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CosfaHue 1 BejeHHe pPernucTpoB NaLUMeHTOB C PEAKUMU 6OIE3HSIMU NOMOraeT OnpeaesnTb UX PacnpPoCTPaHEHHOCTb, oLe-
HUTb KA4YeCTBO OKa3aHUsi MEAMLIMHCKOM MOMOLYHM, pa3paboTaTb BO3MOXKHbIE MyTH ONTUMU3aLMK BEAEeHUS 60JbHbIX, 3ariaHn-
poBaTb HeobxoanMbii 6lomKeT. Ljenb uccnegoBaHms: M3y4nTb 060CHOBaHHOCTb BK/IIOYEHUS NaLMEHTOB JETCKOro Bo3pacTta
B ¢enepasibHbIi PErucTp no HECOBEPLUEHHOMY OCTEOreHE3Y, a TaKXe ONMpeAenTb XapaKTEPUCTUKM BOJIE3HU, TEKYLLEe Un
rpoBejeHHoe paHee nedyeHne. MeToabl: MPOBEAEHO PETPOCMNEKTUBHOE UCCe[oBaHMe AaHHbIX O NaluueHTax ¢ HecoBep-
LIEHHbIM OCTEOreHe30M, BK/OYEHHbIX B peepasbHbiit pernctp MuHsapaBa Poccun. lNpeactaBneHbl pe3ybTaTbl NepBoro
ayanta pernctpa. OcylecTBaeH aHaIn3 KIMHUYECKMX U 1abopaTOPHbIX AaHHbIX, MPEeACTaBAEHHbIX B MEANULIMHCKOM OKYMEH-
Tauun. Pesynbtatbl: 060CHOBaHHOCTb BK/IKOYEHUS NaLMEHTOB C HECOBEPLUEHHbLIM OCTEOrEHE30M B PErUCTP NOATBEPIKAEHA
ans 323 (96,4%) us 335 nauymeHtoB. lNepenombl KocTern B 60/blumHCTBE (> 90%) c/y4aeB MpoMCXoasaT B Bo3pacTe fnocie
6-ro Mec )XM3HU. 3aKIloYeHHne: L|es1ecoob6pa3HO co34aHNe 3IEKTPOHHOM pOpPMbl MHANBUAYASIbHOM KapTbl NaLMeHTa ¢ HECO-
BepLUEHHbIM OCTEOrEeHE30M AJ1 AINTE/IbHOrO MOHUTOPUPOBAHUSI COCTOSIHUS 340P0BbS U [TPOBOAMMOrO JIEHEHMS.
KnioyeBble cnoBa: JeTv, HECOBEPLIEHHbIM OCTEOreHes, NepesioMbl KOCTEHN, PErnCTp, UHBaIMAN3aLMS.
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OBOCHOBAHME

HecoBeplieHHbI ocTeoreHesz, HO (OMIM: 166200,
166210, 259420, 166220), — 3TO0 HacneacCTBEHHOe
3a6o0eBaHne, KOTOPOE XapaKTeEPU3YEeTCH MOBbILLEHHON
XPYMKOCTbIO KOCTEW, HU3KOW KOCTHOW MaccoW, HU3KUM
POCTOM M APYrMMU NPU3HAKaMK NOpPaXKeHWUs coeanHUTENb-
HOM TKaHu [1]. OCHOBHOM Mpu3HaK 60/IE3HU — MHOXKe-

