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BJIMAHUE TEPANUN BUCOOCOOHATAMU HA MUHEPAJTIU3ALNIO CKEJIETA U

KOMMO3ULMOHHbIA COCTAB TEJIAY AETEA C HECOBEPLUEHHBIM OCTEOTEHE3OM
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I'BY3 MO MocKOBCKMI 0611aCTHOM HayYHO-UCCNEA0BATENbCKUNIA KIMHUYECKNA MHCTUTYT uM. M.O. Bnagumupckoro, 1. MockBa

HecoBepueHHbIli ocTeoreHes (HO), unu Osteogenesis Imperfecta (Ol), aBnseTcA reHeTUYECKN AETEPMUHUPOBAHHbBIM Ha-
CnleiICTBEHHbIM 3ab0fiIeBaHNEM 1 COMPOBOXAETCA HapylleHneM KOoCTeob6pa3oBaHUsA, MOBbLILLEHHOW JIOMKOCTbIO KOCTel
W HVU3KMU Temnamu pocTa. Beayulee mecto B 6asvicHol Tepanum geteld ¢ HO 3aHUMaeT namugpoHoBas kucnoTa (MK) - ogux
13 npenapatos rpynnbl 6ucpocpoHaTos (BD). MomMrMo BAMAHMSA Ha KOCTb, ycTaHOBNEHO Aeinctaue MNK Ha Mbilubl.

Leno. OuerHuntb 3pPeKTMBHOCTb U MexaHW3Mbl BINAHNA BO Ha KOCTHO-MbILeYHYto cuctemy y geTeli ¢ HO.

MaTtepuanbl n metogbl. O6cnenosaHo 76 geteli ot 4-x Ao 15 neT ¢ pasHbiM TMNom HacnegoBaHua HO, n3 Hux 42 — manb-
ynka n 34 — pesoukun. CpegHuii Bo3pact coctasmn 8,1+3,1 net, gnuHa Tena 110,1£20,6 cm (AT, 70+167 cm) 1 macca Tena
22,3+11,2 kr (MT, 9+65 kr). leTn fowkKonbHoro Bo3pacta (4-6 net) coctaBunm 38%, go nybepraTHoro Bo3pacta (7-11 ner) -
49% n petn B ny6epTaTHOM nepuoge (ctapwe 11 net) — 13%. Bce getn ¢ HO nonyyanu npenapat NnaMUApPOHOBYIO KUCOTY,
KOTOPYI0 BBOAWIU LIMKNNYECKM, BHYTPUBEHHO, B BUAE TpexAHEBHbIX MHPY3uN. [lo3a onpeaenanacb, ICXoAA U3 pacyeTa ro-
[0BOW KyMYNATUBHOW A03bl — 7,5-9 MI/Kr Maccbl Tena, C KpaTHOCTbIo OT 3 10 6 KypcoB B rof. OueHka BnvaHuA Tepanuy bO
Ha KOCTHO-MblILweYHyto cuctemy y aeteit ¢ HO B aguHamumke npoBeseHa y 49 uenosek (64,5%). CpeiHMI BO3pacT B STON rpynne
coctaBun 8,0+2,9 net, AT — 110,1+£20,6 cm, MT — 21,1+ 9,9 kr. CpegHuUin Bo3pacT Manbunkos (n=28) coctaBun 8,1+3,1 ner,
AT - 111,1£21,3 cm, MT - 21,6+10,4 Kkr. Y geBouek (n=21) COOTBETCTBYIOLIME 3HAYEHUA COCTaBUAN: BO3pacT — 7,8+2,7 ner,
OT -104,2+21,1 cm, MT - 20,5+9,3 kr.

