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rOPMOHAJIbHO-METABOJIMYECKUE
3AKOHOMEPHOCTU HAPYLUEHUA
MUHEPAJIU3SALNU KOCTHOU TKAHU

B o630pe npepcraBneHbl cBeaeHUs 0 NaTopuU3MONOrMUECKMX MEXaAHU3MAX, JIEXKALLUX B OCHOBE HapYLUEHUS MPOLLECCOB MUHepa-
JIN3aLMKU KOCTHOM TKaHM Yy NALMEHTOB C LieNIMakueil. AKLLeHTUPOBAHO BHMMaHMe Ha ponu BuTamMuHa D u ero akTuBHOro MeTabonu-
Ta KanbLUMTPUONA, a TaKXXe NapaTropMoHa B perynsuuu ¢ocdopHo-KanbLueBoro o6MeHa, KoTopasi OCyLLECTBNSETCS B OpraHax-
MULLEHSIX — TOHKOM KMLIEYHUKE, NOYKAX, KOCTHOM TKaHU. ATpopua CAMSUCTON KULIEYHMKA NPU LeNMaKMK CONPOBOXAAETCA He
TONbKO Masibabcopbumeit KanbLus, HO U yCUNeHUeM pe3op6oLMM KOCTHOM TKaHU BC/IeACTBUE NOBbIWEHHOM KOHUeHTpauuu MTI. Mo
AAHHBIM PasUYHBbIX UCCNeA0BaHUM, Ha poHe popMUPYIOLLErocs NPU LieIMakMK 0CTEONOPO3a PUCK NEPENIOMOB KOCTEN Y NaLUEH-
TOB CyLLECTBEHHO NoBbiwaetcs. Crporoe cobniopeHue 6e3rOTEHOBOI AUETbI MO3BONSIET HOPMaNM30BaTb Kak abcopbuumio Kanb-
LMA, TaK U HapyLUeHHble B OCTPOM Nnepuoae ropMOHaNbHble MEXaHW3Mbl PpEMOAENIMPOBaHUA KOCTHOM TKaHU M CMOCOGHO CHU3UTL
PUCKM OCTEONOPO3a M NaTONOrMYECKUX NepesioMoB Y NALUEHTOB C LieNIMak1ei.
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HORMONAL-METABOLIC PATTERNS DISORDERS OF BONE TISSUE MINERALIZATION IN CHILDREN WITH CELIAC DISEASE

The review presents information about the pathophysiological mechanisms underlying disorders of the processes of mineralization
of bone tissue in patients with celiac disease. The attention is focused on the role of vitamin D and its active metabolite calcitriol,
and also parathyroid hormone in regulating calcium-phosphorus metabolism, which is carried out in target organs - small
intestine, kidney, bone tissue. Atrophy of the intestinal mucosa in celiac disease is accompanied not only by malabsorption of
calcium, and increased resorption of bone due to increased concentration of PTG. According to various studies on the background
of developing the osteoporosis in celiac disease, the risk of bone fractures is significantly increased in patients. Strict adherence to
a gluten-free diet allows to normalize both the absorption of calcium, and impaired hormonal mechanisms in bone remodeling in
the acute phase, and can reduce the risks of osteoporosis and pathological fractures in patients with celiac disease.

Keywords: bone tissue, disorders of mineralization, vitamin D, calcitriol, celiac disease.

HOCTb, MI3MEPSAETCH HECKONbKMMKM abCOMOTHBIMU MoKa3aTe-
namu: BMC - copepxaHve MuHepana B koctu (r), BMD -
cofepxaHue MMHepana Ha 1 cM? ckaHMpyeMoi NoBepXHO-

OCTHaa TKaHb Ha MPOTAXKEHUU 6onblielt 4actu
XW3HKW, 1 B OCOBEHHOCTM B [ETCKOM BO3pacTe,
XapaKTepu3yeTcs BbICOKOW MeTabonmnyeckow

aKTMBHOCTbIO. TeCHO B3aWMOCBS3aHHbIE MPOLLECChl OCTEOCUH-
Te3a M pe3opbLuum HAUYMHAIOTCS elle BHYTPUYTPOOHO v npea-
CTaBNAOT COOOM HEMpEpPbLIBHYIO pereHepaLuio KOCTHOW
TkaHu. [pouecc pemMonenvpoBaHMS B 3HAYMTENbHOM CTene-
HW [eTepMUHUPOBAH TFeHeTUMYeckW, Npu 3TOM OH WUMeeT
CNOXHbIA M MHOTOYPOBHEBbLIN MeXaHW3M Helporymopasnb-
HoM perynsaumm [1, 2].

OCHOBHbIM MUHEPANOM 3pENoW KOCTU ABNSETCS KpUCTan-
NnYeckas KoMNnekcHas conb docdhata U rmaparta Kanbums —
MMApoOKCManaTuT, a NOJIHOUEHHAA MUHepanni3auna KocCctu
onpenensetcs 00ecneyeHHOCTbI0 OpraHuM3Ma KasnbuueM,
98-99% o1 obuero konuyectBa KOTOPOro B OpraHu3Mme
HaXOAWTCA B KOCTHOM TKaHu [3, 4].

