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HecoBeplueHHbIM OCTeoreHes: Hall onbIT
npumMmeHeHus 6ucdochoHATOB y AeTen

A.A. JlanuH, H.H. MNMynbiwes, T.B. KypaknHQq,
B.O. Xananosa, B.N. PenuH

O6NACTHAA OETCKAA KNMHMYeCKkas 60MbHMLA, EKATepUHObYpr, Poccus

BBenenune. HecoBepiieHHsiii octeoreHe3 (HO; mo MexnyHapoaHoit
kiaccudukanmm 6ojye3Heit 10-ro nepecmorpa — Q78.0. HezaBepiueHHbII
octeoreHes) (HO) — HacneacTBeHHOE reHeTUYeCcKoe 3a00JIeBaHNE COEIM -
HUTEJIbHOM TKaHU, IIPUIMHOM KOTOPOTO SIBJISIETCS HAPYILICHUE TIEPBUYHOMN
CTPYKTYpPbI KOJJIaT€Ha UJIX €ro HEI0OCTaTOUHbI CUHTE3, YTO OOYCIOBJICHO
mytauueii B reHax COLIAIu COLIA2", xapaKTepu3yIolIeecs: HEIOCTaTOu-
HBIM Pa3BUTHEM 1 YMEHBIIIEHUEM MAacChl KOCTHOI TKaHU U €€ TTOBBIIIEH-
HOM JIOMKOCTBIO.

I[Tpumenenue 6uchochonaro (bD) B HacTosIIee BpeMs SBSETCS
«30JI0TBIM cTaHIapToM» JedeHuss HO 1J1st moBbIIIEHMS TJIOTHOCTU KOCT-
HOIf TKAaHU U CHUDKEHMSI pUCKa BOZHMKHOBEHUS TlepeioMoB. [lokazaHus
K Havajy Teparuu onpeaessiioTcs ¢ Y4eTOM TSKeCTH 3a001eBaHMsI: 4acTO-
Thl IEPEJIOMOB, CTeTIEHN HapyIIeHUs MUHEPAIbHOMI MJIOTHOCTU KOCTHOM
tkanu (MITKT), nanuuus nedopmalivii ckeera v 3aepxKKu (pU3n4ecKoro
pa3BUTHSL.

Marepuaibl 1 MeToAbl. B TpaBMaTO10r0-0pTONEeIMYeCKOM OTAEIeHUN
OO0JacTHOM AeTCKON KIMHNYecKoi 6onbHULBI (ExaTepuHOypr) nedyeHue
B® (mamunpoHoBoOi KUCIOTOM) MpuMeHsieTcs ¢ 2017 1. mo peKoMeHaa1u-
am HUJIOU um. I'. Y. Typuepa (Canxr-Iletep6ypr) . C 2018 r. o HacTo-
siee BpeMs MpuMeHsieTcs 3oienpoHoBas kuciiora (3K) («Aknacta», «Pe-
30KJIaCTUH», «30Jiepa», «30JeApOHOBast KucioTa»). Tepanust b® y nereit
¢ HO npoBoautcs off-label.

Bcem manmentam nepen HauajioMm Tepanuu b® npoBeneHa KOHCY/IbTa-
must B HUJIOUM nm. I'. . Typrepa. Kpome toro, y 6oabHbIXx HO BbITION-
HEHBbI CeAyIoIe MEPONPUATHS: OO (KIMHUYECKUIA) aHaIu3 KPOBU
Ppa3BepHYTHIN; 00N (KTMHUYECKWI) aHaIM3 MOUM; aHAJIU3 KPOBU OMOXH-

" COLIAI n COLIA2 — rensl, Kogupywoluue al- u a2-uenu kojuiareHa | tuma
COOTBETCTBEHHO (anen. genes encoding al- and a2-chains of type I collagen, respectively).

