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BeepeHue. [IbixaTenbHble NyTU ABNAOTCA OCHOBHOWN MULLIEHbIO ANA Pa3BUTUA MHOEKLNOHHbBIX N HeMHEKLMOH-
HbIX OCNOXKHEHWI NPY NepBUYHbIX MMMyHozedbuunTax (ML), v rnaBHbIM NpegukTopoM cMmepTHocTn npu ML [1].
PaHHAs grnarHoctuka MU 1 cBoeBpemMeHHOe fieyeHne onpegensiet NCXoh PeLanBrpyoLmx FrHOMHbIX UHGEeKUNIA
N HeMHOEKLMOHHbIX MOpaXKeHU Nerkux BKYawLme pasinyHblie Mopdonormyeckme BapuaHTbl MHTEPCTULNAMNb-
HoOM nuMmdoumnTapHo 60ne3HN Nerkux, NpUBoaALLEen K dopmmpoBaHmio NHeBModprnbpo3a C NPOrpeccuBHOM NoTepu
byHKUMKM nerkux [2;3;4].

Lenb nccnepgoBanuns. OLeHNTb XapaKTep NOpaXKeHUs Ierkmx y naumreHToB C NepBUYHbIM UMMYHOAeDULMTOM.

MaTtepuanbl n metoabl. 3a nepuog c 2011 no 2021 rog B annepro-nynabmoHonornyeckom otgenexdnn Crerimy
ob6cnenoBaHo 46 NaLMEHTOB B BO3pacTe OT 4-x MecALeB A0 17 NeT C KNIMHUYECKMI U NabopaTOPHbIMU CUMATOMAMU,
COOTBETCTBYOLMMU KPUTEPUAM NOCTaHOBKN gnarHosa M, B nx uncne 32 manbunka n 14 gesouvek. MonekynapHo-
reHeTnYyeckoe NOATBEPXKAEHME AnarHo3a nosiyyeHo y 34 nay eHToB.

PesynbTraTtbl. CpejHee BpeMs OT MOMEHTA NOABMEHNA NepPBbIX CUMNTOMOB A0 MOCTAaHOBKU AamarHo3sa M co-
cTaBuno 5,5 net. Begywmmm knuHnyecknumm cumntomamu y 35 (76 %) geteii 6bino nopaxeHue pecnnupaTopHOro Tpak-
Ta. Cpean MHbEKUMOHHbIX ocnoxHeHui ML npeobnagany UHGEKUNN HUXKHUX [bIXaTeNbHbIX NyTel (MHeBMOHMUMK,
OGPOHXUTBI), BbIABNEHHbIE B aHaMHe3e y 29 (63%) naLneHTOB. Yalle BCero faHHble OCJIOKHEHWA BCTPeYanunch y naum-
€HTOB C MPEUMYLLECTBEHHO FYMOPabHbIM UMMYyHOAebMLMTOM (X-CLennieHHas arammarnobynHemusi bpyToHa; 06-
wanA BapunabenbHaa MMMyHHasa HepgocTtatouyHocTb (OBVH). Cneuymnduryeckana nHdekuma apixatenbHolx nyTein (Tybep-
Kynés nérkux, BHyTpUrpyaHbIX NuMdoy3noB) BbifABNEHa y 2-X NaLuneHToB, ¢ runep IgM cnHgpomom. Y 2-x naymeHToB
C XPOHMYECKON rpaHynémaTo3Hol 60M1e3HbI0 MarHOCTMPOBaHbl ONMOPTYHUCTUYECKMEe nHdeKymm — Acneprunnés
nérkmx, y 1 naumeHTa c HeBepudmympoBaHHbim M pa3Bunacb NHEBMOLMCTHAA MHEBMOHUA. OOHUM U3 TAXKeNbIX
N HebnaronpuATHbIX HEMHPEKLNOHHBIX ocnoxHeHUn MU aBnaeTca nHTepcTMymanbHaa numooumTapHaa 6onesHb
nérknx (U1bJ1), kotopasa gnarHoctmpoBaHa y 6 (13%) nauneHToB cpeamn HUX ognH nauneHT ¢ OBVH, y aByx nauneHToB
¢ CuHgpom HunmereH, y ogHo naumeHTkyn ¢ CUHAPOM akTUBUPOBaHHOM GoCcPonHo3nTna-3-kmHasol §, Ciigpomom
LnpXopaXu 1 ogHOro NauueHTa C TAXKENOoN KOMOVHMPOBAHHON UMMYHHOW HE[OCTAaTOYHOCTbIO. [py NpoBefeHnn
MCKT nerkux y nauyuenToB MU anarHoctupoBaHbl 6POHX03KTa3bl, GMOpPO3HbIe M3MeHeHUA, ANdPPy3Hble UHTep-
CTULMaNbHble M3MEHEeHNA MO TUMY «MaTOBOro cteknay, y naunmeHtos ¢ OBVH n Cungpomom HuiimereH BbisiBNEHbl
MHO>eCTBEHHble HOAYNsipHble 06pa3oBaHNA Pa3HbIX GOpPM 1 pa3mMepoB (0T 6 MM [0 KOHFaMepaToB. s oLUeHKM
Mopdonoruyeckux nsmeHeHmin naymeHtam ¢ AJ1bJ1 npoBoannacb 6MONCUs NErkrx rae BbisBIEHbl Pa3fiNiHble MOpP-
donornueckne sapmaHTol WIBJ: donnnkynapHbii OPOHXMONUT, HOAYNAPHaA runepnnasua n numdounTapHas MH-
TepcTuLmanbHaa NHEBMOHNSA.

Bcem nauveHTam npoBoamnach 3aMecTUTeNbHAA Tepannus BHYTPUBEHHbIMU UMMYHOF106ynmHamm Ha doHe Ko-
TOPOW OTMEYaNioCb YMEHbLUEHME YacTOTbl U TAXKECTU MHOEKLMOHHbIX 3a00/1eBaHN PeCnpPaToOpPHOro TPaKkTa, npu
3TOM UHTepCTUUMaNbHble 3ab601eBaHNA NErKMX NPOrpeccnpoBasnin Noka He Obisla Ha3HaYeHa Tepanua npenapaTaMmu
Putykcrmab unu AbatouenT.

BbiBogbl. KnvHnuyeckre nposBneHns nepBuYHbIX MMMYHOAEULMTOB Pa3HOPOAHbI 1 BKIIOYAIOT B cebA KaK WH-
beKLVOoHHbIE, TaK U HENMHPEKLUNOHHbIe OCNIoXHeHUA. [TopaxkeHune nerkux asnaetca segywumm npu MAL. CBoespe-
MEeHHaA KOMMMEeKCHaA AUAarHoCTMKa NepBUYHOrO MMMyHoaedpuumnTa KpaliHe BaXkHa A/1A Ha3HauyeHUA afleKBaTHOM
Tepanuu 1 BANAHUA Ha ncxop 3aboneBaHus.
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