MuHepanbHag NAOTHOCTb KOCTHOM Tkauu (MIKT) -
OOMH U3 BaXHeMWunx GakTopoBs, onpeaensolmnx ee npouy-

ctn (r/cm?) [5]. B metckoM M NOAPOCTKOBOM BO3pacTe
HakannMBaeTCs, MO pa3HbiM AaHHbIM, 0T 80 go 100% reHe-
TMYECKM LeTEPMUHUPOBAHHOM (MMKOBOW) KOCTHOM MaccChbl —
MakcumanbHoi MIKT, onpenengtolLen NnpoYyHOCTb KOCTU Ha
MPOTSHXKEHWMM BCeW XM3HW yenoseka [6, 7]. B nocnenHue
rofbl LIMPOKOE pacnpoCcTpaHeHWe noayymna runotesa,
COMMacHO KOTOPOM OCTEOMEHWUYECKUIA CMHLAPOM Y LEeTenr u
NOAPOCTKOB SBNSETCH OAHOW M3 MpUYMH pocTa 3abonesae-
MOCTM OCTEONOPO30M Y B3pocC/biX 1, 8].

CucTeMHble rOpMOHaNbHble BO3A4ENCTBMS HaMpaBieHbl
Ha nofaepXaHWe roMeocTasa OCTEOTPOMHbLIX MUHEPANOoB U
MX pe3epBMPOBAHME, HYTO ABNSETCS BAXXHON PYHKLIMEN KOCT-
HOM TKaHW. OCHOBHbIMK perynaTopamu dhocdaTHO-KanbLme-
BOro obMeHa sBNAOTCA napaTvpeoniHbiin ropmoH (MTD),
KaNbLUMTOHUH M akTMBHas Gopma BUTaMMHa D (kanbuutpu-
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01). OHM UMetoT Ob6LMe OpraHbl-MULEHN — MOYKM, KOCTb,
TOHKMI KuweyHuk (puc. 1) [8].

MTT BbipabaTbiBaeTCS NapaLMTOBUAHBIMU XKENE3aMu, ero
buonornyecknme 3ddEKTbl HamnpasNeHbl Ha MOBbIWEHME
YPOBHS KanbLMs B KPOBM 3a CHET yCMNeHns pe3opbumnm KocT-
HOM TKaHW MNyTeM akTMBALMM OCTEOKNACTOB, 3aMefJieHus
3KCKpeLMM KanbLMs C MOYOW M yBEAMYEHMS ero BCacbiBaHUS
B TOHKOM KuweyHuKe. KanbUWTOHWMH CekpeTupyeTcs
C-KneTkaMu LWUTOBUAHOM Xenesbl U ABNSETCS aHTaroHUCTOM
MTT, ycununeas MUHepanu3aumio KOCTHOM TKaHW. Butamumu D
MOXeT MOCTyNaTb B OPraHn3M YenoBeka C nuuien unu obpa-
30BbIBATbCS B KOXE MO AENCTBUEM COMHEYHOIO U3MyYEHMS.
MnLLeBbIX MCTOYHUKOB BMTaMMHA D Mano, B OCHOBHOM 3T0
XMPHas pbiba (AMKMIA N10COCh, MaKpenb, yropb, XamMca, Capau-
Hbl, pbiba-Mey, TyHeLl), B MEHbLLEN CTENEHWN SUYHbIN XENTOK
1 HekoTopble rpubbl [10]. Monekynbl BUTaMmHa D, noctynato-
Lpe C NULLEeN, BCaCcbiBAOTCS B ABEHAALATMNEPCTHOM KMLLKE,
MCNonb3ys Te e abCopObLUMOHHbIE MEXAHW3MBI, 4TO U ApYyr1e
XMPOPaCTBOPMMbIE BeLlecTBa (Kenyb, MaHKpeaTUyeckyto
nmnasy u muuennoobpasosaxue) [11].

CraTyc BUTaMuHa D 3aBUCUT He TONBKO OT NOCTYNNEHUS C
MULLEN, HO TAKKE OT MHTEHCMBHOCTM U MPOLOMKMTENBHOCTM
BO34ENCTBUS ynbTpaduoneToBbix nydven. Koxa uyenoseka
MOXeT BblpabaTbiBaTb BUTaMMH D, npeBpallas Haxoaawmiics
B HEN MpUPOAHbIA 7-AErMApOXONEecTepuH B BUTaMUH D,
JHAOreHHbIN BUOCKHTE3 XoneKanbLmdepona 3aBUCHUT OT MUr-
MEHTaLMM KOXM, UCMONMb30BaHMS COMHLE3ALWMTHOIO KpeMma,
TMNa o4exXnbl, CE30Ha roAa v reorpaduyeckon wupotsl [12].

B 3aBMcMMOCTM OT NOTpebHOCTM OpraHn3Ma ropMoHab-
Has CMCTeMa aKTMBHbIX MeTabonutoB BUTaMUHA D MoxeT
CTUMYAMPOBATb KaK CWMHTE3, TaKk M Pe30pbumtio KOCTHOW
TKaHW. lNonapas B KpoBb, Xxonekanbumndepon CBA3bIBaeTCs Co
cneumduyeckum BuTaMuH-D-cBA3bIBaOWMM BenkoMm, ocy-
LeCTBASIOWMM ero TPaHCMOPTUPOBKY B
neyeHb, rae NpPOMCXOAUT TMAPOKCUNN-
poBaHuWe ¢ 06pa3oBaHWEM KanbLMANO-
na (25(0H)D). Kanbumanon umpkynnpy-
€T B KpOBM B KOMMeKce C BUTaMUH-D-
CBA3bIBAOWMM OEnkoM UK g9BAgeTcs
nabopatopHbiM MapkepoM D-BUTaMUH-
HOro cTaTyca opraHmsma [13, 14].

