Bone3Hb XopXxXKuHa

Bone3Hb XonXKuUHa (ycTapeslee Ha3BaHMe — NMMAOrpaHynemMaTos) — nepsbliiA TUMN
NMMOMBI, N3yYeHHbI KnuHnyeckn 6onee 150 net Hasan. B HacToswee Bpems 6onesHb
XoAXKnHa — oaHa M3 Hambonee YacTbix OOPM 3/10Ka4eCTBEHHbIX TMMGOM. 3abonesaHne no
yacToTe 0bHapyXeHMsa NMeeT ABa BO3PaCTHbIX NMka — okoo 30 neT n'y noXxunbix nuy. B
LMarHOCTVKe 3ToW 60Ne3HN pelarowas posb NpUHaANeXnT MopdoIorniyeckomy
ncecneposarmio. bonee 100 net Hasap K. WtepHbepr oxapakTepmn3oBan anarHOCTUYECKUIA
Mapkép nuMmorpaHynemaTosa — crneumdgunyeckune knetku (knetkn Pno—LltepHbepra, B
Poccuu nx HasbiBatoT knetkamu Bepesosckoro-LTepHbepra).

St1nonorusa u natoreHes. NpunynHa 60ne3HN Xo4XKUHA U MPOUCXOXAEHNE KNEeTOK
Puo—LUtepHbepra TO4HO He ycTaHoBNEHbl. OBHapYXEHO, YTO BapuaHTbl 3TUX KNETOK,
HaaeHHble Npu Tune 3abonesaHns ¢ NnpeobnanaHnem MMM OUOHbI
X KNeToK :
akcnpeccupytoT B-kneto4yHble mapképsbl. Viccnenosanma OHK onyxonesbix KNeTok nokasanu,
4TO BCE KNEeTKM O4HOro naumeHTa (npv CMewaHHOKNeTO4YHOM BapuaHTe 1 HOLYNSPHOM
CK/1Iep03€e) UMEIOT CXOOHYIO MyTauuio U COOTBETCTBYIOT B-kneTkam repMMHaTUBHBIX LEHTPOB
nmmaoaTnyecknx onnunkynos. MNo-enammMomy, KnetTkn NMMAOMbl Xo4XKNHaA —
TpaHCOPMMPOBaHHbIE B-KNeTkn repMMHATMBHOIO LEHTPA, XOTS MPOMCXOX AEHNE 13
T-KNeToK NOIHOCTbIO OTBEPrHYTb HENb3S.

B TeyeHune MHOrmMx net NpuyYnHOM ONyxoneBon TpaHcdopMaunm cumtanm BUpyc
AnuwranHa—-bapp .
"eHom Bupyca B 70% cnyyaeB obHapyxmBaloT B knetkax Pua—LltepHbepra. OH coxpaHseTc
Npw KIOHMPOBAHUKM KNEeTOK, CrefoBartenibHO, MHPULMPOBaHME NpeawecTBOBano Onyxosu.
HesaceH natoreHes Bupyc-oTpuuatenbHbiX TMMAOM XoaXKnHa. OHN NMEIOT BbICOKUIA YPOBEHb
akTmeupoBaHHoro NF-k-B-thakTopa TpaHckpunumn. STOT pakTop B HOPME CTUMynupyeT
B-knetoynyto nponugepaunio n 3awmwaet B-knetkn ot cUrHanos K anonTo3y (BO3MOXHO,
OLVH U3 HOpManbHbIX NyTen numaooreHesa). lNpoTenHbl BUpyca 9nctanHa—bapp akTusmpyot
NF-k-B-hakTop B UHOMUMPOBAHHBIX KNeTKax, HO K 3TOMY MOryT NPUBOAUTL U cOMaTU4yeckue
MyTauuu B HEMHJOUUNPOBAHHBIX KNeTKax.

Mpwn nccnepoBaHUM KNETOK HEOMYXONEBOrO MH(PUNbTPATa BbISBAEHO HECKONbKO LIMTOKNHOB,
cekpeTupyembix knetkamm Pua—LltepHbepra: UI-5 (atTpakTaHT 1 doakTop pocTa ans
303UHOOMNOB), TPOMboUMTapPHBIA dhakTop pocTa B (punbporeHHslin dpakTop) n WU1-13 (MoxeT
cTuMynupoBatb knetkn Pua—LlTepHbepra no ayTokpnHHOMY MexaHuamy). B ceoto oyepenpb,
HeonyxoneBble KNEeTKN MOTyT BblAENSTb PaKTOPbl, CNOCOOCTBYOWME POCTY U BbIXXMBAHUIO
knetok Pno-ltepHbepra (nuraHn CD30).
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