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0O6ocHoBaHue. [JucTpopuyecKas popma BpOXKAEHHOro 6yae3Horo anugepmonnsa (Bb63) — peakoe KoxHoe 3abosieBaHme,
O[JHUM M3 OCJ/IOXKHEHMUI KOTOPOro IBASIETCS BTOPUYHbIN 0CTeornopo3. COCTOSIHNWE KOCTHOIO PeMOAEMPOBaHNs Mpu AaHHOU
natos0rMm U3y4eHo HegoctaTtoyHo. Llenb mccnegoBaHMsi — U3Y4YNTb XapPaKTEPUCTUKU HOCPOPHO-KasbLiMeEBOro 06MeHa
1 meTabosiM3mMa KOCTHOM TKaHU y AeTen ¢ gucTpopuydeckon popmor B63. MeTtoabl. B nccaegoBaHue BKIYaam geTen ¢ guc-
Tpopuyeckon popmor BES B Bo3pacTe oT 3 o 18 neT, NnpoxoauBLUMX CTalUUOHapHoe nedyeHne. Onpeaensnu o geTen
C HapylUeHUsIMM pOCPOPHO-KalbLIMEBOro 06MEHa: CHUKEHMEM KOHLEHTpaL 1 06LLero KaabLmus < 2,2 MMOJb/N, pocpopa —
< 1,25 mmonb/n. [ornoaHUTENIbHO yCTaHaBANBa N Halludue OTKIIOHEHUI OT pepEePEHCHbIX 3HaYeHUI KoOHLeHTpaumum 25(0H)D,
rnapaTropMoHa, octeoKasbUnHa, C-KoHueBoro Tenonentuga KoanareHa | tuna (CTX) U aKTMBHOCTM LLe/I04HON pocgaTasbl.
Pesynbrartsl. 3 39 feter ¢ BE3 (22 geBoykn, MeamaHa Bo3pacTta 77 (46; 136) mec) runokasbLmemus BoisiB/ieHay 16 (41%),
runogpocepatemns — y 3 (8%). YpoBeHb ButammHa D Huxxe ontumarsbHoro (< 30 Hr/mn) yctaHoBrieH y 29 (74%) neten ¢ B63,
HU3Kasl KOHLEHTpaLusl ocTeoKasblUnHa — y 26 (67%), CTx — y Bcex 60J1bHbIX. [1py 3TOM MeanaHHoe 3Ha4EHUE KOHLIEHTpa-
ummn CTx (1,32 Hr/mn) 6osee 4em BABOE MPEBbLILLIAN0 BEPXHUE 3HAYEHUS peEPEHCHOIo0 MHTEepBaaa A4/1s1 3TOro rnokalartess
(< 0,573 n < 0,584 Hr/mn y 4EBOYEK U MaslbYMKOB COOTBETCTBEHHO). HU3Kas KOHLIEHTpaLusl napaTropMoHa ornpejeseHa
y 1 (3%) 60s1bHOr0. AKTMBHOCTb LLIEI0YHOM pocgaTasbl BO BCEX C/yqasx HaxoAuaach B npeAenax 3HavyeHun pepepeHCcHoro
UHTEepBasa. 3aKn4eHue. HapyleHnss pochopHO-KaibLMEBOro (MpenmMyLeCTBEHHO KajlbLiMeBOro) obMeHa umMeroTesl y 60J1b-
woro yucna geten ¢ auctpopuyeckon gopmon BBI. Bmecte ¢ aTumM y 60/bLUMHCTBA 60JIbHbIX OTMEYEHbI HEAOCTaTOYHOCTh
BUTaMuHa D, a Takke npusHaku JOMUHUPOBaHMS KOCTHOM pe3opbuunn (BbicoKasi KOHUeHTpauus CTX) Hag ¢popmMmupoBaHmMemMm
KOCTHOM TKaHM (HM3Kasi KOHLIEHTpaLms oCcTeoKasbLiMHA). B LUe/I0M 06HapyKEeHHbIE UBMEHEHUST BUOXUMUYECKMX NTOKa3aTenen
KOCTHOro pemMofenpoBaHusl yKa3blBaroT Ha pa3BuUTUe y 60/IbLLIMHCTBa AeTen ¢ BE3 BTopuYHOro octeornoposa.