Butammnu-D-cBa3bIBatoWwmMn  6enok
NMepeHOCUT KanbUMAMON B MOYKK, FAe B
33aBUCMMOCTM OT noTpebHOCTM opra-
HM3Ma AanbHenwnii MeTabonmsm npo-
ncxXoauT AByms nyTamu. B ycnoBusix
pedbuumnta Kanbumg n dochopa Kanb-
LUMAMON TMAPOKCUAMPYETCS C 0bpaso-
BaHuem kanbumutpuona (1,25(0H),D),
OCHOBHOW 3(deKkT KOTOporo Hanpas-
NeH Ha NOBbILEHWE CbIBOPOTOYHOM
KOHLLeHTpaUMK Kanbuus nyTem ycune-
HMg ero abcopbumn M3 KULWEYHWMKa,
peabcopbummn B noykax u pesopbuum
KanbLUmsa M3 KOCTHOM TKaHu. Perynsumns
CMHTE3a KanbLMTPMONa B NOYKaX SBAS-
eTCqd HenoCcpeacTBEHHOM dyHKUMEN
MTI, Ha KOHUEHTPAUMIO KOTOPOro B

—

ToHKas KuwKa

Mouku
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KPOBM MO MexaHWU3My 0OpaTHOM CBSA3M OKa3bIBAKOT BIUSIHUE
Kak ypoBeHb akTMBHOro Metabonuta ButamMuHa D Tak M KOH-
LeHTpauus kanoums n gocdhopa B nnasme KpOBlAY(pUC. 2).

Kpome Toro, cuntes 1,25(0H),D aktueupytoT mosioBblie
FOPMOHbI (3CTPOTeHbl U aHAPOreHbl), KaNbUMTOHWUH, MPOakK-
TWH, TOPMOH POCTa U Apyrue, a UHrMBUTOPaMM 3TOro Mpo-
Lecca $BAAKTCA KanbLMAWMON, MMIOKOKOPTUKOCTEPOUIHbIE
ropmoHbl 1 ap. [15]. Tlpy HOpManbHOM MAKM MOBbILLEHHOM
KOHLeHTpauum Kanbums un docdopa B CbIBOPOTKE KPOBU B
nouykax obpasyercs anbTepHaTUBHbIN MeTabonuT KanbUuam-
ona - 24,25(0OH),D [10, 13, 16].

PeuenTopsbl k BuTamMuHy D (VDR) onpeneneHsl 6onee yem
B 40 TKaHAX-MULIEHSAX. 3@ CYeT peuenToOpHOro BAWUSHUS
BuTaMMH D oka3biBaeT BO3LeiCTBME Ha buonornyeckue
peakuMu OpraHuM3Ma yepes TPAHCKPUMUMID FeHOB (FEHOM-
HbI MEXaHW3M) U BbICTpble peakLMu BHEFEHOMHOIO YPOBHSI.
Mocne B3amMmopmencTeust kanbumtpmona ¢ VDR nocnegHui
M3MEHSeT CBOK KOHMUIypaLmio, NPOXOAMUT Yepes LIMTOMNNA3-
MaTuyeckyto MmembpaHy, M3bupatenbHO CBA3bIBAETCS C pery-
NATOPHbIMKM 0BNACTAMM COOTBETCTBYIOLLMX FEHOB, pe3ybTa-
TOM Yero SBASEeTCS UX IKCMPEeCccus C NOCIenyoLmnM CUHTe-
30M cneunduyeckmx 6enkoB (KanbLmMi-CBA3bIBAOLLMI HENOK,
0CTEOKaNbLMH 1 p.). BHereHoMHoe felicTBK1e onocpenyeTcs
CMHTE30M BTOPUYHbIX MecceHaxkepoB (LAM®, MHO3UTONTPHU-
docdat, apaxnaoHosas kucnora) [15].

Hanbonbwee konnyectso VDR B kuMweyHMKe pacnono-
XEHO B ABEHAALATUMNEPCTHOM KULIKE, 34€eChb Xe onpeaens-
€TCS CaMblii aKTMBHbIMA TpaHcnopT kanbuus. Kansumtpuon
copencTeyet aubdepeHumaLmm Hespenbix 3HTEPOLMTOB B
KpWMNTax U B OCHOBaHMUM BOPCMHOK. B mpouecce murpauum
K BEpLIMHE BOPCMHOK 3TW KIETKM CTAHOBSATCS 3penbiMu
3NUTENNOLMUTAMMU, CMOCOOHBIMU K BbIMOHEHWIO BUTAaMKH-D-
perynupyemMon QyHKUMW — MOrNoWeHuto kKanbuus. Moka-

PucyHok 1. Ponb akTuBHOro Metabonura ButamuHa D Kanbuutprona u napar-
ropMOHa B perynsiuum KanbLuesoro romeocrasa [9]

lMnokanbunemus MapatupeounHbie xenesbl
CaSR ey

10,25(0H),D,

Omoxenne RANKL-uHayumpoBanHas
MuHepanos Pe30POUMA KOCTHO TKaHM
Chu

HUe MMHepa)IbHOﬁ NNAOTHOCTH KOCTU
A

"

Koctb




3aHO, YTO aKTMBHOCTb KMWeYHoW abcopbumnmn Kanbums Kop-
penupyet C CbiIBOPOTOYHbIM YpPOBHEM KanbUMTpMoOna U
CcofepXKaHWeM KanbLmMii-CBs3biBatOLLEro 6enka KanbbuHam-
Ha D9K, KOHUEeHTpaumsa KOTOpOro MakcMManbHa B [BEHAf-
LLaTMNEepPCTHOM KMLLKe MO CPAaBHEHMIO C APYrMMU OTLEeNaMM
TOHKOM KuwwKkK [17].

