =4 P, P, P,
Bospacr, net 9,2[5,7-13,3] 9,5[3,8-13,1] 2,1[1,8-2,7] >0,05 <0,01 >0,05
PocT, nepueHTunb 4751[17,1-69,5] 16,7[5,9-34,5] 71,6 [48,3-89,6] >0,05 >0,05 <0,05
Bec, nepueHTnnb 25,419,9-41,6] 17,6 [15,95-24,4] 72,1[58,5-874] >0,05 <0,01 <0,01
WMT, nepueHTUNb 16,8 [8,7-374] 14,711,3-16,6] 67,4 [52,6-87,6] >0,05 <0,01 <0,01

MpuMeyaHue: P, - AOCTOBEPHOCTb Pa3NuuMiA Mexay NoKasaTenamu y AeTeit ¢ yposHeM ButammuHa D MeHee 20 Hr/mn u ot 20 ao 30 Hr/mn;
P, — AOCTOBEPHOCTL pa3nuyuii MeXAY NoKasaTeNsmu y aeTeit C yposHeM ButamuHa D menee 20 Hr/mn v Gonee 30 Hr/mn;
P3 — [IOCTOBEPHOCTb Pa3inuunit Mexay nokasartensimu y aetei ¢ yposHem Butamuua D ot 20 go 30 Hr/mn v 6onee 30 Hr/mn.
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PucyHok 4. CpepHue 3HaveHus Z-score 'y AeTei C pa3HbiM
ypoBHEM 06ecne4YeHHOCTU BUTaMuHOM D

Figure 4. Mean z-scores in children with different vitamin D
status
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HeLOCTaTOYHbIMU NS CMHTE33 HEOBXOAMMOro KONMYEeCTBa
BUTaMuHa D, BCneacTBue Yero OCHOBHbLIM SBNSETCS 3K30-
FEHHbIM 3HTEpPanbHbIM MNYTb NOCTYNAEHUS Xonekanbundepo-
Na B OpraHu3m.

Mpu aHanW3e aHTPOMOMETPUYECKMX MapaMeTpoB ycTa-
HOB/IEHO, YTO Y BONBHBIX MYKOBUCLMAO30M C AeDULUTOM U
TaxkenbiM geduumtom BuTammuHa D umeeTcs TeHaeHUMS K
6onee HW3KMM nokasatensMm Z-score u nepueHtunen UMT,
poCTa v Beca, YeM y AeTei C HopManbHbIM ypoBHeM 25(0H)D
(mabn. 3, puc. 4).

B KOHTpONbHOW rpynne Mexay aHTpOMOMEeTpUYecKnMM
nokasaTtensiMu y AeTei C HOPManbHbIM W CHUXKEHHbBIM YPOB-
HeM BMTaMMHa D [OCTOBEPHbIX Pa3fuuMii He BbISIBNEHO
(p>0,05).

Mpu aHanuse MUKPOBGHOTro NPOGUNS BEPXHUX U HUKHUX
[ObIXaTeNbHbIX NyTen 60MbHbIX BbigBNEHO, YTo Yy 11 (36,7 %)
MMEeTCs XPpOHMYeCKass CTaPuIOKOKKOBAs WHMeKUMUs
(St. aureus), y 2 (6,7%) - xpoHuyeckas Ps. aeruginosa-
MHekums, y 7 (23,3%) - accoumaums St. aureus + Ps. aeru-
ginosa, y 3 (10,0%) - n3onupoBaHHas Str. pyogenes-nHbek-
uma,y 1 (3,3%) 6onbHOro BbicemBanacb Stenotrophomonas
maltophilia, y 6 (20,0%) netei C MyKOBMCUMLO30M MUKPO-
bnopy BEPXHUX U HUKHUX AbIXATENbHbIX NyTel He onpepe-
NAnn.

Cpenw neten ¢ nHdekumei Ps. aeruginosa yposeHb BUTa-
MuHa D B cbiBopoTke coctasun 12,8 [6,2-14,7] Hr/mn, y
neTeil C MYKOBMCLUMAO30M, He WHOUUMPOBAHHbIX Ps.
aeruginosa, - 12,0 [7,6-16,5] Hr/mn (p>0,05).

CpepnHuit yposeHb 25(0H) D y 60/1bHbIX, UMEOLLMX XPOHK-
yeckyto St. aureus-MHdEKLUMIO, OblN LOCTOBEPHO HMXKE, YEM Y
HenHOMUMPOBaHHbIX AeTei, u coctasun 10,1 [7,6-12,5] Hr/mMn
n 20,2 [9,4-21,4] Hr/mn cooTBeTcTBeHHO (p<0,05) (puc. 5).

Cpeny naumeHToB C MYKOBMCLMO030M ypOBeHb 0bLLero
xonecrepuHa Kpoeu cHukeH y 12 (40,0%) neten, Haxoanncs
B npenenax Hopmbl -y 13 (43,3%) ny 5 (16,7%) He 6bin
nssecteH. Cpean AeTert C HOPMasnbHbIMK MOKa3aTeNsMu
obLero xonectepuHa CpefiHuniA ypoBeHb BUTaMMHa D cocTa-
Bun 16,5 [9,95-20,2] Hr/mn, c runoxonectepuHemuein - 9,4
[6,2-12,4] (p<0,05). Koppenaums Mexay nokasaTensimu

obuiero xonecrepmHa un 25(0H)D cbiBOpOTKM KpOBM y AeTew
€ MykoBucumaosom coctasuna r = 0,30 (p = 0,14).

