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HapylleHne akcnpeccnn aHtureHos HLA
knacca II (cMHaApoM «rosbix»
nmmdoumntoB) — NN ¢ NONHLIM
OTCYTCTBMEM 3KCMpPEeccumn BCeX MOJEKY/
HLA knacca II (HLA-DP, HLA-DQ,
HLA-DR).



CUHAPOM «ronbiX» NMMPOLUNUTOB HaAcCeayeTCH
NO ayTOCOMHO-peLeccuBHOMY TUNy, W,
cfiepoBaTtenbHO, 3abosieBaHNIO NoABEPKEHbI
KaK AEeBOYKU, TaK N MalbUyUKW.,
PacnpoCcTpaHeHHOCTb 3TOro MMMyHoaeduuunTa
Hen3BecTHa. 3abonesaHne Hepeako
BbIABAAOT C/Tly4aHO B rnpouecce
andpdepeHumnanbHOM ANArHOCTUKU MPUYUH
XPOHUYeCcKnxX MHdpekumnmm, ocobeHHoO BUpPYCHOM



[Mpn aTOM 3abosieBaHUN NMEPBUYHLIN AedeKT CBA3aH C
NnoBpexXaeHUeM perynsaTtopHbiX pakTopoB. HapyweHue
aKcrnpeccun aHTureHos HLA knacca II moxeT 6bITb BbI3BaHO
YeTbIpbMS MONeKynsapHbIMM aedektaMnu. OaAnH N3 HUX
obycnosfieH MyTaumen reHa, KapTMpoBaHHOIro Ha XpoMoOCoMe
1g u koampytouwero 6enok RFX5 — cybbeanHmnyy 6enkoBoro
KoMmnsiekca RFX, koTopbin cBA3biBaeT X-y4aCcToOK NpoMOTOpa
HLA knacca II.

Apyron nepekt — MyTaumsa reHa, 10Kasm3o0BaHHOMO Ha
XxpoMmocoMe 13q, koamnpytouwero RFX-cBa3aHHbIN 6e0oK
(RFXAP), KOoTOpbIN TakXe BXOAUT cocTaB KoMrisiekca RFX.
Hanbonee yacras npunumHa gedpuumta mosekyn HLA knacca
II, obHapy>xeHHas nosxe Bcex, — MyTauusa reHa RFXANK,
KOTOpbIN KOAUpPYET TpeTbto cybbeanHmnyy RF X.



CyLlecTByeT elle oaunH aedekT — MyTauus reHa
TpaHcakTuBaTopa HLA knacca II — CUTA (aHrn. Class
II TransActivator) — KapTMpoOBaHHOIO Ha XpPOMOCOME
16p13. OH OTHOCUTCH K KOAQKTUBATOpaM,

KOHTPO/IMPY WM (dOpMUPOBaHMNE KJITIETOYHOU
CneunduyHOCTN U HAYUMH6ENbHOCTb SKCMpeccuu
monekyn HLA knacca I1.

Bce 3T aedeKThbl BbIi3biBAOT HapyLlleHne
KoopaAunHauuun akcnpeccum monekyn HLA knacca II Ha
NoBepXHOCTM B-nnumpountoB n makpodaros. Y
HEKOTOpPbIX 60J/IbHbIX OAHOBPEMEHHO HapyLlaeTcs
aKcnpeccunsa HLA knacca.



KnnHnyeckme nposiBfiIeHNUs BO3HMKAKOT Yy AeTen
HauyMHaa C NepBbIX 6 MeC XXWU3HMN.

Y pebeHkKa BbIBNAOT 3a4epXXKYy poCTa U pa3BUTUSA Ha
dOHEe YacCTbIX BUPYCHbIX MHMEKUNN, TaKNX, KaK
repneTnyeckas, ageHoBnpycHasa u LI,MB Hepe,qKM
rpubkoBble VIHCI)eKLI,VIOHHbIe 3aboneBaHus.

Y 60/IbHbIX AeTen, KakK NpaBuio, BbIIBNAOT CUHAPOM
Manbabcopbumn; XapakTepHO TaKXXe pa3BUTUE
MHTEpPCTULUMANIbHOWN NMHEBMOHUMN.

Cneayet oTMeTUTb, YTO BakuMHauua bLIXK, a Takxe
APYTMMU XUBbIMW BaKLUMHAMM onacHa Ans 60sibHbIX
AeTen, NoCKOosIbKY MOXeT BO3HUKHYTb OC/IOXXHEHUE B
BUAE reHepanmsaumu



B nMmmyHorpamme obuiee cogepxaHme num@pounToB B
nepndepnyeckon KpoBm MOXET BapbUpoBaTh B npeaenax
cpeaHecTaTUCTUYECKOMN HOPMbI. lMarHOCTUYECKN 3HAYUMBbIN
NPpU3HaK — yMeHblleHne konndyectea CD4 T-numdouuntos. Npu
onpeaeneHnmn akcnpeccmn monekyn HLA knacca Il Ha
aKTUBUPOBAHHbIX T-nnMdoumnTax, a Takxe Ha B-nmmdoumntax u
AHTUIEHNPE3EHTUPYOLLMNX KNeTKaxX BbIABNAOT NnMbo peskoe
CHMXXEHWE 3TOoro rnokasartensd, NMbo Ux NosIHoe OTCYTCTBME. DTO0
No3BonsgeT ¢ 601bLIOK A0NEN BEPOATHOCTU ANArHOCTUPOBATb
CUHAPOM «rOfibIX» NAMM@POLUMNTOB.

T-nnMmdoumnTbl He CNOCObHbI K aKkTUBaLUUK in vitro B peakuuu
6nactrpaHcopMauUnmM Ha MUTOMEHbI, @ TakKXXe B CMELLaHHON
KynbType numpountoB. Konnyectso B-nMMdpouUnTOB COXpaHSETCA B
npeaenax HopMbl, 0OAHAKO coaep>XaHne MMMyHornobyanMHoB B
NJa3Me CHMXXEHO, a cTuMynaums 6aktepuanbHbIMM M OCOH6EHHO
BUPYCHbIMN aHTUIeHaMM He COMpPOBOXAAETCS BbipaboTKOM
crneynpuyeckmnx.



[lpy rmcronormM4yeckoMm mnccienoBaHmMm TUMycCa BbIABAKOT
yMeHblleHne obbeMa cybrnonynsaumm TMUMOLUTOB C
deHoTnnom CD4+CD8-knetok. 3 aTUX NMME@POLMNTOB NULLb
1/3 cnocobHa akcnpeccmpoBaTb CD3-aHTUIeH, HO U Ha 3TUX
KJIeTKax YpPOBEHb 3KCNpecCcun AaHHOro KOMMJeKCa HUXe,
4yeM Ha TUMouUTax 340POBbLIX NUL.

B oTcyTcTtBMe Monekyn HLA B TMMyce NponcxoauT TO/IbKO
yacTtmnyHoe co3peBaHue CD4+ CD8-T-knetok. CoaepxxaHue
CD4CD8 tuMouunToB, HanpoTuB, CyLLEeCcTBEeHHO NoBbIWeHO. B
nepnpepnyeckon KpoBum BbISBNAIOT T€ XXe COOTHOLUEHUS.
BonbwmHctBo CD4+ CD8 T-kNneTtok aKcnpeccupyroT Mapkep
CD45RA. TakuM obpa3oM, B OTCyTCTBME aHTUreHoB HLA
knacca II nonHoueHHOro co3peBaHmnsa T-xenneposB He
NPOUCXOAMT.






JleyeHue.

HUe 60/1bHbIX CUMMNTOMATUYECKOE