Kanbuutpnon - eAMHCTBEHHbIW FTOPMOH, NOL BAWSHUEM
KOTOPOTO KasbUMii BCACbIBAETCS NPOTUB KOHLLEHTPALMOHHO-
ro rpafMeHTa, CyWecTByloWero Ha MeMbpaHax KNeToK B
BEPXHUXOTAENAXTOHKOM KMLIKM (puc.3). TpaHCINUTeNNANbHbI
TPAHCMOPT KanbLus SBNSETCS CNOXKHbIM, MHOTOCTAAUMHbBIM
npoueccoMm. MpoOHMKHOBEHME KaNblLMsi B 3HTEPOLMT MpouC-
XOAMT Yyepes KaNbLMi-CenekTMBHble MOHHbIE KaHanbl TRPV5
n TRPV6 [8, 16]. MNocTynneHne KanbLums B KNETKY NPOUCXOAMT
noCcpeacTBOM KanbUWi-CBA3bIBAOLWMX O6eNKoB KanbbuHAMHA
D9K wn kanbbuHomHa D28K, koTtopble obecneunBatoT cTa-
BGWbHbIV YypOBEHb KanbLms BHYTpU KneTku [18, 19]. CuHTes
JHTEPOLMTAMM ITUX BAXKHEMLUMX ANS NOAAEPXKAHMS KANbLM-
€BOro roMeocrasa MpOTEMHOB MHAYUMPYET KaNbUMUTPUO.
O6paTHbI Npouecc — BblAeNeHMe KanbLMs U3 KNeTKK, Npo-
MCXOAMT NPOTUB CUBHOTO 3NEKTPOXMMMUYECKOTO rpagmeHTa
npu nomouwm 6enko NCXs n PMCAs [13].

KanbuMTpuon BAUSIET Ha BaKHeMlme 3BeHbS TPaHCIMNMU-
TenuanbHoro TpaHcnopTa Kanbumsi: PMCAs, KanbbuHOMHbI
D9K n D28K, TRPV5, TRPV6. YpoBeHb 3KkCnpeccum 3TuxX npo-
TEMHOB CHWXaeTcd npu gebuumte ButammuHa D [11]. Mpwm
3TOM Aaxe MUHUManbHas nosa 1,25(0H),D, asngetca mouwt-
HbIM aKTMBaTOpOM KanbbuHanHa DK n TRPVS B kuweyHnke
[7, 20]. Mpw otcyTcTBMM BUTaMuHa D cnocobHo abcopbupo-
BaTbCa mwb 10-15% kanbums, NOCTYNaOWEro C NULLEN, B TO
BpeMS KaK HOpManbHas obecneyeHHOCTb BMTAMUMHOM D
yCUNMBAET BCacbiBaHe Kanbums go 30-40% [11, 14].

PucyHok 2. Bnusnue KanbuuTpMONa Ha BCacbiBaHUE M IKCKPELMIO KasbLius
B YCZIOBUSIX NONOXKMTE/NLHOTO M OTPULIATENbHOTO KanbLueBsoro 6anauca [9]

[lueta C HOPMANbHBIM UK BbICOKUM
YPOBHEM COAEPKaHNA KanbLys

Ha kneTtouHble cucTeMbl, obecrneymBalolme KOCTHOE
pemMoLenvpoBaHue, MOMUMO KaNbLWIA-PErYINPYIOLLMX, OKa-
3bIBALOT BAUSHWE U ADYTME FOPMOHbI S3HAOKPUHHOM CUCTEMBI.
[YMOpanbHbIA CUTHANUHI MPOLLECCOB KOCTHO-XPALLEBOrO
pocTa, penapauun M MUHepanu3auum peanunsyetcs yepes
OCHOBHble — FOPMOH pOCTa, MONIOBblE M TakK Ha3blBaemble
NMepMUCCHBHbIE TOPMOHbI — TUPEOUHbIE, KOPTUKOCTEPOU b,
UHCynuH [4, 16].

OCHOBHbIM FOPMOHOM, BAMSIOLLMM Ha AJIMHY Tena 4yeno-
BeKa, CYMTaeTCs coMaToTponHblin ropmoH (CTT) [4]. dddexT
CTT Ha yBenuMyeHue CKOpoCTM pocTa pebeHka onocpenoBaH
MHCYNMHONOAOOHbIM (akTopoM pocTa-1 (MDP-1) - Bax-
HelwnM MeTabonuToM, KOTopbi 06pa3syetcs npeumylle-
CTBEHHO B MeYeHU, a TaKKe B APYrMX TKaHIX, BKIOYas CKe-
neTHble Mblwubl. UOP-1 ocywecTenseTt MHAYKLMIO nponude-
paumu v guddepeHLMaLMM XOHLPOLMTOB M 0CTe0bnacToB,
a TakXke yBeNMYMBAET CMHTe3 konnareHa | Tmna u ocrteo-
KanbumHa [1, 4]. ComatoTponHas HeLOCTaTOYHOCTb Yy AeTen
CONpPOBOXAAETCH M3MEHEHUIMU B GOCchHOpPHOM romeocTase
B BuAe rmnodocdareMun 1 oucbanaHcoM NpoLLEeccoB KOCT-
HOro pemMoaenupoBaHus ¢ npeobnafaHWMeM MoLABNEHMS
OCTEOCMHTE3a M aKTUBM3ALMKM KOCTHON pe3opbuuu [4].