[nsa apekBaTHOro BCACbiBaHMSA XXMPOPACTBOPUMOTO
25(0OH)D B TOHKOM KuLeYHMKe HEOBXOAMMO HaNM4yme [oCTa-
TOYHOTO KOMMYECTBa IMNONUTUYECKUX DEPMEHTOB MOAXKeNy-
noyHon xenesbl. Cpeayn ob6cnepnoBaHHbix aetent y 17 (56,7 %)
6blna BbIIBNEHA HEAOCTAaTOYHOCTb 3K30KPUHHOW (QYHKUMM
nomkenyno4How xenesbl: y 10 (33,3%) — nerkow crenexu, y
4 (13,3%) — cpepHen ctenenun Taxectn, y 3 (10,0%) — Taxe-
nas naHKkpeaTnyeckas HegoCTaTouHocTb; y 5 (16,7%) — Hop-
ManbHaa dyHkums MXOK, y 8 (26,7%) netein ¢ MB ypoBeHb
anacrasbl He onpegenancs. CpefHWn ypoBeHb KanbLuanona
y AeTer C MNaHKpeaTMyeckom HeaoCTaTOYHOCTbH JErkom,
CpefHer W TSHKENOoW CTeneHW COCTaBWA, COOTBETCTBEHHO,
14,4 [9,4-22,5] vr/mn, 9,5 [6,6 = 15,7] Hr/mn n 20,0 [12,6-
20,7] Hr/mMn, @ y 601bHbIX MYKOBMCLMO030M 6€3 naHkpeaTu-
4yeckoM HepocTatoyHocTn - 12,7 (4,3-8,6) Hr/mn (p>0,05).
Koppenauns mexay ypoBHeM (dheKanbHOM MaHKpeaTnyeckon
anacrasbl M 25(0OH)D cbiBopoTKM Yy 6oMbHbIX MB coctasuna
r=0,28 (p =0,35).

MonyyYeHHble HaMK pe3ynbTaTbl MNO3BOAWMAWM CKOPPEKTU-
poOBaTb N0O3MPOBKY NpenapaToB BMTaMuHa D petam ¢ Myko-
BMCLUMA030M. BOonbHbIM, MMEWMM YpPOBEHb KaNbUMAMONa
Huxke 20 Hr/mMn, Ha3Havanacb cytoyHas fosa 4000 ME/cyr, ot
20 po 30 Hr/mn - 2000 ME/cyT, 60nbHblE C HOPMaNbHbIM
ypoBHeM 25(0OH)D B HacTosuwee Bpemsa nonyyator 1000 ME/
CyT BUTaMKHa D ang npodunakTuku passutus ero geduumta.

BbIBOAbI

HepnoctatoyHbln ypoBeHb BuTamuHa D B cbiBOpoTKe
kpoBu (25(0H)D <30 Hr/mn) obHapyxeH y 86,7% 60nbHbIX
MYKOBUCLMA030M M Yy 33,3% 300pOBbIX LETEW, MPOXKMBAIO-
LMX Ha tore Poccuu.

Mpuem cTaHaapTHbIXx npodunaktuyeckmx (500-1000
ME/cyT) n neuebHbix (1500-3000 ME/cyT) Lo3 npenapatos
xonekanbuudepona y 60abHbIX MyKOBUCLMAO30M COMPOBO-

PucyHok 5. Menmana 25(0H)D y peteit, MHOULMPOBAHHbIX U
He nHbUUMpoBaHHbIX St. aureus 1 Ps. aeruginosa

Figure 5. Median 25(0OH)D in children with/without St.
aureus and Ps. aeruginosa infection
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XO3AETCH MeHee 3HayuTeNbHbIM NpuMpocToM ypoBHs 25(0H)D,
4yeMm y 3[0pOBbIX AeTew.

YpoBeHb BUTaMnHa D B CbIBOPOTKe KPOBM Y NaLLMEHTOB C
MB 3aBuCUT OT BO3pacTa, NpuUYeM 4eM cTaplue pebeHok, TeM
Bbllle BEPOATHOCTb AeduumTta BuTamuHa D. CTeneHb aedu-
umTa BUTaMMHa D MakcuManbHa y IeTei C reHOTUMOM «TsxKe-
nas» MyTaums + «rsxkenas» mytaumsa (romosurot F508del).

Y 60nbHbIX, UMEILWMX XPOHMYecKyt uHdekumo Staph.
aureus, MeamMaHa KanbUMAMona AOCTOBEPHO HWXE, YeM Y
[neTen, He MHPUUMPOBAHHbIX Staph. aureus.

BonbHble MYKOBMCLMO030M C MOPAXKEHMEM MEYEHU U
rMnoxonectepuHeMment MMeKT A0CTOBEPHO Oosnee HU3KMe
YPOBHU BMUTaMUHa D, YeM naumeHTbl 63 NopaxeHus neveHu
M C HOpManbHbIM YPOBHEM XONEeCTepuHa.
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