dubpoMyckynsipHas aucnnasus

MaTonornyeckuim npouecc ¢ prMbpPo3oM 1 PUbPOMYCKYNSAPHLIM CTEHO30M MOYEYHO apTepum
HeaTepoCcKNepoTMYECKON NPUPOLbI, Yalle AMarHOCTUPYIOT Y MOIOObIX XEHLUH.
dunbpomMyckynsipHas AMCnnasus — BaXkKHas NpUYMHa PasBUTUS PEHOBACKY NSIPHOWA
aptepuanbHon runepteH3aun. CTeHO3 4acTo pacnpoCcTpaHAeTCs Ha BETBU NOYEYHOW apTepuu,
4TO OenaeT peBackynapu3aumnio HEBO3MOXHON.

Atuonorus: mytauum reHa konnareHa COL3A1 (OMIM *135 580, nokyc 2g31, B).

KnuHuuyeckas KapTMHa: pacc/ioeHne aopThl, MHCYbTbl, XPOMOTA, MHAPKT MMoKapaa,
apTepvanbHas runepTeH3ns BCNeacTBUE rmnepniasnm NoYevyHom aptTepun.

MaTtomopgponorusi. TepMmnH «gonbpoMyckynsipHas aucnnasusi» 06 beanHsSeT HECKObKO TUMOB
N3MEHEHNI NOYeYHbIX apTepuii. Yalle BbISBNSIOT ABYCTOPOHHUIA chnbpo3 cpenHein 060n04km
OUCTanbHbIX OABYX TPeTen NoYeyHbIX apTeEPUn N UX KPYMNHbIX BeTBen. IHoroa y4actok
ombpo3a cpenHeint 060104KM PACNONOXEH MEXAY NPOKCUMaNbHLIMUA ABYMS TPETSAMM
NOYEYHbIX apTepuid, 4TO co30aéT KapTUHY Byc Ha aHrnorpammax . Takme N3MeHeHUs MoryT
OblTb ABYX- U OOHOCTOPOHHUMU. BHYTpeHHSI1 06ono4ka apTepurii Npyu 3TOM He 3aTPOHyTa.
[MpumepHo B 10% cny4yaesB eOMHCTBEHHOE U3MEHEHME apTepUii — MNOBbIWEHNE KNIETOYHOCTU
cpenHein 060n104KM Ha KOPOTKOM y4acTKe, YTO Bbi3biBAET pa3BUTNE CTEHO3a. PeaKo OCHOBHbIM
N3MeHeHneM apTepuii boiBaeT onbponnasms NHTUMbl (HAKOMIEHNE HEOPraHN30BaHHOW
KNeTo4YHOM onbpo3Hoi TkaHm). HacTo oTMeYatoT yaBOEHNE BHYTPEHHER 3N1acTUYECKOW
MeMOpaHbl.

Mcxonbl U 0CNOXHEHUs. [porHo3 3aBMCUT OT POPMbI MopaxXeHus aptepuin. CocTosiHue
nauMeHToB ¢ ombpo3oM cpeaHelt 060104kM 06bIYHO cTabunbHOE, B TO BPEMS Kak npw
runepnnasun cpeaHeli 060104kM YacTo HabnaaT NPorpeccnpoBaHmne npouecca, Mcxon B
HEeJPOCKNEPO3 N NOYEYHYIO HELOCTATOYHOCTb.
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dubpomycKynsipHas gucnnasus

MepuumHcKue cTaTbu:

1) MexaHu3Mbl roMeocTasa npv roiogaHum

2) W36bITo4YHOE NUTaHue

3) [eHepaTuBHble MyTauMm 1 obny4yeHune
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