O6beM KOCTHOM TKaHW TeHeTMYecKWM AeTepMUHMPOBAH,
HO pasnnyHble BHELWHME GaKTopbl, HANpUMep HeaOoCTaTou-
Hoe nocTynneHune 6enka, OCTeOTPOMHbIX MUKPO3NEMEHTOB U
BMTaMMHa D, HECOMHEHHO, OKa3blBAKOT HEraTUBHOE BIUSIHUE
Ha ee Ka4ecTBo [4].

CMHAPOM HapyLIEHHOTO KMLIEeYHOro BCacbiBaHMS, B NaTO-
reHese KOTOpPOro Hewu3bexHO NPUCYTCTBYIOT HapylleHUs
KanbLMEBOro romMeoctasa M MetabonusaMa KOCTHOW TKaHM,
SBNSETCS MPenMEeTOM MPUCTANbHOMO WM3YYEHWUS He TOMbKO
racTpO3HTEPOOroB, HO U 3HAOKPUHONOTOB.

B 3TMonornyeckon CTpykType CuH-
ApoMa Manbabcopbuun nepsoe Mecto
3aHMMaeT LLennakms, 4actota KOoTopon
B EBpone cocrtasnser 1:184 - 1:250
[LeTei, Npu COOTHOLWIEHUWU SBHBIX U
ckpbiTbix dopm 1:6 [21, 22, 23]. B

(nonoxwTenbHblii KanbLueBblit 6anaHc)
1a,25(0H)2D,

HopmanbHblit ypoBeHb

abcopbumm KanbuV
A—/CD

Llenvakus — MMMyHooMnocpenoBaH-
HOe, FeHeTMyecku AeTepMUHUPOBAH-
Hoe cucteMHog 3aboneBaHue, 006y-
CNIOBNEHHOE ynoTpebaeHWeM rTeHa

Poccun, HecmoTps Ha OTCYyTCTBME
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KOCTHO# TKaHM ynau A » T

A MaToNorma TaKkxKe He ABNAETCA PenKOw.

[meta ¢ HU3KUM cofepXxaHueM KanbLuusa Q

Kanbu.uu CbIBOPOTKM

W/MAN COOTBETCTBYIOWIMX MPOSAMUHOB,
C pa3BWTMEM aTpoduK CIM3UCTON 060-
NOYKM TOHKOTO KMLIEYHMKA W CBS3aH-

/ (oTpUuaTeNbHbIN KasbLMeBblil 6anaHc)
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abcop6umm Kanbuml
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MoBbiweHKe pesopbuum
KOCTHOM TKaHM
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TMoBbIlweHKe BbiaeNeHus
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HOro C Hel cMHApoMa Manbabcopbumm
[24]. B pape cnyyaeB y4acTok mopaxe-
HUWS 3aHMMaeT naowanb Ao 70% cnusu-

yeMm y 2/3 6onbHbIX HabnogaeTcs non-
Has aTpodus BOPCMHOK, Y OCTaNlbHbIX

o @

lMoBbiweHue npoayKLuuu

\ 1a,25(0H)203 7
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KOCTHOI TKaHH
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J CTOM 000NI0YKM TOHKOM KuLKM. bonee
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OTMeyYaeTcs pasHas cTeneHb cybaTpo-
¢un. B pesynbrate obwmpHOro nopa-
/ YKEHMS TOHKOrO KMLWEYHUKA Npu Lenna-
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NpoLecchl BO MHOMMX OpraHax M cucteMax, NMpoMCXOAauT
HapyLleHne NpakTU4Yeckn Bcex BUAOB 0OMeHa BeLLeCTB, YTO
NPUBOAMT K ry6OKMUM rOpMOHaNbHO-METaboNNYECKUM CABM-
ram B opraHuame, GOPMUPOBAHMIO OCTPOM U XPOHUYECKOWA
6e1K0BO-3HEPreTMYECKOM HEeAO0CTaTOYHOCTM U 3aLepxke
¢dusmueckoro passutua [21, 25-29].

MHOroYMCNeHHbIMU MCCNEA0BAHMAMM MOKa3aHa B3au-
MOCBSI3b MEX/AY 33ePXKKOW POCTa M HapylleHUeM MUHepa-
NN3auMK CKeneTa Npu pasnuyHbix 3aboneBaHusax. Bepyuien
MPUYMHOM, OBBACHAOLLEN FreHEe3 HM3KOPOCIOCTH Y BONbHBIX C
LleNIMaKMel, CHUTAETCS CHUXEHWE YYBCTBUTENBHOCTU peLien-
TopoB k CTT [30]. OnHO3HAYHOrO MHEHMS O 4aCTOTe COMATO-
TponHom HepoctatouHoctv (CTH) y feteit B ocTpoM nepuofe
LLeMakMmn 40 HACTOSLLErO BpEMEHM HeT. [10 AaHHbIM HeKoTo-
pbix aBTOpoB, AeduunT CTT BbisiBneH y 20% 601bHbIX C Lenu-
aKuen, HabnoaaBLUMXCS MO NOBOAY 3aAEPXKKM POCTa B Nepu-
ofe KauvHW4eckon pemuccmmn [31]. B 10 e Bpems KpynHoe
uccnefoBaHue [eTeil C HU3KOPOC/IOCTbIO MO3BOMMNO MOA-
TBEpAMTb accoumaumio uenmakmun ¢ CTH nuwb B 0,23% cny-
uaes [32].