™ B HacTosiee BpeMs HalmoHa bHbII MEAUIIMHCKUI MCCIe0BaTeIbCKUIT LIEHTp NeT-
CKoM1 TpaBMatoJjioruu u oproneauu umenu I'. K. TypHepa.
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MMYECKMI, BKJTIOUAsl UCClIeOBaHUE YPOBHS 00111eTO OeJiKa, YPOBHSI ChIBO-
POTOYHOIO KaJIbLIMSI, YPOBHSI HEOpraHu4eckoro ¢poccopa B KpOBU, YPOBHS
25-runpokcukanblivdeposa BuTaMuHa D, KkpeaTuHMHA B KPOBU, OMpe/ie-
JIeHWE YPOBHsI aJlaHMHAMUHOTpaHcdepasbl, acmapTaTaMuHOTpaHchepa-
3bl, 1IEJ0YHOM hocdaTasbl; UccliefoBaHUEe YPOBHS Kalblius U pocdopa
B Moue. PeanusyeTcst UHCTpyMeHTaJIbHOE 00C/IeI0BaHUE: PEHTTeHOAEHCH -
tomeTpust (PIAM; mosicHuuHbIii otnen mo3BoHouHuka (L1—L4)); pentre-
Horpadusl APYrUX OTIEJOB cKeieTa (M0 MOKa3aHUsIM).

Pe3syabTatsl u oocyxkaenne. Tepanuio b® nmojayuyuiu 3a 3TOT nepu-
on 26 manueHToB. B HacTosIee BpeMst TpOXoAsT jedeHue 22 pebeHKa:
13 manbuukoB 1 9 neBouek ot 1 roma go 17 net. [eHeTUKOM yCTaHOBJIEH
anardHo3 HO 1-ro tunay 19 maumnenTos, 3-ro tTunay 3. Ha MoMmeHT Hauana
Teparuu y KaxXaoro pedeHka Obl1o oT 3 10 9 1epeioMOB KOCTEIA.

IlepBoe BBeneHue b® y nereil MpoBOAUIOCH B YCIOBUSX KPYTJIOCY-
TOYHOTO CTallMOHapa JJisi KOHTPOJIS 3a HexXeJIaTeJbHbIMU pPeaklUsIMMU,
B YaCTHOCTU Pa3BUTUEM TaK HA3bIBAEMOTO TPUIMIIONOA00HOIO CMHApPOMA,
BO3HUKaloIero Ha 1—2-ii aeHp nociie 1-ro BBeaeHus. OH NposIBIIsSIeTCS
JINXOPAJKOI, 03HOOOM, rOJIOBHOM 00J1bI0, MUATITUSIMU, aPTPAITUSIMU, OC-
caJqrusiMu. 3a BpeMs HaOII0eHUsI TTOJ0O0HbIE TPOSIBJICHMSI ObLIN Y 4 Tallki-
eHToB (18 %). HexxenarenbHbIE SIBIICHUS KyITUPYIOTCS TPUMEHEHUEM TIepO-
paJibHbIX HECTEPOUIHBIX MPOTUBOBOCHAIUTEIbHBIX CPEICTB B BO3PACTHBIX
nosupoBkax. [Tocnenytoiue BeeneHus: b npoBoanIMCh B yCIOBUSIX CTa-
nuoHapa 1 mHsa. HexxenaTelbHbBIX peaKlMii He ObLIO.

ITepBoe BBeaeHue 3K mpoBOAMIOCH BHYTPUBEHHO KamneabHO U3 pacue-
ta 0,0125 Mr Ha Kr Macchl Tena; ocaenytoniue seeaeHus — 0,025 mr Ha KT
Macchl Tejia pa3 B 3 Mecsua y aereit <2 get u 0,05 Mr Ha KT Macchl Tejia pa3
B 6 MecslIeB y AeTeit >2 JieT.

