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Lenv. HU3yuumv napamempuvl Hemo3a y NAyueHmos ¢ ceneKmueHuiM 0eqhuyumom uUMmyHo2nooyauna A.

Mamepuan u memooul. Hccredosanvl ocobennocmu nemo3000pazo8anust 1eUKoyumos nepu@epuieckol kposu
vy 46 nayuenmos (21 myorcuuna u 25 scenwgun, cpeonun sospacm 37+12,7 200a) ¢ eepuduyuposantvim OUaAHO30M
cenekmueHblll Oeuyum UMmMyHo2100yauna A.

Pezynemamer. 'V nayuenmos ¢ cenexmusnoim Oepuyumom IgA obnapyscena axmusayus nemosa (NET30cn,
NET30cr, NET150cn u NET150cr p<0,001) omnocumensho epynnuvl cpasnenus. MaxkcumanbHas cmenens nogviuie-
HUSL Hemo3a AeUKOYUmos nayueHmos ommedanacs npu kpamxocpounou unkyoayuu xkiemox (NET30cn, NET30cr).
Buvisagnena e3aumocsnss meaicoy yposnem Hemosa u anonmomuyeckol akmugHocmoio netimpogunos. ¥ nayuenmog ¢
00HOBPEMEeHHOT akmugayueli Hemo3a U nPoOYKYUl CynepoKCcUO-aHuoHa Hetimpoguiamu ycmanogiena 6oiee 4acmast
8CMPEUAEMOCb COUCTNAHNBIX KIUHUYECKUX NPOSAGIEHUTI OMHOCUMENbHO NAYUEHINOS C U30IUPOBAHHBIM NOBbIUUEHUEM
nemosa (x2=9,19; p=0,002).

Buigoowl. [lposedennoe ucciedosanue npooemMoHCmMpUpPoO8AIo, Ymo y NAyueHmos ¢ CeneKmueHbiM 0euyumom
UMMYHO2T00YIUHA A 6 Nepuod pemuccul UHPEKYUOHHO-80CNATUMENbHBIX 3a001€8AHUI NOGBIULEHA CHOCOOHOCTb Heli-
mpo@unos Kposu K 00pazo8anuio IKCMpaKIemouHvixX cemell 8 coYemanuy ¢ akmusayueti Opy2ux nposeieHull peax-
MUBHOCU HEUMPODUNOE — CYNEPOKCUO-AHUOH-NPOOYYUPYIOWel QyHKyuel U anonmo30M.
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Beeoenue

CenekTUBHBIN JIeQUINT HUMMYHOTIIOOynMHA A
(Selective IgA Deficiency, SIgAD) — camslii pac-
MPOCTPAHEHHBIH MEPBUYHBIA  MMMYHOAC(QUIINT.
Benymue xknunuueckue nposisienust SIgAD — pe-
LIUINBUPYIOIIUE CHHYCHO-IIyJIbMOHAJIbHBIE — HH-
(exIyn, BhI3BaHHBIC Yallle BCETO BHEKIETOUYHBIMHU
MHKAIICYJUpOBaHHBIMU OakTepusmu (Streptococcus
pneumoniae, Haemophilus influenza u ap.), xemny-
JIOYHO-KHILIEYHBIE PACCTPOUCTBA; XapaKTepHa TaK-
K€ TIOBBILICHHAs YaCTOTa PAa3BUTHSI Ay TOUMMYHHBIX
MIPOLIECCOB M 3JI0KAaUYECTBEHHBIX HOBOOOPAa30BaHMMN
[1,2,3].

