L — e —

== L_ — _.

=== CUCTEMHbIE 3AEONIEBAHUSA

OMNOPHO-OABUTATENBHOIO
AMMAPATA Y —
OETEA. “




= HacnepcTBeHHbIN XapakTep, KOTOPbIN AenaeT HEO6XoAUMbIM
... TwarenbHoe o6crneaoBaHne ceMby 6ONLHOrO, T.e. BbISIBNIEHUE
“ ceMeMHO-reHeTMYeCcKoro aHamHe3sa.

= PenKocCTb U TAXeCTb TeYEeHUA ITUX 3aboneBaHNN NPUBOAUT K
paHHen u rnyooKou MHBaNMAHOCTU pebeHKa, 4To ywepOoHo anA
CeMbM u obLlecTBa.

- I'Iopaxcel-wle COeAUHUTESIbHOWU TKaHU, NPUCYTCTBYET BO BCeEX
opraHax " cuctemax 4yesrfioBeka, UtTo geriaet Anarna3oH
KITUHNYEeCKOro nposBrieHns 3Tux 3aboneBaHn BecbMa LWMPOKNM.

= BONbLWWHCTBO U3 HUX UMeeT nporpeaneHTHoe te4eHue, T.e.
XapaKTepHasa KiinHN4YeCKasa KapTuHa pa3BunBaeTCs C BO3pPacCToOM,

g.ﬁa npodnnakTuyeckue MeponpuaTus NPOBOANTL YXe NO3AHO, |

eyeOHbIe Ma eKTUBHbI.
NMOMOLLIM 3TON rpynne OOnNbHbIX

WHaeTcsa No3aHo,



-—-__Q_CTEO CI'IJ1A3I/II/I — Hecosepl.ueHHoe KocTeobpa3oBaHue
(oone3sHb JowTenHa — Bponuka).

= TUINEPOCTOS3bI — BpoXXgeHHbIN CUCTEMHBIW TMNEPOCTO3,
OCTEONOUKNNUA, MpaMmopHas bonesHb, MENOPEOCTO3.

= KOCTHbIN 303NHO®DPUIIE3 — 203MHOMNBLHAA rpaHynema,
KOCTHbIN KCAHTOMATO3.

= XOHOPOOUCIA3UA CKEJIETA — aHXxOoHApPOMAa, 3K3aCTO3HaA
XOHApoAucnnasuda, axoHgpoaucnnasua (bonesHn dpnaxa —
bnayHta, MagenyHra, Onbe).

OPOIATUA — HecoBepLUEeHHbIN XOHAPOreHes.

EOXOHOPO A — aHrmoaucTt Kue npom
OCTSIX. -

CEE



= OUA®U3APHbIE - 6onesHb J6wTeiHa — Bponuka
= META®U3APHbLIE — 6one3nu Onbe, AHceHa, LLIMnaTa

= PU3APHDIE - mHOXeCcTBeHHas 3K3aCTO3HaA XxoHApoaucnnasus,

o6one3Hu brnayHTta — bueseHs, MagenyHra, axoHgpoaucnnasums,
HeCcOBepLUEeHHbIN XOHAPOreHes.

= IANMNOUSAPHDIE - 6one3nun Mapruo, ®anepobaHka, BonkoBa,
Namw.

ochnyeckue aedopmaumm — octeoxoHaponaTmy =
TUYEeCKM R ——

.
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COBWPAFOT AHAMHES 3AEOJ'IEBAHI/IFI BKJ'I}O‘—IAFI CEMEI/IHO- s
—-FEHETMH.EQKM.M

= OUEHVBAIOT MANEVLLME OTKNOHEHWA OT HOPMbI B
CTPOEHWUWN CKEJIETA, PUKCUPYA ETO ACCUMETPUN.

= YUATBIBAKOT MNMPOMNMOPUUNOHAIIBHOCTb TYJIOBULLA, NMPOBOOA
EFO AHTPOINOMETPUYECKHUE NCCJIEOOBAHUA
(COOTHOWEHWA ONWHbI TYNOBULLA 1 KOHEYHOCTEW, X

OTAEJIbHbIX CETMEHTOB).
m bIBAIOT ®OPMY IOJIOBbI, HEPETIA, JIMLUA, CYCTABOB X .
BWXHOCTb, HAJIMYNE KOHTPAK T TTT——

. N, KOXN, 3YBOB,
C, HOI'TEW, CKNEP.



NMNOKA3AHWUA K ONEPATUBHOMY NEYEHUE CUCTEMHbIX

= BbIPAXEHHbIE OE®OPMALIUUN N KOHTPAKTYPbI, CKITOHHbIE K
NMPOrPECCUPOBAHHOMY TEYEHWUIO N HAPYLWLWAIOLWWUE ®YHKLUN
KOHEYHOCTEM. —

= (PUOPUHO3HLIE U KOCTHbIE aHKMNO3bl C MOPOYHOU YCTAaHOBKOM
KOHEYHOCTM.

- Pa3paCTaHMe XpsAuweBbiX MaCC B CyCTaBaxX.

jﬂleuwe KOHE4HOCTeM!. = e —




METOAbl ONEPATUBHbIX BMELWWATEJIbCTB NMPU CUCTEMHbIX

= Onepauum Ha KOCTAX: KOpperupyroLime ocTeoToOMUU, pe3eKuusa
3K30CTaNnbHO pacTyLunx oopa3oBaHUN, KpaeBas pe3eKuus
NopaXXeHHOro cerMeHTa KOHe4YHOCTM.

= Onepauun Ha MANKMX TKaHAX: MUOTOMUU, TEHOTOMMUM,
apTPOTOMMUMN.

= Onepauumn Ha cycTaBax: pe3eKkuuu, annonnacuku.

—




KITIMHWYECKUE ®OPMbl HOCOBEPLUEHHOIO OCTEOIEHES3A

s
= BpoxageHHas (osteogenesis imperfecta), koraa natonoruyeckume
neperiomMbl NPOUCXOOAT BO BHYTPUYTPOOHOM nepuoae nnu B

MOMEHT poXxXageHus nnoaa.

= lMo3pHAnA (osteogenesis tarda) korga natonorn4yeckue nepenombl
XOAAT nocne poxaeHus pebeHka.




= WUCTOHYEHME KOPTUKAJIbHOIO CNOA ANMMHHbLIX TPYBYATbIX KOCTEW.

= ToHkue guacdpunsbl Kocten Ha oHe MacCUBHbIX aNUMeTadn30B. e

= PasnuyHble gehopmaumm Kocten ¢ HapyLieHuemM HopManbHOro
OCeBOro CTpoeHus ¢ obpasoBaHNeM NPUYyASIUBLIX (hopM.
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= OcTeoxoHgponaTtusa anmdn3oB OASIMHHLIX TPYOYaTbIX
KOCTEMW. —

= OcTeoxoHaponaTum KOPOTKMUX rybyaTbiX KOCTEN.

= OcTeoxoHaponaTtum anogusos.

oHApoOonNnaTnn CyCTaBHbIX I





