B psine nccnenosaHuii NokasaHo, YTo y NALMEHTOB C LEeu-
aKuen (LeTei 1 B3poCnbIX) CHWKeHa npoaykums MOP-1, pea-
nmsyioulero poctoctumynmpyrowmii addext CTT [22, 33, 34].
MapannensHo WM®P-1 MoxeT akTuBMpoOBaTb YCTOMYMBOE
YBENMYEHUE MacChl M GYHKUMM KULWEYHOTO 3MuTenus vy
MauUMEHTOB C CMHAPOMOM Manbabcopbumm unm CTUMynnpo-
BaTb 3aXMBNEHWE CM3UCTON 0OON0OYUKM MpK ee noBpexae-
HMAX y OONMbHbIX C BOCManWTenbHbIMM 3aboneBaHUAMMU
KuMWweyHuka [35, 36]. B Heckonbknx nccnenoBaHumsx ¢ Moae-
NbK0 KMLIEYHOTO NOBPEXAeHUS Bbl10 JOCTOBEPHO [LOKA3aHO,
YTO HEMOCPEeLCTBEHHOW TOYKOM npunoxeHus MOP-1 aeng-
toTCa 3HTEpOLMTLI [35, 37]. OH e 3anyckaeT kackag bruoxum-
MWYECKMX MpPOLEeCCOB pereHepaumm
CAM3UCTOM 0BONOYKM M BOCCTaHABW-
BaeT (YHKLMOHANBHYIO aKTUMBHOCTb
KMLLIEYHWMKA, NO3TOMY psj, aBTOPOB CYM-
TaeT, YTO YPOBEHb LMPKYIUPYHOLLETO
N®P-1 npsamMo nponopumMoHaneH pere-
HepaTMBHOMY pe3epBy OpraHu3ma [35,
36]. OgHako K HaCToAWeMy BpPEMEHM
HeT 0bLenpU3HaHHbIX JAHHbIX O TOM,
npu kakoM yposHe N®P-1 B cbiBOpOT-
Ke KpoBM obecneymMBaeTcs HOPManb-
HbIA POCT W pereHepaums KULWEYHOro
anuTenus [34, 38].

B reHese pacctporicte dochopHo-
KanbLMeBoro MetabonmsMa u octeono-
po3a YCTaHOBNEeHa BaxHas ponb Hapy-
WEeHHOro BCACbIBaHWSA  Kanbuus B Na®
KMULLEYHMKE BCNenCcTBME aTpodum Ciu- 39
3UCTOM 060NOYKM, MOBPEXKAEHHOM MNH0-

TeHoM. OTMe4eHo, 4TO BCaCbiBaHWe

anuKkanbHasa
YacTb

Kanbuna y naumMeHToB C uenmaKMeVl, He 6a3anbHas YacTb
nonyyarwmx neyeHune, Ha 45% MeHb-

we, 4eM y 300poBbix [11]. AHanus 6uo- N‘a)
MTAaTOB TOHKOM KMLLKM MOKa3an, 4To Npum : @
LenvMakmm peuentopbl BuTamMmHa D B

M306MIUM 0BHAPYXKEHBI B KpUNTaX C/IU-
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[lvera c NOHWKEHHbIM UK
HOpManbHbIM ypoBHeM docdopa
AKTMBHbII TPaHCNOPT

n) (&)

\Pi)

3UCTOM 060NM0YKM [IBEHAALATUNEDPCTHOW KMLLIKM, @ YPOBEHb
KanbUuii-cBA3bIBatoLLEero 6enka kanbbunamHa DOk y naumeH-
TOB C LeNMakueln faxe Npu HOpManbHOM Mopdonormm Bop-
CMHOK yMeHbLUeH npubnusutensHo Ha 75% [11, 17]. Takum
06pa3oM, Manbabcopbumsa KanbLmMs y Takux 60NbHbIX SBASET-
€ pe3ynbTaToM noTepu BUTaMUH-D-3aBucUMMbIX 6enkos,
Y4aCTBYIOLLMX B aKTUBHOM MOMOLLEHWM 3TOFO0 MaKpO3/1eMeH-
Ta. YUuTbIBas pasBuTUE NpU LeNUakmum ToTanbHOM unu cybTo-
TaNbHOM aTpoduM BOPCMHOK M MnoTepto Hambonee audde-
PEeHLMPOBAHHbLIX 3HTEPOLMTOB, YCTAHOBNEHA TeCHas B3au-
MOCBSI3b MeXAY TSKECTbO TMCTONOrMYECKMX W3MEHEHUIA
CNN3UCTON 0B0N0UKM TOHKOTO KULIEYHWMKA U CTEMEHbBIO Hapy-
LIEeHUS BCACbIBAHMA KanbLMs, a TakKe COAepXKaHUMeM MUHe-
pana B KOCTM y 6onbHbIX aeTert (mabn.) [39, 40].