CTBEHHblE MOBTOPSOLWMECH MEPENOMbI KOCTEW, B T.4. KOM-
NPeCCUOHHbIE Nepenombl NO3BOHOYHMKA Y AeTer Ha GoHe
CHUXXEHNA MUHepanbHOW NAOTHOCTU KOCTHOW TKaHW, npu-
BOASAWME K MHBaNUAM3aALMK, CHUKEHUIO MK noTepe crno-
COGHOCTM K CaMOOBCNYKMBaAHWUIO U TPYAOCNOCOBGHOCTH [1].
MnaHnpoBaHWe crneunanManpoBaHHON MOMOLWM GObHbLIM,
NeKapcTBEHHOe obecneyeHne, KavyecTBo nevyebHo-npodu-
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Background: Development and maintenance of registries of patients with rare diseases helps to determine the prevalence thereof,
assess quality of medical care rendering, develop possible ways of optimizing patient management and calculate the necessary budget.
Objective: Our aim was to study validity of including pediatric patients to the federal osteogenesis imperfecta registry and to determine
disease characteristics, current or previous treatment. Methods: We conducted a retrospective study of the data on patients with ost
eogenesis imperfecta included in the federal registry of the Ministry of Health of Russia. We provide results of the first registry audit.
We analyzed the clinical and laboratory data provided in the medical documentation. Results: Validity of inclusion of patients with
osteogenesis imperfecta in the registry was confirmed for 323 (96.4%) patients out of 335. In most cases (> 90%), bone fractures
take place at the age of 6 months or later. Conclusion: It is reasonable to develop an electronic individual record form for patients with
osteogenesis imperfecta for long-term monitoring of health condition and the conducted treatment.
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NaKTM4YecKon Momollu, NOAroToBKa M obecnevyeHune cneum-
anuctamu TpebyloT AOCTOBEPHOM M OnepaTMBHOM WHOOP-
Mauuu, KOTOPYID BO3MOXHO cob6paTb nyTeM co34aHus
W PErynsapHoro aHannsa perucrpa.

CyLLecTBYIOT efMHUYHble perucTpbl HO no Bcemy mupy,
OMH M3 HUX — MEXAYHaPOAHbIA PEernucTp, ABASIOLWMICS CO-
BMeCTHOM paboton ¢poHaa naumeHToB ¢ HO (CLUA) u uHCTU-
TyTa KenHean Kpurepa B Bantumope (CLUA) [2]. [daHHbin
peructp 6bin co3gaH 10 neTt Hasag, cocTosN M3 KOHPUAEH-
LumanbHon Be6-6a3bl AaHHbIX, KOTOPAs CAyXXWa NoTEeHLMUaNb-
HbIM WCTOYHWMKOM AN Havana KIMHUYECKMX WUCCnefoBaHWn
W AaBana BO3MOXHOCTb MCCneaoBaTensiM HenocpeacTBeHHO
CBSA3blBaTbCH C BO3MOXHbIMW BOMIOHTEPAMU [N1S UCCNEAOBa-
HUs. Ha okTa6pb 2014 r. pernctp cogepran MHbopMaumio o
2060 naumeHnTax ¢ HO [3]. B Hem 6binn nNpeacTaBfieHbl AaH-
Hble 0 nauueHTax ux 48 cTpaH, BKo4as AdraHucrtaH (n = 2),
AscTpanuio (n = 12), KaHagy (n = 70), UpnaHguio (n = 6),
NHaunto (n = 8), Kbiprbi3cTaH (n = 1), PununnuHel (n = 5), Tan-
BaHb (n = 35). OgHaKo, B utone 2015 r. paboTta AaHHOro peru-
CTpa 6bl1a NpeKpalleHa B CBSA3M C TEM, YTO CETb KIIMHUYECKOrO
nceneaoBaHus no peaknm 3abonesaHusam (RDCRN) coBmecT-
HO C KOHCOpLMYMOM 6051e3HK XpynKkux Kocten (BBD) cosganu
KOHTaKTHbIN peecTp ans nogen ¢ HO [4]. B HacTosilee Bpems
pesynbratbl paboTbl 4JaHHOIO perucTpa He ony6aAMKOBaHbI.

Llenbto Hawero nccnegoBaHus 6b1/10 OLEHUTb 0O0CHOBAH-
HOCTb BKJIIOYEHMS MaLMEHTOB AETCKOro Bo3pacta B dene-
panbHbIi peructp no HO, a TakKe onpeaennTb XapaKTepucTu-
Kn 60Ne3HM, TEKYLLLEE WX NPOBEAEHHOE paHee NeYeHne.