B ocHoBe narorenesa 3a0osieBaHus JIEKHUT Hapy-
IIEHHE MPOIIECCOB MEepPEeKIUYeHNs n30Thna B-kie-
TOK M TEPMUHAIILHON TU(PepeHINPOBKY I1I1a3M00-
JacToB B mpoayuupyooume IgA rmazMaTuueckue
kietku [1, 3]. IlpuunHO# TakWX HAPYIICHWA MO-
ryT ObITh TeHeTnueckne mytauuu (JAK3, RAGI,
RAG2, TACI, CXCR4, STAT1), nuchyHKIHH UM-
MYHOKOMIIETEHTHBIX KJIETOK, ANCOaIaHC IIMTOKH-
Hos (IL-4, IL-6, IL-7, IL-10 u IL-21, TGF-B) [1.,4].
W3BecTHO, uTO B npoueccax AnpHepeHIUPOBKY aH-
TUT€H-CTUMYJIMPOBAaHHbBIX B-Ki1eTok Ba)kHYIO posb
urpart HeltpoduiabHabie rpanynonuTs (Hd). Tak,
gepe3 MPOoAYKIHIO pacTBOpUMBbIX (haktopoB (BAFF,
APRIL, IL-21) Hd criocoOHBI BIHMATH Ha CO3peBa-
Hue U nposmdepanuio B-mumdonuros [1, 5, 6].
[Ipu >ToM Hd ¢ moBwIeHHO# Kcnpeccuelt MoJie-
kyn IL-10, aprunasel, nNporpaHyjvMHa yCHUIUBAIOT
B-knerounslii oTBeT Ha T-HE3aBUCUMBIE AHTUI€HBI
W TIOJABISIIOT OTBET Ha T-3aBUCUMBIC aHTUTCHBI
[6]. Hd, sxcnipeccupytomiue 3nacrazy, CD15 u mo-
nexynbl agresun CEACAM-1, ciocobubl hopmu-
posarbs JIHK-comeprkamue cerenoqo0HbIE CTPYK-
Typsl (NETS), koTOpsle MOTYT BCTyHaTh B TECHBIN
KOHTaKT ¢ IgD*- B-knerkamu [7, 8]. KoMmmoHeHTsI
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NETs yepe3 TLRY renepupyroT 3KCIAHCHIO ayToO-
PCaKTUBHBIX B-KJIETOK mamsaTH W TakKuM 00pa3om
Y4acTBYIOT B 3aIlyCKe IMPOLIECCOB ayTOUMMYHHU3A-
uuu [9, 10, 11]. BeleckazanHoe mo3BOJISIET pac-
CMaTpuBaTh MapaMeTpbl HETOTHMYECKOW aKTHBHO-
cti Hp B xauecTBe mOTEHIMAILHBIX OHOMapPKEPOB
MPOTPECCUPOBAHUS U PA3BUTHUSL OCIIOKHEHUU TIPHU
SIgAD, 4TO NEepCNeKTUBHO ¢ TOUKH 3pEHUS pa3pa-
0OTKH HHIUBUAYATH3UPOBAHHBIX TEPAIeBTHYECKUX
MOAXO/I0B.

Ilenwv uccnedosanun — N3y4uTh NapameTpbl He-
TO3a y MAIUEHTOB C CEJICKTUBHBIM JICHUITUTOM HUM-
MyHOTJIOOyMHa A.

Mamepuan u memoowt

O6cnenoBanbl 46 manueHToB (21 MyXduHa ©
25 JKeHIMWH, cpemHmii Bo3pact 37+12,7 toma) c
nmuarHo3zoMm SIgAD. Bce manmeHThl HaOMIOAATNCH
B OTJI€JICHHH MMMYHONATOJIOTUH U aJlJIeproJIoruu
I'Y «PecnyOnukaHCKuii — HayYHO-NPaKTHYECKUN
LEHTP PaAMaliOHHON MEIULIMHBI U SKOJIOTHHU YeJo-
Beka» (I'Y «PHIILL PM u DUy, r. 'omens, Pecrry-
ommka bemapycs). Jlmarno3 SIgAD Bepuduiupo-
BaH B COOTBETCTBUU C pabOUYUMH PEKOMEHIAIIHSIMHU
[TaHaMepuKaHCKOW  IpymHIbl 1O  UMMYHOJE-
¢unuty (Pan American Group for Immune
deficiency, PAGID) u EBpomeiickoro o0miectsa
mo wuMmmyHonedurram (European Society for
Immunodeficiencies, ESID) 2019 r. Kpurepusamu
MOCTAHOBKHM JMarHo3a IMPHU3HAHbl KIMHUKO-aHAM-
HECTUYECKHUE JIAHHBIE U PE3yJIbTaThl JIA00OPAaTOPHBIX
WCCIICIOBAaHUI: CTOWKOE CHW)KEHHE YpoBHA [gA
menee 7 mr/mr (0,07 r/7) mpu HOPMAITBEHOM YpOB-
He IgG u IgM B CBIBOpPOTKE KpPOBH, PE3yIbTATHI
MMMYHO()EHOTHIINPOBAHMA, HUCKIIOUYEHUE NPUYUH
BTOPUYHOHN rumnoramMmmMario0yiuaemun. Oo0cieno-
BaHHE MAIMEHTOB POBOAMIOCH B ICHb 0OpAaICHUS
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B I'Y «PHIIL] PM u DY» m1st miiaHoBOM €XXEeroaHoi
TOCTTUTAIIN3AIUH IO TIPOBEACHUS JIe4eOHO-THArHO-
cTHYecKHX mporenyp. OMHUM U3 YCIIOBHIA TOCITUTA-
JU3aiuu ObLIO OTCYTCTBHE HH()EKIIMOHHO-BOCIIA-
JIUTEIBHBIX 3200JIEBAaHUI U OO0OCTPEHUS XpOHHYE-
CKOU MAaTOJIOTHUH.

