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®OYHKLUMNOHAJIbHbINA CTATYC HENTPODUIJI0B KPOBU
NMPU BPOXXAEHHbIX AEDEKTAX AHTUTENTIOMNPOAYKLUUN

Hosuxosa I.A., IIpokonosuu C.C.

YO «lomenvckuil eocyoapcmeennviii meduyuHckuill ynusepcumem», 2. lomens, Pecnybauka beaapyco

Pesiome. [TpoaHanusupoBaHbl moKa3aTeau (PyHKIIMOHAJIBHOIO cTaTyca HeilTpoduiaos kpoBu 'y 100 B3poc-
JIBIX TAIIUEHTOB ¢ BepU(PUIUPOBAHHBIM IUATHO30M «IIEPBUYHBIN Ae(UIIAT aHTUTEIOIIPOIYKIUN» (44 11a-
HUEeHTa ¢ O0LIMM BapruabeabHbIM MMMYyHoaedunnToM — OBUJI, 56 dyenoBeK ¢ ceJIEKTUBHBIM IE(PUILIMTOM
IgA — SIgAD). luarHo3 ycTaHOBJIEH B COOTBETCTBUM C TMArHOCTUYECKUMU Kputepusmu IlanamepukaH-
CKOM TPYMIIbI 110 JleueHU0 uMMyHoaeduuuToB (Pan-American Group for Immunodeficiency) u EBporneii-
cKkuM ob1rectBoM nmmyHoneduimto (Europian Society for Immunodeficiency). Kputepusimu moctaHoBKu
INAarHo3a SIBIISUINCh KIIMHUKO-aHaAMHECTUIECKIEe JaHHBIC W Pe3yJIbTaThl 1a00paTOPHBIX McciienoBaHmii. Bee
nauueHThl ¢ OBU/I nojiyyanu peryisipHyro 3aMeCTUTEILHYIO Tepalluio IpernaparaMid UMMYHOTJIO0YJIMHOB,
a mauueHThl ¢ SISAD — cumniTomaTuyeckoe JieueHue Mpu HeooxonumocTtu. O0cienoBaHue MTPOBOAUIOCH
BHE 31MM30/1a MHMEKIITMOHHO-BOCITAIMTEILHOTO Mpoliecca U 00OCTPEHUST XPOHUYECKOU TaTOJIOTUU B JICHb
oOpaIlleHus OIS TJIaHOBOM TOCITUTAIA3AIINH, 10 IIPOBEICHUS JICUCOHO-TMaTHOCTUYCCKUX TTpotieayp. Kpome
OOIIETPUHSITOTO TSI M3ydaeMbIX 3a00eBaHUI KIMHUKO-Ta00paTOpHOro o0Caea0BaHUS TIPOBeIeHa OIIeH-
Ka GYyHKIIMOHAIbHOTIO cTaTyca HEUTPOMUIOB: MPOAYKIIUS CYyNePOKUI-aHUOH-paaKaaa, oopa3oBaHUE dKC-
Tpaue/UTIoAsIpHbIX ceTeil (Heto3, NETS), moriotureabHas U aronToTudyeckass akTUBHOCTb. C yu4eTOM KJIU-
HUYECKUX IposBiieHnit namueHTsl ¢ OBU/I pasgeneHbl Ha 6 KIMHUYECKUX MOATPYIIIL: 0€3 OCI0XHEHUIA,
cBsa3aHHbix ¢ OBU (13,6%); nHbEeKIIMOHHBIE OCIOXHEHUS B BUIE OPOHX0IKTaTUUeCKOI 6ojie3Hu (15,9%),
ayTOMMMYHHBII cuHAapoM (22,7%), monukiioHaabHas JuMdbounaHast nHbwisrpanus (13,6%), sHTeporaTu-
yeckuii cunapom (34,1%) u 3nokadecTBeHHbIE HOBOOOpa3oBaHusd (9,1%). Y mauneHTos ¢ SIgAD BblaeaIn
4 denotuma: 6e3 ocIOXHEeHUM, cBa3aHHBIX ¢ SIgAD (28,6%); ayroumMmyHHBIH cuHapoMm (16,1%), He3mo0-
KaudecTBeHHas JmMdonponudepauus (3,6%) u sntepomnarus (28,6%). BrisiBiieHa 6osiee BbICOKasl 4acToTa
HEeUH(EKIIMOHHBIX OCJIOXHEHUI (ayTOMMMYHHBI CUHAPOM, He3JIoKauyecTBeHHasl JuMdoIiponbeparus,
snTeponatun) ipu OBUI o cpaBHeHuto ¢ SIgAD (2 = 10,27; p = 0,001). ¥ mamueHTOB 00eHX TPy 06-
HapyXKeHBI U3MECHCHUSI PeaKTUBHOCTH HEUTPOMPHIOB IO CPABHEHUIO ¢ KOHTPOJIBHBIMU 3HAYCHUSIMUA B BUIC
MOBBIIIEHUs 0a3aIbHOM reHepalluy CyIIepoKCUIHbBIX pagukaiioB (p < 0,001), aktuBHocTH HeTto3a (p = 0,005)
u arnonro3a (p < 0,001) nmpu cHuxkeHun nornotutenbHol pyHkuuu (p < 0,001) u pesepBa o6pazoBaHUs aK-
TUBHBIX hopM Kuciaopoaa (p < 0,001). MakcumaabHasi CTeIeHb U3MEHEHUS TTOTJIOTUTEIbHOM U CYNIEPOKCHUT-
IpOOyIUPYIOLIeH aKTUBHOCTH Habmomanack ipu OBU /I, a HeTo3a — mipu SIgAD. Pa3Butne ociioxXHeHMIt
HEeMH(EKIIMOHHOIO XapaKTepa COMPOBOXIAIOCh 3HAYMTEIbHBIM ITOBBIIIIEHUEM ITapaMeTPOB CTUMYJIMPO-
BaHHoro Heto3a (NETcT), uTo Aenaet aTOT Moka3aTesib IMePCHEKTUBHBIM TSI OLIEHKU CTAaOWJIBHOCTU Teye-
HUS U IIPOTHO3a PAa3BUTHUS OCIIOXKHEHUW ITPU BPOXKIEHHBIX Ie(eKTaX aHTUTSIIOIPOLYKIINH.
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FUNCTIONAL STATUS OF BLOOD NEUTROPHILS
IN CONGENITAL DEFECTS OF ANTIBODY PRODUCTION
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Gomel State Medical University, Gomel, Republic of Belarus