3agaum uccnenoBaHus:
® NpoaHanu3MpoBaTb KIMHWMYECKUE AaHHble NpeacTaB/eH-

HOW MEAMLMHCKOW OOKYMEHTaL MW Ha COOTBETCTBUE KPH-

TEpUSM NOCTaHOBKM anarHo3a HO;

* cohopMynMpoBaTb PEKOMEHAALIMM MO HEOGXOAUMOMY A0-

06CNefoBaHNI0 M IEYEHUIO MO MECTY KWUTENbCTBa MM

B ycnoBusx deaepanbHOro LeHTpa.

METOADbI

Aun3aiH nccnegoBaHus

MpoBeneHoO PeTpoCneKTMBHOE UCCefoBaHWe [aHHbIX O
naLMeHTax ¢ HeCOBEPLUEHHbIM OCTEOreHe30M, BK/IIOYEHHbIX
B dbefepanbHbIK perncrp.

MeToauka c6opa uHpopmauum

Ona aHanmsa 6blIM MCNONb30BaHbl 06E3/IMYEHHbIE
BbIMUCKN M3 MEAULMHCKOW AOKyMeHTauun 6onbHbix HO
B Bo3pacTe go 18 net (kog MKB-10 Q78.0), BratovaloLlme
MHdopMaLMio Mo nosy, AaTte PoXKAeHUs, BO3pacTy nocTa-
HOBKM AMarHosa, KIMHUYECKMM 1 NabopaTopHbIM NposBie-
HUSIM M CTEMEHU WX TAKECTU, MPOBOANMOMY IEHEHMIO N ero
3DDEKTUBHOCTH.

OcylecTBieHa NepBrUYHan OLEHKA AaHHbIX Ha COOTBET-
cTBME KpuTepuam anarHoctukm HO ¢ nocneaytouien Boibpa-
KOBKOW C/ly4aeB € He10CTaTO4YHbIM 06bEMOM 06CNe0BaHMS.
CBefeHns M3 OCTaBLUMXCH AN OKOHYaTENIbHOr0 M3y4eHus
BbIMUCOK OblIM NMepeHeceHbl B 3NEKTPOHHY0 6a3y AaHHbIX
W NOABEPrHYTbI aHaNnay.

MpoAoNKUTENBbHOCTb UCC/IEA0BAHUSA
MpoaHanu3npoBaHbl AaHHbIE NALMEHTOB, BK/IIOYEHHbIX B
peructp B nepuof ¢ aHaps 2012 no noHb 2015 .

CraTucTtMyecKui aHanus

O6paboTKa faHHbIXx MPOBOAMNACb C NMOMOLULbIO NaKeTa
ctatuctTuyeckux nporpamm STATISTICA v. 22. (StatSoft Inc.,
CLUA). OnncaHme KoNn4ecTBEHHbIX AaHHbIX C pacnpeaeneHu-
€M, OT/IMYHBIM OT HOPManbHOro, NPEACTaBAEHO B BUAE MUHU-
ManbHOr0 U MakKCUMalbHOro 3Ha4YeHus, MeaunaHbl, 25-ro u
75-ro nepueHTunen.