Knro4eBbie cnoBa: KasbLni, ¢ocoop, BPOKAEHHbIN ByA71€3HbINA 3NnaepmMonmn3, ButaMmH D, octeokasnbUuH, C-KOHLEBOH
TenonenTua KoanareHa | Tuna, KOCTHoe peMogenmpoBaHMe, 0CTe0Nopo3
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OBOCHOBAHME

BpoxaeHHbIn 6ynnesHbin anuaepmonna (BB3) — ato
pefKoe reHeTUYecKoe My/nbTUCUCTEMHOE 3abonieBaHue,
KoTopoe BcTpevaeTtca y 19 13 1 000 000 HOBOPOXKAEHHbIX
BHE 3aBMCUMMOCTHU OT Nofia U 3THUHECKON NPUHAANIEKHOCTH
[1]. BEQ pasBuBaeTcs BCneacTtBuMe MyTauuu B reHax, otee-
YalLwmnx 3a CUHTE3 KepaTuHa, NaMWHWHa WK KoJsinareHa
VIl TMna [2], 4TO KIMHUYECKU BblpaykaeTcs B MexaHU4ecKomn

XPYMKOCTU KOXMW U CIU3UCTBIX 060104EK NPU HE3HAUYUTEb-
Howv TpaBMme. K Hanbonee TaxenbiM dopmam 3abosieBaHus
OTHOCUTCS aucTpoduyeckasa dopma BEI, cumnToMbl KOTO-
POV NPOSABASAOTCH C poxaeHus [3].

KnuHnyeckn ansa auctpoduydeckon dopmbl BB xapak-
TEPHbI HanW4yMe LWWMPOKUX My3blpeN KaK Ha TpaBMMUPO-
BaHHbIX, TAK M Ha HETPAaBMMWPOBAHHbIX y4aCTKaX KOXMW
M 3aXKMBNeHMe 3po3un ¢ obpal3oBaHMEM aAUCTpoduye-



CKMUX pybuos [4]. HacToe noparKeHue CanM3nucTon 060s04-
KM NOMOCTU pTa (3pO3UKN, MUKPOCTOMUS, aHKUIOIMIOCCUA
1M aHomManuu 3y60B) M NULLEBOAA (3PO3UN U CTEHO3) MOXKET
Bbl3BaTb aIMMEHTapHYI0 HEAOCTaTOYHOCTb, AeDULMT BUTa-
MWHOB M MUKpoanemeHToB [5]. KaK cneacteue, y geten
¢ auctpoduyeckon popmon BBI oTmevaeTcss 3amenneHune
pocTta 1 Habopa Macchl Tena, YTo B COBOKYMHOCTHU C 4acCTbl-
MW nepuojamMmn MMMOGUNIU3auuu BCeacTBue OOLWMPHOro
NOparkeHWs KOMXHOro MOKpoBa MNPUBOAMT K OTCTaBaHMIO
npuMpocTa MMHEPanbHOW NIOTHOCTM KOCTHOM TKaHu (MIKT)
Mo CpaBHEHUIO CO CBEPCTHMKamu [6]. OgHaKo A0 cux nop
HEW3BECTHO, KaK UMEHHO MeHsAtTcs docdopHO-KanbLue-
Bbli 0O6MEH U MeTaboM3M KOCTHOW TKaHW MpWU AaHHOM
3aboneBaHuu. Tak, B Poccun npoBOAMIOCH TOJIbKO OAHO
ncecnegoBaHue obecnevyeHHocTn ButammHoMm D y 30 peten
c guctpoduydeckon dopmon BBEI; pedbunumt ButamuHa D
(koHueHTpaumnsa 25(0H)D < 20 Hr/mn) BbiSBNEH B 67% cny-
yaeB [7]. B atou ke paboTe 6bl10 NPOAEMOHCTPMPOBAHO,
4YTO NoKasartenn GocPopHoO-KanbLMeBoro obmMeHa (KOHLEH-
Tpauua Kanbuusg, dpochopa, aKkTMBHOCTL LenoyYHon pocda-
Tasbl) y aeten ¢ BB3 Haxogunuck B npegenax pepepeHcHbIX
3HayeHun. CnegyeT TaKe OTMETUTb, YTO KOHLIEHTpaLuu
MapKepoB KOCTHOIO peMofenvMpoBaHUsA M napaTropMoHa,
KOTOpble MOTYT pPacKpbiTb MNaTtoreHeTMyeCcKne MexaHu3mbl
pa3BUTUA BTOPUYHOro oOcTeonopos3a y 60nbHbIX ¢ BBJ,
paHee He U3y4anuceb.

Llenb uccneposaHusa

N3yunTb XapaKTepUCTUkM GocdOpHO-KanbLmMeBoro o06-
MeHa U MeTabonM3Ma KOCTHOM TKaHW y AeTen ¢ aucTpoduye-
cKon dopmon BB3.

METOAbI
Aun3aiH nccnegoBaHus
MpoBeaeHo 0AHOMOMEHTHOE CMJIOWHOE UCCliefoBaHKe.

YcnoBusa npoBeeHusa uccieaoBaHusa

B uccnepgoBaHue BKIOYANM MaLMEHTOB, MPOXOAMBLLMX
NneyeHve B AePMaToNIOrMYeCKOM OTAENEHMUM C FPYNMov nasep-
HOM xupyprun HaunoHanbHOro MeAMLIMHCKOro uccnepo-
BaTeNIbCKOro LEeHTpa 3a0poBbsA Aeten (MockBa) B nepuoj
¢ nong 2020 no mapt 2021 1.

