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AkTtyanabHocThb. [lepBuunsie nmmyHoaeuuutasie coctosiaus (MJIC) — renetndecku aerep-
MUHHPOBAaHHBIC 3200JIC€BaHUSI HMMYHHOH CHCTEMBI, XapaKTEPU3YIOIIUECS BPOXKICHHBIM CHIDKEHHEM
WA OTCYTCTBUEM 3AIUTHI OT Yy>KEPOJHBIX areHTOB.

®enorunmyeckoe mposisiaeHne M/C cBs3aHO ¢ pa3iuMyHBIMU MATOTCHHBIMUA BapUaHTaMHU
orpeeneHHbIX TeHOB. Takum o6pazom, mytarus B reHax STAT 3 GOF, PI3KCD wunu PI3KR1 xiwu-
HU4ecKu mpossisieTcs B Buae cuuapoma APDS/PASLI — cunapom akruBanuu (GochonHo3utui-3-
KHMHA3bI JIENIbTa: HapylIeHue perentopHoro curnana B T- u B-mumdornurax. [laTorennbie BapuaHThI
reroB FAS, CTLA4, LRBA manudectupyrot B Buze cunapoma ALPS — ayToummyHHBIH TuMbompo-
muQepaTUBHBII CHHIPOM, CYyTh KOTOPOTO COCTOUT B OJ10KHpOBKe aronto3a T- u B-mumdonurtos. On-
HUM U3 aKTHBHO M3Yy4aeMbIX B mocienHee Bpems siBisiercs reH FOXP3 (knroueBoit aktop Tpas-
ckpunuuu T-cynpeccopoB), HapylIE€HHE CTPYKTYpbl KOTOPOro HpUBOIUT K pasButuio |PEX-
cuHIpoMa — X-CICTJICHHOTO CUHAPOMa UMMYHHOM JIUCPETYJISIIHU.

Heab: ucciienoBath B3aMMOCBSA3b (PEHOTUIMYESCKUX MposiBieHUi cunapomoB APDS/PASLI
u ALPS c HapymieHusiMu B I€TEPMUHHUPYIOUINX 3TH TUATHO3BI T'€HaX.

Martepuanabl 1 MeToabl. B xone uccnenoBanus ObLI OCYIIECTBICH CTaTUCTUYECKHA cOOp
naHHbIX. Komn4yecTBO y4acTHUKOB B BBIOOPKE COCTaBMIIO 22 yesioBeKa (IeeKTHBIN reH BepruuIm-
poBaH). CTaTUCTUYECKUI aHAIIN3 TIOTYYEHHBIX PE3YJIbTATOB ObLT IPOU3BEICH B KOMITBIOTEPHOH ITPO-
rpamme «Statistica 10».

Pe3yabTaThl U uX obcyxkaenue. [lpu onpeneneHUn MPOIEHTHOTO COOTHOIIEHUS CITydaeB
mumdoanenonarun (JIAIT) 6110 ycraHOBIEHO, uTO Y 72,3% ydacTHUKOB Habmrogaercs tuMdoae-
HomaTHs (MIPUPOCT pazMepa JTUM(ATHIECKUX Y37I0B OTHOCHTEIBHO BO3PACTHOW HOPMBI B CPEIHEM
coctaBui >30%; xoddbduiment xoppesiuun Crimpmena paseH 0,82) pa3nuuHoil okanu3anuu: y
87,5% nanmenToB HaOMIOAAETCS YBEIHMUSHHE TUM(DAaTHIECKUX Y3JI0B OpIOMIHOM moocTH; y 68,75%
— obnactu mwewn; y 50% — rpyanoit monoctu. I'enatocrieHoMeranus 1uarnoctupoBana y 86,4% mna-
LIMEHTOB: yBEIMUEHUE TOJbKO MedeHu (=12% ot Bo3zpacTHOM HOpMBI) — 11,5%; Tonbko cenezeHku
(>23% ot Bo3pacTHOI HOpMBI) — 15,8%); Kak meueHu, Tak u cene3eHku —y 73,7% manueHToB. AyTo-
UMMYHHAsI TEMOJIMTHYCCKasi aHEeMHs ycTaHOBieHa y 27,3% manueHToB (Hempsimast pobda Kymoca
MOJIOKUTEIbHA BO BCEX CIIyvasx). Y IBYX MAIlMEHTOB OOHAPYKEeH ayTOMMMYHHBII caXxapHbIi [uadet
(I Tuna); npuyem B obomx ciydasx Myrarms HaOmomaercs B reae STAT 3 GOF. JlaGopaTtopHbie
JIaHHBIE CBHIETEILCTBYIOT O BCTpeyaeMocTd Tpombonutonenun (40,9%), mauMbonuTOneHu
(27,3%), camwkennun B-mumdormros (31,8%), cHimkeHnn uMMyHOperysiTopHoro nuaekca CD4/CD8
(22,7%).

B xoxe uccnenoBanus BCsl BRIOOpKA ObUTa pasfenieHa Ha 2 TPYMIBI B 3aBUCUMOCTH OT JHa-
rao3a. JIAII npu curapome ALPS naGmonaercs y 72,7% naiuentos, a npu cusapome APDS/PASLI
—y 77,8%; npu ALPS nipeo6iiagaer remarocmiaenomeranus (45,5% manuentos), a npu APDS/PASLI
— crutenomeranus (91%) (koadduruent r Cniupmena 0,76 u 0,71); cTaTUCTHUECKH 3HAYUMOM KOppe-
TSI MEXTy CHHIPOMOM U ayTOMMMYHHOW TeMOJIMTHYECKOW aHeMHEel He BBISIBIICHO; B 2 U3 3 CIIy-
gaeB mytaiiuu STAT 3 GOF amarnoctupoBan caxapubslii quabder | tumna; y manmenra ¢ IPEX-
cunapomoM JIAII oTcyTcTBYET, HaTMUKE renaToCIUIEHOMETalIui, Ay TOUMMYHHOM Oel0K-Tepstoiien
SHTEPONATHH U CHIKEHUS B-mum@ponuTos.

BobiBoabl. KitmHMYECKHe MPOSBICHUS TIPU MYTALUSIX B PA3HBIX T€HAX CX0KH U PA3JINIHBI OJ1-
HOBPEMEHHO; HEOOXOMMO MPOJODKEHUE OLIEHKH MaHU(eCTalli KaXKA0ro reHa u CHHIPOMOB.
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