PE3Y/JIbTATbI

XapaKkTepucTuKa nayueHToB

Ha momeHT Havana ayauta (MtoHb 2015 r.) B depe-
panbHOM peructpe 6bi1 3apeructpuposaH 421 cnydan HO
y Aeten. B oueHKy He 6bln BKIOYEHbI JaHHble 86 60JIbHbIX,
T.K. BbIMUCKU He OblnnM npefctaB/ieHbl. TakMM 06pa3om,
aHanuay noaBeprHyTbl AaHHble 335 60/bHbIX M3 61 peru-
oHa Poccuickon depepaumun. MNpu NepBUHHOM CKPUHUHTE
M3 aHanusa 6blnn UcKIoYeHbl 4 (1,2%) BbINUCKU OeTen ¢
anarHo3amu 6one3Hn Mak-KbloHa, On6panta—bpanuesa
(Q78.1), HecoBepLUEHHOrO AEHTUHOreHesa, anMmeTadmnsap-
HOW gucnnasumn (Q78.5), cuHapoma PpumaHa-—LUengoHa.
Ewe B 8 (2,4%) cnyqasx Ons YTOYHEHUS [uarHo3da Obina
HeobxoaMMa AononHuUTeNbHas MHdopmauus. Takum obpa-
30M, anarHo3 HO 6bi1 NpM3HaH NpaBOMOYHbIM Y 323 aeTten,
13 Hux y 131 (40,6%) neBo4Kku (tabn.). CemenHbi aHaMHe3
no HO 6bin oTarouieH B 128 (39,6%) cnyyasx. [peHatanbHbIn
Y3WU-CKPUHWUHT MO3BONUA YCTAHOBUTb MPU3HAKKM 6GONe3Hu
B 27 (8,4%) cnydasix. Bo3pacT nauneHToB Ha MOMEHT nocTa-
HOBKM amarHosa coctaBun 24 (0,1; 48) MeC KM3HU (C POXK-
neHnsa no 84 mec u3HMW). Tunbl HO KNMHW4YEeCKM ycTa-
HOBJiEHbl ToNbKO ¥y 117 (36,2%) nauMeHToB, M3 HUX | Tnn
y 69 (59,0%), lll Tun'y 32 (27,4%), IV tun y 16 (13,7%) nauu-
€eHTOB. MONEKYNSAPHO-TEHETUYECKUI aHaNM3 He NpoBedeH
HW Yy OAHOI0 M3 NALMEHTOB.

MaHndecTtaumsa cnyd4aes nepesoMoB pacnpesenu-
nacb cnegywoouwmm obpaszom: y 104 (32,1%) aeten cnyvau
nepenomMoB 3aperucTpupoBaHbl Cpasy Mocne POoXKAeHWs,
y 146 (45,2%) — B nepBble 6 MeC XU3Hu, y 295 (91,3%) —
nocne 6-ro Mec *u3Hu. [lebopmaumm BEPXHUX KOHEYHOCTEN
Ha6bnogann y 51 (15,7%), HuKHUX — y 174 (53,8%) naum-
€HTOB.

NleyeHne o6uchochdoHaTamm nonyyatotr 123 (38,1%)
nauueHTa, Bo3pacT Havyana nedyeHua — 48 (30; 90) mec
YXU3HM, CaMbli PaHHUI CPOK Havana Tepannun — 48, MaKcu-
ManbHbI — 192 Mec Kn3HWU. Tepanuto npenapaTtaMmu Kanb-
uma nonydatot 226 (70,0%), ButammHom D — 167 (51,7%),
ropMoHom pocta — 21 (6,5%), kanbuntoHnHoM — 31 (9,6%)
60nbHOM. OLLEHWUTb Havyano, ANUTENbHOCTb, a TaKkKe addeK-
TMBHOCTb MPOBOAMMOrO fle4YeHns He yaaeTcs U3-3a HeaocTaT-
Ka MHGopMaLMn B aHKETax.

OnepaTuBHblE BMeLIATENbCTBA Ha KOCTAX MPOBOAMINCH
y 116 (36%) naLmeHToB.

®DyHKLMOHANbHOE COCTOSIHME MauMeHTOB 6bl10 cneayto-
LMM: camocTosiTeNlbHO XxoasaT 216 (65,2%), nepeaBuratorcs
npu NOoMOLLM Konsackn 87 (26,9%), caMOCTOATENbHO He XoasT
1 He MoryT cebs obenyxunsatb 28 (8,6%) naumeHToB.

