Mopdponorus onyxoneun U3 nnasmaTmyeckux KneTok

STnonorus n natoreHes He N3BeCTHbI. [Tponndgoepaumio MMENOMHBIX KETOK noaaepXxunsaeT
untokuH NJ1-6, ero BoipabatbiBaloT pubpobnacTbl n Makpodarm CTPOMbl KOCTHOroO Mo3ara. Bo
MHOIUX Cny4yasix npu MMenome BbisiBleHa XPOMOCOMHas
TpaHcnokaums B obnactm
nokyca IgG Ha xpomocome 14. XpoMOCOMHble abeppauny B XpOMOCOMe 4 MOTryT NPUBOANTb K
N3MEHEHVAM reHa, KOAUPYIOWEro peLenTop Kk goakTopy pocta coubpobnacTtos-3, B
pe3ynbTaTe MyTauum peLentop COXpPaHAeT NOCTOSAHHYIO aKTUBHOCTb.

Mopdonorusa. [ naBHble Npu3HakM — OECTPYKTUBHbIE NBMEHEHNS B ckeneTe. Ha
PEHTreHorpamMmax u MakpoCKOMMYeCcKMx npenaparax OHY HanoOMMUHAOT BbIOUTbIE OTBEPCTUS
(npobowuHbl). B npouecc MoxeT 6biTb BoBNeYeHa ntobas KoCTb, Yale NO3BOHOYHUK, pébpa,
KOCTW Yepena, pexe KOCTu Tasa, 6efpeHHble KOCTW, KNoYNLbl MM nonaTtku. Yacto otmevaioT
BepTebpanbHbIi konnanc (OCTpyo AehopMaLmio MO3BOHOYHMKA) U NaTONOrnyeckme
nepenombl KOCTENR.

Onyxonesasi TKaHb PacTéT M3 MNONOCTEN KOCTHOrO MO3ra No HanpaB/ieHNIo K KOPKOBOW 30He
KocTun. Pe3opbums KOCTHOro BelecTBa 0bycnoBneHa cekpeumnein hakTopoB, ak TUBUPYHOLWMX
ocTeoknacTbl. VIHOroa BelpaXkeHHOe pacnpocTpaHeHMe Onyx0eBo TKaHu BHYTpY KOCTeN
NPUBOANT K ANdopy3HOMY OCTEoNnopo3y. KCTpameaynnsipHble Onyxonesble Nponugeparts
BOBNIEKAIOT B MPOLIECC CENE3EHKY, NeYeHb U nuMdpaTyeckue yanbl. Ha no3gHmx craamsix
60ne3Hu bbiBalOT NOPaxXeHbl 1 Apyrue opraHbl, 04EHb PEAKO Pa3BMBAETCS MNNa3MOLUTAPHbIN
nenkos.

B unTtonornyeckmx Maskax MHOrMe KneTku BbirSO8T Kak HOpMaribHble 3perble NnasMoLumThl,
HO YacTo npeobnanatoT 6onee NPUMUTUBHBIE SNEMEHTbLI — NNA3MobNacTbl U KNETKM,
NMeroLLMe NPOMEXYTOYHOE CTPOEHNE MeX Oy NMMMAPOLNTOM 1 NNasmMaTn4yeckom KneTkom.
Hepenko BuaHbl OBYX- U TPEXBALEPHbBIE KNETKN, @ TakXe OKCUUIIbHbIE BHYTPUKNETOYHbIE
6enkoeble arperatbl (Tenbua Paccena). lNnasmaTtmyeckne KNeTkm eCTb 1 B HOPMasibHOM
KOCTHOM MO3re, nx KOfIM4eCcTBO MOXET BO3pacTaTb Npu XPOHNYECKUX BOCMANUTENbHbIX
3aboneBaHusix, Ho penko npesbiwaeT 10% Bcex KNeTOK KOCTHOro Mo3ra. 3amelleHne
KOCTHOrO MO3ra Onyxo/ieBO/ TKaHbto MPMBOAUT K HOPMOXPOMHON HOPMOLIMTapHOM aHeMUM,
HEenTponeHuu n

TPOMBOLIMTONEHNY

. OTO NOBbIWAET YYBCTBUTENbHOCTb K MHPEKLMAM, HacTO NPUBOOSAIWNM K CMepTU. Bo3HukaeT
CVHOPOM MOBbIWEHHOW BA3KOCTN KPOBW, CXOLHbIA C TAKOBbLIM NPKY Makpor nobynmHemMmum
BanbpeHcTpéma. B aTom cnyyae BbigBnsioT IgA B cocTosaHUM nonumepusaumu. [NapanpoTtenH
Bbi3blBaeT (POPMNPOBAHNE «

MOHETHbIX CTONIOUKOB

» (HEYCTOMYMBBIX arperaTtoB apUTPOLMTOB), CNaax apuTpoumnToB (bonee yCcTonumByio nx
arperaumio), a Takxe 0b6ycnoBnMBaeT BbICOKYI CKOPOCTb 0ceaaHmst spuTpoumnTos. Mpu
Mmnenome Nérkunx uener CKopocTb 0CefaHns apuTpoLmToB He nosbiweHa. Y 30% naumeHToB
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HaxXo4AT ryunepkanbUnemMmio, CBA3aHHY C MHTEHCUBHOM pe3opbumeli KOCTHOro BellecTBa.
MnepkanbunemMmnsi Bbi3biBaeT MeTacTatuyeckoe obbi3BecTBneHMe, 3anopbl, 6011 B XMBOTE 1
CMyTaHHOCTb CO3HaHMWs. 3aTeM pa3BMBatOTCS MONMYPUS 1 runepKanbUumypus, no3xe —
HedpoKanbLUMHO3 (OTNOXEHNE HEePaCTBOPUMbIX COMEN KanbLusi B KaHanbLax noyvkm) u
noyeyHasi HeLOCTAaTOYHOCTb. [TocnenHsIs — YacToe OCNOXHEHVEe MeNIOMHO HedoponaTum
N1 aMMNonL03a, NPUBOASILEE K CMEPTH.

an/IMeHeHI/Ie XMmoTepanum npmn Mmmenome no3sonsdeT 4OCTUHb 5-neTHen BbIXXMBAEMOCTH
nauneHTOoB.

NHTepecHble cTaTbu:

1) Owucnnasuu ckeneta

2) AHkunosvpylowmii cnoHannnT n 6onesHb Pelitepa
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3) HepnoHoOWeHHOCTb
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