Manbabcopbums KanbLms B KULWEYHUKE U MOBbILIEHHAS
noTeps 3TOr0 Makpo3/MeMeHTa C KasoM PasnYHOM CTENeHM
BbIPAKEHHOCTU, BO3HMKAOLWASA Y BONbHbIX Lennaknen, npu-
BOAMT K MMOKaNbUMEMUN W, CIELOBATENBHO, PA3BUTUIO BTO-
pUYHOro runepnapaTvpeo3a. B uccnepmoBanum Zanchi u
coaBT. [41] KoHUeHTpauus B cbiBopoTke [Ty geten ¢ uenu-
akuei Obina Bbllle, YEM B KOHTPONbHOM rpynne. B atom cny-
yae peuyb He Bcerga uaeTt 06 UCTMHHOM rMnepnapaTMpeose,
Tak Kak ypoBeHb [1TIy nauMeHToB C Luenmnakmnein MoxeT BbITb
B CPefHEM BblLE, YEM Y 340POBbIX, HO NPW 3TOM HE BbIXO-
OUTb 33 npenensl HOPMbl. MCTWMHHBIA rMnepnapaTMpeos
onpepensancsa 'y 54% 6onbHblx geten, u Tonsko y 10% obcne-
[lyeMbiX B KOHTponbHOM rpynne [41]. Takum 06pa3oM, CHu-
XEHMEe KOCTHOW MWHepanu3aumun y BoNbHbIX C LenvMakuen
0bycnoBneHo, C OLHOW CTOPOHBI, yMEHbLIEHHbIM BCACbIBAHW-
eM Kanbums u ButammHa D B aTpodMpoBaHHOM TOHKOM
KMLWEYHMKE, a C APYro — ycuneHnem pe3opbumm KOCTHOM
TKaHW BCNEeACTBME MOBbILWEHHOW KOHLeHTpaumm T

Pucynok 3. Ponb ButamMuHa D B akTMBHOM M naccuBHOM TpaHcnopTe (ocaros
W KanbLiusl B TOHKONM Kuwke [9]

[lueTa ¢ BbICOKMM YpOBHEM Jlueta c NOHMKEHHBIM U
Kanbuus/docdopa HOPMasNbHbIM YPOBHEM Ka/ibLiusl
MaccuBHbIN TpaHCnopT AKTMBHbII TpaHCNOpT
2+ 2+,
@ (A% (A" npocset
V6
K 1a,25(0H)2D, 1a,25(0H)2D,

A

KpoBb



Tabnuua. Puck nepenomoB y naumueHToB ¢ uenmakmeii [45-50]

20 955 nauuneHToB C Lenuakuei, 96 B _
1 Olmos M. et al., 2008 Jlatunckas Amepuka 777 - rpynna KouTpons 0P=1,43(1,15-1,78)
. 06was rpynna OP = 3,6 (1,7-7,5),
2 thoarf nzoohéll.‘L. ApreHTuHa %gg ljaruwi:gozocl{:eg;;mew, TMNKUYHaA uenmakmus OP = 5,2 (2,8-9,8),
N Py P atunuyHas uenuakmus OP = 1,7 (0,7-4,4)
_ = noboii nepenom OP = 1,3 (1,16-1,46),
3| WestJ. et al, 2003 BEnMKOGPHTERAS | 37 2ag CnoHble LenvaKned, nepenomsi 6eapa OP = 1.9 (1.2-3,02),
P Py nepenoMmbl kocteii npeanneybst OP = 1,77 (1,35-2,34)
noboii nepenom OP = 1,4 (1,3-1,5),
4 Ludvigsson J.F. et al,, Ugewns 14 187 nauueHToB C Len1akmei, y peteii OP=1,1(1,0-1,2),
2007 u 68 952 - rpynna KoHTpons nepenombl 6eapa OP = 2,1 (1,8-2,4),
y neteit OP=2,6 (1,1-6,2)
Vestergaard P, Mosekilde 1 021 naumeHT ¢ uenuakuen, B _
5 L., 2002 Davns 3063 - KOHTpONbHAA rpynna 0P=0,94(0,71-1,24)
. 83 nauueHTa ¢ Lenmakuen, 1o Bepudvkaumm uenvakun OP =20 (1,0-3,9),
E S i 166 - rpynna KoHTpOAS nocne ycraHosnenus auarto3a OP = 2.5 (1,1-5,6)

MNTIr ctumynupyeT obpa3oBaHWe KanbLMTPUOAA B MOY-
Kax, Mpu 3TOM YpOBEHb KaNbLUMAMONA B CbIBOPOTKE MOXET
CHWXKATbCS, B pe3ynbTaTe Yero y 601bHbIX C LenMakuen pas-
BMBAETCH MOBbILEHHAs NoTpebHOCTb B BWTamuHe D, uTo,
Hapsagy ¢ mManbabcopbumei, NpUBOAUT K ero HepocTaTou-
HoCcTM w pebuunty [42]. B octpom nepuone 3aboneBaHuns
nedbuunt ButamuHa D (MeHee 20 Hr/mn) BbisineH y 21%
[eTen, U3 HUX Tskenolt neduumt (MeHee 10 Hr/mn) -y 3%,
HenoCTaTouHOCTb (20-29 Hr/mMn) obHapyxeHa y 24% naum-
eHToB [43].

OcHoBHOM 3 dEKT KanbLMTPUONA HAMPaBAeH Ha MOBbI-
LIeHWe CbIBOPOTOYHOM KOHLEHTPaLMK Kanblusg, B TOM Yucie
nyTeM CTUMYAALMM OCTEOKNACTOB M MObWunM3aumu ero u3
[leno, cnefoBaTenbHo, B OCTPOM Nepuoae Lennakum npouecc
pe3opbumm KOCTHOM TKaHM NpeobnagaeT Hag OCTeOCHMHTE-
30M [44]. 33aKOHOMEPHbIM UTOrOM pa3BMBAOLLMXCS B maTore-
Hese Lennakum HYTPUTUBHBIX HapyLUEHUI M TOPMOHAMbHbIX
MCOanaHCoB SBASETCH CHUXKEHME MUHEpPanu3aumm v npoy-
HOCTM KOCTEM, YTO MOXKET NMPMBECTM K CMOHTaHHbIM Nepeno-
Mam [3, 22, 40].