Abstract. We evaluated some functional indices of neutrophils in 100 adult patients with a verified diagnosis
of primary antibody production deficiency (44 patients with common variable immunodeficiency — CVID,
and 56 patients with selective IgA deficiency — SigAD). The diagnosis was made according to the criteria of
the Pan-American Group for Immunodeficiency and European Society for Immunodeficiency. The criteria
for diagnosis were based on clinical data, medical history and results of laboratory tests. All patients with
CVID received regular immunoglobulin replacement therapy, and the SIgAD patients received symptomatic
treatment on demand. The examination was performed beyond the infectious episodes, inflammatory events
or exacerbation of chronic disorders upon admission for planned hospitalisation, before any therapeutic
and diagnostic procedures. In addition to standard clinical and laboratory examination appointed for the
mentioned diseases, we assessed fnctional status of neutrophils: superoxide-anion radical production, NETosis,
phagocytosis and apoptosis. Taking into account clinical manifestations, the patients with CVID were divided
into 6 clinical subgroups: without CVID-related complications (13.6%); with infectious complications, i.c.,
bronchiectatic disease (15.9%), autoimmune syndromes (22.7%), polyclonal lymphoid infiltration (13.6%),
enteropathic syndrome (34.1%), and malignant neoplasms (9.1%). Four phenotypes were identified in the
patients with SIgAD: absence of SIgAD-related complications (28.6%); autoimmune syndrome (16.1%),
non-malignant lymphoproliferation (3.6%) and enteropathy (28.6%). Higher incidence of non-infectious
complications (autoimmune syndrome, non-malignant lymphoproliferation, enteropathies) was found in
CVID compared to SIgAD patients (x> = 10.27; p = 0.001). Patients from the both groups showed changes
in neutrophil reactivity compared to control values expressing higher basal generation of superoxide radicals
(p < 0.001), NETosis activity (p = 0.005) and apoptosis (p < 0.001) with decreased phagocytic function
(p <0.001) and lower reserve for reactive oxygen species formation (p < 0.001). The maximal degree of changes
in phagocytosis and superoxide-producing activity was observed in CVID; altered NETosis was revealed in
SIgAD. The development of non-infectious complications was accompanied by a significant increase in
stimulated NETosis indexes, thus suggesting a promising index in order to assess stability of clinical course and
to predict development of complications in congenital defects of antibody production.

Keywords: selective IgA deficiency, common variable immunodeficiency, adult patients, clinical phenotypes, neutrophils, NETosis

SIgAD u OBUJI o6HapyXMBaOTCs pa3IMUHbIC ITPO-
SIBJICHUSI WMMYHHOM JUCPEryJsiliMU: H3MEHEHUE
CyOTOIYJISIIIMOHHOIO COCTaBa TMM@OLIMTOB C TTOBbI-
IIEHUEM 9KCIIPECCUU MapKepoB paHHEW M MO3IHEM
aKTUBallMU, Ae(eKThl ITUTOKMHOBBIX CETeil M pas-
JIMYHBIX KOMITOHEHTOB BPOXICHHOIO WMMYHUTE-
Ta[l, 2].

Iless paboThl — olleHKA TapamMeTpoB (DYHKIIU-
OHAJIbHOM aKTUBHOCTU HEUTPOGUIOB KPOBU MpU
SIgAD n OBU/I B 3aBUCUMOCTU OT KIMHUYECKUX
NpOosIBAeHUI 3a0071€BaHUSI.