I'pynny cpaBHeHus coctaBunu 60 mnpaktuye-
CKH 3/IOpPOBBIX JIMIl, COTIOCTaBHUMBIX C TPYIIION
MAIMeHTOB TI0 MOy W Bo3pacTy (34 MyXYMHBI U
26 xeHmwuH, cpeanuii Bo3pact 39+11,2 roma), He
UMEIONIMX  KIMHUKO-T1a00paTOPHBIX  IPU3HAKOB
MMMYHOJIOTHYECKOW HeI0CTaToyHoCcTH. KnmHnde-
CKOE€ HCCIIeZIOBAHUE BBIMIOJIHEHO B COOTBETCTBHH
STUYECKUMHU TPUHIMIAMU XeJIbCUHKCKON Jlekma-
paruun  Bcemupnoit MenunuHackolr Acconuanuu
(64th WMA General Assembly, Fortaleza, Brazil,
October, 2013).

Kpome o0menpuHATOr0 KIMHHUKO-Ia00paTop-
HOT'O OOCIJIEJIOBAHNS OIEHUBAJN HETO3 JIEUKOIIUTOB
KPOBH, a TAKXKE APYIHe NPOSABICHUA PEAKTUBHOCTH
Ho — cynepokcua-aHHOH-TTPOAYIUPYIONIYIO (YHK-
LU0 U alIONTOTHYECKYIO aKTUBHOCTb.

MatepuasioMm ISl HCCJCIOBaHHS  CIYXKHIIa
B3BECh JICHKOIIMTOB, MOJYYCHHAs! U3 TeIapUHH3H-
poBaHHO# BeHO3HOH KpoBH (10 En/mi) myrem ot-
crauBanus npu 37°C B TeueHue 45 MUHYT U pa3Be-
IeHHbIX (hochaTHO-coneBbiM Oydepom (pH=7,4) 1o
coaepxxanust Hp 5x10° kmetok/mit. B kadecTBe CTH-
MyJIITOpa B TECTaX HCIIOJIb30BaIH YOUTHIN Harpe-
BAHHMEM IPEONCOHU3UPOBAHHBIA MYy3€HHBIN ITAMM
S. aureus ATCC 25923 (koHIIeHTpamwsi MUKPOOHBIX
ten 108 KOE/m).

OlleHKY WHTCHCUBHOCTH (POPMHUPOBAHMS HEH-
TpoduibHBIX BHekJeTouHbIX JoBymek (NETosis
— HeTo3) npoBoauiy 1o Metony U. W. lonrymuna
u coast. (2010) B Hamelt Mmomudukaruu [12]. Orne-
HuBanm cnoHTaHHb (NETcen) n mHIynMpoBaHHBIH
(NETecr) HeTro3 npu kpaTkocpodroi (30 MHHYT) U
qmrtenbHol (150 MuHYT) HHKYOAIIUH KJIETOK B cpe-
ne mpu 37°C. MUKPOCKOMUYECKH MOACUYUTHIBAIN
KOJIMYECTBO HETOTHYECKU-TPAHCPOPMHUPOBAHHBIX
Hd (Torkme cBoOomHOMEKANITE BHEKIIETOYHO pac-
MOJIO’KEHHBIE (PHOPUIISIPHBIE CTPYKTYPhI CHHE-(PH-
osleToBoro 1BeTa) Ha 200 IrpaHyIONUTOB B Tpera-
patax, okpauleHHbIX 10 PoMaHoBckoMy-I'umse. Pe-
3yJIbTaThl UCCIIEI0OBAHMUS BBIPAYKAIU B ITPOIICHTAX.