AHanu3 B3aMMOCBA3M MexXAy aHTPOMOMETPUYECKUMMU
noKasaTensiMmM M KOCTHbIM BO3PaCTOM [eTer C Lenuakuen
noAYepPKMBAET CYLLECTBYIOLLYIO NMPSMYIO KOPPENSLMIO MEXIY
HapyLleHWEeM CKOPOCTM poCTa M 33[epXKKOW CO3peBaHMS
KoCTHoro ckeneta [51, 52]. 3ameanexHne TeMNOB NMHEWHOTO
pocTa 3aKOHOMEPHO NPMBOAMT K CHMxeHuto MIKT [52]. Mo
[aHHbIM R. Heyman 1 coaBT, 3aaepKa KOCTHOro Bo3pacrta U
CHMXKEHWE MMHEPANM3aLMKM KOCTHOM TKaHu GOopMUpyroTCa Y
59% nauneHtos [51].

[eTv c uenvakumel OTHOCATCS K rpynne pucka no CHuxe-
HUIO MUHEPANbHOM NNIOTHOCTM KOCTHOM TKaHM, 3TO XapakTtep-
HO TakXKe [N aTUMUYHbIX, beccMMNTOMHbIX GopMm 3abonesa-
HUS M Npu OTCYTCTBMWM afeKkBaTHOW Tepanuw. bonee ToTrO,
nauneHTbl ¢ 6ecCMMNTOMHBIMM W aTUMUYHBIMK HOPMaMM
MOryT MMeTb 3HaunTeNbHO Bonee Huskyto MIKT, uem 6onb-
Hble C MAaHUMECTHOMN KIIMHUYECKOM KapTUHOM [53].

EAMHCTBEHHBIM HA CErOAHALWHMIA AEHb METOAOM Tepanum
Lenmnakmm ¢ AOoKa3aHHOW 3OPEKTUBHOCTBIO SIBASETCS MOXMU3-
HeHHoe cobntoneHune cTporov 6esrntoteHoBow auweTsl (BI)
[21, 22,33, 53].J0 HacToSLWEro BpeMeHU CyLLEeCTBYIOT MPOTH-
BOpEYMBbIE B3NS4l HA TO, IBSKOTCS M KOCTHbIE U3MEHEHUS
npu UenMakmu obpaTrMbIMKM TONbKO Ha doHe cobntomeHus
bI. C ooHOM CTOPOHbI, y NALMEHTOB C BbIpaXXEHHOM aTpodu-
e/ BOPCMHOK C/IM3NCTON 000104KM TOHKOW KMULWKK, HECMOTPS
Ha cobntogeHune B u npu OTCYTCTBMM CMMMTOMOB, UMEETCS
BbICOKMI puCK ocTeonoposa [53]. B page apyrnx nccnenosa-
HWIA NOKa3aHo, YTo y feTel C uennakmen Ha hoHe onutenb-
HoW Bl coxpaHstoTcs dumsmonormyeckme 3aKOHOMepHOCTU
HaKoMNeHMs MMHEpana U MNpOLECcCOB pPeMOAEeNMPOBaHUS B
koctax ckeneta [40, 44], HO y nauueHTOB, COBNIOAANOLLMX
omety meHee 12 MecsueB, MUHepPanbHas NAOTHOCTb KOCTHOM
TKaHu (MIMKT) 3HauMTENBHO HMXE, YEM Y TEX, KTO HaXOLUTCS
Ha BI'[l 6onee 24 mecsues [2]. UccnenosaHume yposHs 25(0H)
D B CbIBOPOTKE KPOBM YKa3blBAET Ha Y/y4lleHWe NapaMeTpoB
Y NALMEHTOB, HAXOAALWMXCS Ha cTporoi bl/l, no cpaBHeHwMto ¢
[eTbMu, 06CnefoBaHHbIMU B OCTPOM nepuoge [25]. B paborte
C. Zanchi 1 coaBT. CbIBOPOTOYHAN KOHUeHTpaums MNTI Hopma-
nn3yeTcs nocne wectn mecaues cobnoaeHns b [41].

[etn, ctporo cobntopatowme bI, Kak npaBuno, He UMetoT
Hapywenuin MMKT, B TO BpemMs Kak MO34HAS MOCTAHOBKA
[IMarHo3a W norpewHoCT! AUETbl NPUBOAAT K €€ CHUXKEHMIO
[40, 53-55]. MokasaHo, 4to 93% 60/bHbIX, KOTOPbIE HaYanu
neyeHne B BO3pacTe A0 4 neT, LOCTUraloT HOPMabHbIX 3Ha-
yeHuit BMD B no3BOHOYHMKE MO cpaBHeHMt0 € 50% Tex, KTO
Ha MOMEHT MOCTAaHOBKM [OMarHo3a M Hayana cobnoaeHus
Bl 6binm cTapwe 4 net. TakuM 06pa3oMm, Npu OTHOCKTENBHO
KPaTKOBPEMEHHOM BO3AEWCTBUM [HOTEHA Y MALMEHTOB C
TUMUYHOM GOPMOW LENMAKMKM KOCTHbIE U3MEHEHMUs, cKkopee
BCEro, HOPMAAM3YHOTCS B pe3y/bTaTe ONTUMANbHOIO BOCCTa-
HOBJIEHWNS MOBPEXAEHHOW CIM3MUCTON 000N0YKM KMLWEYHUKA,
M CYLEeCTBYET BO3MOXHOCTb AOCTUXEHWMSI OMNTUMAsbHOM
MMKT [2, 53].
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