Kputepuu cooTBeTcTBUSA

Kputepumn BKIoyeHus:
e neTu B Bo3pacTe oT 3 Ao 18 ner;
e auctpoduryeckasa dopma BEI.

[JunarHos 3aboneBaHus ycTaHaBIWBaNU nevallme Bpaydu
N0 COBOKYMHOCTU KIMHUYECKUX AaHHbIX C Y4ETOM PEKOMEH-
nauwn [4, 8, 9].

Kputepmun HeBKI0YeHUSI:
e ocTpas MHDEKUMS Ha AeHb B3ATUS KPOBUW Ans onpeaene-
HUS LieneBblX TabopaTopHbIX NOKasaTenen nccnegoBaHus.

LieneBble noKa3zaTenu uccnefoBaHus

OCHOBHOM MoKa3aTe/lb UCC/leJOBaHUS

Onpenenanu ponto AeTer ¢ HapylleHnamu docdopHo-
KanbuueBoro obmeHa. B uucne nokazatenen docdopHo-
KanbLuneBoro obMeHa aHaIn3npoBanm KOHLUEHTpaL Mo oblLe-
ro Kanbuus n docdopa B CbIBOPOTKE KpoBW. HapyweHuem
CYMTaNN CHUXKEHME KOHLIEHTPaLUMK 06LLEro KanblLma MmeHee
2,2 mmonb/n, docdopa — meHee 1,25 mmonb/n (tabn. 1).
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Phosphorus-Calcium and Bone Metabolism in Children

with Dystrophic Epidermolysis Bullosa: Cross-Sectional Study

Background. Dystrophic epidermolysis bullosa (EB) is a rare skin disease, and secondary osteoporosis is one of its complications.
The bone remodeling condition in this pathology has not been studied enough. Objective. The aim of the study is to study the
characteristics of phosphorus-calcium and bone metabolism in children with dystrophic EB. Methods. The study included children
with dystrophic EB aged from 3 to 18 years undergoing inpatient treatment. The ratio of children with phosphorus-calcium metabolism
disorders was determined: reduced concentration of total calcium < 2.2 mmol/I, and phosphorus < 1.25 mmol/I. Additionally, deviations
from reference values for 25(0H)D, parathormone, osteocalcin, C-terminal telopeptide of type 1 collagen (CTX-I) concentrations and
alkaline phosphatase activity were established. Results. Hypocalcemia was revealed in 16 patients (41%) and hypophosphatemia —
in 3 (8%) patients out of 39 children with EB (22 girls, median age 77 (46; 136) months). Vitamin D level was lower than optimal
(<30 ng/ml)in 20 (77%) children with EB, while lower osteocalcin concentration — in 26 (67%), and lower CTX-I concentration — in all
patients. At the same time, the median CTX-I concentration (1.32 ng/ml) more than doubled the upper values of the reference range
for this indicator (< 0.573 and < 0.584 ng/ml for girls and boys, respectively). The low parathormone concentration was revealed
in 1 (3%) patient. The alkaline phosphatase activity was within the reference range in all cases. Conclusion. Disorders of phosphorus-
calcium (mainly calcium) metabolism are present in large number of children with dystrophic EB. Therewith, most patients have
shown vitamin D deficiency, as well as signs of bone resorption dominance (high CTX-1 concentration) over bone development (low
osteocalcin concentration). In general, all revealed changes in the biochemical indicators of bone remodeling indicate the development
of secondary osteoporosis in most children with EB.
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OpuruHanbHas cTaTbs

Ta6nuua 1. PedepeHcHble MHTepBasbl NokasaTenen GochopHo-KanbLMeBOro o6MeHa U MeTabonn3mMa KOCTHOW TKaHU U aHanutTuyeckas

4yBCTBUTE/NIbHOCTb METOAOB UCC/IEe40BaHNA

Table 1. Reference ranges of phosphorus-calcium and bone metabolism indicators and analytical sensitivity of research methods

MoKka3sarenb PedepeHcHbIt UHTEepBan* Aunana3oH
O6LWUI Kanbunin, MMOSb/N 2,2-2,7 1-5
docdop, Mmonb/n 1,25-2,16 0,32-6,4
25(0H)D, Hr/mn 30-70 3-70
MapatropMoH, nr/mn 10-65 5,50-2300
[eBOoYKN/ManbynKm
6 mec — 7 net: 44-130/39-121

7-10 net: 73-206/66-182
OcTeoKanbLMH, HF/MA 10-13 ner: 77-262/85-232 0,5-300

13-16 net: 33-222/70-336

16-18 net: 24-99/43-237

. neBo4kn < 0,573

C-KOHUEeBOW TenonenTug konnareHa | tuna, Hr/mn ManbUMKN < 0,584 0,01-6
LLlenoyHas docdaTtasa, Ea/n 60-400 5-1500

lpumevaHue. <*> — pedepeHCHble MHTEePBasbl NPeAOoCTaBNEHbl IOKaNbHOM nabopaTtopuen.

