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Cunapom Buckorra-Onnpuua (CBO) - penkoe X-cuerieHHOe 3a007€BaHUE ¢ XapaKTEPHOH
TpHUagoi UMMYHOJePHIINTA, TPOMOOIIUTONICHUN B SK3EMBI.

3aboneBanue BbI3BaHO MyTauusiMu B reHe CBO, pacnojoeHHOM Ha KOPOTKOM Iuiede X-
xpomocombl B nosuuuu  pll.22—pl1.23. DroT TEH 3KcHpeccupyercss HCKIIOYUTENIBHO B
IeMOIIO3TUYECKUX KIETOUHBIX JIMHUAX, BKItouas T-kieTku, B-KkieTku, eCTEeCTBEHHbIE KIIETKH-
KUJUIEPBI, JEHAPUTHbIE KIEeTKH, Makpodarun u tpomOorutel. CBO nMeeT mUpOKUil CHEKTp B
3aBHCUMOCTH OT MYTAIlMif T€HOB, BApbUPYIOLINXCS OT TspKenoro genoruna (kaaccudyeckunii CBO) no
6osee JIerkux (TpOMOOIMTONICHHUS, CIETUICHHAS ¢ X-XPOMOCOMOM U HEUTPOIIEHHs], CIIeTTICHHAs ¢ X-
xpomocomoii). CBO wyaiie Bcero BcTpedaercs y My>KUMH M3-3a €ro X-CLEIMIEHHOIO0 PELiECCUBHOIO
THUIIA HACJIEOBAHUs, opaxasi mpuMepHoO 1-10 My’>KUMH Ha MUJTMOH.

WASp (Wiskott-Aldrich Syndrome Protein) - TMTO301bHBIA O€NOK, cocTosmuii u3 502
aMHHOKHCIIOT, KOTOPBIH JAEUCTBYET Kak OelOK-KapKac M MepetaeT MIUPOKUI CIEKTp CHUTHAJIOB OT
PELENTOPOB KJIETOYHOU NOBEPXHOCTH JJIs1 ONIOCPEAOBAHNS JUHAMUUECKUX U3MEHEHUI B aKTHHOBOM
LIMTOCKEJIETE B OTBET HAa BHEIIHME CTUMYJBL. B nokosmumxcs T-kinerkax WASp KOHCTUTYTHBHO
cBsi3aH ¢ OenkoM, B3ammozeicTByromuM ¢ WASp (WIP). WIP perynupyer aktuBHOCTE WASD,
CMOCOOCTBYET €ro CTa0MIIBHOCTH M 3alLIUTE OT JETPAAalUU KAJIIIAHHOM M MPOTEacOMOH, a TaKxke
MMeeT pellarolee 3HaueHue 1715 Jiokanuzauud WASp B o0sacTsX noauMepHu3aiuy akTHHA.

JluHaMuyeckasi mepecTpoiika aKTHHOBOTO LIUTOCKeJeTa o0s3arenabHa sl MOJBH)KHOCTU
JCHIPUTHBIX KJIETOK U (POPMUPOBAHHS UMMYHOJIOTHYECKOTO CHHAIICAa BO BpeMsl IpaitmMupoBanus T-
KJIETOK, KOTOpBIE 3aTEM BO3BPAINAIOTCS B OdYar BOCHAJICHHS Ul BBIMOJHEHHUS 3((eKTopHON
¢ysnkuuu. OtcyrctBHe sKcnpeccun WASp mpu cunzapome Buckorra-Ongpuya HPUBOAUT K
HapyIICHUIO MUTpAllM{, PACIO3HABAHMS AHTUTEHA W AKTUBAIMHM T-KIETOK, YTO CIOCOOCTBYET
Pa3BUTHIO TMOBBIIMIEHHOW BOCHPUUMYMBOCTH K HMH(EKUMAM, 3HAYUTEIBHOMY PHUCKY DPa3BUTHA
ayTOMMMYHHBIX 3a00JI€BaHUM, TAKUX KaK PEBMATOMIHBINA apTPUT, BACKYJIHUT WJIM T'e€MOJUTHYECKAs
anemus. [lononHuTensHO, B akTuBauuu T-kietok yuactByeT CD43, aBisomuiicss 4yBCTBUTEIbHBIM
MHAVKAaTOPOM aHOMAIbHBIX momyisuuil B-knerok. Kak cienctBue, oTmedaercss CHUXKEHHE
CBIBOPOTOUHBIX KOHHEHTpauuii [gM wu mnoseimenne IgA u  IgE. Ilpm nposenenun
UMMYHO()EHOTUITHPOBAHUS XapaKTepHO cHmKeHue yrcia CD8 -kiieTok.

B pamkax maHHOTO MCClI€JOBaHMs M3y4YeHbl MOJIEKYJISIpHbIE MeXaHu3Mbl natoreHeza CBO,
MIPOBEJ/ICH aHAIN3 METOOB IMATrHOCTUKH, JICUeHUs U npoduiaakTuku cuHapoma Buckorra-Ongpuya.
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