BeeneHue

Cpenn BpOXIEHHBIX HapyIICHUA aHTUTEIIO-
NPOAYKUIMU JTUIUPYIOIINE TO3UILIHNUA Y B3POCIBIX
MalMeHTOB 3aHMMAIOT CEJIEKTUBHBINA aedpuuut IgA
(SIgAD) 1 obmuit BapradeIbHbIM UMMYHOIC(UIIAT
(OBUL) [3, 7]. B ocHOBe pa3BuTUs 3THX 3ab0JieBa-
HUI JiexXaT Je(eKTbl CO3peBaHus U/WUIN (DYHKIINO-
HHUPOBaHUS KOMIAapTMeHTa B-KJIeToK, YTO MpuBOIUT
K HEIOCTaTOYHOU MPOAYKIIMY UMMYHOTJIOOYJINMHOB.

Kak SIgAD, tak m OBU]Jl xapakTepusyroTcs
3HAYUTEJbHBIM pa3HOOOpa3eM KIMHUYCCKUX TPO-
saBiaeHN. [ToOMMMO 9acTBIX W TSLDKEIIBIX, TOPITMIHBIX

K Tepanuu MH(MEKIMNI, BO3MOXHO pPa3BUTHUE ayToO-
MMMYHHOI maTtojoruu, Jumdorpoianudepainuu, 3H-
TepoIlaTuii, ITOBBIMICHHON NPeapacIioNoXeHHOCTH
K 3J10KauyeCTBEHHbIM HOBOOOpazoBaHUsIM [4, 5, §].
PaznuuHble KIMHUYecKUe (DEeHOTUMNBI MpeaoIpee-
JISTFOT TIPOTHO3 3a00JIeBaHMsI, a TAKXKe Pa3IMIaroTCs
M0 CTeTIeHU HapyllIeHUI B UMMYHHOU cucteme |6, §].

B Hacrosiiiiee BpeMsI YCTaHOBJIEHO, YTO KpOMe
nedeKTOB TyMOpaJbHOTO 3BEHAa MMMYHHUTETa IIpU

Matepuans! 1 MeTogbl

B ucciaenoBanue BkiaodeHbl 100 mamueHToB (41
MYXUMHA 1 59 XeHIIMH B Bo3pacte 37,3+12,1 roma)
¢ Bepu(pULUPOBAHHBIM B COOTBETCTBUU C KPUTEPU-
samu PAGID u ESID (2019) mepBUYHBIM TyMOpPaib-
HbIM UMMyHoAeduuutoM: 44 mauuenra ¢ OBUJ u
56 yenoBek ¢ SIgAD.

Bce nmauunenTsl ¢ OBM I Haxoauanch Ha peryJisip-
HOIT 3aMECTUTEILHOI Teparnuu mperapaTaMu UMMY -
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HOTJIOOYJIMHOB JIJISI BHYyTPUBEHHOTO BBEICHUSI B 103€
0,4-0,5 r/kr maccsol Tena. [TarmmenTor ¢ SIGAD momy-
yajJu CUMIITOMAaTUYECKYIO Tepariuio Mpyu BOSHUKHO-
BEHUM MHMEKIIMOHHBIX OCJIOXHEHUI, a TaKKe TPU
HEOOXOAMMOCTH JICUCHUST KOMOPOMIHOM ITATOJIOT M.

KonTtponbHyto rpynmny coctaBuiim 100 corocra-
BUMBIX I10 MOJY U BO3PACTy MPaKTUUECKU 3T0POBBIX
Ju1 6e3 KIIMHUKO-J1a00paTOPHbBIX MPU3HAKOB UMMY -
HOJIOTUYECKOI HEATOCTAaTOYHOCTH.

Kpome oO1IenpuHSITOrO A1 u3ydaeMbIX 3a00Jie-
BaHUI KIIMHUKO-1a00paTOPHOTo obCcieq0BaHsI BHE
33003 MHMOEKINMOHHO-BOCIIAJIMTEIILHOTO TIPOIICC-
ca IIpoBelleHa OlleHKa (byHKIIMOHAJIBLHOIO CTaTyca
HEUTPODUIOB: TIPOAYKIMS CYNEPOKUI-aHUOH-pa-
IUKajia, obpa3zoBaHUE SKCTPALEJUTIONSIPHBIX CETel
(aeTo3, NETs), mormotuTeabHast 1 allONTOTUIECKAS
aKTUBHOCTb. MaTepuajioM sl UCCIIENOBaHUS CIy-
JKUJIa B3BECH JICMKOIIMTOB, TTOJYYEHHBIX U3 Terapu-
Hu3upoBaHHOU KpoBu (10 Em/miu) ¢ comepkaHmem
HelTpoduiaoB 5 x 10° kierok/miu. B kadecTtBe mH-
IYKTOpa MCIIOJIb30BaIM MHAKTUBUPOBAHHBII Harpe-
BaHUEM MPEONCOHU3UPOBAHHBIA My3€HBIN 1ITAMM
S. aureus ATCC 25923.

