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Pesynbratel u obcyxnenne. Cunapom aktuBupoBanHon PI3KS (APDS) —
3TO HACJIEICTBEHHOE MMMYHOJIOTHYECKOE 3a0oJieBaHue, BBI3BAHHOE
reTepO3UTOTHHIMU MYTAllUAMU C YCHWJICHHEM (PYHKIMHU B TEHAX, KOIUPYIOIIUX
cyobenunauilsl pl10d nnu p858 dbochounozutua-3-kunaszel gensra (PI3K9S). Do
HEJaBHO ONUCaHHbIM nepBuuYHbIE uUMMyHoaepuuut (I[IN]J]) xapaxrepusyercs
pEUUINBUPYIOLIIUMUA CUHOITYJIbMOHAJIbHBIMU uHpeKuusIMHu,
mumonponaudepanueii ¥ BOCIPUUMYMBOCTBIO K TrepHecBUpycaMm, HauOoliee
3aMETHOM M3 KOTOPBIX sBJseTCs MH(eKuus BuUpycoMm ImuteiiHa-bapp (BOb).
Brisiien BaxubIiit ¢akt, yto nanueHTsl ¢ [TN]], y KOTOpsIX ObLINM OOHApYKEHBI
MyTallud  C  moTepedl  ¢GyHKIMH, BbI3bIBaOmUE  Je(EKThl  KIETOYHO-
OIOCPETOBAHHONW LIUTOTOKCUYHOCTH WM CUTHAJIM3ALUNA AHTUTEHHBIX PELENTOPOB,
OBLTM BBICOKO BOCIIPUMMYHUBHI K marojiorudeckoil mHdeknuun BOb. Hamportus,
ycwienne (QyHkiuu curHanpHoro mytd PI3K, nabmiomaemoe y TaIMeHTOB C
APDS, napanokcanbHbIM 00pa3oM JelaeT 3THUX NAIlMeHTOB BOCIPUUMYMBBIMU K
BUpYyCYy OmnmTeiiHa-bapp, XOTsS Jnexamye B OCHOBE MEXAaHU3Mbl O KOHLA HE
W3YYECHBI.

Bupyc Onmreitna-bapp (BOb) — »53To rammarepnecBupyc, KOTOpPBIi
MPUCYTCTBYET mpuMepHO y 95% nacenenus mupa. BOb obnamaer Tpormmusmom k
ANUTETUATBHBIM KJIETKAaM POTOHOCOTJIOTKH W B-nmumdonuram. Y nanueHToB C
OCJIa0JICHHBIM MMMYHHUTETOM 4acTo HaOmronaercs croilkasg Bupemus BOb, uto
MOJABEpPracT UX PHUCKY TpaHcpopmaiuu B-kIeTok Hu3-3a BUPYCHBIX OHKOT'CHOB.
HacnencrtBenubsie nedextsl TeHOB, BbI3biBatomue I[IN]J[, dacto cBsizaHbl
PELUIMBUPYIOIIMMHU WIH TIEPCUCTUPYIOMUMHU UHpekiusiMu BOb u cBs3aHHbBIMU C
HUMH 3JIOKQUECTBEHHBIMU HOBOOOpPA30BAaHUSMH, a H3YYEHHUE TECHETHYECKUX M
MOJIEKYJISIPHBIX MEXaHU3MOB, Jexaumux B ocHoBe [IM/I, mpuBeno K aydmemy
MMOHUMAHHUIO KJIETOYHBIX M MOJIEKYJSIPHBIX KOMIIOHEHTOB MMMYHHOW CHUCTEMBI,
KOHTponupyromux reprnecsupycol [Carpier J-M., Lucas C.L., 2018].



VY nauuentoB ¢ APDS o0OHapyxuBarOTCsi aHOMallbHble B-KIeTKH, KOTOpEIE,
BEPOSITHO, CIOCOOCTBYIOT BocmpummuuBoctd kK EBV mocpencTBoM HECKOMBKUX
MexaHu3MoB. K HUM MOTyT OTHOCHUTBHCS, CpeIu MpoYero, ciadas peakius Ha
anTutTena Kk EBV, yBenndyeHne KOMMYECTBA TPAH3UTOPHBIX B-KIETOK, ciryKammx
pesepByapoM EBV, u ycunenue BHyTpukieTouHor curHanusamnuu PI3K, koropas
MOXeT crocoOcTtBoBath EBV-unayuupoBannoil Tpanchopmaiuu B-kneTok u/mnu
peaktuBaiun  EBV. Takum o6pa3om, runepaktuBHocth PI3KO  moxker
ctumyiupoBath poct CD8 T-kierok, TepMuHANbHYIO AUG(EPEHIUPOBKY H
MMMYHOCTApEHHE, XOTS AEeTalbHas MOJIEKYJIIpHAs OCHOBAa CTapeHusi T-KIETOK Yy
naureHToB ¢ APDS emie He MOJHOCTBIO HM3yde€HA. DTO COCTOSHHUE CBSI3aHO C
n3meHennem (Qyskiuit CD8 T-kineTok, BKJIOYas CHIDKEHHE Mpoiudepanuu u
YBEJIMUEHUE KIIETOYHOM CMEPTH, BbI3BaHHOW pectumyisinneit TCR, yto Moxer
CIOCOOCTBOBATh HECTIOCOOHOCTH ManneHToB ¢ APDS anekBaTHO KOHTPOJIUPOBATH
BUpyc OniuteiiHa-bapp. ['eHoMHKa 3HAYUTENBHO MPOABUHYJIA HCCIEIOBAHUS
[IN/], nponuBasi CBET HAa I€HbI, KpUTUUYECKU Ba)KHbIE JIJI1 UMMYHHUTETA YEJIOBEKA.
HenaBno pacmmdposannsii [IUJ], (APDS), mnomguepkuBaeT Ba)XKHYIO pOJb
perynupyemoit curnanuzainuu PI3Ko B koutposne EBV nocpeactBom Bo3aeicTBus
Ha pa3suthe U pyHkuuio B- u T-knerok [Lucas C.L, Lenardo M.J., 2015; Lenardo
M., Lo B., Lucas C.L., 2016].

BriBoapl. Takum oOpazom, uaMeneHusi B auddepeHunpoBke B-kieTok u
BHYTPEHHSISI JUCperyisiqusi B-kiaeTok MOryT ObITh BaXXHbIMH (haKTOpamu,
CIOCOOCTBYIOUIUMHU ~ BOCIPUMMYHMBOCTH MMALMEHTOB K HMHQEKIUH BHPYCOM
Onureitna-bapp (BOB) npu Hanuuuum cunapoma aktuBupoBanHol pi3kd (APDS).
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