AmonToTHYECKy akTuBHOCTH H{ oueHuBa-
mu o Meroguke A. Gorman, (1996). CycneHsuro
OKpAIIUBAIA CMECHIO aKPUIUHOBOTO OPAHIKEBOTO C
stuaumyMoM opomuaoMm (Sigma, CIIA), KIeTKH WH-
kyOupoBanu B TeueHue 150 munyt npu 37°C B cpe-
ne (uam B cpeae co ctumynaropoM). C mOMOIIBIO
JIOMHHECIICHTHOH MUKpockonuu (Axiostar plus
HBO 50/AC; ZEISS, I'epmanust) orpenemsiiy 100
aroNTOTHYECKUX KIIETOK B CIIOHTAHHOM U CTUMYJIH-
poBanHoM Tectax (ACII; ACT). Unentudukanys
anoNTOTHYECKH-U3MEHEHHBIX KIIETOK OblIa OCHO-
BaHa Ha MX MOP(OIOTHUECKUX XapaKTEePUCTHKAX:
sJipa OKPYIJIOH (hOPMBI, TIOTHBIE C KOHJICHCUPO-
BaHHBIM XPOMAaTHHOM, OJIHOPOJHO OKpAaIlCHHBIC B
3€JICHBIH IBET C IPKIUM CBEUCHHEM.

CymiepoKCHI-aHHnOH-TIPOAYITUPYIONYyI0  (DyHK-
o Hd onennBanu B TecTe BOCCTAHOBJICHUS HH-
TpocuHero Terpazoiuss B crnoHTaHHOM (HCTen)
n crumyiupoBanHoM (HCTecr) BapuanTtax. Yum-
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THIBAJIM TIPOIIEHTHOE Ccoj/iepkaHue (opmazaH-TIo-
JOKUTENBHBIX KIeTok Ha 200 cocunTaHHBIX
TPaHyJIOIUTOB.

Cratuctiueckas o0paboTka MOJTy4YEeHHBIX JaH-
HBIX IPOBOAMIIACH C TIOMOMLIBIO TTAKETOB MPOTrPaMM
StatSoft «Statistica» 13.0 (Trial-Bepcust). [IpoBepka
HOPMAJIBHOCTH pPaclpe/ie]ieHnss KOJTHYECTBEHHBIX
MIPU3HAKOB MPOBOAMIIACH C MCTIOIH30BAHUEM KPH-
tepust Shapiro-Wilk test. YuuTsiBas, 4o pacrpese-
JICHWE YUCIIOBBIX 3HAYEHUH OTIMYANIOCh OT 3aKOHA
HOPMAaJIbHOTO PacHpeACiICHUs], Pe3ybTaThl HCCie-
JIOBaHWS OBUIM TIPEACTaBICHBI B BUJEC MeEIHAHBI
(Me) u mHTepKBapTHIBHOrO pasMaxa (Q,,:-Q ).
J11s cpaBHUTENBHOTO aHAJIN3a MEXKY HE3aBUCHMBI-
MU TPYINAMH HCCIIEYEMbIX TPU3HAKOB HCIOIIB30-
Basicst kputepuit Mann-Whitney (U-test). Hanmnune
CBSI3U MEXKY U3y4acMbIMHU [TOKA3aTEISIMU OLICHHBA-
JIU C HCIIOJIb30BaHUEM KOPPENSAIMOHHOTO aHaIH3a
no merony Crmpmena (r: kKod(puunent Koppens-
1uH). Paznnums 9acToT BCTpedaeMOCTH TPHU3HAKOB
OIICHUBAIIUCH C TIOMOIIBIO KPUTEPHS Y2 B TAOIHIIAX
COMPSDKEHHOCTH 2X2. KpuTnueckuii ypoBeHb HyJIe-
BOM runoTe3bl npunumMacs mpu p<0,05.