Y 13 (4,0%) peten 3aperucTpupoBaHo HapyleHue cnyxa
(KOHAYKTMBHAs M HEMPOCEHCOPHAs TYroyxoCTb); HapylleHne
dopmunpoBaHue 3y6oB HabnopaeTca y 77 (23,8%), ronybble
cknepbl — y 243 (75,2%) neten.

Mpn aHann3e akKTMBHOCTYM WeoYHoN docdaTtasbl B CbiBO-
POTKE KPOBM B pasfinyHble nepuoabl mn3Hu (o1 0 4o 6 Mec;
¢ 6 mec o 2 neT; ¢ 2 fo 18 neT) B pajge cny4aes npeacraB-
NeHHaa nHdopMaums oKasanacb HeJoCTaTO4HOM ANs yTOou-
HEeHWs AMarHosa, T.K. OTMeYeHbI:
® BbICOKas BepPOATHOCTb rMnodocdhartasnun (reHeTU4ecKon

60/1€3HU, BO3HMKalOWEN BCNEACTBME OTCYTCTBUSA WU

aeduvumnta wenovyHon docdatasbl, NPUBOAALWEN K HAPY-

LIEHWUIO MMHEPANTN3aL MM KOCTHOM TKaHU 1M cxoaHou ¢ HO

cumnTomaTtuKke) — y 7 (2,2%) nauneHToB;

° BblcOKass BeposdATHOCTb HO, HO Manas BeposATHOCTb
runodocdaTtasnn, oagHaKo, Hy)Kaalowasacs B YyTOYHEHUU
aKTMBHOCTb LWenoYyHon docdaTtasbl — y 45 (13,9%)
nauneHToB.

B uucne conytcTBylowmMx 3ab6oneBaHUin 3aperucTpmpoBa-
Hbl (N0 1 cnyyato) GeHUNKeToHypus, 6ynnesHbi anuaepmo-
NN3, OCTPbIN NIMMbOBNACTHLIN NENKO3, OpOHXMabHasd acTMa,

NEAUATPUYECKAA ®APMAKOJIOTUSA /2016/ TOM 13/ N 1
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PepKkue 6onesuHu

WMHCYMH3aBUCHUMbIN CaxapHbl AnabeT, HecaxapHbli AnabeT,
CcTeaTo3 MeyeHu, reMaHrMoMa neyvyeHu, runonnasus nesom
MOYKM WM MOSICHUYHAs AMCTONUS MPaBOM MOYKWU, BUTWUAUIO,
XPOHWYECKUIN KPUMTOrEHHbIV FrenaTtuT.

OBCYXAEHME

CywecTByeT fMlb HECKONbKO 3NUAEMUONOTMYECKNX
nccnefoBaHW No oLeHKe pacnpocTpaHeHHocTn HO B nony-
ngaumun. B cBSI3W ¢ nepuHaTanbHOM CMEPTHOCTbIO MJIaAeH-
LeB, y KOTOpbIX 6blna AuMarHocTMpoBaHa netanbHaa dop-
Ma 60/1e3HU, YacToTa POXKAEHMA AeTel C HeCOBEPLIEHHbIM
octeoreHe3oMm (1:15000-1:25000 HoBOpPOXKAEHHbIX) [5, 6]
M pacnpoCcTpaHEeHHOCTb 3ab0/ieBaHNs B MONyASUUU pasnu-
yatoted. Mo gaHHbIM mccnepoBanua D.O. Sillence n coaBT.,
B 1979 r. B ABcTpanuu pacnpoctpaHeHHocTb HO 6bina
oueHeHa B 127 cny4yaeB Ha 3746 MIH HaceneHus, 4To
cooTBeTcTBYeT 3-4 cnydasam Ha 100 Tbic. HaceneHus.
B nepuvoa mexay 1955 n 1974 rr. BKIOYUTENBHO cpeau
1313101 xuBopoxAeHHoro 6biin 46 mnageHues ¢ HO,
41O cooTBeTCTBYET 3—5 cnydasm Ha 100 Tbic., unam 1:28 ThiC.
YUBOPOXAEHHbIX [7]. B JaHnMn npoBeaeHa oLeHKa YacToTbl
poxaeHua aeten ¢ HO nytem cucTemMaTMYeCKOro aHanu-
3a Bcex [leTel, pox/aeHHbIX B nepuoa ¢ 1978 no 1983 .
B pesynbrate 6b110 NOKa3aHo, Y4TO YacToTa 601e3HM B Nony-
nauuun coctaBuna 21,8 cnydas Ha 100 Tbic. HaceneHus [8].