Note. <*> — reference ranges are given by local laboratory.

AononxuutenbHble NoKasaresn uccaegoBaHus

Onpegenanu fonto feten ¢ HapyweHvem metabonuama
KOCTHOM TKaHW. B uncne nokazatenen metabonnama KocT-
HOWM TKaHW aHanM3upoBann KoHueHTpauuto 25(0H)D, napart-
ropMoOHa, OCTeOKasblMHa (MapKkep GOpPMUPOBAHUS KOCT-
HOM TKaHwu), C-KOHLEBOro TenonentMaa KonnareHa | tvna
(CTx; MmapKep KOCTHOW pe30opbLumn) U aKTUBHOCTb LLIENTOYHOM
docdaTasbl. HapylweHune ycTaHaBnMBanuM MNpu 3HAYEHUSAX
KaXkaoro nokasaTenss BHe npeaenoB pedepeHCHbIX UHTep-
BasoB (CM. Tabn. 1).

MeToabl u3mepeHUs LesieBbiX NoKa3aTenen

Y BCex BK/IIOYEHHbIX B UCCNe0BaHWE NaLMEHTOB YTPOM
(08:00-10:00) HaTowWwaK npoBOAMIM B3ATUE KPOBU U3
nepnudepruyecKon BeHbI B MaacTUKoBble Npo6upku Becton
Dickinson International Vacutainer Plus ¢ aktuBatopom
CcBepTbhiBaHUs KpoBu v renem 13X75 n 13X100 (Becton
Dickinson International, CLLA) ¢ nomouibto mrnbl-6a604-
kn BD Vacutainer Safety ¢ nioep-agantepom 0,6X19 mm
(Becton Dickinson International, CLUA). lanee ocywecTtBns-
v ueHTpudyruposaHue obpasuyoB (HETTICH Rotanta 460,
HETTICH, lepmanus) npu 2000 06./MUH B TeyeHne 10 MUH
npu KoOMHaTHOM TemnepaType. O6pa3sLbl CbIBOPOTKM 3aMO-
parkuBanu B anneHgopdax o6beMoM 2 M/ Mpu Temnepa-
Type —40°C. TecTupoBaHue MpPoOBOAMIU OJHOMOMEHTHO
nocne cé6opa 6MONOrMYECKOro matepmana oT BCEX y4aCTHHU-
KOB MUCCNeAoBaHMS.

Buoxmmunyeckoe nccnegoBaHMe KpoBW 415 onpeaeneHus
OCHOBHbIX MoKa3zaTenen ¢ocdopHO-KanbLMEBOro obmeHa
(Kanbuun obwmn, docdop, wenoyHas docdataza) 6GbiNO
BbinosHeHo Ha UniCel DxC 800 Synchron Clinical Systems
(Beckman Coulter, CLUA). AHann3 CbIBOPOTKM KPOBU Ha
OCHOBHblE MapKepbl KOCTHOrO pemMoAenupoBaHus (OCTeo-
KanbUuH 1 CTX) M NapaTropMOH BbINOSHANN 3/1IEKTPOXEMMU-
NlOMUHecLeHTHbIM MeTooM (ECLIA) Ha aHannzaTope Cobas
6000 Module e601 (Roche, LBenuapus). OnpeaeneHuve
25(0H)D npoBeaeHo Ha annapate Liaison XL (DiaSorin,
Utanusa). Bce nabopaTopHble MCCNeAO0BaHUS BbIMOHEHDI
B LEHTPanM30BaHHOW KIIMHUKO-AWArHocTM4yecKkon nabopa-
TOPUM C TPYNMNOM IKCMPEeCC-ANarHOCTUKU nabopaTopHOro
oTaena HauuoHanbHOro MeAMLMHCKOrO MccneaoBaTebCKo-
ro LeHTpa 340poBbs aeter MuH3apaBa Poccuu.

CraTucTMyYecKue npoueaypbl

lMpuHUKNbI pacyeTa pa3aMmepa BbIGOPKH

Heob6xoauMbii pa3mMep BbIGOPKM Ha 3Tane naaHupo-
BaHWS WCCNeAOBaHUSA He pacCyuTbiBanu BBUAY PEOKOCTH
naTonoruu.

CratucTtnyecKkme MeTo/bl

AHanuM3 [aHHbIX NpoBedeH C MCMNOb30BaHWEM MaKeTa
crtatncTmyeckunx nporpamm STATISTICA v. 13.3 (StatSoft Inc.,
CLUA). OnucaHme Konn4ecTBeHHbIX MoKa3aTteNen BbINoJHEHO
C YKa3aHWeM meanaHsbl (25-1; 75-1 nepueHTUn).

