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OcTeoneTpos, ninm «MpamMopHasa» bonesHs,
obbeguHseT rpynny HacneaCcTBEHHbIX U
cnopagndyecknx 3abonesaHumn

C Pa3/INYHbIMUN KJIIMHNYECKUMN N BUOXUMNYECKUMN
NPOSABIEHNAMWN, B OCHOBE KOTOPbIX JIEXUT
HapyLlleHne pe3opobunm KOCTHOM TKaHW.

3aboneBaHne Brepsblie onncaHo B 1904 r.

HeMeukum xmpyprom H.E. Albers-Schonberg,

NO3TOMY HEpPeOKO ero Ha3blBalOT «CUHOPOM
Anbbepc-LLeHbepra».




ITNOJIOINA U NATOINEHES3

Bo3HMKHOBEHME ocTeoneTpo3a 0bycsioBsieHo
HapylleHneM ogndpdpepeHUNpPoBKN N aKTUBHOCTNK
OCTEOK/1aCTOB. B OCHOBE 3TUX NU3MEHEHUN NEXUT
reHeTUn4YeCcKun gedexr.




NMNATOJNOINA

OcTeoneTpo3 - Tshxkenoe 3abonesaHne, KotTopoe
MOXXKET MPOSABASATLCS Y)Ke BHYTPpUyTpobHO.

Y HOBOPOXKOEHHbIX N FPYAHbIX AeTen HabntopatoTcs
nporpeccupytollass aHeMns, renaTocrnjeHoMeranms,
rmopouedanns, a TakXXe caaB/ieHne YepenHblxX
HEepPBOB, MPUBOASILLEE K C/IENOTE U TYroyXOCTW.

JInuo pebeHKa nMeeT XapaKTEePHbIN BNA: LUMPOKKME
CKYJibl, JAJIEKO NOCa>XeHHblIe APYr OT ApYyra rJjasa.
KopeHb HOCa Bceraa BAaBJIeH, HO3APW Pa3BEPHYThI
Hapy>Xy, rybbl ToncThlE.

BosibHble 06bI4YHO He noXxmBatT Ao 10 neT,
NPUYNHOWN CMePTU Hepenko bbiBaeT nHdekuns. Y
HEKOTOPbIX BOJIbHbIX HapyLwaeTcsa PYHKLUNSA He
TOJIbKO OCTEeO0OKJ/1aCTOB, HO U MOHOLMUTOB. ‘




ANATHOCTUKA

Ha oCHOBaHWNK peHTreHoJs1Ior n4eCKnX AaHHbIX
BblOENAKT OBa TUIMNaA OCTEONETPO3a:

opns | TMNa XapakTepHo yToJilWeHne cBoaa
Yyepena

°nipu Il TNe obHapy>XMBatOT «MNOJ0CATbIN»
NO3BOHOYHUK, AYyroobpa3Hble y4acTKu
OCTEeO0CK/1ep03a B KPblJIbSAX MOAB3A0LUHbIX KOCTEW
(«KOCTb B KOCTU») U yrJIoTHEeHMe rybyaToro
BelleCcTBa KocTeu




OlepenoMbl MOryT BO3HMKATb Oaxke npu
He3Ha4YUTEeNIbHbIX TPaBMax U Hepeako bbiBatoT
eINHCTBEHHbIM NposBaeHnem 3abosieBaHnga y
B3pOCJ/ibiX. KakK MpaBwuJio, OHN CpacTaloTCH
MenJIeHHO. Y B3POC/bIX YPOBEHb KaJslbunga u
AKTUBHOCTb Weno4yHou cbocdaTasbl B njasme
06bI4HO HOpPMasbHbIE.

oY peTten moryT HabnwgaTbCs
rmnogocatTeMna n ymepeHHas
rmnokKanabumeMmsa. AKTUBHOCTb KNCJIOW
doccaTasbl B naa3Mme obbIHHO MOBbLILLEHA.




PEHTTEHOJIOTMYECKMUWE
HAXOO KU

© 0AHOPOAHO YMNJIOTHEHHbIE CKJIEPO3MPOBAHHbIE
KOCTW

O yeTKOWM rpaHuLbl Mexay KOMMAaKTHbIM U
ryb4yaTbiM BeLWECTBOM HET

O nopa)keHne OJIMHHbIX TPYO4YaTbIX KOCTEN, NpU
KOTOPOM Anadun3bl YNJIOTHEHBLI MO BCEN AJIMHE, A
B anndur3ax obHapy>XMBaOT o4aru yrnjJoTHeHUS,
COOTBETCTBYOLLNE YHACTKAM
HepacTBopuBLLErocst 06bI3BECTBIEHHOI0 XpsALla

O MeTa(u3bl pacwimpeHbl U nedPopMNUPOBaHbI

© nonepeYvyHas NCHEPYEHHOCTb OJINHHbIX
Tpyb4aTbIX KOCTEN U Tes1 MO3BOHKOB




[lpU3HaKW, yKa3biBaloLiMe Ha oMarHos
ocTeoneTpo3a:

AP PY3HbIN CKNIEPO3 C BOBJIEHEHNEM KOCTEWN
CKYJ1, MO3BOHOYHMNKA, Ta3a N KOHEYHOCTEN

nedeKkTbl MOOENNPOBAHUSA KOCTU B 0671aCTU
MeTadn30B OJIMHHbIX TPYOYaAThIX KOCTEN

«KOCTb B KOCTU» B 06/1aCTN MO3BOHOYHUKA U
hanaHr

POKaNbHbIN CKNIEPO3 CKYJIOBbIX KOCTEWN, KOCTEWN
Ta3a M 3aMblKaTesIbHbIX NJIACTUHOK
MO3BOHOYHMKA («COHAOBUNY>»)
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Normal bone

Osteopetrotic bone

3 " Undertubulation of the
distal femoral diaphysis







OUNDPDEPEHLLUAJIbHbIN
ANATHOS3

O oTpaB/ieHNe TAXKesibiIMX MeTannamMu

O MenopeocTo3

© rmnepBuTamMnHo3 D

© NMMKHOOWN30CTO3

© (hbmbpo3Hana gnucnnasnsa yepena n anua




JIEMEHMUE

O TpaHcnAaHTauua KOCTHOro Mo3ra

O nevyeHue KalbUUTPUOIOM NN FAMMa-
NHTepdepoHOM

O BHYTpUyTpobHOE NPMMEHEHNE CTBOJIOBbIX
KJ1IeTOK




NMCTOYHHUKW

1. 24radiology.ru/kostno-myshechnaya-sistema/
osteopetroz-ili-mramornaya-bolezn/

2. radiomed.ru/ =ocTeoneTpos

3. mrj.ima-press.net/ COBPEMEHHAA PEBMATOJIOI N4
Nel'14 KIIMHNYECKWE HABJTKOOAEHWA OcTteoneTpos
(«MpamMopHaa» BosiesHb)




BJIATOAAPIO 3A BHUMAHMUE
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