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BipiHIIIIK KMMYH/JIBIK TalIIbUIBIKTBIH €H aybIp Typl AAMK — aysip apaiac UMMYH/IBIK
TambLIbIK (Severe Combined Immunodeficiency Disease) 0ombin Ta0bu1agsl. AAMK
Oap HopecTeNep eMIP/IiH alFallKbl O1pIHIII HEMECE SKIHIII XbUIJaphIHaa KaUThIC OOJIabI.
Kasipri ke3ae aaanTuBTlI UMMYHABIK KYHEeH1H T->KacyllaiblK 3BE€HOCHIHBIH 3aKbIMIAHY bl
O0achIM 0OOJIaTBIH HET131r1 €K1 TYp1 OCITLIIL.




by ren perieccuBTi 00JIbIN TaOBUIAABI, X-XpOMOCOMaaa opHanackaH. OChIHIaM MyTallUsChl Oap
HayKacTapaa O1pikkeH T- sxoHe B- xxyiienepiniy akayiapsl gamuabl. MJI-2-penentopbiHblH akaysl T- MeH
B-nmumdouutrepain NJI-2-re xxayan peTinae keoenin 3PdeKkTopiabl xKacyliajapra alHany KaOlIeTTepiH
KY3€Ere achIpTIanbl.

Onbiy ycTiae, MJI-2-perienTopbIHbIH Y-T130€r1 KUl 0acKa HUTOKUHAEP1H, Mbicaibl UJI-7, NJI-4,
penenTopaapblHbIH KypaMmbiHa Kipeal. MJI-7-HiH e31HiH pelenTopbIMEH OaiIaHbIChIHBIH OY3bLIBICHI
TumycTtarbl T-muMbonuTrepaiH 1uddepeHINAIaHybIHBIH €pTe caTbUIapbiH Texke 1. MJI-4-ke apHanran
pelenTopiaapblH akaybl Tx2 naiga 001aybIH Texen 11, Hotvmxecinae NJI-4 sxone MJI-5 eHimizgepl kypr
teMmeHnen IgE, 1gG2,4, IgA Ty3uty1 09ceH e 1bl, COHBIMEH KaTap, MEC *kKacylllajlapblHbIH,
0azoduiIaep/IiH KoHE 203MHOMMIASP1H MPOoJIrdEpausIChl MEH OCICEH LTI TOMEHICHII.







3epmxaHasiblK mekcepyoe:

HayxkacTa avikbIH JTMM@OoreHns )XKoHe JIMM@PONATHL TIHIEePIiH
TUIIOIUIA3VSIChl Oap eKeHIiri anbikTanaapl. Kanma T-
TIMM@OLIUTTEP KOKTBIH Kachkl XXoHe T-rimMonmTTepig
XeJIIePIIiK KbI3MeTiHiH Oy3bUIBICBIHAH TYBIHIAVITBIHT

TIVIC)



ExkiHwiI mypi - AAUX aymocomOnbl-
peueccuemik mypnepi

BI1pIHIITIK UMMYHABIK TAlIIbLIBIKTApAbIH Oy TOObIHA 13-1ui
xpomocomaoa opuanackan mupozunkunaza ZAP-70 zeninin
Mymauusacsl cedoen 001amvblH UMMYHOBIK MANWBLIBIK )KATAJIbI.
byi ¢pepment T- xone B-mumdonurrepre keOenTyI OCITIHIH
TachIMaJIJaHYbIH KamMTaMachl3 eTeal. HoTmxkecinae HaykacTapaa
nuM@onuTTepAIH AudhEepeHIMIIaHYbl OY3bLIa/bl, €H aJlIbIMEH
CD8 T-nmumbouuTTep cansl azasabl. Aymocomonl-
peueccusmiKTYKbIMKYyaliay »OJIbI TOH.



3epmxaHasiblk mekcepyade:






[MpnodbpeTeHHbIN aHFTMOHEBPOTUYECKUN OTEK
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Hcnmoab30BaHHAA JIUTEpaTypa
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