JTUyYecKan akcnepTusa

lMpoBeneHne uccnegosaHua no teme «CraTyc BUTaMu-
Ha D u coctosHMe MeTabosiM3Ma KOCTHOW TKaHW y AeTewn
C BPOXAEHHbIM 6ynne3HbIM 3NUAEPMONU30M» 0A06PEHO
JloKanbHbIM 3TUYECKUM KOMWUTETOM HauuoHanbHOro meau-
LIMHCKOr0 MccnefoBaTeNbCKOro LeHTpa 340pO0Bbs AeTew
(npotokon N¢ 13 ot 20.11.2020). BkntoyeHue naumeH-
TOB B MCCNeAoBaHWE OCYWECTBASAM MOCAe MOAMUCAHUSA
3aKOHHbIMW NPeACTaBUTENSIMM NALMEHTOB M AeTbMU CTapLue
14 net MHPOPMUPOBAHHOIO [OGPOBOJILHOrO cornacus Ha
y4acTve aetein B UccneaoBaHum.

PE3YJIbTATbI

XapaKTepucTUKKU BbIGOPKMU (rpynn) uccnegoBaHus

M3 39 petein ¢ auctpoduryeckon d¢opmon BB, rocnuta-
IN3UPOBAHHbIX B AepPMaTofiorM4yecKoe oTaeNeHne B nepu-
0l uccnegoBaHus, Bce OblIM BKOYEHbl B HacTosliee
nuccnepoBaHve (nonepeyHasi Bbli6opKa). XapaKTepucTuKa
nauMeHToB nNpeacTtaBneHa B Tabn. 2. Hannyve 6enkoBo-
3HEepreTM4ecKomn HeaoCcTaToO4YHOCTU No nHaekcy WAZ (< —2)
6bl/10 ycTaHoBNeHO vy 9 (23%), no nHaekcy BAZ (< —-3) —
y 12 (31%) neten.

OCHOBHbI€e pe3ynbTaTbl UCC/IEA0BaHUA

[Mnokanbunemus BbisiBieHa 6onee Yyem y 40% 6OSbHbIX,
TOorfa Kak KOHUueHTpauusa docdopa KpoBu Yy GONbLIMHCTBA
naumMeHToB ¢ auctpodumyeckom ¢opmon BB Haxogunack B npe-
nenax pedepeHcHoro nHtepsana (taén. 3). lMnodocdaremus
o6HapyeHa MeHee 4yeM Yy 10% peten. CneoyeT OTMETUTD,
YTO [axe MNpv BbICOKOM YacToTe C/y4yaeB rMnoKalbLMemMun




Ta6nuua 2. OCHOBHblE XapaKTEPUCTUKM NaLMEHTOB ¢ AUCTpoduyeckon dopmoi BB

Table 2. Main characteristics of patients with dystrophic EB

Boapacrt, mec

77 (46; 136)

Mon (3keHckui), abe. (%)

22 (56)

WAZ -1,01(-2,77; -0,4)
HAZ -0,89(-2,39; -0,31)
BAZ -1,61 (-3,4; —0,24)

lMpumevarnme. WAZ — macca Tena ana sBospacrta; HAZ — anvHa Tena (pocT) ans Bo3pacta; BAZ — uHAgeKc macchl Tena Ans BospacTta.
Note. WAZ — weight for age; HAZ — height for age; BAZ — body mass index for age.

Ta6nuua 3. KoHueHTpaumm obLiero Kanbums n dochopa y nauneHTos ¢ guctpoduyeckon popmon BB
Table 3. Concentrations of total calcium and phosphorus in patients with dystrophic EB

OB KanbL#, MMOnb/n 16 (41) 2,24 (2,14; 2,41) 1,96-2,69
(BCE BKNIOYEHHbIE NALMEHTDI)

O6Wwunit KanbLUun, MMOSb/N

(B rpynne nayueHToB 2,11 (2,02; 2,15) 1,96-2,19
C runoKanbLuemuen)

docdop, Mmonb/n 3(8) 1,6(1,48;1,74) 1,09-2,03

MpumedaHne. <*> — nonsa NaLMEeHTOB CO 3HaYEHWeM NoKasaTens HUKEe HUKHEN rpaHuLbl pedepeHCcHOro HTepaana (noapobHee cM. pasjen

«MeTtoabl»).

Note. <*> — ratio of patients with values below the lower limit of reference range (see “Methods”).