Pezynomamot u oocyncoenue

PesynbraThl HccienoBaHusl IOKa3aTeneld He-
TOTMYECKOW aKTHUBHOCTH y marnueHtoB ¢ SIgAD
npeJcTaBiieHbl B Tabnuie. Kak BUIHO U3 TaOHIIbI,
OTMEYAJIUCh BBIPAKECHHBIC U3MEHCHHSI [TapaMeTPOB
HETO03a HECMOTpS Ha TO, 9YTO Ha MOMEHT 00CIIe10Ba-
HUS TMAIMECHTH HE UMENH KIIMHUKO-Ta00paTOPHBIX
MIPU3HAKOB aKTHBHOTO BOCITAJTUTEIIHFHOTO TIpoIiecca.

Tabnuya — HapaMeTpBI HETO3a y IAalMEeHTOB
SIgAD, Me (Q,,-Q,,
Table — Parametors o% NETosis in SIgAD patients,

Me (Qo,zs'QOJS)

ITokasarens, I'pynna cpaBHeHus, OcHoBHas Tpymma,
€IMHUIIA U3MEPEHUS n=60 n=46
NET30,,, % 2,0 (2,0; 3,0) 5,0 (3,0, 7,0)"
NET30,, % 4,0 (3,0; 5,0) 7,0 (5,0;9,0)"
NET150,,, % 5,0 (4,0; 6,0) 8,0 (6,0; 10,0)"
NET150,.,, % 9,0 (8,5; 10,0) 12,0 (9,0; 15,0)"

* — pazauyus 3HAUUMbL 8 CPAGHEHUU ¢ KOHMpoabHot epynnotl (p<0,05;
U-kpumepuii Manna-Yummnu)

CnocobHocts Hp k QopmupoBanuio 3KcTpa-
LEJUTIONISIPHBIX  ceTel Oblla TOBBILICHA OTHOCH-
TEIbHO KOHTPOJBHON rpynnsl kak npu 30-mu-
HyTHOM (NET30cn, NET30cr p<0,001), Tak u nipu
150-muayTHOM (NET150cn 1 NET150cr p<0,001)
KyJIbTHUBUPOBAHMU KIETOK. OIeHKa pe3yabTaToB
B KYJbTypax C pPa3sHOM JIUTENBHOCTBIO MHKyOa-
UM JICHKOIUTOB MO3BOJIMIA HAM MOJXYYUTh Hpe-
cTaBlieHHE O (PYHKIMOHHUPOBAHUU IPOTPAMMBI KaK
KITACCHYECKOTO (CYHITHIATHHOTO), TaK M BUTAIILHO-
ro 00pa3oBaHMs HEUTPOPUIBHBIX ceTeld. I3BeCTHO,
YTO CYWIUAAIBHBIA HETO3 HETIOCPEICTBEHHO 3aBH-
cut ot aktuBHOCTH NADPH, npencrasnser coboit
MeIJICHHBIN mpornecc (2-4 vaca) aerpajianu siuep-
HOU O0OJIOUKH M PEMOJCITUPOBAHUSI XPOMAaTHHA B
CeTYATYI0 CTPYKTYpY, C MOCIEAYIONINM BBICBOOO-
xaenreM NETs Bo BHEKIIETOYHOE MPOCTPAHCTBO U
rudensto Hd. Hanportus, Butanbubiii, NADPH-He-
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3aBHCHUMBII HETO3 MMPOUCXONT B TEUCHNE HECKOIb-
KX MUHYT ¢ (OpPMHUPOBAHUEM W3 SIIEPHON 000-
nouku JIHK-copepkaimnx BE3UKYJ, BBIIEISIEMBIX
HapyXy IyTeM SK301IUTO3a 0€3 MOBPEKIACHUS KJle-
TOYHOW MeMOpaHsbl. [Ipu 3TOM KHU3HECIIOCOOHOCTH
u (yHKIMOHANBHAS akTUBHOCT, H¢ HekoTopoe
BpeMs ocTaeTcsi coxpaHHo. CyuuaanbHbIil HETO3
UrpaeT OOJBIIYI0 POJIb B MPOTUBOMHGEKIIMOHHOM
OTBETE OpraHM3Ma, TOTJa KaK BKJIAJ] BHUTAJIHLHOTO
HETO03a B 3aIUTYy OT NaTOI€HOB 3HAUUTEIHLHO HIDKE,
HO BO3MOJKHO €r0 y4acTHE B MEXaHU3MaxX ayTOMM-
MyHu3auuu [9, 10]. Hamu naHHble CBUAETENbCTBY-
0T 00 aKTHBAIMH KaK MPOTPaMMBbI BUTAIBHOTO, TaK
U CyHMIIMIATBLHOTO HEeTo3a y marueHToB ¢ SIgAD.
YacTOTHBIM aHanIu3 MPOJEMOHCTPUPOBAT IOBBI-
menue NETs y 78,3% maunentoB (n=36, ¥2=63,9;
p<0,001), mpuuem TONBKO B 5 ciydasix U3MEHSIICS
onuH w3 mokasartened. lpum 3TOoM wacrora Berpe-
YaeMOCTH TIOBBIIIEHHBIX TMapaMeTPOB BUTAIHHOTO
HeTo3a OblJIa CONMOCTaBUMa C YaCTOTOW CITydaeB I0-
BBIMIICHUS CynnmaaipHoro Hetosza (67,4 u 50,0%;
58,7 n 50,0%, coorBercTBeHHO). B TO *Ke Bpems
crenenp yBenuueHus konmyectsa NETs okaszanach
3HAYUTENFHO BBIIE B TECTaX BHUTAJIBHOTO HETO-
3a (B 10 pa3 mis CIIOHTaHHOTO TecTa, B 5 pa3 s
CTUMYJIMPOBAHHOTO), TOTNA Kak B 150-MHHYTHBIX
KyJlbTypax (CyWIUAaIbHBIA HETO3) — HE MpeBbIIIa-
na 1,5 paza. MakcumabHbIE 3HAUCHUS BUTAIBHOTO
NETosis coctaBuin B crioHTaHHOM TecTe 35,0%, B
ctumyarpoBaHHoM — 30,0%. Y 3Toro ke nanueHTa
WHTEHCHBHOCTh CYHIIHJAIBHOTO HeTo3a Oblia Me-
Hee BeIpaxkeHHou — 29,0 u 13,0%, coOTBETCTBEHHO.
Huarno3 SIgAD Obu1 ycTaHOBIIEH JIUIITH B BO3pAcTe
60 sier. B TO ke Bpems CKJIOHHOCTh K HacTBhIM pe-
CIUPATOPHBIM MH(MEKIUIM OTMEYAJIaCh y JTAHHOTO
MaIeHTa, HaduHasl ¢ JIETCKOTO Bo3pacTta. B 3pemom
BO3pacTe U3 MH(PEKITMOHHO-BOCTIAINTEILHBIX 3200-
JIEBaHUU €ro OECITOKOWII JUIIh (OJITUKYIIUT BOJIO-
CHUCTOM YaCcTH TOJIOBbI. AYyTOMMMYHHBIX 3a00JIeBa-
HUH y JTaHHOTO NanyeHTa He HaOIr1aI0Ch.