I n IV tun HO cocTtaBngoT No4TH MOMOBUHY BCEX ChY-
YyaeB 6051e3HM [9]. bone3Hb BCTpeyaeTcs B pa3HbiX paco-
BbIX M 3THUYECKUX rpynnax, ¢ OAMHAKOBOM YacTOTOW cpeam
MYXYMH U EHLIMUH (B POCCUIUCKOM pPeructpe CooTHOWeHue
coctaBuno 60:40, cooTBeTCTBEHHO). 10 OLEHKe cneunanu-
ctoB, B CLA pacnpoctpaHeHHocTb HO B 2007 r. gocturna
25-50 TbIC. cnyqaeB [9]. EcnM y4nTbiBaTh JaHHYIO OLLEHKY
C NONpaBKOM Ha YncneHHoCTb Hacenenus (B CLLUA B 2007 r.—
302,2 mnH, B Poccun Ha 1 aBrycta 2015 r.— 146,4 maH
yenoBekK), B PP pacnpocTtpaHeHHocTb HO MOXET cocTaBnsThb
okono 12,5-25 Thic. cnyyaeB. B poccunckuin pernctp HO
BKJ/IIOYEHO onucaHue 650 cnyvyaes, U3 HUX 421 — y aeTen,
4YTO CBMAETENbCTBYET O 3HAYUTENLHOM NO MacwTabam runo-
[AMarHocTMke 3aboneBaHus. MNPUYMHON 3TOMY MOXET OblTb
HeJoCTaToO4YHas OCBEAOMI/IEHHOCTb Bpayen B BONpocax Ava-
FHOCTUKMK 1 neveHuns HO.

CornacHo HawwuM pegynbratam, Y OO0/blLUIMHCTBA POC-
cumnckmx geten ¢ HO (91%) nepBble nepenomMbl KOCTEN BO3-
HMKalOT 0ObIYHO C MOMEHTa Hayana XoAbObl, T.e. Korga
yBENMYMBAIOTCS NOABMKHOCTb pebeHKa M oceBasi Harpyska
Ha HWXHWE KOHeyHocTU. C [pyro CTOPOHbI, OrpaHuye-
HWe NOABUKHOCTW AeTeN BCNeACTBUE OOBLEKTUBHbIX (MHOMO-

CMUCOK JIUTEPATYPbI

1. Van Dijk FS, Sillence DO. Osteogenesis imperfecta: clinical
diagnosis, nomenclature and severity assessment. Am J Med Genet.
2014;164A:1470-1481.

2. www.rarediseasesnetwork.org [Internet]. Studies [cited 2016 Jan 14].
Available from: https://www.osteogenesisimperfecta.org/oir.html.

3. Brennen CF, Hart T, Huber MB, et al. The Osteogenesis Imperfecta
Registry: An International Resource for Research. In: The 12th Internatio-
nal Conference on Ostoegenesis Imperfecta. Abstract book. 2014.

4. www.rarediseasesnetwork.org [Internet]. Registry [cited 2016
Jan 14]. Available from: http://www.rarediseasesnetwork.org/cms/
bbd/Getinvolved/ContactRegistry.

5. Orioli IM, Castilla EE, Barbosa-Neto JG. The birth prevalence
rates for the skeletal dysplasias. J Med Genet. 1986;23:328-332.
doi: 10.1136/jmg.23.4.328.