BHyTpuBeHHbIEe BBeIeHUS TIpernaparta MpoBOASITCS KaneJabHO MEIJIEHHO
(B Teuenne 60—120 muHyT). Pa3sBeneHne ripenapara 1jisi BHyTpUBEHHOM WH-
(y3uu mpoBomutcst 0,9 %-M pacTBOpOM HATPHUS XJIOPHUIA COTTIACHO TabJ -
1ie pa3BeneHus. [lociie okoHUaHUsI MTH(PY3UU BHYTPUBEHHO CTPYIHHO BBO-
JTUATCS TJIIOKOHAT KaJbLMs 1151 MPO(GUIAKTUKY TPAH3UTOPHOTO CHUXKEHUSI
YPOBHS$ CHIBOPOTOYHOTO KaJIbLIMSI.

Ha ¢one tepanmuu B® 1 pa3 B rog npoBoautcsa PIAM st oueHKuU
MIIKT. ITposenenue PAM netsam muafiie S 1€T OrpaHUYEHO BCIEICTBUE
BO3HMKHOBEHMSI B TIpoliecce ucciiefoBaHus apTeakToB, 00YCIOBICHHbBIX
JBUTATEIbHOI aKTUBHOCTbIO peOEHKA U OTCYTCTBUEM JIOJIKEHCTBYIOIIMX
HOPM TSI AeTel 3Toi Bo3pacTHOM rpynnbl. Eciu o nanHsiM P/IM mosic-
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HUYHOTO OT/AeIa TT03BOHOYHMKA y AeTeit >2 neT z-oueHka MITKT Gonee —2,
Tepanys poBoauTcs u3 pacdera 0,025 Mr Ha KT Macchl Teia 1 pa3 B 6 Me-
csauen; 6onee 0 — 0,025 mr Ha Kr Macchl Tena 1 pa3 B 12 mecs1ieB.

ITocne npoBeneHus: uHGy3un 3K manueHTH MoJydaloT MpernapaThbl
Kanplus B Tipeaenax 250 Mr B ieHb ¥ BUTaMuH D B TedeHune 6 Henesb:
HoBopoxaeHHbIe (o 1 mecsua) — 1000 ME B cytku; netn 1—12 mecsi-
ueB — 1000—3000 ME B cytku; netu 1—18 netr — 3000 ME B cytku. I1o-
cie 6 Helellb — MOAAEPXKUBaoIas 103a BuTaMuHa D v mpemapathl Kallb-
LYl TpY JJabopaTOpHOM AeduiuTe.

bnaronapsi npuMeHeHUIO TaKoii MEeTOAMKM MH(pY3MOHHOUN Tepanuu
3K A0CTUTHYTO CHMXKEHHE KOJMYECTBa IepesoMoB y naireHToB ¢ HO.
Ha ¢one npoBoaumoii repanuu b® 3a nmepuon 5 1eT HOBbIE MEPEIOMBI
MPOU3OILIN Y 4 TTallUeHTOB.

B xone nposenenus PIIM B nuHamuke BbisiBiaeHO yBeaudeHnue MITKT,
YTO MO3BOJIMJIO MEPEHTU Ha pexkuM BBeleHUs 1 pa3 B ron y 7 nmaluueHTOB
(32%).

3akmouyenue. Takum ob6pa3omM, KoHcepBaTUBHOe JieueHue b®d nereii
¢ HO nMeeT monoxkuTeabHbIN J1e4eOHbIN 3(h(heKT, CHUXKAET PUCK MEPEsIo-
MOB, yJIy4llIasi Ka4eCTBO KM3HU, U SBJIsIeTCs 6e30nacHbIM. JleueHue yno0-
HO JIJ1s TTIalIMEeHTOB, T. K. Mperapat BBOAUTCS B BUe KPaTKOBPEMEHHOMN NH-
(by3um, 4TO JIErKO MOXKET OBbITh ITPOBEIEHO B YCIOBUSIX CTallMOHapa 1 aHSI.
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