B mocnemnue 1o/l HAKOIIJICHBI JAHHBIE O BO3-
MOJKHOU POJIM HETO32a B PA3BUTHU IIMPOKOTO CIICK-
Tpa 3aboneBanuit. C ogHo# croponsl, NETs mMoryT
paccMaTpuBaThCS Kak (DAKTOp 3aIIuThl OT WHGEK-
AN, TOTONHSS OaKTePUITUIHBIC CBOWCTBA AKTUB-
HeIX (GopMm kucinopona (ADK), npomyumpyembix
Hd. [Ipu 3TOM akTHBanus 00pa30BaHUs BHEKICTOY-
HBIX CETeH MPOUCXOANT MAPAIIIEIBHO C MTOBBIIICHH-
eMm AOK-niponymupyromux cBoiicts Hp. C apyroii
CTOPOHBI, OTHCaHa aKTUBAIMs HEeTo3a 0e3 yBemH-
yeunss ADK-npoaykmmn, kotopas MOXKET HOCHTH
JIECTPYKTUBHBIA XapaKTep B CBSI3U C OTCYTCTBHUEM
Ouonoruueckoi nenecoodpasnoctu. [1pu sTom BHe-
KIIETOYHO PAaCIIOIOKEHHBIE (DEpMEHTHI CIIOCOOHBI
BBI3BIBATH JIECTPYKIMIO KIIETOYHBIX MeMOpaH, a
cBoOomHo nexamme HuTH JJHK — mHgynupoBaTh
ayTOMMMYHHBIE paccTporictsa [9, 11, 13, 14].

