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Hacnencreennsie arakcuu (HA) BKIIIOUAIOT HIMPOKUN CHEKTP HACIIEACTBEHHBIX
3a00JIeBaHUM, I/I€ OCHOBHBIM CHMIITOMOM SIBJISIETCSI aTakCUsl. ATaKCHs OTHOCHUTCA K
HECKOOPJAMHUPOBAHHBIM, HEYKJIFO)KUM JBHKCHHSAM M TIpoOiieMaM C XOabOoil cC
norepel paBHOBecus. VI3MeHEHMs B OIpeNeNeHHbIX reHax Bbi3biBaloT HA. B
OOJIBIIMHCTBE CIIy4acB OOJIE3Hb MOpakaeT 0oJiee OJHOTO WICHA CEMbH; OIHAKO
Dr. Ewelum Johnson Nnadi ~ MHOTJIa CEMEWHBII aHaAMHE3 BOOOIIE OTCYTCTBYET.

Cy1iecTByeT 4eThIpe OCHOBHBIX CIIOC00A HACIEOBaHUS ATAaKCHH:
e AYTOCOMHO-IOMHHAHTHOE  HAacCJeJ0BaHMeE: HyxHno  Tonbko

Editor-in-Chief:

Managing Editors:

1.Harold Jan R. Terano yYHaCJIeI0BaTh OJAMH aHOMAJbHBIM I'eH OT JIFoOboro u3 poaurtesneii. Uenosek ¢
aHOMaJIbHBIM TeHOM uMeeT 50% BeposSTHOCTh NepeaaTh reH peOeHKY .
2.Dr. Mandakini Singla e AYTOCOMHO-peniecCMBHOe HacjeaoBaHue: Jlo/keH yHaciaeaoBaTh

aHOMAaJIbHBIN IreH oT 006oux poautenei. Ecnu y kaxaoro poaurens ectb OAUH
aHOMAJIBHBIN T€H, TO Y KaXJI0ro pedeHka ecTh 25% maHc yHacienoBars oda
aHOMAJIbHBIX TeHa U 3abonerb. OOBIYHO POAUTENM SIBISIOTCS HPOCTO
HOCHUTEIISIMU | 3I0pOBBI 0€3 MPU3HAKOB 3a00JI€BAHNSI.

e X-cIeIJIeHHAs aTaKchsl: AHOMAJBHBIM TeH HaxoguTcsd Ha X-
XpOMOCOME H TIepeaeTcsi OT MaTepu (OOBIYHO 30POBOIA) K peOCHKY.

o MurtoxoHapuaiabHasi aTakcusi: 3a00jeBaHUE pa3BUBAETCs, KOrjaa B
mutoxoHapuanpbHoi [JHK ecte anomManbHbIM reH. MUTOXOHAPUU — 3TO YacTH
KJIETOK, KOTOPbIE BBIPA0ATHIBAIOT YHEPTUI0. 3a001eBaHne OObIYHO NepeaaeTcs
10 MAaTEPUHCKOW JIMHUH.

Artakcus-teneanruskrazus  (cunapom  Jlym-bap) —  renerumyeckoe
3aboJeBaHue, HacJlelyeMoe o ayTOCOMHO-PELECCUBHOMY TUIY,
XapaKkTepu3ylollleecsi  HapylIeHHeM penapanud  J1e30KCUPUOOHYKIEHHOBOM
kucnothl (JJHK). Knuauuecku nposiBisieTcst aTakcuei BCIeACTBHE MO3KEUKOBOM
JlereHepaluy, TEJICaHTUIKTA3NUEN, TSKENBIM UMMYHOAEPHUIUTOM,
[IPEIPacIOIOKEHHOCTPIO K OHKOJOTMYECKMM 3a00JIEBaHUSIM U IOBBILLIEHHOU
4yBCTBUTEJIBHOCTBIO K PaJMallUOHHOMY BO3JcHCTBUIO. [Ipu3Haku M cHUMITOMBI
3TOr0  MEPBUYHOTO  HUMMYHOIC(PUIIMTHOTO  3a00JIEBaHUS  OTHOCHUTEIIBHO
cneun(UYHbI, OJHAKO pa3HooOpa3zue TeueHHs 3a00JieBaHMs, MHOXKECTBEHHBIE
HEBPOJIOTUYECKHE CHMIITOMBI M BapHaOEIbHOCTh KIMHUYECKHUX OCOOEHHOCTEH
4acTO MPUBOAT K 3aI103/1aJ10M IMAarHOCTUKE U HEOJIaronpusTHOMY IIPOrHO3Y.