Ta6nuua 4. XapaKTepuCT1Ka A0NONHUTENbHBIX NOKa3aTenen ¢ochopHo-KanbLMEBOro o6MeHa U MapKepoB KOCTHOro peMoAeNMpPoBaHNs

y NauneHToB ¢ auctpoduyeckon popmoin BEI (n = 39)

Table 4. Characteristics of additional phosphorus-calcium metabolism indicators and bone remodeling markers in patients

with dystrophic EB (n = 39)

29 (74), U3 HUX
25(0OH)D, Hr/mn 20-30 Hr/mn — 8 (20), 19,5 (12,5; 36,0) 6,0-69,6
<20 Hr/mn — 21 (54)
MapaTropMoH, nr/mn 1(3) 29,6 (21,8; 39,8) 12,9-67,9
OcTeoKanbLUWH, HI /MmN 26 (67) 60,96 (37,3;81,1) 23,9-177,1
CTX, Hr/Mn 39 (100) 1,32 (0,95;1,74) 0,61-3,33
LLenoyHasa docdatasa, Ea/n 0 135 (112; 203) 68-280

MpnumeyvaHme. CTx — C-KOHLEeBOW Tenonentua KonnarexHa | tuna.
Note. CTX-I — C-terminal telopeptide of type 1 collagen.

B BbIGOPKE McCnefoBaHms TONIbKO Y OAHOro pebeHKa 6bin auar-
HOCTMPOBAH BTOPUYHbIV rTMNepnapaTMpeos.

[lononHuTenbHble pe3ynbTaTbl UCCNIEA0BAHUSA

Y 6onbliern YacTu aetewn ¢ auctpodbuyeckon dopmont BB
yCTaHOB/IEHa HeOCTaTOYHOCTb BUTaMuHa D (Tabn. 4). Y aByx
TpeTern 60sbHbIX Oblla 06HapyXeHa OTHOCUTENLHO HWU3Kas
KOHLIEHTPaLMA OCTeOKaslbLiMHa, Y BCEX — OTHOCUTENbHO
BbICOKas KoHueHTpauus CTX. MHTepecHO OTMETWTb, 4TO,
B OT/IM4ME OT OCTeOoKalbLiMHa, APYron (MeHee cneunduyHbIn)
nokasaTe/lb KOCTeo6pa30BaHUA — aKTUBHOCTb LLEN04YHON
docdartasbl — Haxoauncs B npefenax pedpepeHcHOro MHTep-
Bana y BCeX NauueHToB.

OBCYXAEHUE

Pe3lome 0CHOBHOro pe3ynbTraTta UcCleJ0BaHUs

Momumo peduumta BuTaMmHa D, B paboTe NpoaemoH-
CTpMpOBaHa TeHAEHLUMS y NauMeHTOB C AUCTPODUYECKOM
dopmon BB K pa3Butmio runokanbumMemMmmm 6e3 KoMmneHca-
TOPHOrO MOBbIWEHUS KOHLEHTpauUnM napatropmoHa. KoH-
LeHTpaumnsa docdopa U aKTMBHOCTb LWEeNo4YHon docdaTtasbl
y 6O0NblUIMHCTBA MNauUMEHTOB He 6blin M3MeHeHbl. BmecTe
C TeM Mbl OGHapyXunn npeobnajaHue pe3op6LMu KOCT-
HOW TKaHW Haj KocTeobpal3oBaHWEM, YTO, MO-BUAMMOMY,
ABNSETCA CNeACTBMEM HepocTaTka BuMTaMuHa D M Kanbuus
M OCHOBHOM MPWYMHOM Pa3BUTUS BTOPUYHOIO OCTEOnopo3a
npu 4aHHOM 3aboneBaHuu.
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OpuruHanbHas cTaTbs

OrpaHM4yeHUs uccnegoBaHus

OrpaHuYyeHMemM HacTosWeEero wucciefoBaHUsa aBASETCS
OTCYTCTBME [aAHHbIX O MWUTaHWM MALMEHTOB (B 4aCTHOCTH,
0 cofep¥aHuu B gueTe MPOAYKTOB, COAEPKalUMX KanbLui
n docdop) U npueme OONONHUTENBHBIX MULLEBLIX 4OOABOK
(Hanpumep, BuTaMuHa D).

PenpeseHTaTMBHOCTb BIGOPKKU UCCEA0BaHMUS, ee COOT-
BeTCcTBME 06Llen nonynsumMm 60/bHbIX C AUCTPODUYECKOM
dopmon BBEI (ueneBasa nonynaums), a 3HauuT, reHepannaye-
MOCTb MOJyYEHHbIX Pe3yNbTaToB OCTalTCs NoL BOMPOCOM.
B unccnepoBanve BKMoYanu 60MbHbIX, FOCMUTaIN3MPOBaH-
HbIX B CTaLUMOHap. He WCKNOYEHO, YTO TAXECTb COCTOSAHUSA
Ha MOMEHT NOCTYNNEeHUs MOrJla OKa3blBaTb 60/1e€ 3HA4YMMOe
B/IUSIHWE HA M3MEPEHHble B UcCCnefoBaHun Guanonoruye-
CKMWe napameTpbl, HEXeNU COBCTBEHHO 3aboieBaHuMe.