Kak omucano Bblle, yBelIWYeHUE MapaMeTPOB
BUTAJIBHOTO HETO3a HAaOJF0/IaJI0Ch HaMU OoJice YeM
y TIOJIOBHHBI 00CIIe/TOBAaHHBIX ManueHToB. [Ipu 3ToM
y MMalMeHTOB C aKTHBAINEH HET03a OJHOBPEMEHHOE
nossitienne APK-npoaykinu ormedanocs B 41,9%
ciyuaeB st NET30cn 1 47,8% — nnst NET30cr, a'y
58,1 u 52,2% mnanueHToB, COOTBETCTBEHHO, NUMEJIO
MECTO TOJILKO MOBBIIIEHUE HET03000pa3oBaHust 0e3
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aKTUBAIlMU CHHTE3a CYyNEepPOKCHI-paiKana. Xapak-
TEpHO, YTO B MOATPYIIE MAI[EHTOB C aKTHBAIUEH
Ho no mpunnmny «surtaneHblii HeTo3+ADK-11pO-
JTYKIUs» TO0Ka3aTelu CyWIUAaIbHOIO HEeTo3a OKa-
3aJIMCh 3HAYMMO HUKE MO0 CPaBHEHMIO C IallMEH-
TaMUu TOATPYIIEI ¢ akTuBanue Hp mo mpuammmy
«T10oabK0 HeTO3» (NET150cr, p=0,03). Y HUX Xe m0-
CTOBEpHO Yallle BCTPEUAIHCh COYETAHHBIC KIMHH-
YecKHe TPOSIBICHNUS (PEIMIUBHPYIONIHE HHPEKINU
BEPXHUX JIBIXaTEeJIbHBIX MyTeH + CHUHIpPOM pasipa-
JKEHHOTO KHUIIICYHHKA, apTPUT, Ay TOUMMYHHBIN TH-
PEOUINT, alyieprudeckre 3a00IeBaHns) B OTIIHYHNE
OT TMAIUEHTOB C U30JUPOBAHHBIM TTOBBIIIIEHUEM He-
TO3a («TOIBKO HETO3Y) (¥2=9,19; p=0,002).

W3BecTHO, YTO BaXXHBIM (DAaKTOPOM, WHIYIIH-
pyromum popmupoBanue NETS, SBISIFOTCS KOH-
TaKTHbIC B3aUMOJICHCTBUS aKTUBUpOBaHHBIX H ¢
KIIETKAMH, HAXOASIIUMUCS B COCTOSIHHH arioITo3a.
[Ipu saTrom Hd, comeprxarime ocTaTKu armmonTOTHYC-
CKHX KJIETOK, He ()OPMUPYIOT IKCTPAKIECTOUHBIE JIO-
Bymku [11, 14, 15]. IlapameTpsl anonToTuyeckon
aktuBHocTH H Hamu mpoananusuposansl y 30 u3
46 oOcieoBaHHBIX MAalMEHTOB. B 1enom ypoBeHb
cnonTanHoro anonto3a (ACII) y matmentoB SIgAD
OBLJT TTOBBIIICH MO0 CPABHEHHUIO CO 3JIOPOBBIMHU JTUIA-
Mmu (p<0,001), a cTOCOOHOCTH K Pa3BUTHIO AIlOTTO-
TUYECKOHN peakiuu B oTBeT Ha ctumMyJrsiuio (ACT)
He U3MeHsach. lIpu 3ToM cienyer oTMETUTD, UTO Y
nanuenToB ¢ akruBaiueit NET30cn (n=23) nokasa-
tenu ACII ObUTH 3HAYMMO BBIIIIE OTHOCUTENHHO Ta-
IIUEHTOB C HOPMaJIHHBIMH 3HAYEHUSIMHU HETO3000pa-
3oBanuA (26,0% (16,0-34,0) vs 12,5% (7,0-17,0),
p=0,02), a mpu noBeimern NET30cr (ctumynupo-
BaHHBIN TecT, n=22) — 24,0% (20,0-32,0) vs 13,0%
(10,0-17,0), coorBerctBenHo (ACII, p=0,03). Ana-
JIOTUYHAsI B3aMMOCBSI3b HAOIFO/1aach | 10 MoKa3a-
temsiM cyunuaaiabaoro Heto3a (NET150cn «—ACII
r=0,507, p=0,01; NET150cr «<ACII r=0,420;
p=0,04). [Tapametpsr ACT B cpaBHUBaEMBIX MOJ-
rpynnax He pa3inuyalinch.