CyIe poKCHUI-TIPOIYILINPYIOITYIO aKTUBHOCTh
HEeUTPOoMhUIOB OLIEHUBAIU B peaKI[M1 BOCCTaHOBJIC-
HUs1 HUTpocuHero terpazonus (HCT-tect) B AByX
BapmaHTax: cmoHTaHHBI (HCTcrr) m ctumymmpo-
BaHHbIll (HCTct). ITornmorurenbHylo CriocOOHOCTh
ompenessau B peakuuu darouutos3a S. aureus c
noacueroM paromurapHoro mHuekca (PU) m da-
rouutapHoro umciia. OOpa3oBaHME BHEKJIETOUHBIX
JIOBYIIEK OLIEHUBAJIM MUKPOCKOIMMYECKU IO METO-
ny .. HoarymuHa u coasT. (2010) B Hamieir Mo-
mudukanum [1] Mo KoaudecTBy BHEKJIETOUHO pac-
MOJIOKEHHBIX CeTell IMocje MHKYOallMu KJIETOK IpU
Temnepatype 37 °C B reyeHue 150 MUHYT B CIOHTaH-
HoM (NETcmn) u unnyuupoanHom (NETcT) Bapu-
aHTaX. AITONTO3 JICHKOILIMTOB OILEHWBAJIU IO METO-
nuke A. Gorman (1996) MeToIOM JIIOMUHECLIEHTHO
MUKPOCKOITMHU TTOCJIe OKpalllMBaHUsI aKpUAUHOBBIM
OpaHXXEBBIM U ITUIUYMOM OPOMMIOM; OMPEACIISIIN
JIOJTIO alTONTOTUYECKUX KJIETOK B CITIOHTAHHOM (ACIT)
U CTUMYJIMpoBaHHOM (ACT) BapuaHTax TecTa, pe-
3yJIBTAT BbIpaXKaJii B TIPOLICHTAX.

Cratuctudeckass o6paboTKa MpoBeAcHA C II0-
MOIIBIO MakeToB mporpaMMm StatSoft Statistica 13.0
(Trial-Bepcusi) u1 GraphPad Prism Bepcuu 9. [Ins
OLIEHKN HOPMAaJIbHOCTU pacIipelie/IeHNs] UCTIOIb30-
BaH Kputepuii lllanupo—Yunka. Pe3ynbraTsl uccie-
JOBaHUs MPEACTAaB/ISINCh B BUae MeauaHbl (Me) u
MHTEPKBAPTUILHOTO pazMaxa (Q »5-Q, ;). [TpoBepka
JIOCTOBEPHOCTHU PA3INYMii HeTlapaMeTPUIECKU pac-
IpenesIeHHBIX BEJIMYWH ITPOU3BOAMIACH C MCIOJIb-
3oBaHueM Kputepust ManHa—YutHu (U-kpurepuii).
Paznuumst 4acToT BCTpEeYyaeMOCTH IIPU3HAKOB Olle-
HUBAJIKUCH C TIOMOIIIbIO KPUTEPUST > B TAOJIULIAX CO-

npsbkeHHOCTU 2 x 2. KpuTtuueckuii ypoBeHb HyJie-
BOI1 TUIoTe3bl npuHUMaJcs rpu p < 0,05.

PesynbTathl 1 06CyXaeHue

C y4eTOM HMEIOILIMXCS KIMHUYECKUX MPOsIBIIC-
Huit mauueHtel ¢ OBUJI pasmesieHbl Ha 6 KJIMHM-
YEeCKUX TTOATPYIIN: 0e3 OCJIOXHEHUI, CBSI3aHHBIX C
OBUO (n = 6; 13,6%); nHMPEKLMOHHbIE OCIOXKHE-
HUS B BUIE OPOHXOIKTaTUYeCKOit 6one3Hu (n = 7;
15,9%), ayroummyHHblii cuaapom (AUUC — n = 10;
22,7%), noJuKIOHaIbHAs1 JuMbOUIHAS WHOWIb-
Tpaumst (n = 6; 13,6%), sHTeponaTUYeCKU CHUH-
apoM (n = 15; 34,1%) u 3;10KavyeCTBEHHbIE HOBOOO-
pazoBaHus (n = 4; 9,1%). B cocraB ayTouMMYHHOTO
CUHApPOMAa BKITIOYAJI ayTOMMMYHHYIO ITMTOIICHUIO,
PEBMATOUIHBIN apTPUT, ayTOUMMYHHBII TUPEOUIUT,
ajjonennio. B Tpymry «IToJWKIOHAJIbHAsA JMMdO-
uaHas npojudepalivs» BOILLIU IMallMeHThI C YBEIU-
yeHrneM nepudepruiecKnX JTUMMaTHISCKIX Y3JI0B,
JTUMQPONTHON TUTIepIa3reil KUIIeYHUKa, CIIJIEHO-
Merajiueii. DHTepOoNaTHIeCKUil CUHAPOM BKITIOYAT
racTPOMYOJICHUT, CUHIPOM pa3npakeHHOTo KUIIIeU-
HUKa, XPOHUUECKUI SHTEPOKOIUT, UJIICHUT; 3JI0KaYe-
CTBEHHBIC HOBOOOpa30BaHUS — aJcHOKapIIMmHOMA
xkeaynka, auMmdpoma. Ilpu aToM ciaenyeT OTMETUTD,
YTO YacTOoTa AIM30J0B PECHUPATOPHBIX MHMEKII-
OHHO-BOCITAJIUTEIbHBIX 3a00JIeBaHUI y Bcex obcie-
moBaHHBIX manueHToB ¢ OBU/I cocraBuia 1-3 ciy-
yas B Iojl, T. €. He OTJIMYaIach OT IOIY/ISLIMOHHOM
HOPMEI, TaK KaK BCe OHU ITOJIyJaIld PETYIISIPHYIO 3a-
MECTUTEJILHYIO Tepallvio IpernaparaMiu UMMYHOTJIO-
OyJIMHOB.