[NepBuunbtii ummynogeguuut (ITMI), Tak e H3BECTEH KaK BPOXKICHHBIC
om0k wmMmmyHuTeTa (Inborn Errors of Immunity, IEI), mnpexacraBuser
IEHETUYECKU OOYCIIOBJIEHHbIE HAapYIIEHUs HMMYHHOH cucteMbl. CoriacHo
MpOBEACHHBIM HcclieqoBanusaM B 2022-2024 roga MexyHapOIHBIM COHO30M
MMMYHOJIOTHYecKkoro obmectsa Obutn omnucanbsl 485 dopm [IM]]. YBenuuenue
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[NepBuunbtii nmmynoaedunut. Cungapom Jlyn — bap. HM3BectHO, uTo cuampom Jlyn—
bap (atakcus-teneanruskrasusi, A-T) — 3To HacieACTBEHHOE 3a00IeBaHKE, CBSI3aHHOE
c nedexrom rena ATM, amns KOTOPOTO XapakTEpPHO COUYETAHHE IIPOTPECCHPYIOIIEi
HEBPOJIOTHYECKON CUMIITOMAaTHKH, TEJICAHTUIKTa3ui U uMMyHoiepunmrta. Bee netu ¢
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Reserved. riazonsurarenbuble  Hapymenus B 80,8%, nmusaprpus y 67,3%, OKynspHbIE

TeleaHrudKTazuu y 83,7%, koxHsble Teneanrudkrazuu y 70,2%, cuHomynbMOHaIbHbIE
uHpexkunu umenu 75%, nueBMoHus y 53,8%, otut y 32,7%, cunycut y 48,1%.

Hamm uccnenoBanusi MOATBEP)KAAIOT €AMHUYHBIE PE3YJIbTAaThl HCCIIEAOBAHUS
Dr. Ewelum Johnson Nnadi ~ 3apyOexHbIX aBTOpoB. Pa3 3To wuMMyHOnmepuuuT, CilegyeT OTMETUTh, YTO
MMMYHOJIOTMYECKHE HAapYUICHUS! ObUIM OYEHb XapaKTEpHBbI y 00CIIEeI0OBaHHBIX JETEH,
Tak JuMmdorneHus BcTpedanach y 71%, cumxenue B-knetok y 75%, cumxenne CD4+

Editor-in-Chief:

Managing Editors:

1.Harold Jan R. Terano KIIeTOK y 69%, camkenue CD8+ kietok y 51%, camxenue IgA y 63%.
CrnenoBatenbHO, BEAYLIMM KIMHUYECKUM MposiBIeHHEM cuHiapoMa Jlyu—bap
2.Dr. Mandakini Singla SIBJSIETCSL  TIPOTPECCUPYIONIEE HEBPOJOTHYECKOE TMOPAKEHHE, TMPEXKAEC BCEro

MO3KE€UKOBasl aTakcusi, npaktuyecku y 100% nanueHToB, NposiBIsASICh HEYCTOMYNBON
MOXOJKOM, YaCThIMU TMAaJCHUAMH, HAPYyIICHUEM KOOPAMHAIMU U PaBHOBECHSI.
NHupekronHplii CHHAPOM 3aHMMAeT BTOPOE BaXKHOE MECTO IMOCIIe HEBPOJIOTHUECKHUX
MPOSIBIICHUH: CHHOIYJIbMOHAJIbHBIC HMH(DEKIMH ¥ pPEeCIUpPATOPHBIC IPOSIBICHUS.
Knuauueckuit  genorun cuniapoma Jlyn—bap sABnseTcs  MyJIbTUCHCTEMHBIM
3a00JIeBaHUEM.
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