TakuMm 00pa3oM, MPOBEACHHOE HCCIIEA0BAHNE
MPOAEMOHCTPUPOBANIO, YTO Y manueHtoB ¢ SIgAD
B TIEpPHOJ pPEMHUCCHH HH()EKIIMOHHO-BOCTIAIH-
TEIbHBIX 3a00JIEBaHWI TIOBBIIIEHA CIIOCOOHOCTD
Hd xpoBu Kk 00pa3zoBaHUIO 3KCTPALICILTIOJISPHBIX
ceTeil B COYETaHHWU C aKTHUBALUMEH IPYTrHx INposB-
nenuil peaktuBHocTH H¢, a mmenno cynepokcua-
AHUOH-TIPOAYIUPYOIIeH (YHKIIMEH M aIromTO30M.
Upesmepras aktuBarus Hd MoxeT ObITh MaTorexne-
THYECKOH OCHOBOW pPa3BUTHS KOMOPOWIHBIX 3a00-
neBaHuit pu nedunmre IgA.

Buoieoowt

1. Y mamueHToB C CEJIEKTUBHBIM Je(QUIIUTOM
IgA noBeiiena cioco6Hocts H kpoBH Kk 00pa3zo-
BaHUIO DKCTPAICILTIOIAPHBIX CETEH OTHOCUTEIHHO
3mopoBbIX JUll (NET30cn, NET30cr, NET150cn u
NET150cr p <0,001), koTopas BeIsiBIsiacsk B 78,3%
CIIydJaes.

2. MakcuManbHas CTENeHb MOBBIIIEHUS HETO3a
JIEHKOITUTOB MaMeHTOB (B 5-10 pa3 OTHOCUTEIHHO
TPYNIBl CpaBHEHUS) OTMeUanach MpHU KpaTKOCpOU-
Hoi nuKyOarmu kietok (NET30cn, NET30cr), TOT-
Ja Kak npH 150-MuHYTHOW MHKYOAli HETO3 MOBbI-
rasncs Tonbko B 1,5 paza.
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3. V nauuMeHToB ¢ OJJHOBPEMEHHOM aKTUBAIUEH

HETO3000pa30BaHusl M MPOAYKIUH CYIEPOKCH]I-
aHMOHA JICHKOIUTaMHU OOHapy)keHa Oojiee yacTast
BCTPCUACMOCThL COYCTAHHBIX KIMHHUYECKUX IIPO-
SIBIICHUH (pelUIUBUPYIONINEe HH(DEKIMH BEPXHUX
JIBIXATENbHBIX MYTeH + CHHIPOM Pa3Ipa)KCHHOTO
KHAIICYHHUKA, apTPHUT, ayTOMMMYHHBIA THUPEOW/IHT,
aJuIepruuecke 3a00JIeBaHUsA) OTHOCHUTEIBHO IIa-

10.

11.

12.

13.

14.
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NETOSIS PARAMETERS IN PATIENTS WITH SELECTIVE IGA

DEFICIENCY
S. S. Prokopovich, 1. A. Novikova

Gomel State Medical University, Gomel, Belarus

Objective. To study NETosis parameters in patients with selective immunoglobulin A deficiency.

Material and methods. We studied the features of NETosis in peripheral blood of 46 patients (21 males and 25
females, mean age 37+12.7 years) with a confirmed diagnosis of selective immunoglobulin A deficiency.

Results. Activation of NETosis (NET30sp, NET30st, NET150sp and NET150s1, p<0.001) was found in patients with
selective IgA deficiency relative to the comparison group. The maximum degree of increase in leukocyte NETosis in
patients was observed during short-term incubation of cells (NET30sp, NET30s1). The relationship between the level of
NETosis and apoptosis of neutrophils has been revealed. The patients with a simultaneous activation of NETosis and
superoxide anion production by neutrophils showed a higher incidence of combined clinical manifestations compared to
patients with an isolated increase of NETosis (y2=9.19; p=0.002).

Conclusion. This study demonstrated that in patients with selective immunoglobulin A deficiency during remission
of infectious inflammatory diseases, the ability of blood neutrophils to form extracellular networks in combination with
the activation of other manifestations of neutrophils reactivity — superoxide anion-producing function and apoptosis — is
increased.
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