Y nanmenToB ¢ SIgAD, HanpoTUB, peaKue 3MU-
3016l UHMEKIMI HAaOII0AaIUCh TOJbKO Y 11 yesoBek
(19,6%), Torma Kak B OCTaJIbHBIX CJIy4asix CPemHSIs
YacToTa MH(PEKIMOHHO-BOCITAIUTEILHBIX 3a00JIeBa-
HU1 Konebanach oT 4 1o 8 ciryyaeB B rof. [To ocobeH-
HOCTSIM KJIMHUYECKUX MPOSIBJICHUI U OCTOXKHEHUN Y
nanueHToB ¢ SIgAD ynamochk BeIACTUTH 4 (heHOTU-
na: 6e3 OCJIOKHEeHMI, cBsI3aHHBIX ¢ SIGAD (n = 16;
28,6%); ayTouMMyHHBII cuHIpoM (n = 9; 16,1%),
BKJIIOUMBIIWIA PEBMATOUAHBIA apTpUT, ayTOUM-
MYHHBII TUPEOUIUT, CaXxapHBIM muadeT 1-ro Tuiia;
He3JoKadyecTBeHHas nuMdbonpoanudepansa (JIuM-
doaneHOMaTHSI, TUMGONIHAS TUITePIIIa3UsI KAIITEeU-
HUKa, CIUIEHOMeraaus; n = 2; 3,6%) 1 sHTeponaTus
(TacTpOIYyOJNECHNUT, XPOHUYECCKUI WICHUT, XPOHUUIE-
CKUI KOJINT, CHHIPOM pa3IpakeHHOTO KUIITCUHUKA C
nuapeeit) —n = 16; 28,6%. Bcero HenHbeKIIMOHHBIE
ocjioxkHeHus: umenu 48,3% nauueHtoB SIgAD, yTo
3HaunMo HiKe, yeM ripu OBU]I (48,3% vs 79,5% co-
oTBeTcTBeHHO; %2 = 10,27; p = 0,001).

PesynbraThl olleHKM (DYHKIIMOHAJIBHBIX CBOMCTB
HeliTpoduyioB y nauueHToB ¢ SIZAD u OBU/I nipen-
CTaBJIEHBI B Ta0aune 1.

Kak cienyet u3 tTabaulbl 1, B o0enx rpymnrax ma-
LIMEeHTOB HaOJIoJalUCh OoJjiee BBICOKME 3HAYE€HUS
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TABJALA 1. NAPAMETPbI ®YHKLIMOHANBHON AKTUBHOCTU HEUTPO®UNOB Y MALMEHTOB C SIgAD U OBM,

Me (Qo,zs'Qo,75)
TABLE 1. PARAMETERS OF NEUTROPHIL FUNCTIONAL ACTIVITY IN PATIENTS WITH SIgAD AND CVID, Me (Q,25-Qy75)
Mokasarens, e,quoﬂuubl KoHTponbHasi rpynna CenekTUBHbIN gednumt O6wwuin BaprabenbHbIn
namepeHus, % Control arou IgA nmmMmyHoaeduumT
Parameter, units of el 1%0) P Patients with SIgAD Patients with CVID
measurement, % (n =56) (n=44)
HCTcn * * ) Hk
NBTsp 6,0 (4,0-9,0) 12,0 (7,0-18,0) 24,0 (15,0-33,0)
HCTer 56,0 (49,0-60,0) 49,0 (45,0-56,0)* 42,0 (37,0-49,0)*/**
NBTst ’ ’ ’ ’ ’ ’ ’ ’ ’
¢M * * [ *k
Fl 69,5 (66,0-73,0) 66,0 (61,0-72,0) 55,0 (50,0-62,0)
NETcn " * [k
NETsp 5,0 (4,0-5,0) 9,0 (6,0-11,0) 7,0 (5,0-9,0)
NETcT * -
NETst 9,0 (9,0-10,0) 13,0 (9,0-16,0) 10,0 (8,0-12,0)
Acn * *
Asp 10,0 (8,0-12,0) 20,0 (12,0-30,0) 22,0 (16,0-30,0)
Act * *
Ast 26,0 (25,0-29,0) 28,5 (26,0-34,0) 31,5 (26,0-36,0)

MpumeyaHue. * — pa3nnyunsa 3Ha4MMbl B CPaBHEHUU C KOHTporbHoW rpynnoi (p < 0,05; U-kputepuit MaHHa-YuUTHM); ** —
pasnuuus 3Ha4MMbl B cpaBHeHUM ¢ rpynnou nauueHToB ¢ SIgAD (p < 0,05; U-kputepuit MaHHa—-YuUTHM).

