CUCTEMHbIE 3ABOJIEBAHUA
OINOPHO-OABUIATEJIbHOI'O AINIMNAPATA'Y
OETEN



KPUTEPUU OB BEOAUNHAIOLWUMWE CUCTEMHbBIE SABOJNIEBAHUA
OMNOPHO-ABUIATENIbHOIO ANMNAPATA Y OETEW.

« HacneacTtBeHHbIN XapakKTep, KOTOPbIX AeraetT He0OXoAUMbIM
TWaTeribHoe obcnepgoBaHue ceMbyu OONLHOrO, T.€.
BbISIBJIeHUe CEMEeNHO-reHeTUYeCKOoro aHamHesa.

* PeaKocCTb U TAXECTb Te4eHUA 3TUX 3aboneBaHUN NPUBOAMUT K
paHHen 1 rnyboKkon MHBaNUAHOCTU pebeHKa, YTo ywepoHo
Ons ceMbu N obLecTBa.

* MopaxxeHue coegUHUTENILHOW TKaHU, NPUCYTCTBYET BO BCeX
opraHax n cuctemax 4efioBeka, YTo genaer guanasoH
KITMHUYECKOro NposiBrieHUst 3TUX 3aboneBaHUn BeCbMa
LLUMPOKUM.

 BONbLLWMHCTBO U3 HUX UMEEeT NporpeaueHTHoe TeYeHue, T.e.
XapaKTepHasi KMMHUYecKas KapTuHa pa3BMBaeTCA C
BO3pacToMm, Korga npodunaktuyeckme MeponpusaTus
NpPoBOAUTb YXXe NO34HO, a rnne4yedHble ManoadeKTUBHLI.

e OKkaszaHue MeaNLUMHCKOW NOMOLLU I3TOU rpynne 60sibHbIX
Ha4yMHaeTcsl NO34HO.



KNIACCUNDOUKALUNA CUCTEMHbBIX OPTONMEONYECKUX
3ABOJIEBAHUN Y OETEWN B 3aBUCMMOCTH OT MOpPchONOrmyeckoro
nopaxeHusi TKaHW KOCTM.

. OCTEOOUCIINIA3NU — HecoBepLUEHHOE
KocTeobpa3oBaHue (bone3Hb dowTenHa — Bponuka).

. FTNMMNEPOCTO3bl - BpoXAeHHbIN CUCTEMHbIW TMNEPOCTO3,
OCTEONOUKUNNA, MpaMOpHas 00re3Hb, MeriopeocTos.

«  KOCTHbIA 303NHO®DUIES - 303uHOobUNbLHAA rpaHynema,
KOCTHbIN KCAHTOMATO3.

e XOHAOPOOUCIINA3UA CKEJNETA - aHXOHApPOMA,
3K3aCTO3Hasa xoHApoAucnnasusa, axoHapoaucnnasus
(bone3Hnu dpnaxa - bnayHta, MapgenyHra, Onbe).

. AXOHOPOINATHUA - HecoBepLUEeHHbLIN XOHAPOreHes.

. OCTEOXOHAOPOIATUA — anrnoancrtpodpuyeckme
npouecchbl B KOCTAX.



KNIACCUNOUKALUUNA CUCTEMHbBLIX OPTONEONYECKUX
3AGBONEBAHUN Y OETEWU B 3aBMCUMOCTH OT NOPaXKeHMs
cerMeHTa KOCTMH.

OANADPU3APHDIE - 6one3Hb owTtenHa — Bponuka
META®UN3APHDbIE - 6one3nun Onbe, AHceHa, LUmuara

PU3APHDIE - mHOXecTBeHHas 3K3acTo3Has
XxoHAapoaucnnasusa, oonesHn bnayHrta — buesens, MagenyHra,
axoHapoaucnnasus, HecoBepLUeHHbIN XOHOPOoreHes.

AMUNPUIAPHDIE - 6one3nun Mapruo, ®anepbaHka, BonkoBa,
Namwn.

OuncTtpoduyeckmne aecbopmaumm — octeoxoHgponaTtuyeckume,
paxuTuyeckue.



ANrOPUTM OBCIIEQOBAHUA OETEN C CUCTEMHbIMU
OPTOMNEOUYECKUUMU 3ABOJIEBAHUAMM.

« COBUPAKOT AHAMHE3 3ABO0JIEBAHUSA, BKITKOYAA CEMEUHO-
FTEHETUYECKUN.

e OLEHMBAIOT MAJIEMLLUE OTKNOHEHUA OT HOPMbI B
CTPOEHUU CKENETA, DUKCUPYA EFO ACCUMETPUMN.

 YHUATBIBAIOT NMPOMNOPLUUNOHAJIBHOCTb TYJIOBULLA, NPOBOOA
EFO0 AHTPONOMETPUYECKUE UCCIIEOJOBAHUA (COOTHOLUEHUA
ONMUHbI TYNOBULLA U KOHEYHOCTEN, UX OTOENbHbIX
CErMEHTOB).