UHTepnpeTauusa pe3ynbTaTtoB UCCNef0BaHUSA

KoppeKuusa nutaHus M CBOEBPEMEHHOE Ha3HayeHue
OMONOMMYECKN aKTUBHbIX 406ABOK ABMSIOTCA HEOOXOAMMbIM
KOMMOHEHTOM Jie4eHMs NaLMEHTOB ¢ AUCTpoduyecKon dop-
Mon BB3, nocKonbky noTpebrieHne 6enKoB, BUTaMWHOB
M MUKPO3/1EMEHTOB BaXXHO AN1F pocTa AeTen, npeaoTepalle-
HUS HEJOCTATOYHOCTU MUTAHUS U 3AXKMBJIEHUS PaH, a TaKKe
[N YCTOMYMBOCTU OpraHu3ma K BTOPMYHbIM GaKTepuasb-
HbIM MHbeKumam [9, 10]. HecmoTpsi Ha nopaeHwe Ciu-
3UCTbIX 060/IOHEK XKENYAOYHO-KMIIEYHOrO TpaKTa, B paHee
ony6/MKOBaHHbIX UCCNefoBaHMAX He GbiNo MOATBEPIKAEHO
pasBuUTUE KMLIEYHOW MaNbabcopbumm npu AMCTPObUYECKOM
dpopme BBI, 4to npeanonaraet BO3MOXHOCTb KOMMEHCcaL MK
neduumTa TEX UK UHbBIX BELLEeCTB NOCPEACTBOM Ha3HAYeHUs
nuuieBbIx 106aBoK [3]. Tem He MeHee, KaK B 3apyberHblX,
TaK M B OTEYECTBEHHbIX MCCeAOBaHUsAX AEMOHCTPUpYETCS
Hann4yne OCTPON U XPOHWUYECKOW HYTPUTMBHOM HeaocTaToM-
HOCTW Yy IeTew ¢ aucTpoduryeckon dpopmon BB3 [3, 9, 11].

B Halwen paboTe Mbl Nokasanu, 4To y 60/bWOro 4yucna
neten ¢ guctpoduyeckon ¢opmon BB nmeetcs runokans-
LMeMnsi BMeCTe C HeJoCTaTO4YHOCTbIO BUTamuHa D, HM3KowM
KOHLIEHTpauMen ocTeoKanblMHa (MapKkepa ¢opmupoBa-
HUS KOCTHOWM TKaHMW) M BbicOKOM — CTX (MapKepa KOCTHOWM
pe3opbunn). MNMony4yeHHble pesynbTaTbl cornacytloTcs ¢ AaH-
HbIMK 3apybexHbIX nccnefoBaTtenen, XoTa BbICOKas yactoTta
c/lyYaeB rMMNoKanbLUMEMUU paHee He Oblna onucaHa, uTo,
BEPOSATHO, 06YCNOBAEHO HEGONLWNMU BbIGOPKaMK (0T 7 A0
24 yenosek) [5, 6, 12], oAHAKO TaKXe MOXKEeT ObiTb cnea-
cTBMEM 60siee aKTMBHOMO Ha3Ha4YeHUs NULEBLIX A06aABOK,
cofepxalmx Kanbumn. Jednumnt 25(0H)D npu auctpodu-
yeckon dopme BBI cBfi3aH Kak ¢ HEXBATKOWM COJHEYHOrO
cBeTa (NauMeHTbl HacTo HOCAT 3aKPbITylO OAEXAY, ANUTENbHO
HaxogaTcsa B MOMeELLEHWW BcneactBue 3aboneBaHus), Tak
M C HEAOCTaTOYHbIM NMOCTYMN/IEHNEM BUTAMMHa C NULLEN U3-3a
HegocTaTo4HOCTM NuTaHusa [13]. BmecTe ¢ TeM aKTMBHas
dopma BuTamuHa D (1,25(0H)2D3) npu anctpoduyeckon
dopme BBI He n3meHsietcs [5], 4TO cBUAETENLCTBYET 06
OTCYTCTBUM HapPYyLEHUN NOYEYHOro la-rMAPOKCUIMPOBAHMUSA
N MOXET 0OBbSACHUTb OTCYTCTBME MOBbIWEHMS NapaTropMoHa
B OTBET Ha CHWXXeHWe BUTaMuHa D. B HaweMm nccnegoBaHun
TONbKO Y 0AHOr0 pebeHKa Obln BbIABEH BTOPUYHbIN rnnep-
napaTMpeos, Npu 3TOM ypoBeHb BMTaMuHa D He 6bin Kpu-
TUYECKM HU3KMM (25 HI/MN), OAHAKO cofepKaHue KanbLusg
HaXo[MN0Cb Ha HUXHEN rpaHuLe pedepeHCHOro nHTepBana
(2,24 mmonb/n). Bee 310 yKa3biBaeT, Mo HallemMy MHEHMIo, Ha
HEO0O6X0AMMOCTb MpUeMa MNULLEBbIX A06ABOK, COAepMKallinx
KaK BUTaMuH D, TaK 1 KanbLKK.