Note. *, the differences are significant in comparison with the control group (p < 0.05; U Mann-Whitney test); **, the differences are
significant in comparison with the group of patients with SIgAD (p < 0.05; U Mann-Whitney test).

0a3aIbHOM CYITePOKCHUI-TIPOIYLIMPYIOIMIEH aKTHUB-
Hoctu HeviTtpopunoB (HCTemn p < 0,001), mapame-
TpoB HeTo3a u aronto3a (p < 0,001), HO CHUXKEHUE
nx nomtotuteabHOI pyHKIMn (PU p < 0,001) u mo-
TeHLMAJbHON BHYTPUKIETOYHON OaKTEPULIMAHOCTU
(HCTct p < 0,001) mo cpaBHEHUIO ¢ KOHTPOJbHOI
rpynmnoii. BekTop m3aMeHEeHUsT 3TUX IMOKas3aTeleu y
nauueHToB ¢ SIgAD n OBWJI He oTauyalcs, of-
HaKO MMEJMCh OIlpeneieHHble ocobeHHocTu. [lpu
OBWU]I, B Gompiieit Mepe 1o cpaBHeHUI0 ¢ SIgAD
M3MEHSUIMCH TTapaMeTphbl BHYTPUKIIETOYHOM OaKTe-
punngHoctu (HCTerr, HCTer m @U; p < 0,001 co-
OTBETCTBEHHO), HO B MEHBIIICH CTCIICHN MOKa3aTeIn
Heto3a (NETcno p = 0,03; NETct p = 0,005).
KoMmieKcHBIN aHaIu3 nmapaMeTpoB HeHTpodu-
JIOB B 3aBHUCHUMOCTU OT KIMHMYECKHUX (PEHOTHUIIOB
nposeneH Hamu y 41 manmenta ¢ OBU/L (Taba. 2).
Kak BugHO u3 Tabaunbl 2, MaKCMMajJlbHOE KO-
JIMYECTBO OTKJIOHEHUI M3ydyaeMbIX MapaMeTpOB Ha-
omonanochk y manueHToB ¢ AUC. OTMmeuanuch dosee
Bbicokue 3HaueHus1 Heto3a (NETcn p =0,02; NETct
p < 0,001) 1 6osiee HU3KME MOKa3aTeau (HarolmuTo-
3a (p = 0,04) B cpaBHEHUM C TPYNIOil 63 OCIOX-
HEHMI. Y IMallMeHTOB ¢ KIIMHUYECKUM (DEHOTUIIOM
«9HTEpONaTUU» TakKXkKe HaOIomaIuch O0osiee BbICO-
Kue nmapaMeTphbl HeTo3a, HO ToabKo 1o Tecty NETcT
(p = 0,001), 1 3HAYMMOE TIOBBLILICHNE Oa3aTbHOM
NPOOYKIMU CYITePOKCUIHBIX paIuKaloB OTHOCHU-
TeIbHO MalUMeHTOB 0e3 ocioxHeHuit (p = 0,04).
B rpynne «mmmdonpoandepaTUBHbLI CUHAPOM» U

«3JI0OKa4eCTBEHHBIE HOBOOOpa30BaHMs» OBLIM IIO-
BbiieHbl 3HaueHuss NETct (p < 0,001). Beicokas
yactota BcTpeyaemMoctu AWMC u sHTeponatuu y
OOJBHBIX C MaKCUMAaJIIbHBIMU 3HAUYCHUSIMHU HETO3a
TMOATBEPKACHA pe3yJbTaTaMi YacTOTHOTO aHaJlv-
3a (41,6%, x> = 6,04, p = 0,01 u 49,2%, %> = 4,0;
p = 0,04 COOTBETCTBEHHO).

V¥V 41 nmauuenTa ¢ SIgAD npoaHanu3upoBaHbI Ta-
paMeTpbl HeHTpOoGUIIOB TIPU 3-X KIIMHUYECKUX (e-
HOTHUITaX: 0e3 OCJOXHEeHW, cBsI3aHHBIX ¢ SIgAD;
AWNC u sHTeponaTus (Tada. 3).