6. Stoll C, Dott B, Roth MP, Alembik Y. Birth prevalence rates of
skeletal dysplasias. Clin Genet. 1989;35:88-92. doi: 10.1111/
j.1399-0004.1989.tb02912.x.

YUCNEHHble MepenomMbl C BblpaxeHHbIMK Aedopmalmsamu
KOCTEeN) UM CYOBEKTMBHbLIX MPUYUH (CTPax Pas3BUTUSA oye-
pefHoro nepenoma) MOryT NMPUBECTM K TaKOMYy FPO3HOMY
OC/IOXHEHMIO, KaK MMMOOUIN3aLMOHHbLIM ocTeonopos [2],
YCYry6nsioWwnin U Tak CHUKEHHYIO MUHEPasbHYIO MAOTHOCTb
KOCTeMN.

Apyrne KnnHuyeckne cumntombl HO, Takne Kak rosny-
Oble CKNepbl, HU3KMN POCT, HECOBEPLUEHHbIN AEHTUHOre-
He3, rMnepmobunbHOCTb CYCTaBOB W MporpeccupyoLLas
noTeps cnyxa, BCTpeyatTcs B 3aBMCUMOCTHU OT TUMNa U cTe-
NeHn TAecTu 3aboneBaHuda. bonblwas cTeneHb noTepwu
cnyxa, Hanpumep, Habnogaetca npu | Tune 6one3xun [10].
O6bI4HO MepBble CUMATOMbI HapPYLLEHWS Ciyxa NOSBASIOTCS
B MOAPOCTKOBOM nepuoge. Mo gaHHbIM POCCUUCKOrO peru-
CTpa, AaHHbIW CMMNTOM OTMeYaeTcs Yy HeGOoMbLOoro Yyucna
neTen.

O4eBMAHO, 4YTO pedynbraThbl neveHuns geten ¢ HO 3aBucaT
B pPaBHOM CTeMneHW OT afeKBaTHOCTU MeAWKaMEHTO3HOWM
Tepanuu 1M peabunuMTalMOHHOM MporpamMmbl, BKIOYaOLEN
Maccax M nevyebHyo GU3KyNbTYpY, HanpaB/ieHHbIE Ha YKpe-
nieHna MbllleYHOro Kapkaca tena [11, 12].

3AKJ/IIOMEHUE

BeaeHve petent ¢ HecoBeplUEHHbIM OCTEOreHe30M —
C/IOXHbIM M MHOroaTanHbli npouecc, Tpebylwmnn yd4actms
MHOIMX Bpa4ven: neanaTpoB, FEHETMKOB, CMELManUCToB
Mo KOCTHOW MaTonornu, cypaosioroB, KapaMonoros, optone-
[10B, NCKX0N0roB, peabunutonoroB. B cBA3u ¢ nporpeccu-
pytowmnmM TevyeHnem 60ne3HM NOBTOPHbIE MEPENoMbl KOCTeWN
M MX nocnegywolwme BTOpPUYHble Aedopmaumy NPUBOAAT
K MHBaNMAM3aLMM NaLmMeHTa 1 oNpeaensitoT Ka4eCcTBO KN3HM
60nbHbIX. PaHHAs guarHocTMka 3aboneBaHus U CBOeBpe-
MEHHO HayaTas Tepanus o4eHb BaxkHbl. Heob6xoamMmo npo-
naraHagMpoBaHWe MEeXAUCUMNIMHAPHOrO noaxoda K nauu-
EeHTy C yyacTMeMm neauaTpa, KOTOpbIM creunanmuanpyercs
Ha npobnemax AMarHOCTUKM U NeYveHnsa AeTer ¢ 0CTeonopo-
3aMMU U OPYrMMK NaTONOMMSMKU KOCTEW, a TaKKe reHeTuKa,
3H[OKpMHONOra, opTtoneaa, ctomMaTosora, HeBposora, oTo-
pUHONapuHosiora (Ccypaonora), ncuxosaora M cneyuanucta
no peabuauTtauuu.
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