B npoBegeHHoON paboTe Mbl BMEpBble M3YYUIU MOKa-
3aTeNIn KOCTHOrO PeMOAENMPOBaHUA Yy AeTel € AUCTPO-

dunyeckon dopmon BBEI. CornacHo nonyyeHHbIM pesyib-
Tatam, pe3opbuna KOCTHOW TKaHuM npeobGnagaetr Hapg
KoCcTeo6pa3oBaHWeEM, YTO OOBACHAETCA HE TONbKO HYTPU-
TUBHOM HEAOCTATOYHOCTbIO U AedUUMTOM BUTamMuHa D, HO
W BbIHY}AEHHbIM OrpaHnYyeHMeM NoABUKHOCTU NaLMEHTOB
C JaHHOM dopMow 3abosieBaHus BBMAY GONEBOr0 CUMHAPO-
Ma, KOHTPaKTyp CycTaBOB W/Wnu cnaboCTh, BbI3BAHHOM
aHemuen [14]. OTCyTCTBME MEXaHW4YeCKOM Harpy3ku Ha
KOCTHO-MbILLIEYHbIN KapKac HeraTMBHO BNIUSET Ha aHaboNu-
yecKue npoLecchl B opraHuame, BKIo4Yas GopMnpoBaHue
KOCTHOM TKaHu [15]. IMeHHO NMo3ToOMy NauneHTam C auc-
Tpoduyeckon dopmon BBI HeobxoaMmo noaaepuBaTb
MaKCHMMasibHO BO3MOMHbIA B KaXKAOM KOHKPETHOM Cily4ae
ypoBeHb GM3MYECKOM Harpy3kun. Kpome toro, anurenbHoe
3aXKMBMiEHWE paH B COYETAaHUU C MHPULMPOBAHUEM Bbi3bl-
BaeT COCTOSIHME XPOHMYECKOro BOCManeHus, KOTOPoe UHK-
LMMPYeET NOBbILWEHNE KOHLEHTPaLMK LMTOKMHOB [16]. TaK,
HEKOTOpPbIE LIUTOKUHbI YBETMYNBAIOT aKTUBHOCTb OCTEOK/a-
cToB, Hanpumep, TNF-a n IFN-y cTumynupytoT o6pa3oBaHue
OCTEOK/1aCTOB KaK Hanpsmyto, Tak n yepe3d RANKL (nuraHa
K peuentopy RANK), cyMMapHO oKa3biBas KaTaboNn4YEeCKHM
3bPEKT Ha KOCTHYIO TKaHb [17 —20]. BO3MOXHO0, 3TOT dpeHo-
MEH JIEXXUT B OCHOBE BbISIBIEHHOrO HamMu npeo6nagaHus
pe3opbunn Hag popMUPOBaAHNEM KOCTHOM TKaAHU U ABASET-
CSl OCHOBOW HapyweHns docPopHO-KanbLmMeBoro o6MeHa
y aeten ¢ BB3.

3AKJ/IIOMEHUE

Y peten ¢ guctpoduyeckon dopmon BB yacTto Habnto-
[laeTcs conmyTcTBylOLLaa NaTonorus ckeneta, Kotopas npea-
CTaBnseT cobon 3amensneHne NTMHENHOro pocTa U pa3Butue
0CTeonopo3a unu octeoneHun. MiccnegoBaHue nokasano, YTo
npU3HaKkK npeobnagaHns KOCTHOM pe3opbuunmn Hag npouec-
caMKU KocTeobpa3oBaHUA UMeloTcs Y GONblUMHCTBA AeTen
c BB3. B ¢BS3M C 3TUM Mbl Mosiaraem, 4To BCe [JETU C AUC-
Tpoduyeckon dopmon BEI HyxaaloTca B NnpuemMe nuieBbIX
[o6aBOK, codepxallumx BMTamMmH D n Kanbuumn, ang npo-
PUNaKTUKKN HapyleHnn ¢GochopHO-KanbLMEBOro O6MeHa.
[Mpn aTOM BCe MaUMEHTbl JO/MKHbI Nony4aTb HeO6XxoaMMoe
fleYeHne 3B M 3P03M1I KOXHOI0O MOKPOBa A1 KyNMpOBaHMS
XPOHMYECKOro BOCMaNeHUs, a TaKXKe Noaaep:KmBaTb JocTa-
TOYHbIM U BMECTe C TeM 6e30MacHbl YpoBEHb GU3NYECKON
aKTUBHOCTMU.

UCTOYHUK ®UHAHCUPOBAHMUSA
McecnepoBaHne BbLINOMHEHO MNpW Noadeprke doHaa
«[1eTn-6aboykm».
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