Y nmauueHToB ¢ peHoTUIIOM «ANC», Kak u ¢ de-
HOTUIIOM <«DHTEPOIIaTUMW» BbISIBJIEHbI 00Jiee BBICO-
KUe 3HaYeHUS MoKazaTesIeill CTUMYJIMPOBAHHOTO He-
to3a (NETct p = 0,01 u p = 0,04 COOTBETCTBEHHO)
OTHOCUTEJILHO TPYIIIbI 06e3 ocnokHeHuii. OmHako
cliemyeT OTMETUTh, YTO CTEIICHDb MOBBIIICHUS 3TOIO
noKa3zaTesisl ObllTa MaKCUMAJIbHOI MMEHHO Y TIallv-
eHtoB ¢ AUC (p = 0,02 oTHOCUTENbHO 3HAYEeHUI
IpU BHTEPOITaTUM). 3HAYMMBIX M3MEHEHUN (PYyHK-
IOUOHAJIBHON aKTMBHOCTA HEUTPO(GUIIOB IO IPYTUM
roKas3aTejsiM B 3aBUCHMOCTU OT MpeBaJMpPYIOIIEro
KIIMHUYECKOTO (heHOTUTA Mbl He OOHAPYKIIU.

Harmre nccnenoBanme mpoieMOHCTPUPOBATIO, YTO
y MTalIMEHTOB C BPOXKIAECHHBIM Je(DUIIMTOM aHTUTEIIO-
oOpa3oBaHus MMeeTcsT NTUCGHYHKIIUS HEeHTpOopUIIOB
BBIpaXXCHHOI CTEICHU, MPOSBICHUS KOTOPOU MMe-
IOT OCOOEHHOCTHM B 3aBUCUMOCTHU OT KJIMHUYECKOTO
¢eHotuna 3adosieBaHus. IloayyeHHbIE pe3ybTaThl
YKa3bIBaIOT Ha MOTCHIIUAIbHYIO BO3MOXKHOCTH MC-
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TABJALA 2. NAPAMETPbI PEAKTUBHOCTU HEUTPO®UNIOB B 3ABUCUMOCTY OT KITMHUYECKOIrO ®EHOTUMA OBUL,

Me (Qo,zs'Qo,75)
TABLE 2. NEUTROPHIL REACTIVITY PARAMETERS DEPENDING ON THE CLINICAL PHENOTYPE OF CVID, Me (Qq55-Qq 75)
Moka3arens, Knununyeckuin peHorun OBULA / Clinical phenotype of CVID
eAVHULbI nnc H 6
n3mepeHus, ‘.’/o Be3 ocnoxHeHuMn AUC OHTeponaTtumn Polyclonal ::::H“F;a'
Parameter, units [ No complications Autoimmunity Enteropathy lymphocytic Malignanc
of measurement, (n=6) (n=10) (n=15) infiltration g_ 4 Y
% (n = 6) (n - )
HCTcn "
NBTsp 23,0 (15,0-36,0) 26,5 (17,5-33,0) 27,5 (22,0-39,5)* | 23,5(17,0-32,5) 23,0 (15,0-30,5)
HCTcr
NBTst 46,0 (37,0-53,0) 44,0 (38,5-47,5) 45,5 (38,5-51,5) | 41,5 (35,0-50,0) 40,0 (33,0-49,0)
I?IM 56,0 (50,0-62,5) 51,0 (48,0-57,0)* 57,5 (52,0-67,0) | 54,5 (50,0-61,0) 55,0 (49,0-63,0)
NETcn "
NETsp 7,0 (5,0-9,0) 8,0 (7,5-9,0) 6,5 (5,0-10,0) 7,0 (6,0-9,0) 8,0 (7,0-10,0)
NETcT " " * *
NETst 9,0 (6,0-11,0) 11,0 (10,0-14,0) 9,0 (8,0-12,5) 10,0 (7,0-12,0) 11,0 (9,0-13,0)
2:: 21,0 (16,0-31,0) 19,0 (16,0-29,0) 21,0 (14,0-31,0) | 20,0 (17,0-32,0) 26,0 (19,0-31,0)
Q;T 31,0 (27,0-35,0) | 30,0 (26,0-38,0) 29,0 (23,5-34,0) | 32,0 (28,0-36,0) | 29,5 (27,5-38,0)

MpumeyaHue. * — pa3nuuusa 3HaYMMbl B CpaBHEHUM ¢ rpynnon nauneHToB «be3 ocnoxHenunn» (p < 0,05; U-kputepun MaHHa—
YutHu). ®eHoTUN «MH(EKLMOHHbIE OCNOXHEHUA» B BUAE OPOHXO3KTaTU4E€CKON 6ONMe3HN He BKIIOYEH B CBA3U C OTCYTCTBUEM
yKa3aHHbIX OCJIOXKHEeHUI B rpynne obcneayemMbix naumeHToB ¢ SIgAD.

Note. *, the differences are significant in comparison with the group of patients “No complications” (p < 0.05; U Mann-Whitney
test). The phenotype of infectious complications in the form of bronchiectatic disease was not included due to the absence of these
complications in the group of studied patients with SIgAD.

