CaxapHbii guabert 1 TMna

CaxapHbiit guabet 1 TnNa

XapakTepHa reHeTuyeckas npenpacrnonioXeHHOCTb C PeLeCCBHbIM TUMOM HacnenoBaHUS.
KoHkopoaHTHOCTb Y MOHO3MroT pnocturaet 50%, a anabetoreHHble HLA-aHTUreHbl BbISBNSIOT
y 95% 60nbHbIX. MHUUunpytowme gakTopbl: BUPYCHbIE MHAPEKLUUN (LMTOMEranoBupychl,
BUpPYCbl Kokcaku, Kopu, KpacHyxu, napoTuta), NileBble KOMMNOHEHTbI (KOPOBUIA anbbyMuH,
6enok sYMeHs rnnaguH, Kon4yéHocTn, copepxauwme N-HATPO30COeANHEHUST), XUMUYECKe
BewecTBa (CTPenTo30TOUMH, anfokcaH, AMasokecua n ap.).

311 dpakTopbl MNOBPEXAAOT LUMTONNA3MaTUYECKYO MEMOPaHY B-KNETOK 1 MEHSIIOT UX
aHTUreHHble CBOMCTBA. Y NUL, C FTeHeTMYECKOW NpeapacnosfioXeHHOCTbIO 0bpa3sytoTcs
ayToaHTUTena — Mapképbl 3aboneBaHus, Bbi3biBarowWme BOcnaneHve
OCTPOBKOB

noAXenyno4yHoOW Xenesbl (MHCYNUT) N aKTUBU3MPYIOLLME MEXAHU3MbI anonTo3a B-knetok. B
penkux cnyyasx (obbl4HO y HeeBponeLes) NnopaxeHue B-KkNeTok Bbi3biBaAOT
HeyCTaHOBJ/IEHHbIE NMPUYMHbI, TOr4a aHTUTEN K OCTPOBKOBbIM KNI€TKaM HE HaxoasaTt
(nomonaTmyeckuin caxapHblii guabet 1 Tmna).

B Havane 3aboneBaHns BO3HWKAET MMMYHHbI UHCYIUT C HANNMYNEM B BOCMANNTENBHOM
nHpunbTpate T-numcbountos (Npex e scero, CD8+ n CD4+), B-numdoumnTtos, Makpodaros
n ectecTBeHHbIX kunnepos (NK-kneTok). T-nMMgoumnTbl B3aMMOAENCTBYIOT C MOJIEKY NaMm
aHTuUreHos cuctembl HLA, pacnonoeHHbIX Ha NOBEPXHOCTU B-KN1eTOK, oopMmnpys
aHTUreHnpencrasnawowme knetkn. Komnnekc nocnegHux ¢ T-numgountamm Bbi3biBaeT
HeperynmpyemMoe akTMBMPOBaHME KNETOK MMMYHHOI CUCTEMBI, BbipabaTbiBatoLwmx
aytoaHTutena. lNocnenHre nospexaatoT B-kNeTkn nyTémM HenocpeaCcTBEHHOrO KOHTakTa ¢
HWMW UM ONOCPELOBAHHO — Yyepe3 cBoboAHble paankanbl U UMTokuHbl (U1-1B, PHO-q,
Y-uHTEPhEepPOH). Yepes 1-2 ropa nocne Havyana 3aboneBaHns 0TMEYAOT CHUXEHNE
cogep>XaHusa unTonnasMaTuyecknx aHTUTEN K aHTUreHam OCTPOBKOB MOAXeENYO0YHOM
Xenesbl N ABNEHWI MHCYNUTa A0 UX NOJSIHOro nc4esHoseHus. B gectpykuum B-knetok
yyacTByeT M oKcua asoTa, 0bpasyemblii Makpodparamu am CUHTE3NPYEMbIi HENOCPEACTBEHHO
B KNleTKax OCTPOBKOB, 1 elwé 60Nblie yrHeTaloWmnii CEKPELNIO UHCY TMHA.

STOT NpoLecc CTUMYNNPYeT MHTEPNEeNKUH-1B, OKCMPOBaHHbIA COOTBETCTBYOLWMMM
peuenTopaMmn Ha NOBEPXHOCTU B-KNETOK 1 akTUBMpYoWMiA nHayumnposaHHyto NO-cruHTasy.
910T hepmeHT cnocobeTByeT 06pas3oBaHnio okcuaa aszota, 06nafaroWwero LMTOTOKCUYECKUM
" UMTOCTATUYECKMM JEACTBUEM , BIUSIIOWETO
Ha cTpykTypy OHK. MepeyncneHHble UMTOKUHBI yCUNMBAKOT CUHTE3 NpOoCcTar NaHANHOB,
obnagatlumx NpoBocnanvTeNbHbIM OEACTBMEM 1 YBENIMYMBAIOWMX SIBIEHUS MHCYIUTA, Y4TO
Bbi3blBaeT elwé 60Mblyo 4eCTPYKUMIO B-KNETOK C Nocneayolei ayTOMMMYHHOR peakumei.
MocnenHei cnocobCTBYeT aKkTMBaLUMS KNEeTO4YHO-NMOBEPXHOCTHbIX Fas-peLentopos u
Fas-nuraHnos, pacnonoXeHHbix Ha MeMbpaHax MTMMAOLMTOB, SHAOTENNANBHbIX,
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aNUTENnanbHbIX KNETOK M Bbi3blBAKOWMX anonTos. 9kcnpeccusi Fas-peuentopos y 60bHbIX
caxapHbiM gnabeTtom 1 Tvna v NnL C BLICOKOM NPeapacnonoXeHHOCTbIO K HEMY CYLLECTBEHHO
CHUXeHa.

OT0 3aMennseT yaaneHne akTBMPOBaHHbIX T-NMMOLMUTOB 1, CeaoBaTebHO, akTUBMPyEeT
ay TOMMMYHHbIE NPOLIECChI, TeM Bonee YTO Npu 3TOM HaPYWEHO COOTHOWeEHMEe T-Xennepos u
cynpeccopoB. VIHCynnMT NpuBoamnT K 3Ha4YMTENbHOMY MOHUXEHUO 0bwero konnyecTea
B-KNeTokK, Y4TO Bbl3biBAET abCONOTHYIO HEAOCTATOYHOCTb MHCYIMHA. B noaxenynoyHo
Xenese npoucxonaT atpodusi OCTPOBKOB U pa3pacTaHne CoOeaNHUTENTbHON TKaHW, XOTS B
nepsble roabl 3ab6oneBaHNsi MOXHO BCTPETUTb OTAE/NbHbIE OCTPOBKM C KOMMEHCATOPHOM
rmnepnnasven B-kneTok.

WHTepecHble cTaTbu U3 pa3pena:

1) HacnencteeHHas npeapacnoioXEeHHOCTb
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2) OKCTpakanunNspHbIA NPoaMgepaTmMBHbIA FMoMepynoHepuT

3) OcTtpble aHUEdANNTHI
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