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AkTtyanbHocThb. llepBuunbie ummynonepunuraeie cocrostaus (MJIC) — renermuecku
J€TePMUHUPOBAaHHbIC 3a00J€BaHUA HMMMYHHOM CHUCTEMBbI, XapaKTEpU3YIOILIUECS BPOXKIECHHBIM
CHIDKEHHEM WJIM OTCYTCTBHEM 3aIllUTHI OT Yy>KEPOAHBIX areHToB. B HacTosIiiee Bpems yacToTa
Bcrpeyaemoctr MJIC ot 1:1000 mo 1:500 000 (B 3aBucumoctu ot Buaa MJIC).

@enorunuyeckoe mposisiaenne M/AC cBs3aHO ¢ pa3nvyHBIME MATOT€HHBIMH BapHaHTAMHU
OTpe/IeJICHHBIX T€HOB. B MaHHBIN MOMEHT Haubosee n3ydeHHbIMH siBistoTcs renbl STAT 3 GOF,
PI3KCD (kiuHUYECKH MyTalys B JaHHBIX T'eHaX Mposisisiercst B Buae cuaapoma APDS/PASLI —
CHHJIPOM aKTUBALUHU (POCHONHO3UTU/-3-KUHA3BI AeIbTa: HApyLLIEHHE PELlENTOPHOTo curuaia B T- u
B-knerkax) u FAS, CTLA4, LRBA (cuagpom ALPS — ayronmmyHnHBIiH numdonponndepaTuBHbIN
CHHJIPOM, CYyTh KOTOPOI'O COCTOMT B OJIOKMPOBKE aronrto3a T- u B-mumdonuros).

Heab: ucciienoBath B3aMMOCBA3b (PEHOTUNUYECKUX MposiBieHui cuaapomoB APDS/PASLI
u ALPS c HapyuieHusiMu B I€TEpPMUHHUPYIOIINX 3TH JUArHO3bI FeHAaX.

Martepuanabl u MeToabl. B xone uccnenoBanus ObIT OCYIIECTBICH CTaTUCTHYECKHA cOOp
naHHbIX. KonnyecTBO y4acTHUKOB B BBIOOpKE COCTaBWIIO 22 yeloBeKa B Bo3zpacte oT 4 1o 25 jer.
CraTucTHYeCKU aHaJN3 TOJTYYCHHBIX PE3yJIbTaTOB OBUT MPOU3BEICH B KOMITBIOTEPHOM MpOrpamMme
«Statistica 10».

PesyabTaThl U ux o0cy:xkaenue. Bo Bcelr BoiOOpke y 72,3% ydacTHUKOB HAOJIOIAaeTCs
muMdoaneHonatus (IpUpocT pazMepa JUMEPaTHIECKUX Y3JI0B OTHOCUTEIBHO BO3PACTHOM HOPMBI B
cpenem coctaBuin >30%; xoaddumument koppemsiun Crupmena cocraBuin 0,82) pa3inudHOM
nokanmuzamu: 'y 87,5% nanueHToB HaOIr0AaeTCsl yBeNUUYeHHE B TUM(pATUYECKUX y3J1aX OpIOIIHOM
nosiocty; y 68,75% — B obnactu meun; y 50% — rpynnoit nojoctu. [Ipu stom npu curaapome ALPS
aumdoaneHonaTus HaboaaeTcs y 72,7% nauuentos, a npu cuaapome APDS/PASLI —y 77,8%.

OTHOCHUTENBHO TeMaTOCIUICHOMETAIMN OBUIH TOJTyYeHBI CIIEAYIONNe JaHHbIe: YBEINICHUE
pa3MepoB TOJIbKO MedeHu (>12% oT Bo3pacTHO HOpMbI) OblI0 ycTraHoBieHO y 11,5%; Tonbko
cene3eHku (>23% ot Bo3pacTHOM HOpMBI) — v 15,8%; Kak meuyeHu, Tak u cene3eHku —y 73,7%
namueHTos; y 13,6% naruenTos (13 Bee BbIOOpkH) nanHoe npossierue M/IC ve ycranosneno. [Ipu
pa3feneHnyd Ha TPYNNbl MO KIMHUYECKOMY CHHAPOMY OBUIO ycTaHOBIeHO, 4to mpu ALPS
npeobiagaeT yBeanueHne 00oux opratos (45,5% mnanuentos), a mpu APDS/PASLI craticTudecku
3HAYUM NIPUPOCT pa3MepoB cene3eHku (91%); cunbHas npsmMas cBsa3b (koddduuuent r Cnimpmena
0,76 1 0,71 COOTBETCTBEHHO).

[Tpu pazneneHny BEIOOPKU O KPUTEPUIO YaCTOTHI BCTPEIAEMOCTH TSIKEITBIX WH()EKIIMOHHBIX
3a0oseBaHUl (peLMIMBUPYIOIINE MHEBMOHHM, TyOepKylie3, TsDKEJIOe TeUeHHE KOPOHABUPYCHOU
nHpekmn COVID-19) Oputa ycTaHOBIIEHA CieQyromas 3aBUCUMOCTh: TMAIMEHTHI C CHHIPOMOM
APDS/PASLI B 80% cny4aeB MMEIOT HECKOJNBKO (>2) OaKTepHalbHBIX THEBMOHHWII B aHaMHE3E;
TOTJa Kak BO Bceil BbIOOpKE KOpoHaBUpPYCHast MH(pEKUHs U TyOepKyse3 ObLIN 3aperucTpUpOBaHbI
TOJBKO Y 2 ¥ | manueHTa COOTBETCTBEHHO.

BbIBOABI: B XO/Ie CTATHCTUYECKOH OIIEHKH pPEe3yNbTaTOB ObLla yCTAaHOBJICHA TEHICHIUS K
TUM(OaTEHONATUH, B YACTHOCTH JIMM(PATHUECKUX Y3JI0B OPIOIIHON MOJIOCTH, Y MAI[MEHTOB KaK C
cungapomMom ALPS, tak u ¢ curgpomom APDS/PASLI. Cpeau Bcell BBIOOpDKH Yy OOJBIIMHCTBA
NAIEeHTOB YCTaHOBJEHO YBEJIMYEHHE TEUEHH W/WIM CeJIe3€HKU; IpHYeM TpU CHUHAPOME
APDS/PASLI gamie yBenmnuuBaeTcsi TOJBKO cene3eHka. HeoOX0MMO OTMETHUTD BBICOKYIO YacTOTY
pa3BuTHs OaKTepHaIbHON MHEBMOHMHM y naiueHToB ¢ myTauueit B renax STAT 3 GOF u PI3KCD.
Crout y4decTb, yTO BHE 3aBHCcUMOCTH OT BHua MJ[C B HECKOIBKUX CIydasiX UMEJIO MECTO Pa3BHTHE
KOPOHAaBHPYCHOM MH(EKINH U TYyOepKyie3a.
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