TABIULA 3. NAPAMETPbI PEAKTUBHOCTU HEUTPO®UNIOB B 3ABUCUMOCTY OT KITMHUYECKOIrO ®EHOTUNA SIgAD,

Me (Qq2-Qq75)
TABLE 3. NEUTROPHIL REACTIVITY PARAMETERS DEPENDING ON THE CLINICAL PHENOTYPE OF SIgAD, Me (Qq 5-Qy75)
Moka3zaTenb, eauHNLbI Knununyeckun cpbeHotun SIgAD / Clinical phenotype of SIgAD
n3mepenus, % Be3 ocnoxHeHUn AUC OHTeponatum
Parameter, units of No complications Autoimmunity Enteropathy
measurement, % (n =16) (n=9) (n=16)
HCTcn
NBTsp 12,5 (6,0-17,5) 12,0 (9,5-26,0) 21,0 (11,0-25,0)
HCTcT
NBTst 44,5 (40,0-52,0) 44,5 (39,0-55,5) 50,0 (42,0-53,0)
(o]
Fl 62,0 (58,0-66,0) 67,0 (62,0-71,0) 62,0 (47,0-70,0)
NETcn
NETsp 8,0 (6,0-11,0) 8,0 (7,5-9,0) 9,0 (7,0-12,0)
NETcT * *
NETst 9,0 (8,0-13,0) 14,0 (8,0-19,0) 11,0 (10,0-16,0)
Acn
Asp 24,0 (11,0-32,0) 25,0 (13,0-29,0) 22,0 (13,0-24,0)
Act
Ast 29,0 (27,0-38,0) 30,5 (26,0-34,0) 31,0 (26,0-33,0)

MpumeyaHue. * — pa3nuuusa 3Ha4YMMbl B CpaBHEHUM ¢ rpynnon nauneHToB «be3 ocnoxHenunn» (p < 0,05; U-kputepun MaHHa—

YUTHM).

Note. *, the differences are significant in comparison with the group of patients “No complications” (p < 0.05; U Mann-Whitney test).
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MOJIb30BaHUST TIapaMeTPOB HEUTPOMDUIOB IS Jia-
0OpPaTOPHOTO KOHTPOJISI CTAaOWJILHOCTU TeUYCHUS
MAaTOJIOTMISCKOTO TIPOIecca, YTO MOXKET OBITh IIep-
CHEKTUBHO [IJIs] MOHUTOPMHTA U IPOrHO3a Pa3BUTUS
ocnoxuenuii npyu OBU u SIgAD.

(wioB B Buie TOBBIIIEHUST 0a3ajbHOM TeHepauu
cynepokcuaHbiXx pagukaioB (p < 0,001), akTUBHO-
ctu Heto3a (p = 0,005) u armoniro3a (p < 0,001) mpu
CHWXXeHUU nomtotutenbHo dyHkiuu (p < 0,001)
¥ pe3epBa 00pa3oBaHUSI aKTUBHBIX (POPM KHUCIOPO-

na (p < 0,001). MakcumasnbHasi CTelieHb U3BMEHEHUS
MOIJIOTUTEILHON M CYIIePOKCUI-IIPOAYLIMPYIOLLIEi
aKTUBHOCTU BBbISIBJIeHA TMpU OOIleM Bapuadesib-

HoM ummyHonedpunute (HCTen, HCTer u ®OU,
LTe, HECMOTPS Ha PETYSPHYIO 3AMECTUTENBHYIO 1\« ()]). a HeTo3a — NpPH CEeKTHBHOM JedyuIiiTe

Tepanuio U OTCYTCTBUE MOBBILIEHHON YaCTOTHI MH- - . -
(hex1IMOHHO-BOCTIAIUTENBHBIX 32a00J€BaHUI Yallle, IgA;NE; %r;gner?;(c)ja’ ;\I 015611;;;15: Bag;?fge)ﬁm-mm M-
ueM Tpu celleKTMBHOM neduumre IgA, GopMUPY-  \yyonedunmurom u cenekTuBHBIM aeduimtom IgA
I0TCSl HeMH(MEKUMOHHBIE ocioxHeHust (x> = 10,27; NpU HATWMYUKU HEMH(MEKIIMOHHBIX OCJIIOXKHEHNI BHE
p = 0,001) u cnekrp KOMOPOMIHOW MATOJOTUU  33BUCHMOCTH OT UX XapaxkTepa MOBBILIEHBI TTapame-
mupe. Tpbl cTumyaupoBaHHoro Heto3a (NETct), uto ne-

2. Y mauMeHTOB C OOLIMM BapUaGeJIbHBIM M- JIaeT TOT MOKA3aTeNb MEPCIIEKTUBHBIM [UT OLIEHKHU
MYHOIE(DUIIUTOM U CEJIEKTUBHBIM JeUUMTOM [gA  cTabMiIbHOCTM TedeHMsl 3a00JIeBaHUS M MPOTHO3a
OOHapyXeHbl M3MEHEHUSI PEaKTUBHOCTU HEUTpPO- Ppa3BUTUS OCIOXKHEHUM.
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