 YHATBIBAIOT ®OPMY IrosnioBbl, HEPEIA, JIULA, CYCTABOB UX
NOoOABUXHOCTb, HAITMYUE KOHTPAKTYP.

e OLIEHMBAIOT COCTOSAHUE MAMKUX TKAHEW, KOXW, 3YBOB,
BOJIOC, HOI'TEWN, CKIEP.



NMOKA3AHUA K ONMEPATUBHOMY NEYEHUE CUCTEMHbIX
3ABOJIEBAHUN ONMOPHO-ABUTATENBHOIO AMMAPATA Y
OETEW.

BbIPAXXEHHBIE OE®OPMALIUM U KOHTPAKTYPbI, CKITOHHBIE K
NMPOrPECCUPOBAHHOMY TEYEHUIO W HAPYLWWAKLWWHUE ®YHKLUUN
KOHEYHOCTEMW.

PUOPUHO3HBbIE N KOCTHbIE aHKUI03bl C NTOPOYHOU YCTAaHOBKOM
KOHEYHOCTM.

Pa3spacTtaHue xpslweBbIX Macc B cycTaBax.
YKopo4yeHUue KOHe4YHOCTeMN.



METOAObIl ONEPATUBHBLIX BMELLATENBCTB NMPU CUCTEMHbIX
3ABOJNIEBAHUAX ONOPHO-ABUIATENIbHOIO AMMAPATA Y OETEW.

 Onepauunm Ha KOCTAX: KOppernpyrwime oCTeoTOMUU, pe3eKuuns
3K30CTalNbHO pacTylmMx oopa3oBaHMN, KpaeBas pe3eKuus
NopaXeHHOro cerMeHTa KOHe4YHOCTM.

e Onepaunmn Ha MATKUX TKAHSIX: MUOTOMUUN, TEHOTOMMUM,
apTPOTOMMUM.

 Onepauun Ha cycTaBax: pe3eKkuuu, ansonsiacuku.



KMIMHWYECKUE ®OPMbl HOCOBEPLUEHHOI'O OCTEOINEHE3A
(6one3Hb JlobwTenHa — Bponuka)

 BpoxaeHHas (osteogenesis imperfecta), korga natonorn4yeckue
nepenioMbl NPOUCXOAAT BO BHYTPUYTPOOHOM nepuoage unv B
MOMEHT pOoXAeHus nnopaa.

e [lo3gHAA (osteogenesis tarda) Koraa naTtonornyeckue neperiomMmbl
NMPONCXOOAT Nocrie poxaeHusa pebeHka.



PEHTTEHOJIOTMYECKUE NMPU3HAKA HECOBEPLUEHHOIO
OCTEOIEHE3A

* UCTOHYEHME KOPTUKAINBbHOIO CNOA ANIMHHbIX TPYBYATbLIX KOCTEMW.

 ToHKne aAnadpmu3sbl Kocten Ha hoOHe MaCCUBHbIX
anumMmeTadmn3oB.

* PaznuyHble gechopmaumnm KocTen ¢ HapyLUeHNnemM
HOpPMaribHOIro 0CeBOro CTPoeHus ¢ oopazoBaHUeM
npnyyanmBbix dopmMm.



BHelwHM BUa 60nbHOro n peHTreHorpaMmma naTtosiorM4eckoro
nepenoma npuv HeCoBepLUEHHOM OCTeOoreHese







MHOXECTBEHHbIE KOCTHO-XPALIEBbBIE 9K3ACTO3bI




CECTPbI C META®U3APHOW XOHOPOOUCINA3UEN (6.
LUMUAOTA)




BOJIE3Hb BJIAYHTA




B MALOEJTYHIA, R-rpamMmbl B NpAMOU U 60KOBOU NPOEKUUMN.




R-rpaMmma axoHgponnasun n BHeLWHUN BUA
B6onbHOro







PEGEHOK C AXOHOPOOUCINA3WUEWU U TMOPOLIE®ATNMEN
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PebeHOK ¢c axoHapoaucnnasnen u rugpouedanven




TUNMNYHAA PAXETUMECKAA OE®OPMALUUA
BOJIbLUEBEPLIOBbIX KOCTEU




X-o0pa3Hblie HOrM Npu paxure







rPYNMNbl OCTEOXOHAPOMATUN CKENETA YEJTOBEKA

« OcTeoxoHaponaTus anndusoB ASIMHHbIX TPyO4YaTbIX
KOCTEeMW.

« OCcTeoxoHAOpPONAaTUMN KOPOTKMX rydvaTbIX KOCTEN.
« OcTeoxoHaponaTnm anousos.

« OcTeoxoHaponaTum CyCTaBHbIX MOBEPXHOCTEN.



B. MEPTECA, CTAOUA UMIMPECCUOHHOI'O NEPEJIOMA




b. [lepTteca, ctagusa penapauumu




CocTosiHue nocne 6nonorM4ecKkom CTUMynsiumm B
LUenKe npaBoro 6eapa
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b. Kennep 1, naabeBugHasa KOCTb ynsoweHa u
cKnepo3npoBaHa




b. Kennep 2, annd¢gpus3 nnrocHeBON KOCTU YNJIOTHEH,
CKnepo3npoBaH




b. OcryT - lLinaTtepa, octeoxoHaponaTus
oyrpucrtocTtn 6/6epLuoOBOU KOCTH