MwuHepanbHyto nnoTHOCTb KocTi (MIK) onpegenany B NOACHMYHOM oTfene No3BoHOYHMKa (L1-L4) n no nporpamme «Bce
Teno» (Whole body — WB) c onpepeneHnem KoMno3uUmMOHHOIO COCTaBa Tefla MeTOOM [1BYSHEPreTUYECKON PEHTIEHOBCKOW
abcopbumometpum (DXA) Ha annapate Hologic (Discovery A, CLUA). ina oueHKM pe3ynbTaToB UCNONb30Banu negmatTpuye-
ckyto nporpammy (Pediatric). C nomoLybto nporpammel «WB» onpepenanu: copepxaHve MMHepana B KOCTHol TkaHu (BMC),
MUHepasbHy NAOTHOCTb KocTu (BMD), mbiweuHyto (Lean, Mm) 1 xmposyto maccy Tena. COOTBeTCTBYOLWME MapaMeTpbl
onpepenany Takxe n 6e3 yueta nokasatenen ronosbl (SubTotal). Kputnueckumm 3HaummbimMm cumtany 3HaveHusa MIK Huxe
- 2 SD (ISCD, 2019). AHann3npoBanu nokasatenu obLwero 1 MOHN3NPOBAHHOTO Kanbuuma, dochopa, LwenoyHon gocdarassbl.
ButamuH D onpegenanu no cogepxaHuto 25(0H) D B cbiBOpOTKe KpoBW. YpoBeHb BUTaMmHa D <20 HIr/mn paccmatpuBanu
KaK KITMHUYECKM 3HAUMMOE CHUXKEHME.

Pesynemamel u o6¢cyxodeHue: B rpynne 4-15 net, He3aBUCMMO OT MONa, ETU HE OT/INYANUCH MO aHTPOMOMETPUYECKMM MO-
KasaTtenam, yposHio MIMK B NO3BOHOUHMKe, CKefleTe B LieSIoM, MbILLEYHON 1 XNPOBOW Macce. B rpynne gnHammyeckoro Ha-
6nioaeHna Ha doHe neyerms bO y getein c HO (n=49) yBennyeHre NMHEHbIX pa3mMepoB Tenla coctasuno 3,1%, obLyen maccol
Tena-9,5%, BMC(L1-L4) - 17,3%, BMD(L1-L4) — 14,7%, BMC(SubTotal) -10,5%, BMC (Total) — 8,2%, obuen Mm(Total) — 13,5%,
Mm Hor - 20,1% cneBa 1 20,5% - cnpaBa, Mm pyk cnesa - 17,5% un cnpasa - 13,5%. Y geteir ¢ HO B nepunog nonypocTtoBo-
ro ckauka (4-6 net) BblsiBIeH MaKCMManbHbIA NPUPOCT NoKasaTenen AnHbI, MacCbl Tena 1 MUHepann3auumn NOSCHUYHOO
oTaena no3soHouHrKa BMC(L1-L4) no cpaBHeHMIo C pyrummn Bo3pacTHbIMK rpynnamu. BoiABneHo, uto B Bo3pacTe 4-6 net
HakonneHune o6uieri Mm(Total) 66110 3HaUMMO Bblille, YeM TeMMbl yBENUYEHUA AnuHbI Tena (18,5% v 4,9%, COOTBETCTBEHHO).
B rpynne 4-15 net (n=76) He3aBMcuMoO oOT nona AedurumTa BuTammHa D He BbiABNEeHO (Manbunku 25,2+12,8 Hr/Mn 1 AeBOYKU
21,6+7,3 Hr/mn). Mpwn aHanun3e BO3pacTHOM ANHAMKKK YPOBHA BuTaMuHa D y geteir ¢ HO HanbonbLimin ypoBeHb HakomneHus
BMTammHa D o6Hapy»eH y fieTell B Bo3pacTe 4—6 neT (28,5 Hr/Mf No cpaBHEHUIO C AETbMU B Npeny6epTaTe 22,4 Hr/mn, p<0,05
1 ny6eptaTHOM nepuoge 16,2 Hr/mn, p<0,01).

Bb1800bI: neveHune bO go HacTynneHmsa nybepraTta No3BosAeT pebeHKy OCyLeCTBUTb 3HAaUMMOE yBeNMYeHME JINHENHbIX pas3-
MEpPOB Tenla B Neprop NoslypoCcToBOro ckayka. MNosbllweHne ABuUratesibHOM akTMBHOCTU, Ha doHe neueHnsa bO, ysenuumea-
€T 06beM U COKPATUTENBbHYIO CUITY MbILL, YNyULIaeT JOKOMOTOPHY0 GyHKLMI0 opraHu3ma. CylecTBytoLaa cxema neyeHuns
1 NocnefCcTBmA JonrocpoyHoro npumeHeHus MKy pgeten ¢ HO TpebytoT aanbHeliwero yrnybneHHOro aHanmsa.
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